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BBEAEHUE

eKIMsl Kak ojHa u3 (hopM 00yueHus cylecTBoBasa etie B JIpes-

Heil Iperumt u B [IpesHeM PuMe u craia ocHOBHOI (hopmoii 00y-

YeHUs B CPEIHEBEKOBBIX yHUBepcuTeTax. M.B. JJoMoHOCOB 0ueHb
JIEOOMJT YuTaTh JieKiuu B ViMrepatopckoM MOCKOBCKOM YHUBEPCUTETE
u noropsis: «Viva vox docets (nar.), T.e. «<;KUBOH ToJoc yuanTs. Hamm
COBPEMEHHWKHU — I€/IarOTH U YUeHble — CUUTAIOT JIEKITNIO BEYIIeid op-
raHU3alMOHHON (hopMOil 0OyUeHust. «JIEeKIMs MoaYac SIBJISIETCS €UH-
CTBEHHBIM CITOCOOOM Iepeiadll CTyAeHTaM HOBeIiIell HaydHOH 1 HeoO-
XOAUMOIT yuebHol mHMopMannn»> (3aBeaytonas kaheapoil meiaroruku
U TICUXOJIOTUN POCCHITCKOTO TOCYIapCTBEHHOTO MEAUIIMHCKOTO YHUBEP-
cutera M.C. [lnankuna, 2002).

B coorBercTBuM ¢ 0UIIUATBHBIMEI YUEOHBIME [IPOTPAMMAMIE JIJIsT
By30B P 110 MHOTMM AUCIUATINHAM, B TOM YHCJIE 10 OUOXUMUH, JICKIIUST
JUIST TPYIIIBI WJIM [TOTOKA CTYAEHTOB SIBJISICTCS MEPBOU U 00s13aTe/IbHOI
dhopmoii 00yueHMs Tepes] TPAKTUIECKUME 3aHATHSAMEI 1 WHANBULY JIb-
HOU paGoTOil TPernoaaBaTe/ist CO CTYAECHTOM.

[To pucnumanie «buoxumust» 17151 MeauimHCKUX By30B B PD us-
naHo HecKoubko yueOHnKoB. C 2003 1. kadeapa Grnoxumur MOCKOBCKOi
MenunmHcKol akagemun M. VI.M. Ceuenosa (¢ 2010 r. — [TepBoro Moc-
KOBCKOTO TOCYZIapCTBEHHOTO METUITHTHCKOTO YHUBEPCUTETA) UCTIOJIb3YET
1 PEKOMEHTYeT cOOCTBEHHBIH yuebHnk «Broxumusty (M.: zmarembekmit
oM «'9OTAP-ME/l»), KoTOpbIil IMeeT onpe/ieIeHHYIO TTOMyISIPHOCTD
B IPYTUX MEAUIIUHCKUX By3ax. JTo 1o cymiecTBy yueOnuk X XI Beka! Ox-
HaKO ero 60J1b110i 00beM (0K0J10 780 cTpaHuL, HECKOIBKO COKPALEHHbBLI
BapuanT 2011 r. — 622 crpanutpl), 6obInas rIyOUHA 1 OHOBPEMEHHO
CJIOKHOCTD UBJIOKEHUS 3aTPYAHSIOT MOHMMAaHUE, YCBOEHUE U JIasKe TPO-
YTeHUE BCETo YUeOHMKA HEKOTOPBIME CTYIEHTaMU. B 9TOM IJTaHe JIeKInsT
MOKET OGJIErYUTh CTYIEHTaM YCBOEHHE MPEAMETa, eCJI JIEKTOP KPaTKo
1 YEeTKO M3JIaracT MUHUMAJIbHO HEOOXOAUMBII MaTepral U TeM CaMbIM
MOATOTABJIMBAET CTYAECHTOB K MHAWBUAYAJIbHOI Oecele ¢ mperogaBaTe-
JIEM | K cllade TeCTOB, KOJJIOKBUYMOB, 3a4€TOB U AK3aMeHa.



Beenenne

B 2004—-2006 rr. MBI 1TpOBEN aHAIN3 3aBUCUMOCTH YCIIEBAEMOCTH
CTYJEHTOB 110 OMOXUMUHU Ha Hallell Kadeape OT PeryasspHOCTH POCIy-
MABAaHUS UMU JeKIuil. PaccunTeiBaam KoadPUITMEHTH KOPPESIIIITT
MEXKJIY TTOKa3aTeJIMKU YCIIEBAEMOCTH Ka)K/IOTO CTYJ/IEHTa W YacCTOTON
(B MpoTIeHTax ) TOCceNieHnsT UM JieKIui. Vcrmoap3oBain 1Ba mokasaTess
Ipe/dK3aMeHAIIMOHHON yCIIeBaeMOCTH: A — KOJIUYECTBEHHbBIN (TIPOIIEHT
C/IaHHBIX CTYZIEHTOM T€CTOB ¥ KOJUIOKBUYMOB JIO HauaJia 9K3aMeHAI[MOH-
HOH ceccun) u B — KauecTBeHHBIN MOKaszaTe b (CyMMa Oa/lJIOB-OIEHOK
32 KOJUIOKBUYMBI). Besmunubpl K0ahGUIIMEHTOB KOPPEJISIUA COCTaBH-
s st okasaresss A +0,88 (2005) u +0,76 (2006), a mist mokasare-
ag B —+0,85 (2005) u +0,72 (2006). /locToBepHOCTH 9THX BEJTHUNH
cratuctudecku cymniectsensa (p < 0,01), a Takyio KoppeJsuio TPUHSITO
CUMTATh B CTATUCTUKe cUIbHON®. ClieoBaTeIbHO, JIEKITUU, TPOUNTAH-
Hble Pa3HbIMU MPETOJIaBaTe/SIMK Halllell Kaheapbl, B TOM YUCJI€ MHOIO,
BHOCSIT 3HAUUTEIbHBIN BKJIAJ] B YCIIEBAEMOCTH CTYIEHTOB 10 TUCIIUTLIN-
He «bruoxumusts.

[Ipenmaraembrii BalieMy BHUMAHUIO KYpPC JIEKIIMH OCHOBAaH Ha 24-
JIETHEM OTIBITE €5KEeTOHOTO YTeHUsSI MHOIO TOJHOTO Kypca (33—34 nex-
IIMK) HA PYCCKOM SI3bIKE CTYJIE€HTaM MEIUINHCKUX (aryabTeToB 1-r0
MIMY um. .M. Ceuenosa (se4eGHbINA, MEAUKO-TTPODUIAKTUYECKIIA,
a B TOCJIe/HUE TOJbl 1 TenaTpuieckuii (pakysibreTsl). B Teuenne He-
CKOJIBKUX JIET TOT 7Ke Kypc ObLI IPOYMTAH MHOIO U Ha (DpaHIy3CKOM
SI3BIKE CTyJIeHTaM (hbapMareBTUYECKOro OT/eeHus (haKyJIbTeTa Mo/ro-
TOBKHM MHOCTPAHHBIX CIIEIUAINCTOB U n3/1aH otaenbHo B MMA na dpan-
11y3ckoM s3bike B KHKHOM (2009) u anextponnom (2009) BapuanTax
Ha noprase MMA (http://www.mma.ru/article/id54700) u Ha opraje
1-ro MI'MY (http://www.mma.ru/articles/73099/).

B 2010 r. B mportecce peabHOTO YTEHUST TIOJTHOTO KyPCa JIEKITHH CTY-
neHTaM jieuebHoro dakyabrera 1-ro MIMY s sanucan u ganee chopMu-
poBazn Ha CD aynnokypc, kotopsiii B 2011 r. n3/1an MaccoBbIM TUPAKOM
NsparenbckuMm gomoM «PaBHOBecues, a Takke pa3melnien B MIHTepHeTe
(http://salebook.ru/index.php?cd=2819). Ananoruunsiii nmepepabo-
TaHHBIN ayauokypc Jjekiuil (B Buge aucka CD-ROM) npunaraercsa
K KHI)KHOMY BapUaHTy MO€Ero Kypca JIEKIIHIA.

Hacrosiee yueGHoe mocobue nmpegHasHaueHo IJIs CTYAEHTOB Me-
IMIMHCKIX U (hapMalleBTIHYecKuX (Gaky/bTeToB By30B Poccuu, o0yua-
IOIUXCS TI0 YKAa3aHHBIM B aHHOTAIMU (CTP. 2) CleluasbHOCTSIM. B co-

* Marepuayibl HAyYHO-METOAMYECKUX KOH(epeHInil coTpyaankoB MMA
nm. .M. Ceuenosa. — 2005. — C. 56-59; 2006. — C. 81-83.

8



Bsenenune

OTBETCTBUU C HTUMHU CIIEIUATLHOCTSIMUA COCTABJIEH U 3aKJTIOUNTETbHBII
«IIpenmerHo-TeMaTHUeCKUI yKazaTeab» (CTp. 452—453), BKIIOYAIONIHI
pasjenbl « MeAuIMHCKIe W KIMHIYECKUe acIleKThl OUOXUMUn», «Me-
XaHW3M JIEHCTBUS JIEKAPCTB» U « bHMOXUMUS JIeTCKOro Bo3pactas. Kask-
Jast JIeKIKs coAep:KuT GparMeHTsl 06uieit Gnoxumun (crarudyeckas,
IMHaMIYecKast 1 (QYHKIIMOHAIbHAS OUOXMMUS), a TaKKe (ParMeHThl,
HeoOXOAUMbIE U aKTyaJbHble I Oyaymux Bpayeil (MOJIEKYJISPHbIE
OCHOBBI [TATOJIOTUU YeJIOBeKa, OUOXUMMYECKIE IPUHIIUIBI ¥ METO/bI
JabopaTOPHOIl AUATHOCTUKU 3a00JIeBaHUN U MX JI€YEeHUsI, MEXaHU3M
JIENICTBUS JIEKAPCTB). DTHU Pasjiesibl JeKINi1 TOMoJHEeHbl MH(popMaInei,
[PEeJOCTaBIEHHON KPYITHBIMU CIIEUaJNCTaMU-OHOXUMIKAMU MOCKBBI
B IIporiecce uTeHus nmu Jeknnii Ha anektuse MIMY um. 11.M. Ceueno-
Ba «MeaunnHcKas GHOXUMUS», KOTOPBIM s PYKOBOAMJI M TaKsKe YTaJl
gexnun (1995-2010). V3 npoynTaHHbIX MHOIO Ha 9JIEKTHBE JIEKIIH
X0uy 0COOEHHO BBIJIEJUTD [BE JEKIUK 110 OUOXMMUM aT€POCKIEpo3a 1
OJIHY JIEKIIHIO 110 OMOXMMUU aJIKOTOJIM3Ma, KOTOPbIE 3allCAHbI BO BPEMsI
3JIEKTUBA U TIPEJICTABJIEHBI B ayJMOKypce. B KHIKHOM BapuanTe Kypca
STH TEMbl PACCMOTPEHBI H0JIee KPaTKo 13-3a AeDUIITa BPEMEHH.

OdunmanpHast TPOAOIKUTETBHOCTh OJJHOH JIeKIIMH (O{HOM TEMBI)
st cryaenToB — 60 MunyT. IT09TOMY IIPUXOAMIOCH CTPOrO OTOUPATH
MUHUMAaJIbHO HEOOXOAMMBII Marepuas U, B OTJINYKME OT Y4eOHUKOB,
KPaTKO ¥ CKATO OOBICHSTD CYIIHOCTD IPOOJIeM, He AyOIupyst OCHOBHOM
y4eOHUK, He OBTOPSIS €ro AJMHHBIX CXeM U He TPEeJCTaBJIsIsA AJIMHHBIX
MeTaboJIMYeCKUX 1eneil ¢ ux GopMyIamu.

ITOT Kype UMeeT clieyolue 0coOOeHHOCTH. Bo-11epBhIX, s HE OT-
JIAI0 TIPENOYTeHe KAKOMY-JIH00 OTAEIbHOMY Pas/esry OUOXUMITH, JasKe
ecJIv B 9Tol 06J1acTy paboTal IMUHO 1 UMEFO Oy OJIMKOBaHHbIE HAyYHbIe
TPY/IbL.

Bo-BTOpBIX, s Bpay, OKOHUMJ BOEHHO-MEIUIIMHCKYIO aKaJleMUIo
B JlenwHrpane, UMe0 KOHTAKTBI € KIAMHUYECKUMU Kadeapamu 1-ro
MTIMY, a ¢ 1996 r. sanrMaroch HayYHOIl SKCIIEPUMEHTANIbHOI paboToM
coBMecTHO ¢ Kadeapoit yponoruu 1-ro MITMY. K 2012 r. coorBeTcTBY-
IOIIe PE3YJIbTaThl B 00JACTH MOJIEKYJISIPHO-OHOJOINYECKIX aclleKTOB
OHKOYPOJIOTUHU OTpaskeHbl OoJjiee yeM B 40 HayyHbIX paboTax. T pabo-
TBI OCBSIIEHbI TPo6JIeMe OMOXUMUIECKIX MEXaHIM3MOB PAHHUX CTa Ml
mpe/paKa 1 paka MpeicTaTeJbHON JKeJie3bl Ye0BeKa, a TAaKKe PAHHUX
MHUKPOMETACTA30B 9TOI0 PaKa, ¢ paspaboTKOil COOTBETCTBYIONIMX KJIU-
HUYECKU [EHHBIX MOJIEKYJIIPHO-OHOJIOTHYECKIX MaPKEPOB: aKTHBHOCTh
TeJIoMepa3bl B TKAHU TIPOCTATDI, COJIEPKAHIE B KDOBU aHTHOKCUIAHTOB
(ButamuuoB E u C, rukonmHa, KapOTUHOWIOB, TePMaHUs) U MTPOOKCH-
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JIAHTOB (/INEHOBBIX KOHBIOTATOB, AJIOMUHMS), a Takke KiaeTok ¢ MPHK
ITCA xax murpometactazoB. B 2007—2008 rr. Tpu actiupanTa 3alIuTH-
JIM KaHJWIATCKUE TUCCEPTAIUU 110 JIBYM CIIEIIUAIBHOCTSIM — <Y POJIO-
rusi» U « BHoXuMusi» pu MOEM yuacTHH Kak copykoBozautelist. [Toatomy
B KQKJION CBOEH JIEKITUU ST PACCMATPUBAIO MEJAUIIMHCKOE 3HAYEHME JIaH-
HOro pas/esia OMOXUMUHN JJIst OYIyIUX Bpayeil.

B-tperbux, B 1999 r. MHolo npoanannsuposanbl Bce Hobenesckue
npemMur B o6jaactu OMOXUMUM, TIPUCYKIeHHble B XX Beke 110 (husro-
JIOTUU ¥ MeAuIHe, a Takke xumuu (Bompocsl 6uoa., Mel., dhapM. Xu-
mun. — 1999. — Ne 4. — C. 50-52), a manee — u nmpemun XXI Bexa. K co-
sxkanenuto, u3 71 Hobenesckoii mpemun (1902—2012) o 6uoxuMuu HUt
o/lHa He ObLjIa MPUCYIKIEeHA J0CTOIHBIM 5T0r0 yueHbiM Poccuun, CCCP
u P®. Ho kosin4ecTBO ¥ TIPEJIMET THUX IPEMUIT SIPKO CBUJIETEJIBCTBYIOT
0 3HaYeHU Y OMOXUMKU B MEAUIIHE U OUOJIOTUH IO CPABHEHHUIO C APYTH-
MU AucIUmInHaMu. [109TOMY B MOUX JIEKIIMSAX UMEIOTCS YITOMIHAHWS
noutu 000 Bcex HobGemeBckux npemusx B 06JacTi GUOXUMUK U 00 UX
asTopax. Hu B 0JHOM yueOHUKe 110 OHOXUMIH Ha PYCCKOM, aHIIMIICKOM
nin (PPaHILy3CKOM sI3bIKaX 51 He 00HAPYIKIII TAKOIT TOJHOM MHMOPMAIK
3a iBa Beka cyuiectBoBaHusa HobesieBcKux mpemMuid.

B-uerBepThiX, MOATOTABAMBAACL K 106uieio 250-metus MMA
um. .M. Ceuenosa, saseayrouuii kapeapoit 6uoxumun MMA, ujeH-
xopp. PAH, npodeccop E.C. Cesepun npemsioxua mue B 2007 t. usy-
YUTh XPOHUKY Hallleil KadeApbl U COCTABUTH HEOOJIBIIIME CTAThU O JKI3-
HEHHOM U HAyYHO-II€AarOrH4ecKOM IIyTH BBIAAIONINXCA OUOXMMUKOB,
KOTOpBIE YYMJINCh B HallleM Byse WJu pabortajiu Ha Hamiell Kadeape
B XIX—XXI Bekax. CoorBeTcTBYIOIMI COOPHUK OBLII MHOIO COCTABJIEH
u usnan kKadeapoil Brox obunes («BuoxuMuKM — yueHble U meja-
roru XIX, XX u XXI BekoB meautmuackoro ¢akymabreta mmeparop-
CKOro MOCKOBCKOTO YHUBEPCUTETa — MEIUIIMHCKOTO (hakymbreTa 1-ro
MTY — 1-ro MocKoBCKOTO MEIUITMHCKOTO MHCTUTYyTa — MOCKOBCKOM
Memuimackoit akagemuu uM. .M. Ceuenosay, 2008). CtaTbu u3 aToro
cOOpHUKA, B TOM Yncie 06 aBTOpe HACTOSIIEro Kypca, ObLIM BKJIIOUYEHBI
B 100uneitnbil «bubauorpadpuueckuii ciaosapb. 250 ser MoCKOBCKOI
MeaunHckon akagemun uM. .M. CeuenoBa» (M.: U3n-Bo «Illukoy,
2008). CooTBETCTBEHHO 5T CYUTAIO CBOUM TIPUSATHBIM JIOJITOM YIIOMSIHYTh
MOUX OBIBIIMX M HACTOSIIMX KOJUIEr 110 Kadeape, yKasaB uxX haMujuu
B TeX pasjesiaX OMOXUMUH, B KOTOPBIX OHM OCTABUJIN TTaMsTh O cebe Kak
0 HalllUX OTEYECTBEHHbBIX YUEHBIX U IIefarorax-6noXuMuKax.

Hama xadeapa 6buia cosgana A.Jl. Byssirnackum B 1863 r. B co-
cTaBe MeIUNMHCKOTO (dakyabTeta MMiepaTtopckoro MocKOBCKOTro
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yanBepcuTera. [lepBoHauampHOe HazBaHMe Kadeapsl — «Kadeapa Me-
MUTTUHCKON XUMHUU 1 PU3NKu», a c 1884 r. — «kadeapa MeaUIIMHCKON
xumuny». A Jl. Bynbiruaekuii paboTtan B 06acTi OMOXUMUK HHIIeBape-
HUSI, N3y4Jajl JKeJTIHble KUCJIOTHl M cOcTaB Mo4yr. CUMTal0 WHTEPECHBIM
corioctaButh roj (1892) cozmanusa ananornyHoil kadepbl MeUIITH-
ckoii (pU3NOTOrIIecKoil) XUMIH B MenKo-Xupypriuaeckoi akajieMun
B Cankr-IlerepOypre (1ossxke — BoeHHO-MeUIIMHCKAS aKaJeMus ), Tiep-
BBIM 3aBelyIOIUM KoTopoii 6bi1 A.f. anunesckuil. OH Takike ocTa-
BUJT HAYYHbBIE TPY/IBI B 06JaCTH OMOXUMUN THIEBAPEHUST 1 OOXMMIH
GEJIKOB.

Sl B xauecTBe ciaymaress (CTyAeHTa) 3aHUMAJICS B TeUEeHUE TISATH
JIeT Hay4HOH paboToil 1o PyKOBOACTBOM Oyayiiero akagemuka AMH
CCCP u PAMH A.H. Kinumosa na kadeape 6uoxumun Boenno-meu-
IIUHCKON aKazeMuu, KoTopyio okonuma B 1957 r. Tema Moux crymemnye-
ckux pabot — «Peakiuy TIUKOMN3a, Abixanve u cunte3 ATD B cBs3u
C TOKCHYECKUM JIEHCTBUEM aHTHOHOTHKOB Ha OPTaHU3M YeToBeKay. B mo-
crenymomue rozbl (1957-1990) B HUY MO CCCP non pyKoBOACTBOM
akagemuka AMH CCCP u PAMH WN.I1. AimvapwHa s 3aHUMaJICS BCCie-
MOBAaHUAMH B 00JaCTH OMOXUMUU U UMMYHOXUMHUK BUPYCOB M PUKKET-
cuid, 32 uto B 1982 r. MHE 1 TPOMM YUeHHKaM MOEI HayIHOH IKOJIbI ObLTa
npucyxaeHa l'ocynapcersennas npemuss CCCP. HacTb coOTBeTCTBYIONINX
TPYIOB (MUKPOMETO/BI OMOXMMHUYECKOTO AHAJI3a, BhIJETeHe 1 KPU-
TEPUN OYNCTKU HYKJIEHHOBBIX KUCIOT MUKPOOPTAHM3MOB B CBSI3U C UX
GUOTOTMYECKON aKTHBHOCTBHIO, GMOXUMIIECKUN U MMMYHOXUMIYECKIH
COCTaB HEKOTOPBIX BUPYCOB U PUKKETCHII B aCTIEKTE MOJIEKYISIPHBIX UJIH
XUMUYECKUX BaKI[IH HOBOTO TUTIA, GHOXUMIIST aHabH03a, OOCTATUCTHKA)
omyOIMKOBaHa B HAYYHBIX JKypHATaX U B MOHOTpahun « CTaHaapTisarmst
METO/IOB BUpYcoJornieckux uccienosaaniiy (M.: Memguiuna, 1974).

[Tepeuncasio Bcex 3aBenyommux Hamrell Kadeapoil u cOOTBeET-
CTBYIOII[ME TOIBL:

e Dbymsirunckuit Anexcanzap /Imurpuesuy (1863-1907);

e ['ynesuu Baagmmup Cepreesud (1907-1933), nms B.C. T'ynesu-
Ya HOCUT Hamma Kadepa;
36apckuii Bopuc Wby (1934—1952);

Mappamres Cepreii Pydosuu (1952—-1973);
Hukomaes Anexcannp Axosiesnu (1973-1994);
Cesepun Esrennii Cepreesuu (1994-2009);
Cesepun Cepreit Esrenbesuu (¢ 2009 r.).

ITo usBecTHBIM MHE aHHbIM, Kadeapa ornoxumun MMA um. .M. Ce-
yerosa (¢ 2010 . ITepsoro MockoBCKOT0O rocy1apCTBEHHOTO MeUITIH-
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CKOTO YHUBEPCUTETA) MMEET B CBOEM aKTHUBE HAyUHbIE TPY/IbI B CIIEYIO-
KX pasjesax OMoXuMun (€ yKasaHueM COTPYAHUKOB Kadeapsbl):

Mblireynsle 6enkn — V.. MBaHos;

depmenTts u peryasanug ux akrusHoctn — C.P. Mapparmes,
T.T. Bepesos, A.A. ITokposckuii, C.C. [le6os, E.C. CeBepun,
C.E. CeBepun, C.A. Cunaena, H.II. Bonkosa, JI.E. Arnpranosa;
SH3UMOIMArHoCTUKa 3aboaeBanuii yenoseka — C.P. Mapaiues,
T.T. Bepesos, C.C. [le6os, A.A. ITokposckuii, A.5. Hukonaes,
B.A. Bypo6us, C.E. Ceepus;

pernkarug (U.U. Borpun) u penapanust (B.A. Tonenyenko)
JAHK;

00MeH HyKJIemHOBBIX KucaoT 1 mogudukaiwsa JHK — C.C. [le-
608, A.11. Toiyxos, T.B. Py6ioBa;

tesnomepada — AWM. I'myxos, C.E. CeBepun, E.I'. 3e3epos;
[oJIMMepa3Hast IelHast peakiiysi U ee UCII0JIb30BaHIe B MEUIH-
ckoit mpaktuke — A.U. I'myxos, E.C. Cesepun, C.E. CeBepum,
O.M. 3abexxuHckas;

tpancasanus — A.A. Hukomaes, .W. Borpum, I1.3. Xacuros;
rennas umxenepust — C.C. [le6os, 1.11. Borpum;

yraeBozbl — JI.M. Bpoyne, C.E. CeBepun-crapimmii;

JKeJTIHbIe KUCIO0THI, coctaB Moun — A.Jl. Bysbruacknii;
nepekucuoe okucienue qunuaos — A.E. TyGapesa, E.I'. 3esepos;
obmen aMuHOKKCI0T 1 6enkoB — B.J. 36apckuii, C.P. Mapaa-
mies, A.S. Hukonaes, E.C. Cesepun, T.T. Bepesos, JL.W. O6en-
uyk, H.A. [TaBroBa;

obmen ructuaaa — C.P. Mapuaiues, B.A. Bypo6us, C.A. Meno-
pos, E.B. Ocunos, H.B. JIuxauea, O.B. Kopiskosa;
nykaeoruabl 1 ux oomen — C.C. [le6os, A.51. Hukomaes, C.A. Cu-
naesa, JI.B. AsneeBa, C.H. CunystHOBa;

cBepThiBanne KpoBu — E.C. 3bIK0Ba;

B obslacTH KaHIleporeHesa (MOJIEKYJISIPHbIE MEXaHU3MbI, JUar-
HOCTHKA U Jjiedenue 3abosieBanunii) pabortanu uan paboTaior
B.1. 36apckuii, C.C. [le6os, T.T. Bepesos, C.P. Mapaaiies,
IO.M. Bacuspes, E.C. Cesepun, C.E. Cesepun, A.U. I'myxos,
E.T. 3ezepos, C.A. CunaeBa, H.H. Benymkuna, /[.B. Actaxos,
A.B. Ponuna, O.M. 3abexunckas.

E.T. 3esepos
Mocxkesa, 2014 e.
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Aekuunga 1/1

BBEAEHUE B BUOXNMUIO.
AMUHOKUCAOTbBI N BEAKU

Crynentsi!

Bor Tenepp 3aHuMmaerech Ha Kadeape 6uoxumuu IlepBoro
MoCKOBCKOTO TOCYIapCTBEHHOTO MEIUITNHCKOTO YHUBEPCUTETA
uM. 1.M. Ceuenosa. Hamma auciurivia aBiseTca O4eHb CJI0KHOMN
W TPYAHOM /IS Bac, HO OHA W OYeHb BaskHa JJIst OYAYIIEro Bpava.
Kaxpiit Bpay, apmaxosior wim (hapMaieBT T0JKHBI 3HATH OUOXH-
MIO.

MenunnHckast GHOXUMUST BKITIOYAET:

1) GHOXUMUIO 30POBOTO YEJIOBEKA;

2) 6uoxuMKI0 GOJIHHOTO YETOBEKA;

3) GuoxuMHIYecKre acIeKThl MeXaHM3Ma JeCTBISI IEKAPCTB.

O06beKT MEAUIMHCKOI 6UOXUMHUN — 4YesnoBek. IIpeamer 6uo-
XUMHUU — Pa3JndHble MOJEKYISIPHO-ONOJIOrMuecKre MPU3HaKu.
A UMeHHO:

1) XuMUYeCKUit coCTaB, T.e. cTaTUYecKast OMOXUMIS;

2) MeTabosIn3M, T.e. AUHAMUYeCKast OMOXUMUS;

3) CBSI3b XUMUYECKOTO cOCTaBa OpraHuaMa 1 MeTaboJim3Ma ¢ re-

HETHYECKUMHU TIPU3HAKaMU, T.e. (DYHKIMOHATbHAST OUOXU-
MU

Buoxumust Heob6xXoanMa JIjisi Bpada IIOTOMY, YTO OHa paccMat-
pUBaeT:

1) 6uoxumudeckuii (MOJIEKYJISIPHBIIT) MEXaHU3M HACJIECTBEH-

HBIX W HEHACJIeJCTBEHHBIX 3a00JIeBaHIIl Ye/0BEeKa, T.e. UX
MPUYUHY;
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2) MeToabl 1a60PATOPHOI OMOXMMUYECKON JUATHOCTUKY (O0I€3-
Helt;

3) NPUHIMIIBL JIedeH st 3a00JIeBaHIi IJIa3aMy OUOXMMUKa U O1O-
XUMUYECKUIT MEXaHU3M JIEHCTBUS JIEKAPCTB.
3HaueHre OMOXUMUK JJIst (hapMaKoJsiora U (papmarieBTa 3aK/Iio-
9aeTcst B TOM, YTO OMOXUMUS JTOTIOJHUTETHHO M3YYaeT:
1) GMOXUMIYECKHIT MEXaHU3M JCHCTBUS JIEKAPCTB, BKJIIOYAs UX
6uorpanchopMaIiio B Opranu3Me yeioBeka 1 (hepMeHTbI, KO-
TOPBIE SBJISIIOTCS MUTIIEHSIMU JITIST METNKAMEHTOB;

2) BO3MOKHbBIE METO/IbI MTOJIyYeHNsT JIEKAPCTB € IIOMOIIBIO (hep-
MEHTOB, OaKTEpUil U FeHHON UHKEHEPUMY;

3) MeTo/Ibl aHAIM3A C MCITOJIb30BaHneM (hePMEHTOB.

BbI yike 3HAKOMUJINCH € BJIeMEHTaMi OMOXUMUK B IITKOJIAX, KOJI-
JIeJKAX U HA TIEPBOM Kypce yHUBepcuTeTa. Mbl ¢ BAMU PACCMOTPUM
OUOXMMUIO TIOJTHOCTHIO.

g, 3esepos Eprenunii Tapuiosud, mpodeccop Kadeapsr 6mo-
XUMUH, Bpay, 4TO OIpeIeasieT 0COOEHHOCTH MOEro Kypca JIEKIni,
OTMeYeHHbIe BO BBEJIEHUH.

S1 mporry Bac moceraTh KaykKAyio JEKIINIO 1 KasKI0e MpaKTiye-
CKoe 3aHsaTHe 110 Onoxumuu. VMHave y Bac OyzeT MHOTO OTPabOTOK
u OyzyT nipobsieMbl ¢ ycreBaeMocThio. He onaszbiBaiite Ha JICKITHH
u 3aHsTust! Bbl MOJKeTe Takke PUHATH yYacTHe B HAyYHOU pabore
Hareil kadeapsl BO BpeMst y4eObl 1 TT0C/Ie OKOHYAHKS YHUBEPCHUTETA,
a TakykKe MOCTYIUTD B aCIIUPAHTYPY 10 OHOXUMUH.

AMUNHOKUCAOTHI

BcermomuuTe nim u3yunTe U 3aTIOMHUTE.

1. Xumnueckyo kiaaccuburanuio amuHOKUCIOT (AK). Bol
NMOJLKHBI 3HATH GopMyabl 20 KOAUPYEMBIX aMUHOKHUCJIOT W UX CO-
kpamienust. O6mast popmyna Beex koaupyembix AK (kpome rposinta
1 OKCHUTIPOJTMHA):

bokosan Lenb, unu pagukan,
AN BaprabensHan rpynna

S R—— CH—— COQOH «— 0.-kapbokcunsHas rpynne

NH,} +—— (l-amuHorpynna
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2. Bropas xknaccuduranusg AK ocHoOBaHa Ha pa3anyugx B husn-
KO-XUMHUYECKUX CBOiicTBax mx pagukanos (tabm. 1/1.1). Beryunre!
B nipoTuBHOM cilyuae Bbl He CMOKeTe peliaTh HalllK 3a/[auH.

Tabauvua 1/1.1
Du3NKO-XMMUYECKHE CBOHCTBA PAJINKAJIOB AMHUHOKHCIIOT

Pamncan WA Bapna6emﬂ{aﬂ rpyimia,

AMHUHOKHCJIOTa ¥ €€ CHMBOJI
niIu 00KoBas Ielb

Pazukan ruzpodoOHbIii, HEMOIAPHBIT WNsoneitiun — Nie
uin annaTunIecKuii Dennnananun — Oen
Bamun — Ban
Jeitnun — Jlei
Tpunrodan — Tpu
Metnonun — Met
Ananun — Amna
Tnumya — Tim

[Tpoaun — Ilpo
Panukan ruipoduibHbIi, TOJMSPHBIH, ITucrenn — Iluc
He3apsKEeHHbII Tuposun — Tup

Tpeonnn — Tpe

Cepun — Cep

[nyramun — ['ma
Acnaparun — AcH

Papuxan rugpoduabHbIi, MOISPHBI, [myramunoBas kuciora — Ly~
3apsiKeHHbIH Acmnaparnnosasi kucjaora — Aci-
JInzun — JIuz*

Aprunun — Apr*

Tuctuann — I'me*

BEAKW

Benku — aro 6uononumepsl, cocrosiue u3 20 AK.

Ocobennocmu 6enxos

1. MHOKecTBO GEJIKOB: YeIoBeK copep:KuT okoso 35 000 pas-
JIMYHBIX GETKOB (KpOMe aHTUTEN ), KOTOPbIE COCTABJISIIOT 45% CyXOii
MaccChl TeJIa YeI0BeKa.

2. Boubiast MmoJiekyJisipaast Mmacca 6enkos: ot 6000 1o 6 muH [a.

3. BeJku al0T MHOTO XMMUYECKUX Peakiiuii 6jarogapsi pasHbiM
XUMHUYECKUM OCOOEHHOCTSIM MX PaIUKAJIOB.

4. Benkn o6sazaioT pasHooOpasHbIMU (DYHKITUSAMU: CTPYKTYP-
HBIMU, (PepPMEHTATUBHBIMY, TOPMOHATTBHBIMHU, PETYIATOPHBIMU, Pe-
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HENTOPHBIMHU, CIIOCOOHBI MEPEHOCUTH DHAOTEHHBIE U 9K30TCHHbIE
BelllecTBa (JIeKapCTBa), 3alUTHBIE PYHKITNN (AaHTUTENA).

Tabnuya 1/1.2

TepMHUHOIOTHS, CBSI3aHHAsS C O€JIKaMuU

Tepmun Yucio aMHHOKHCIOT
ITentu nin OJUTOIEIITHL Ilo 10-50
[Tosumnentua niam 6eJg0K Boaee 50
Benok munuMabHblii (MHCYJIMH ) 51
Cpennuii 6e0k 200-500

CrpykTypa GeIKOB — 9TO TIOBTOPEHKE IKOJBHOTO Kypca ¥ Tep-
BOTO Kypca yHuBepcuTeTa. U Bce-Takum paccMOTPHUTE elile pas
tabu1. 1/1.3: yeThipe CTPYKTYPbI OEJKOB U BUIbI XUMUUECKIX CBSA3EH,
KOTOPbBIE 3TU CTPYKTYPBI (hOPMUPYIOT.

I. IlepBuyHas cTpyKTypa. ITO MOJUTIENTHHAS 11etb u3 20 pas-
JINYHBIX KOJAUPYEMbIX aMUHOKUCJIOT.

OctoB uian «ckeners 1enu (6e3 pajanKaaios):

Pagwkan [enTnaHas ceasb

Onpedenenue: mepBuvIHast CTPYKTypa — IOCTIEN0BATEIbHOCTD
AMUHOKUCJOT B TIOJUIIENITUHON 1IETH, a TOYHee — T0CJe/I0BaTeb-
HOCTb PA3JIMYHBIX PAJIUKAIOB aMUHOKUCJIOT B 9TOU 11€11H.

I1. BropuuHast cTpykTypa dopMupyercs Oaarogaps BoLOPOJ-
HBIM CBsi3siM MexIy o-kapboumabHbiMU (C = O) U a-UMUHOTPYII-
rmamu (HN-) ocToBa 1emnu, T.e.

— NH 0=C
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Yacrs I (mepBoiii cemecTp 06ydIeHs)

/lBa BU/1a BTOPDUYHBIX CTPYKTYP:
1) npaBas o.-cripais:

OanH BUTOK cnupanu BoaopofHas ces3b
BKHOMaET OKONo Mexay Kangon
HEThIpEX aMUHOKUCIOT AMWHOKMCNOTON

He Bce AK yuacTByoT B 00pasoBaHUM BOIOPOJHBIX CBSA3EH
B-cKJIamuaTol CTPYKTYPBI B OTJIUYNE OT oL-CIUPAIA. BO3MOKHO TaK-
e oOpasoBaHue KIyOKOB 6€3 KaKoii-1100 orpe/ieJIeHHON CTPYKTYPBI.

Kak uror B 60JIbIIMHCTBE OEJTKOB UMEIOTCS:

Ol-cnupans 'i-KOanopm.qauuﬂ KnyBox

Hexkoropbie 6egKku OTIAMYAIOTCS NMpeodIajaHueM BTOPHYHOM
CTPYKTYPBI B BUJIE a-CTIMpajieil (TJI0OMHBI, TPOMOMUO3UH, HHCYJINH,
JU30TUM ) Uu B-cTpykTyp (Tputncus, xumoTtpuncud, PHKasa). Cpe-
v nocaenHux (¢ npeobiagaHueM B-CTPYKTYP) CJIeyeT OTMETUTh
TaK/Ke TaKue MaToJOTHYEeCKIe OETKU, Kak MHPEKIIMOHHbIE B-TTPUOHBI
(6osesmu Jofieit — Kypy, «OeMIeHCTBO KOPOB» 1in 6oJie3Hb KpeiTii-
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1/1. Beesenue B OMOXUMUIO. AMUHOKUCJIOTBI U OEJIKN

denpara—sIkoba u ap.) U B-aMUIONI, KOTOPBI 0OpasyeT HepacT-
BOPHMbI€E B BOJI€ U KJIIETOUHBIX JKUAKOCTSIX (DUOPHILIBI, YCTONINBbIE
K TIpOTea3aM, ¥ BbI3bIBaeT 00JIe3Hb HEPBHOII crcTeMbl (AJibireiiMe-
pa) U aMUJIONI03 psifia OPraHoB (TOYEK, Cep/lla, CaXapHblil gnabeT
2-To THMA).

BapuaHnTsl BTOPUYHOII CTPYKTYPBl (POPMUPYIOT TPETUUYHYIO
CTPYKTYDY.

III. TpeTuynasi cTpyKTypa

moBynapHon DubpunnapHon

AnsBymMuH, MuoauH,
benkoe MoByNuHbI, KonnareH,
MHOTHE (hepMeHTE 3NACTUH, KEpaTWH

Tpernunast cTpyKTypa 6eJKOB (hOPMUPYETCST TP YIACTUU CJIe-
NYIOIUX XUMUYECKUX CBsI3eil MEK/Y pajluKajaMu aMUHOKUCJIOT:
BOJIOPO/IHAs, MOHHAsT, TUAPO(HOOHAsT HEKOBAJIEHTHBIE CTa0ble CBSI3U
U KOBaJIeHTHast Aucyabbuatas cBas3b (eMm. tadmr. 1/1.3).

B 11poTUBOTIONIOKHOCTD OJJHOMY BAPUAHTY BOJOPOJIHON CBSI3H
JIJIs1 BTOPUYHOM CTPYKTYPbI JIJisl TPETUYHON CTPYKTYPBI CYIIECTBYET
HECKOJIbKO BAPUAHTOB MEKPAIUKAIBLHOW BOJOPOTHON CBSI3N:

-l @MUHOKWCNOThI Z-1 @MWHOKWMCNOTHI

3aksmounTenbhoe onpenenenne: «Kordopmaiis 6eKoB sBIIs-
€TCsl TPeXMEPHOU CTPYKTYPOM, T.e. 3TO COBOKYITHOCTb BTOPUYHOM,
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Yacre I (nepsoiii cemectp 06yuervis)

TPETUYHOIN U YeTBEPTUYHON CTPYKTYp». OmHaKo 1uist Gosiee TOUHOTO
1 CTpOToro (hopMUPOBaHUSI IIPOCTPAHCTBEHHOM CTPYKTYPbI JAHHOTO
6eJIKa B IIpoLiecce CMHTE3a U MOC/IE ero CUHTEe3a B pubocoMax HeoO-
XOAMMO yYacTue APYruX OeJKOB IIMTO30Js — IIAlePOHOB, KOTOPbIE
obecrieurBatoT GoJAUHT (POPMHUPYIOIIETOCS GeKa.

WHoraa BBIIEASIOT 0COObII BUA — CYNEPBTOPUYHYIO CTPYKTY-
py 6esika, KoTopasi IO CYIIECTBY SIBJSIETCS BAPUAHTOM TPETUYHOI
CTPYKTYPBI, TaK KaK B €€ OCHOBE JIesKaT MeKPaJKaJbHbIe CBSI3H. ITO
«IIUMHKOBBIE masiblibl» JJHK-cBa3bBaOMUX OEJIKOB, «JIeHIMHOBAS
3aCTEXKay» MEKIY THCTOHAMU B HYKJIEOCOMAX KJIETOUHBIX SIZED.

B orsmure ot opranndeckoil XuMuu OeJKOB JIst GHOXUMUU CY-
[IECTBYIOT ABE COOCTBEHHBIE TIPOOJIEMBI, CBA3aHHbIE ¢ OeJIKaMU:

1) cenmuduaHOCTH GEIKOB;

2) MexaHu3M paboThl GEIKOB.

IIepewiii sonpoc. Dopmynuposka: «CrieruuaHOCTD GETKOB OTI-
pelessieTCs: UX MEPBUYHOM CTPYKTYPOil». ITa crieliuduIHOCTb OYeHb
BBIcOKas. [Touemy?

CymiectByet 20 KomupyeMbIx aMUHOKHCIOT. KosinyecTBO aMmHO-
KHCJIOT B MOJIEKYyJIe OeJIKa U UX MHOKECTBEHHbIE KOMOMHAIIUN — BOT
JIBe TIPUYMHBI PasHOOOpasus 1 CHennPUIHOCTH OETIKOB.

Tabnuya 1/1.4
JleMoHCTpanus pa3HooOpa3usi 0eJIKOB

Yucao BapuaHTOB Oesika (IPU yCIOBHH BKJIIO-
yenus Kaxaoi AK oaHokpatHo); pacyeT 1mo
n-dakropuamy

KoanuecrBo pasubix AK
B IaHHOM GeJke

2 2
3 3x2x1=6
20 1018

CoBpemeHHBII yetoBek umeeT 0Kosio 35 000 pasHbix 6eJKOB
U COOTBETCTBYIONIMX TeHOB, He cunTast 107 BO3MOKHBIX pasHbIX M-
MYHOTJIOOYJIUHOB (aHTHUTE).

[IBa mpumepa.

Lepewiii npumep

A. HopmasnbHbiii ocHoBHO#T Temorsiobus HbA 31opoBoro yesio-
BeKa U ero HOPMaJIbHbIE OBAJIbHBIE 9PUTPOIIHTHL.

Bb. MyTtanthabiii remorsooud HbS HaxoauTcst B ceprioBHIHBIX
HPUTPOINTAX YEJTOBEKA, HMEIOIIETO HACIECTBEHHOE 3a00IeBaHIe —
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1/1. Beesenue B OMOXUMUIO. AMUHOKUCJIOTBI U OEJIKN

CEPIIOBUIHOKJIETOUHYIO aHEMUIO, BCTPEUYAIONIYIOCS 0CTATOYHO Yac-
TO B I0KHBIX CTpaHaX B oyarax Massipuud. CUMIITOMBI 3TO# 60JIe3HM:
roJIoBHBIE OOJIM, OJIBIIKA, YacToe cepalebnenue, 60JU B BEPXHUX
Y HJKHUX KOHEYHOCTSIX, T.€. IPU3HAKK TUTTOKCUU.

[TpuumHa 910N GOJIE3HN — MYyTaIlUsT TUIIA 3aMEHbI HYKJICOTH/IOB
B reHe B-rioOMHa reMorJoOuHa U TTocae/yioliee H3MEHeHNe B TIep-
BUYHON cTPyKType B-rmobuma (puc. 1/1.1).

(HopmansHsii [3-rnobuH) (MyTaHTHBIA [3-rno6ur)
N6 N6
N———C N————C

rny Ban

[y — rugpocbunsHan AK Ban — rugpochobHas
OTpULATENEHBLIM 3apAL0oM HeaapsxeHHas AK
panvkana

SpuTpoumnTsl

@ P

!
Arperatsl HbS
aedopmupyoT memBpany

OTaensHbIe Monexyrb
HbA

F 3

Paspywerue aputpouunTa,
AHEMWS, TMIMOKCUS

Puc. 1/1.1. OcobeHHOCTU MyTaHTHOTO remorno6uHa HbS

3akJioueHne, BhITEKalolee U3 9TOro mpuMepa: 0opaTuTe BHUMA-
HM€ Ha NPUHIUIINAIBHYIO POJIb IIEPBUYHON CTPYKTYPbI GesKa st
dhopmupoBanus Apyrux GoJiee BBICOKUX CTPYKTYP Oesika 1 11l (hyHK-
nuit Geska.
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Yacts I (mepBsiit cemecTp 06ydenus)

Bmopou npumep

Munumanbabiil 6emox — uHcyaun (51 AK) — cunresupyercs
B mopKesTy1ouHoii skesese (Hobeneckue nipemun 1923 u 1958 rr.).
MpbI uCIoIb3yeM TakKKe WHCYJIWH YesIOBeKa M MHCYJIUH JKUBOTHBIX
KaK JIEKapCTBO JJIs JIEYeHUS caXapHoro auabera 1-ro Tua.

WHCcyTMH COCTOUT U3 ABYX TOJUIENTUIHBIX I1eITeil, CBI3aHHbIX
IuCyabMUAHBIME cBI3IMA (S—S).

NH.

uens B-30AK

COOH

Ne 30— Tpe ans 4enoseka
Ana anst CBUHLW

ITepBuYHas CTPYKTypa MHCYJIUHA YeJTOBEKA U MHCYJIUHOB JKU-
BOTHBIX HECKOJILKO passndaercs (tabi. 1/1.5).

Tabruua 1/1.5

Pasauune HHCYJ/JHWHOB Y€JOBE€KA U ’KUBOTHBIX

HNucynun

Pazauuue no yncay AK

IPpPexTUBHOCTD KAK JIEKapCTBa
11t GOJIBHBIX C CaXapHBIM JHabeToM

YenoBeka
Caumnei
Kopos
Oserg
Kyp

MaxkcumasbpHast
Memnbiie

Ente menbine
bBes achdpekra
bes abdekra

[ToaTomy TepaneBTudeckas ahbeKTUBHOCTD YeJI0BEYECKOTO NH-
CyJIHa /I OOJIbHBIX JIiofIel ABJsieTcst O0Jiee BBICOKOIA.

WTaxk, 3amelienne paske OAHON UJIN HECKOJBKUX aMUHOKIC-
JIOT B TIEPBUYHON CTPYKTYpe GEJIKOB U3MEHsIeT UX CIelU(UIHOCTh
1 OMOJIOTHYECKYIO aKTUBHOCT.
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1/1. Beesenue B OMOXUMUIO. AMUHOKUCJIOTBI U OEJIKN

®YHKLUMOHUPOBAHUE BEAKOB

Paccmorpum BTopoit Botpoc. Kak paboraior Gesku U moyemy ara
pabora crerupuana’?

Ha roBepXHOCTH MOJIEKYIbI OeJTKa IMEETCSI TI0JI0CTh, ChOPMUPO-
BaHHasI TPETUYHOM CTPYKTYPOIi (B CJIydae aHTUTE] U MUO3UHA — YeT-
BEPTUYHON CTPYKTYPOiT) OesiKa, T.e. paJinKaJaMi aMUHOKUCJIOT. DTO
aKTUBHBII 1IeHTp Oeska (hepMeHTa) WM IEHTP CBSI3bIBAHUS JINTaH A
(cyberpara).

LieHTp ceasbiBaHug nuratag
P AKTUBHLIN LEHTP

Nurang
(cyberpar)

Jlurauy B3auMOIEHCTBYET ¢ aKTUBHBIM IIEHTPOM 110 IIPUHIIAILY
KOMILJIEMEHTapHOCTU — cTepeoMeTpudeckoMy (1o ¢popme) 1 XUMHU-
yecKoMy (MaKCHUMAaJIbHOE YHCJIO CBSA3ei) COOTBETCTBUIO.

JIurazpl SIBJISIIOTCS. Pa3/MYHBIMU MOJIEKYJIaMU: O€JIKH, aMUHO-
KUCJIOTBI, JKUPHbIE KUCJIOTHI, IPyTe OPTAaHUYECKIe BEIIeCTBa, Me-
TaJLJIbl, JieKapceTBa. JIMraH bl MOTYT OBITh:

a) ecTeCTBEHHbIE DHOTeHHbIE BelecTBa: cyocTparsl s dep-
MEHTOB, MOJIEKYJIbI, TPAHCIIOPTUPYEMbIE BHYTPU OPraHU3Ma
(TOPMOHBI, KUPHBIE KUCJIOTHI) U PETYINUPYIONINE aKTUBHOCTb
dbepmeHTOB 1 6€IKOB (FOPMOHEI);

6) UCKyCCTBEHHbIE — IK30TE€HHbIE BEIECTBA: JIEKAPCTBA, MeTal-
JIbI, TOKCUHbI, SIJTBL.

Kak mpaBuio, cBsi3u MesK1y aKTUBHBIM IEHTPOM OeJsiKa W JIvi-
TaH/IOM SIBJISTIOTCSI HEKOBAJIEHTHBIMU 1 cyiabbiMu. B3anmoseiicTBue
aKTUBHOTO IIeHTpa U JIMTaHAa U ecTh paboTa Genka ((epmenta). Ha-
MIpUMep, 3TO KaTajna Jjis (pepMeHTa, TPAHCIIOPT BEIECTB U JIEKAPCTB,
perysstius GyHKIui 6enkoB ((pepMeHTOB).

[Touemy dyHKIIMOHUPOBaHUE OGETKOB OYeHb crierupuuHo? OT-
BET: aKTUBHBIH [IEHTP U €r0 JIMTaH/ TOYHO COOTBETCTBYIOT JIPYT IPYTY
IO TIPUHIIUITY KOMIIJIEMEHTAPHOCTH.
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Yacre I (nepsoiii cemectp 06yuervis)

ITOT NPUHIHAT — (PyHAAMEHT crienmnOUIHOCTH (HYHKITMOHUPO-
BaHus 6enkoB ((hepMeHTOB).

B mportecce paboThl GETKOB, T.€. B MOMEHT B3aMMOJIEICTBUST X
AKTUBHOTO IIEHTPA U €TO0 JINTaH/1a, U3MeHseTCcs KOHMDOPMAIIs 3TOTO
6eska. A IMEHHO ITPOMCXOAUT Pa3PbIB OMHUX U 0OpasOBaHKE APYTHX
c1abbIX CBsI3eil B aKTUBHOM IIEHTPE U B IPYTUX yIaCTKaX MOJIEKYJIbI
6enka. I1o denomen nabuabnocTu koudopmanun 6eakos u dep-
MEHTOB, KOTOPBIN YCUIMBAET KOMILJIEMEHTAPHOCTD MEKIY OEeJKOM
U ero JIUTaHjoM (MHAYe — 3TO WH/YIIUPOBAHHOE COOTBETCTBUE) U,
CJIeI0BaTE/IbHO, YBEJIMUUBAET CHEIUMUIHOCTD (YHKIIMOHUPOBAHMS
6ekoB ((hepMEeHTOB).

B 3axmouenne paccMoTpuTe UTOTOBYIO CXEMY: TeH (YacTh MoJie-
kysnl /IHK) — nepsununas crpykrypa JJHK (rema) — nepsuunas
cTpykTypa 6esika (hepMeHTa) onpeesisieT BTOPUYHYIO U TPETHIHY IO
cTPYKTYPY (KOHMOPMAIHIO) 9TOr0 GesiKa 1 ero ak THBHOTO [EHTpa —>
crerUYHOCTh aKTUBHOTO IEHTPA —> €T0 B3aUMO/ICHICTBUE C JINTaH-
JIOM Ha OCHOBE UX KOMIIJIEMEHTaPHOCTH, OIpeieJisTiolieli creruduy-
HOCTH B3aMMOJIeiicTBUST —> crienduueckas dbynkims Oenka (dep-
MeHTa) —> 3T0 (PYHIAMEHT TeHETHYECKUX TPU3HAKOB OGUOJOTHIECKUX
BH/IOB, BKJIIOUAs YeJIOBEKa.

CJiesioBaTesbHO, IEPBUYHAS CTPYKTYPa GEITKOB 00eCIIeunBaeT nx
pasHoobpasue u crienuduanocTb. OHa JIeTePMUHUPYET BTOPUYHYIO,
TPETUYHYIO M YETBEPTUYHYIO CTPYKTYPhI OEJKOB U MX aKTHBHOTO
neHTpa. Ho HenocpencTBeHHO aKTUBHBINA TIEHTP (hOPMUPYETCs Tpe-
TUYHON (peke — YeTBEPTUIHOHN ) CTPYKTYPOIL.

B zaksiouenre cyMMUpPYI0o TIPUMEPBDI, TTOKA3bIBAIONNE BAXKHYTO
POJIb IEPBUYHON CTPYKTYPBI JJIsl CTPOEHUST U (DYHKIIMOHUPOBAHUS
6eJTKOB:

1) crpoenne u pyuxnun HbA u HbS;

2) MHCYJINHBI YeJI0BeKa U JKUBOTHBIX;

3) cpaBHeHWE CTPOEeHU U (DYHKIIUNA ABYX TOPMOHOB — aHTU/IN-
YPETUYEeCKOro ropMoHa (HETOUYHOE CTapoe Ha3BaHWE — Ba-
30TIPECCUH) U OKCUTOIMHA (PACCMOTPUTE ITOT TPUMEP IO
y4eOHBIM MaTepraiam);

4) eromen peHarypaiuu (peHaTuBanuK) OEJKOB (B Clemyro-
e JeKIun ).



Aekuuna 2/1

CAOXHBIE K OAUTOMEPHbIE BEAKMW.
MUOTAOBNH UTEMOTAOBUH

pocmule HesKu COCTOST TOJBKO M3 aMIUHOKUCITIOT. ClojcHble
OenKu COCTOSIT N3 aMUHOKHCJIOT U M3 IPYTUX OPraHUYECKIX
WM Heopranudeckux (Merasuibl) Bertects (tabu. 2/1.1).

Tabauua 2/1.1
CiozxkHble 0eaKu

CokpaimeHHoe Cesasu Mesk1y 6eIKoBOM

IIpocreTnyeckas rpynna .

o00o03Hauenne Oejka U HeOeJIKOBOM YyacTamMu
HyxsennoBbie KICTOTBI HII HexoBasnentabie
Jlummasr JIIT
Metananr MII
YrieBoubt T'TI
Docdop DI Kosasrentnore
Uop NIl

Heo6x0a1Mo0 3HATh HEKOTOPYIO TEPMHUHOJIOIUIO, XapaKTEPHYIO
JUISE CTIOSKHBIX OEJIKOB:
® CJIOJKHBIN OGEJIOK MM XOJOMPOTENH <> alloNPOTenH (13 aMu-
HOKHUCJIOT) + MPOCTETUYECKAS IPYIIIA;
e i st pepMeHTa — CII0KHOTO GeJka: X0JI09H3UM (X010(hep-
MEHT) <> anmooH3nM (armodepMenT) + KohaKTop.
Ecuut ctoskHbBIN O€JIOK SIBJISIETCST CTaOUIBHBIM, T.€. JIBE €r0 4acTh
CBA3aHblI KOBAJICHTHBIMU NJIN MHOKECTBOM CJIa6bIX HEKOBAJICHTHDBIX
CBsI3ell, TO paBHOBeCHe B YKa3aHHBIX YPABHEHUSIX CMEIEHO HAJIEBO
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Yacto I (mepBsiit cemecTp 06ydenus)

(DA/l-3aBucumble peruaporeHassr) u Haobopor (HA/I-3aBucumbie
JIETUIPOTEHA3DI ).

IMousartue o goMeHnbix Oenkax. Takue GenKu copepkar B Of-
HOI1 TIPOTsKEeHHO mosnmenTiAHoi nenu (6omee 200 aMUHOKKICIIOT)
HECKOJIbKO Pa3HbIX /[OMEHOB, T.€. [IEHTPOB CBs3bIBaHMS (AKTUBHbBIX
IEHTPOB) /IJIS PAa3HBIX JINTAHIOB, M OHU MOTYT BBITIOJHATH Pa3Hble
dyukiuu. Takoii 6eok siBasieTcs MOIM(PYHKIIMOHAIBHBIM, HO €r0
KOJIUPYET OJIUH TEH.

L EHTPLI CBA3LIBAHWA

[Tpumepsl OXOOHBIX OENTKOB-(PEePMEHTOB: MAJTbMUTUICHHTA3A
(ComepsKUT ceMb aKTUBHBIX IEHTPOB B oiHOI 11enn ), KA/l-dbepmenT
(tpu nentpa), YMD-cunrasa (1Ba nerrpa). Jlomernubie 6eIKu, nMe-
IONI1e BAKHOE MEIMTIMTHCKOE 3HAUEHUE: JTIeTKast U TSKeJast e MM-
MYHOTJIO0YJIMHOB, T106uHbBI TeMornobuna (Hb) u anb6ymMuH.

AbOyMUH T171a3MbI KPOBU — TJIOOYJISIPHBINA TJIMKOIPOTENH, CO-
CTOWT W3 OJHOW mosumentuaHo#N 1enu (585 ammHokwucaor) ¢ 17
JUCYJIBMUIHBIMEI CBI35IMU M UMEET HE TOJBKO MHOTO ITUCTEUHA, HO
1 IMKapOOKCUIIbHBIX aMUHOKHCJIOT U IOATOMY HECET Ha TIOBEPXHOCTH
18 orpurareabHbIX 3apsioB. Ilociennee 00yCIOBIMBAET H303JIEK-
TPUYECKYIO TOYKY 9TOTO Oesika B paitone pH 4,5. AnpOymMuH umeer
pas3HbIe EHTPBI CBSA3BIBAHUS JIJISI TIEPEHOCA TOPMOHOB (aJIb/IOCTEPOHA,
HOATUPOHUHOB), JKUPHBIX KUCJIOT (OIHA MOJIEKYJIa aIbOYMUHA HMEET
JIBa COOTBETCTBYIONTUX IeHTpa), MeTasioB (Na, Ca, Cu, Mg, Zn).

Onuzomepnuie benku uiu 6enKu ¢ BblCULel YemBePMUUHOL CMPYK -
mypotl IMeIOT HECKOJbKUX TIOJUTIENTU/IHBIX TIeTiell, COeIMHEHHbIX
MEsKLy COOOI PA3IMUHBIMK 1 TIPESKIE BCEIO MEKPaIUKATbHBIMU CBSI-
samu (cMm. Tab. 1/1.3 B npemsiayieii aexiun). B ciyuae romoosm-
TOMEpOB MOJUTIENTUAHBIE Tlenn P naeHTUYHbL: MupyBaTkuHasa 4P,
rekcoknHaza 2P, makrarnerunporenasa 4P (JIJAI, n JI/IT;). lerepo-
OJINTOMEPHBIE OEJIKU COCTOST M3 PasHBIX MOJUIEITHIHBIX Ierei:
reMOTJIOOMH BKJIIOYAET [Ba - U [iBa B-TJI0OMHA TLTIOC YEThIPE TeMa,
muosun 2A + 4B, IgG 2L + 2H.
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2/1. Ciioskubie U oJuroMepHbie 6eiki. Muorio0uH u reMorao0uH

CaoiicTBa 0OIMTOMEPHBIX OEJIKOB.

1. ITocse cunTe3a B pubOCOMAX OT/AENbHBIX OJTNIENTH/IHBIX 11e-
el OHU OOBEAUHSIIOTCS JAPYT C APYTOM TI0 MPUHIIUILY XUMUIECKOI
1 TEOMETPUYECKON KOMILIEMEHTaPHOCTH.

Llens Ne 1
(cybuean-

Hiuua Ne 1) eiltaen g

(cyBreauHuua Ne 2)

|

B ciyuae mncynuna B pubocoMax B-KJIETOK MOJKENYI0YHOM
JKeJIE3bl CUHTE3UPYETCst OOJIBIIO MPEIIIeCTBEHHUK — MPEPONHCY-
JIVH, KOTOPBIiA TT0C/Ie YaCTHYHOTO MpoTeosn3a obpasyer e A u B,
COETMHSIONINECS MUCYIbPUIHBIMUA U IPYTUMU MEKPATUKATHHBIMU
CBA3IMU (CM. TIPEABIAYITYIO JEKIIHIO ).

2. buonornueckas uim hepMeHTaTUBHAS AKTUBHOCTD OJTUTOMEP-
HBIX OEJTKOB PETYJIMPYETCS aJLIOCTEPHYecKuM criocobom. TToatomy
9TU GEJIKU Ha3bIBAIOT ellle ALI0CMePUUECKUMU.

Y HeKOTOpBHIX GeNKOB U (hePMEHTOB OYEHD CJIOKHBIE CTPYKTYP-
HO-(DYHKIIMOHAIbHbBIE B3aMMOCBsi3u. Orpe/iesieHHbIe JOMEHBI B IBYX
TIOJTATIEN TH/THBIX TETIIX TeKCOKNHA3BI 1 TPUTICHHA, B JIETKON U TSIKEION
1ersix uMMyHorsooyiuaa IgG hopMUpYIOT OfMH aKTUBHBII TIEHTP.
B momexyne mmosnna 2A4B momensr ogHo# e A u ABYX 1ierieii B
06pasyioT pepMeHTaTUBHBIN akTUBHBIN HeHTp 1A2B, obiamaomnmii
akTuBHOCTBIO ATMasbl, obecnieunBaroreil Mpiiry sneprieit ATD st
ee cokpatutespHON DyHKiuu. [lo cylecTBy B aTUX ciydasix aKTHUB-
HBII 1IeHTP GOPMUPYETCsT Ha YPOBHE Y€TBEPTUUHON CTPYKTYPBI OETKa.

MWUOTAOBUH (Mb) U TEMOTAOBUH (Hb)
(HobGenesckas npemus 1962 r.) (sanos N.11.)

d1u aBa Geska 06JaLA0T CIIOCOOHOCTHIO CBA3BIBATH KUCIAOPOJL
(taba. 2/1.2). A nmenHo:

O, Bo3ayxa — nerkve — aputpountbl ¢ Hb — HbO, — TkaHu 1 opraHbl
2
MbiwLel ¢ MbO,
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Yacts I (mepBsiit cemecTp 06ydenus)

MbO, b BeImosHsIeT GYHKIUU KUCTOPOIHOTO €TI0, BO-
[ePBBIX, 00ECIIEUNBAIOIIEr0 MBIIIIIBI KUCJIOPOAOM TIPU JIUTEIbHON
paboTe, 1, BO-BTOPbIX, MHOT/IA 9TO JEMO KUCJOPOJAA JJIsT IPYTUX Op-
ranoB (Mo3ral), ecii KOHIIEHTPaIIUs KUCJIOPOa B KPOBU CTAHOBUTCST
HeocTaTouHOU. [109TOMY Y CepeuHO-COCY IUCThIX OOJIBHBIX, AJIbITH-
HUCTOB, OT0OB, CIIOCOOHDBIX [[0JITO HAXOAUTHCS T10/] BOLON, KOMIIEHCA-
TOPHO TIPOUCXOAUT YBEJUUYEHUE COAEPKAHNUS MUOTIIOOMHA B THUIIEP-
TPOUPOBAHHBIX MUOIUTAX.

Ouenb JieTaNbHO OEJIKU MBIIIIT uzyvas .M. Banos — accuc-
teHT (1934-1937), a 3arem u mpodeccop (1945-1952) xadenpnt
ouoxumuu 1-ro MTMY.

Tabauya 2/1.2
CpaBHel-me CBOHCTB MHOTJIOOMHA U T€MOIJI00MHA
ITokasareb Muoriaooux Temorno6uH
Boicmas crpykrypa Tpernunas YerBepTuuHas
Yucsio noJmIenTuaubx mnemnei | 1 4
benok CI10KHBII CI10KHBII
[IpocreTnueckas rpyrmma 1 rem 4 rema
O61mmast cTpyKTypa 1 arto Mb + 1 rem 2 o-robuHa
2 B-rinobuna
4 rema
Utor Croxubrit Heouro- | CJI0KHBII oJuromep-
MepHbIiT Ges10K HbIIT IOMEHHBII 6eT0K

Cxema 2/1.1. CTpyKTypa Monekyn remornobvHa

Wrana-perynaTop-
2.3-60r (6ucthocthornuuepar)

.'/

0O~ 1 [-rnoBums:

MHOrO Tiuc (8%),

8 ¢-cnupanei,

okono 150 AK ((-rmoBuH-141,
[3-rnoBun-146)

Fi
ri
£
[OnHa cybreamHuua Hb,
OHa cooTBETCTBYET Monekyne Mb
(153 amMmuwHoKkMCNOTE! B anoMuornobuxe ancMb)
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Cxema 2/1.2. CTpyKTypa OfiHOI Cy6beaVHULIbI reMoriobuHa

CO;
kapb H

Muponns

COOH

rnobuH

Ofpasosanme COz B Tkanax

SH HCO_—; <«— H,CO; =— H,0 + CO, Sputpouur

Kapboaxruapasa

Benkn Hb — rmobunsr — comepskat MHOTrO rucTumania (8%),
KOTOPBIN BBIOJHIET BAXKHYIO CTPYKTYPHO-(PYHKIITMOHAIBHYIO
POJIb. O-TI00MH cOCTOUT u3 141 aMUHOKHUCIOTH, a B-TI06UH — U3
146. B mosekyse 060uxX TITOOUHOB UMEETCSI BOCEMbB OL-CITUPAJIEH,
BKJIIOYAIOIMNX 7—23 aMUHOKHUCIOTHI. ITU CIUpain 0003HAYAIOTCS
JATUHCKUMU OGyKBaMU. BBIIEISIOT POJIb CAEAYIONMX THCTHINHOB:
I'ucF8 maxonurces B 6-11 F-a-crmmpamm (8- AK), sannmas 87-e mec-
TO B o-rytobune u 92-e Mecto B B-rmobune, cunrtass 0T N-KOHIA IJI0-
6una. TucF8 urpaer «anaroMuueckyio» poJib B CyObearHuIie MoJie-
Kysbl Hb, 06pasyst KOOpIMHAIIMOHHYO SIKOPHYIO CBSI3b C JKEJIE30M
rema (cxema 2/1.2). TucE7 (7-e mecto B 5-if a-cripain) obyerdaer
CBsI3bIBAaHUE KUCJOPOJIA C JKEJIE30M reMa U HECKOJIbKO YMEHbIaeT
cpozcTBO reMa Kk MoHookcuy yriaepoaa CO. Oba rimobuna Hb u 6ei-
K1 MeMOPaHbl SPUTPOIIUTOB JTOJKHBI TOCTOSIHHO UMETh CBOOOHbIE
cyabdrugpuiabibie SH-rpymmbl. Eciv oHM OKUCIASIOTCST U IpeBpa-
maTCst B Aucyabduaabie -S-S-rpymisl, To Takoii Hb arperupyer
B TeJiblfa XaifHIa, a 9pPUTPOIMTEI ¢ MeMOpaHamMu, MOAUMDUIIUPOBAH-
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HBIMH TeJbllaMu XalHI[a, Jierde MOrJIonaioTcess MakpodaraMu 1 Ha-
crynaer remosi3. OOpa3yIonuiicss B 9pUTPOIIUTE BOCCTAHOBUTEH
HA/IDH npsiMo wiin orocpeioBaHHO TIOIEPKUBAET HYKHbBIN YPO-
Berib SH-rpynn B Hb, 3anminaer meMGpaHy spUTPOIIMTOB OT OKKC-
JIeHUst 1 06ecriednBaeT X HopMajibHoe (hyHKIIMOHUPOBAHME.
JKese30 rema 0/KHO OBITH BCET/IA CO CTEMEHBIO OKUCTIEHUS +2
(Fe?"), ono cBaspiBaer ructuani F8 riobuHa m 4eTbipe mupoJLia
€ TIOMOIIIIO KOOP/IMHAITMOHHBIX cBg3el. [IlecToii KoopaMHAIIMOHHON
CBSI3BIO JKEJIE30 TPUCOEANHSIET ooYepesHo Tpu pabounx (addek-
TOPHBIX ) JIMTaH/A: KUCJIOPOJI, BOJAY MJIM UMHTHOUTOP OKCHJI yIJIepojia
CO. YerBeptsiit pabouwnit urang — yriaekucbiii ra3 CO, (IHoKCH/I
YTJIepo/ia) TIPUCOEMHSIETCS B TKAHSIX KOBAJEHTHOH CBA3bIO K N-KOH-
iy ruiobuHa, oOpasyst KaporeMorsio6uH, u jajee KaporeMorao0mH
TPaHCIOPTUPYeETCsT KPoBbIO B Jerkue BMecte ¢ CO,, pacTBOpeHHOM
B 11a3mMe Kposu. boubinas yacts CO, (ipumepno 80%) nepenocut-
cs1 KpoBblo 13 TKaHeil B Jierkue B popme HCO; (eMm. cxemy 2/1.2).
PeryisiTopHbIME JIUTaHAaMU sBJstioTcss iporo H' u 2,3-6ucdoc-
dormuepar (2,3-bDI) (em. cxembr 2/1.1 1 2/1.2).
Kak (yHKIIMOHUPYET TeMOrIIO0MH B COCTaBE HPUTPOIUTOB?
1. B TkaHgx: npu HU3KOHM KOHIIEHTPAIUM KUCJIOPOIA KeJIe30
remMa CBSI3BIBAET BOJY M 00pasyeTcst 1e30KCUTeMOTIOONH.
2. B jierkux: 1e30KCUreMOorIOONH PUCOEANHSIET YETHIPE MOJIe-
Kysibr O,, MPEBPAIIAsICh B OKCUTEMOTIOOUH.
3. OkcureMorioOMH B COCTaBe HPUTPOIUTOB IMEPEMENIAETCS
B KaMMJIJIAPBI TKaHel. TrkaHeBo yriaeKucabiii a3 popMupyet
npoToH (cM. cxeMy 2/1.2), KOTOPBII CBI3BIBAETCS C THUCTHU-
JMHOM TJIOOMHOB, YBEJUYMBAsT UX MOJOKUTENbHbBII 3apsil.
[ToaToMy KOJTMYECTBO MOHHBIX CBA3€l BHYTPU MOJIEKYJIBI
reMoriobuHa MeX/Iy ero cyObeIMHUIaMI YBeJNInBAETCS,
CPOJICTBO TEMOTJIOOMHA K KMCJIOPO/IY YMEHbBIITAETCs U CBOOOI-
HBII KUCJIOPOJ MOCTYMAeT B TKAHU sl MeTabom3Ma. ITO
u ectb apdexT bopa B TKaHAX, T.e. YIIEKUCITBIN ra3 B TKAHIX
(a TouHEe MPOTOH) BBITECHSIET KUCJIOPO/ U3 reMoriobuHa. 1
HAIMPOTUB, B JIETKUX KKCI0poz ocBoboxaaer CO, 13 aputpo-
IIUTOB U TLIa3Mbl KPOBHU.
CieoBaTesibHO, TeMOTJIOONH BbITIOJIHsIeT byHKI: 1) TpaHc-
MOPT KKCJIOPO/IA BO3/LyXa Yepes JIeTKre B TKaHu; 2) 0OpaTHbI TpaHC-
MOPT YTJIEKUCJIOTO Ta3a.
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Bropoii nurang-peryssirop — 2,3-bOT (ecm. cxemy 2/1.1) umeer
ISTh OTPUIATEIBHBIX 3aPsI/IOB ¥ 00pa3yeT B BEHO3HOI KPOBH (B TKa-
HSX) MOHHBIE CBSI3K B IIEHTPabHOI mosocT Hb Meskmy aBymst Mo-
JieKyJIaMu B-ri06uHa. DTH CBSI3U OTIOJHUTEIBHO K TPOTOHAM TaKsKe
YMEHBIIAIT CPOACTBO reMOrJIOONHA K KUCIOPOLY U YBEIUYNBAIOT
MOCTYTJIEHWE TTOCTIEHETO B KiIeTKU. [ToBTOpUM, 4TO 00a perysito-
pa — npotoH u 2,3-BDI" GyHKIMOHUPYIOT TOJIBKO B TKAHSIX, HO HE
B JIETOYHOI KPOBU.

Momnookcuz yraepoga CO (MpoAyKT HETIOTHOTO CTOPAHUS Opra-
HUYECKHX BEIIECTB, KOMIOHEHT TaOaYHOTO J[bIMa 1 aBTOMOOMIbHBIX
BBIXJIONOB) uMeeT npumepHo B 200 pas 6oJiee BBICOKOE CPOJICTBO
k Hb, uem O,, KOHKYpEHTHO UHTMOUPYET CBsI3bIBAHME KUCJIOPOA
OPUTPOIUTAMK U [TOITOMY TOKCHYEH, BBI3bIBast IPK OOJBINON KOH-
IEHTPAIUK B BO3/IyXe TUTTOKCUIO 1 flaske cMepTh. CunTaercs, Hapu-
Mep, YTO TIOCTOSIHHOE KypeHue Bbikiovyaer npumepro 10% remorJio-
OuHa, CTOUT HAIIOMHUTD TaKKe 0 25% pPUCKe BOSHUKHOBEHUST paKa
JIETKUX.

(wnepbona

=
=]
g
[+]
[+ 8
5]
G
7]
=
=

copeHHoe ocBoboxaeHUE
B TKaHAX

Nerkne

1
L}
1
1
Teanu
1

—a
25 100
MM PT. CT.
Copepwanmne O, B KPOBKH

Puc. 2/1.1. KpuBble gnccoumaumnm oKCMreMornobmHa n okcummornobriHa

[IpencraBiennsle kaaccudeckne Kpusbie (puc. 2/1.1) moxassi-
BaioT, uTo Hb B jierkux oyeHb GbICTPO CBSI3bIBAET KUCJIOPOJ, a B Be-
HaxX M TKaHsIX OH TakKe ObICTPO €ro 0cBOOOKIAET B OT/Iure oT Mb.
Kpusas Hb asnserca S-obpasHoii, a kpusasg Mb — aro runepbosia.
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Wnpekce 50% HachIEHs] KMCJIOPOAOM cocTasiisteT st Mb 3 M pr.
cr., st Hb — 25 mu pr. 1. IToyemy?

Tpu dakropa 0OGBSICHSIIOT HTO DBOJIOIUOHHO TEIECO0OPAZHYIO
(usnosornyeckyo 0ocoOeHHOCTh pabOThl TEMOTIOONHA 110 CpaBHe-
HUIO ¢ MHOTJIOOUHOM.

1. TeMOrI06MH — OJIMTOMEPHBIN, MUOTJIOOMH — HEOJIUTOMEPHBII
6enku. Birarogapst 4eTBepTUYHON CTPYKType B Mosiekyae Hb mpu
MIOCJIEZIOBATEIBHOM TIPUCOEIMHEHNH B JIETKUX T10 OJHON MOJIEKYJIe
KHUCJIOPO/Ia MIPOUCXOUT KOOIepaTUBHOE U3MeHeHe KoH(popMaIuu
qeThIpex CyObeMHNUIL, ¥ KakK/1ast TIOCJAEeAYIONast MOJIEKYJIa KHCI0PO-
JIa IPUCOEAMHSIETCS K CBOel cyObeanHuile (IIPOTOMEPY) Jierde, 4eM
npezabiaymias (mocaennsis B 300 pa3 ObicTpee, yeM 1epBasi). B Tka-
HSIX BCE MPOUCXOANUT HAOOOPOT: 110 Mepe CHUKEHUS KOHIIEHTPAI[IH
KHMCJIOPO/ia TepBasi MOJIEKyJia KUCJIoposa ocBobosxkaaercst u3 Hb
C TPY/IOM, a MOCJIeHsIsT — 3HAYUTEbHO ObIcTpee. MHaye — cpoacTBO
Hb & Kucsoposy B JIEFTKUX BO3PACTaeT 110 Mepe MOCJIe0BATEIHHOTO
MPUCOEIUHEHNST KUCI0POa K CYObeMHUIIAM, a B TKAHSAX 9TO CPOJI-
CTBO TIOCTETIEHHO YMEHBIITAeTCs TIPU MOCJIe0BATEIbHOM YAaJIeHNN
Kucaopoaa us mporomepos. s Mb ato HexapakTepHO, Tak Kak e€ro
BBICITIAsI TPETUYHAS CTPYKTYPa He 06J1a1aeT CIIOCOOHOCTHIO K TAKOMY
U3MeHEeHWT0 KOH(popMaITnu.

1-A monekyna Oy

NpUcoeouHAETCH
C TpyOoom ~

Z2-A monekyna O

4-a monexyna Os 3-a monexyna O
NPUCOEAMHAETCA
k Hb 8 300 pas BeicTpee

2. Hajmmuwe puist Hb ajumoctepudeckux JiMranioB-peryisitopoB —
H" u 2,3-BDT, koropbie paboTatOT TOJBKO TIPH HU3KOI KOHIIEHTpPA-
K KUCJIOPO/IA B KPOBH, T.€. B TKAHSIX, U e1ile OOJIbIe YBEeTUINBAIOT
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S-o6pasHbrii xapakTep kpuBoil Hb 1 ycuieHHOE 0cBOOOKIEHIE KUC-
JIOPOJIa B TKAHSX.

Hexoropbie BelecTBa MOTYT CMEIaTh KPUBYIO JAMCCOLMAINN
okcuHb BiieBo min Brpaso. 2,3-BDT, noBblieHe KOHIEHTPAITUN
mpoToHOB (cHIKeHNe pH) mpu annmose n KaBUHTOH (MW BUHIIOTIE-
THH) CMEIIA0T KPUBYIO BIIPABO, T.€. yMeHbIaoT cpojcTBo Hb k kuc-
JIOPOZLY 1 YCKOPSTIOT MOCTYTIIIEHNE TIOCJe/IHero B Tkauu (puc. 2/1.2).
[ToaTomy pu ajanTaiy K BBICOKOTOPBIO JKUTEJIEN TOPHBIX PAilOHOB
U QJIIIUTHUCTOB U Y CEPAEYHO-COCYAUCTBIX GOMBHBIX MOKHO OTMETUTD
yBesnnuenue koandectsa 2,3-bOT B kpoBu. A KABUHTOH SIBJISIETCS
JIEKAPCTBOM, KOTOPOE HA3HAYAETCS [IPU UHCYJIbTE JIJIsl YMEHbIITEHUS
TUTIOKCUU Mo3Ta. HarmpoTus, ankanos (IIpW TUIIEPATbIOCTEPOHM3-
Me wi cuHapoMe KoHHa) 1 M30bITOYHOE COepsKaHKe TIIFOKO3bI
B KpoBU (IIPU caxapHOM jaunadere) U COOTBETCTBEHHO yBeJIMUYEHIe
TJIMKUPOBAHHOTO (ramKo3uanpoBanHoro) Hb casuraror kpusyio Biie-
BO U IIPUBOAST K TUNIOKCcHU. B ramkupoBannom Hb riobun cBsizan
KOBAJIEHTHO#T ¢Bsi3bI0 ¢ riioko30ii (HbA1,), rioko3o-6-docharom
(HbA1,) u dpyxkrosoit (HbA1,). Vmetorcst npeanosioxkenusi, 4To
takoil Hb moBsIimaer cBoe cpojACcTBO K KMCIOPOIAY U B TKAHSIX IJIOXO
€ro 0CBOOOJKIAET.

Ankanos
>—

Hb-rnokoza

(H" (aumngos),
< 2,3-50T,
] KaBUHTOH

80 MM pPT. CT.
(O, B KpOBK)

MK

Puc. 2/1.2. ®akTopbl, M3MEHALLME CPOACTBO reMOrnobrHa K Kuciopogy
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FTEMOIrAOBUHOMNATUA

['eMOTJIOOMHOTIATH I CBSI3aHbI C PA3JTMYHBIMU HAPYIIEHUSIME B CTPYK-
Type Win GyHKIIMOHUPOBAHUU TeMOTTO0MHA.

HenacJie/icTBeHHbIE TeMOTJIOOMHOTIATHI MOTYT OBITH TIPHU caxap-
HOM auabere, ankanose, orpasaerusx Hb okcumom yraepoma CO
WU OKUCIUTENAMU ¢ oOpasoBanueM merremoraobuna (MetHb),
B KOTOPOM skene30 okucyieno —Fe?". Takoit Hb oGpasyercs npu ot-
PaBJIEHUSIX TIUIIEBBIMU HUTPUTAMMU, [PYTHUMU MTUIIEBBIMU T0OABKAMI
i jekaperBamu (denarerun). MetHb we BoimosHsier GyHKImm
HOPMAJIbHOTO TEMOTJIOOMHA, HE MOKET TPAHCIIOPTHPOBATH KUCIOPOI.
[Tpu xpoHUYECKOIT TOUeTHON HETOCTATOYHOCTH MOKET PA3BUBATHCS
aHeMUsI ¢ yMeHbllleHneM cojepskanusi Hb B kpoBu BeitencTBue Ha-
PYIIEHUS] CUHTE3a [TOYeUYHOr0 TOPMOHA IPUTPOIOITUHA, KOTOPHI
CTUMYJIIPYET 3PUTPOII033 U BO3MOXKHO YCKOPSIET CHHTE3 TeMa.

HacuencrBennbie reMOrJIOOMHOTIATHN: CEPIIOBUAHOKIETOYHAST
aHemus, myrtaiun rena MetHb-pemaykrassl, ymeHbInamomeil KoJm-
yecTBO MetHb, TasmacceMun, npu KOTOPBIX CHUZKEH HJIH OTCYTCTBYET
CHHTE3 O- WK B-TJI0OMHA ¥ IPYTHE MYy TaI[HH.

AEHATYPALINSG BEAKOB

Jlerarypaiiust 6eJIKOB IIPONCXOIUT MO IeHCTBUEM Pa3INYHbIX JeHa-
TYPUPYIOIIUX ar€HTOB, KOTOPbIE PA3PYIIAIOT BTOPUYHYIO, TPETUYHYIO
1 YETBEPTUYHYIO CTPYKTYPBI OeJIKa ¥ COOTBETCTBYIONINE CBSI3H, HO He
3aTparuBaioT nenTuaHbie cBsiau (tabr. 2/1.3).

Tabauya 2/1.3
JleHnatypanusi 6€JIKOB
JleHaTypupyIomue areHTbl Paspymaembie cBsA3u
Boicokas Temmeparypa Bonopoaubie, rugpodobubie
Kucmors, menoun Bonoponusie, noHHbIE
Cruprtsl, dheHos, MoyeBUHA Bonopoaubie, rugpodobubie
Hucrenn — SH, mepkantoaranon — SH, | /lucynsdunnne
THOIJINKOJIEBAST KUCJIOTA
Tsorensie metamust (Pb, Hg n 1p.), DopMUPYIOT HOBBIE TIPOYHBIEC CBA3H
cepebpo, aJIKaIoU b

Mexanuuyeckue BO3JEUCTBUS, PAaCTUPAHUS W FOMOTEHU3AINS
00pasIoB TKaHel, X CyIlKa TakxkKe JeHaTypupyior Genku. [Ipu ge-
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Harypaiuu B 6eikax 1 (hepMeHTax pa3pyIlaeTcs IEHTP CBSI3bIBAHUS
(aKTUBHBIN LIEHTDP) M OHU TEPSAIOT CBOIO OHOJIOrHYecKkyio (dhepmeH-
TATUBHYIO) aKTUBHOCTb.

Pazpymienne xoudopmaluu mpuBoUT K PACKPLITUIO U Pa3BO-
PavYNBAHUIO MOJIEKYJIBI GEJIKa, YBEIUIEHUIO €r0 00beMa U AHTPOTIUN
CUCTEMBI, TTOSIBJIEHUIO CKPBITHIX paHee (PYHKIMOHAJIBHBIX TPYIII
U ruApoOOHBIX PAJAMKATIOB U COOTBETCTBEHHO K: 1) yBemueHuio
PeaKIMOHHOCIIOCOOHOCTH Oesika 3a cueT OOHAKEHHBIX PaMKAJIOB;
2) YMEHBIIEHUIO PACTBOPUMOCTU GeJiKa B BOJAHBIX CPeIax 3a CUET
ruipoOOHBIX PaZNKaIOB; 3) K GOJbIIEH HOCTYITHOCTH MENTHIHBIX
CBA3€ IS TUAPOIUTHIECKOTO IEHCTBUS TTPOTEOTUTHIECKUX (ep-
MeHTOB. Tak, jieHaTypalisi MUIIEBBIX OEJTKOB MIPU TEIJIOBOW 0Opa-
GOTKe MUIIK WM TOJ[ JeICTBUEM COJISTHONM KHUCJIOTHI JKEJTyAKa yC-
KOpsieT pactaj 0eJKOB 10 OTAEJbHBIX aMIUHOKUCIOT MPU yYaCTUN
MPOTeas JKeIyA0IHO-KUIEYHOTO TPAKTA.

Ho nenatypaiiust HEKOTOPBIX OEJTKOB MIPH OTPe/IEIEHHBIX YCII0-
BUSX MOKET ObITh 06paTUMOi Osrarogapst COXpaHEHIO MU MEeTTH/L-
HBIX cBs3eil. Takoil mpoiecc peHaruBanuu (peHarypaiun) 6eJKoB
U BOCCTAHOBJICHUS UMU IEHTPOB CBI3BIBAHUSA JIUTAH/IOB U, CJIeI0OBA-
TeJIbHO, OMOJIOTMYECKO aKTUBHOCTH BO3MOJKEH 13-3a JIETEPMUHUPY-
IOIIEl POJIM TIEPBUYHOMN CTPYKTYPHI [JIst APYTUX OOJIE€E BBICOKUX CTPYK-
TYP, B TOM YHUCJIE JIJIS CTPYKTYPBHI TIEHTPOB CBA3BIBAHUS JINTAH/IOB.

Hpumepuol

1. I1pm BbICOKOII TemIiepaType TPUTICHH TEPSIET CBOIO aKTUBHOCTD,
HO TIPU MEJJIEHHOM OXJIAKAEHUHN U IPYTUX YCIOBUIX MOKET BOCCTa-
HOBUTD CBOI aKTUBHBIN IEHTP U (DEPMEHTATUBHYIO aKTUBHOCTD.

2. Huxe mpuBesneHa cxemMa «XUMHWYECKOI» meHartypanun (pas-
PBIB INCYIbMUIHBIX 1 BOIOPOIHBIX CBsI3€iT) B MOJIEKYJI€ PUOOHYKITEe-
aspl (Hobenesckast npemust 1972 1.) v peHaruBaius (hepMeHTa mpu
yaajieHuu aeHaTypantos (puc. 2/1.3).

O6acTu MCIOIb30BAHUS IEHATYPUPYIOIIX ar€HTOB.

1. B HayyHBIX ¥ TEXHOJIOTHYECKUX TIeJISIX JeHATYPUPYIOINe Be-
I[eCTBA TIPUMEHSIOTCS [IJIsI Pa3/leJIEHUsT U OYMCTKU GEKOB,
0COGEHHO CIIUPTHI U 3HaAMeHUTast (JI7ist OHOXUMUKORB ) TPUXJIOP-
YKCyCHAsl KUCJIOTA.

2. Psiji XUMUYECKHUX BEIIECTB JIETKO JA€HATYPUPYIOT OeJIKH 1 (hep-
MEHTBI GaKTEPUil ¥ UCHOJb3YIOTCS JJIST JIEYeHUs] THOMHBIX
pan (6epe3oBbIil 1eroTh B Masy BUITHEBCKOIO, COAepPsKaIUit
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AKTUBHBIN (heHOJI), TTOBEPXHOCTHBIE AHTUCEIITUKUA — CyJieMa
(HgCl,), nsimuc (AgNO,), kostapros (KoJLIonHoe cepebpo)
u Jip.

3. O6paboTKa MpeJMETOB TIPU BBICOKOI TEMIIEPATYPE SIBJISIETCS
METO/IOM UX TOJHOU CTepUan3anum (acenTuKa).

4. dumnsims BoJioc ¢ momonibio R-SH-arenTos, Boccranapiinba-
IOIUX AUCYIb(UIHBIE CB3U B (GHOPUILIAX O--KEePaTHHA BOJIOC
U 3TUM Pa3pyIIAONIUX TPOYHYIO CTPYKTYPY BOJIOC.

AKTUBHbIN LEHTP

e Py Vo (=]
Auawpauuﬂ fAanexie AKTHBHas
—b R — ’

MOMEBWHON 1 AEHaTypaTos PHKazsa

R-SH-peareHTamu

AxrvaHan PHKaza Heaktuenas PHKaza
HYETbIPbMA ﬂ.HCthqJPI,qHHMM De3 akTMBHOro
CBA3IAMKA

Puc. 2/1.3. leHaTypauua n peHatnBauua puboHykneasbl (PHKa3sbl)

HakoHert, ciiefiyeT OTMETUTH, 4TO OEJIKH, CO/lepsKaIlie MHOTO
ruapodOOHBIX aMUHOKHUCIIOT, ¥ OEJIKU ¢ Tpeobaganme B-CTPyKTyp
ycTOuuBHl JeHaTypainu. [locieHue SBASIOTCS NPUPOAHBIMUA aH-
TudpusaMu, 3AMUTIAIOTIIMI HACEKOMBIX U PACTEHUS OT JAeHCTBUS
HU3KUX TemIleparyp.

®U3NKO-XUMUYECKUE CBOMNCTBA BEAKOB

ITOT pasjiest 1 u3Jjaraio KpaTKo U Te3NUCHO, TOTOMY YTO COOTBETCTBY-
OITyT0 WH(pOpMAIIIO BB MOMyIuan Ha Kadeapax 1-ro kypca.

1. AMUHOKHCJIOTHI B BOJHBIX PACTBOPAX M B KJIETKE SIBJISTIOTCSI
OV- WJIM MHOTOTIOJIIPHBIME MOHAMU (MM TPAIUIIMOHHO IIBUTTEP-
MOHAMU Ha HEMEIIKOM SI3bIKe), W I0ATOMY MX Ha3bIBAIOT aM(OTep-
HBIMHU COEIMHEHUSIMH, 00JIaAQl0NMMK KIUCJAOTHBIMUA ¥ OCHOBHBIMH
rpymnmaMu. AMUHOKHUCIOTHI U OeJIK MOI'YT PearupoBaTh U Kak KUC-
JIOTBI, ¥ KaK MEJI0YN.
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2. OTciofa BO3HUKIIO MOHATUE 00 U309JIEKTPUIECKON Touke pl
OEJIKOB ¢ MX MOHM3UPOBAHHBIMU AMUHOKUCIOTaMI. pl ecTh BeIdm-
Ha nuHgaekca pH BOKpYT MoOJIeKyIbl GesiKa, IIPy KOTOPOM CyMMapHbIi
3apsjl 9TOI MOJIEKYJIbI PaBeH HyJIi0, HarnpuMep pl = 4—5 111 MHOMX
6eIKOB KJIeTKH U KpoBu. CXeMa CTPOEHUS IIOBEPXHOCTHOIO CJIOS Ta-
KOro bOeska:

MoutekyJjia uMeeT cyMMapHbIi 3apsia 2, = 17+ 27 = 17, noaromy
pl <7.

3. PactBOprMOCTb OEJIKOB B BOJIE M KPOBH 3aBUCUT OT BbIPaKEH-
HOCTH IMPATHOM 060JOYKH BOKPYT MOJIEKYJIbI OeJika. ITa 000J109Ka
3aBUCHUT OT:

a) CBOWCTB MOJIEKYJIbI OeJIKa: TIEPBUYHOI CTPYKTYPBI U 0COOEH-
HOCTell aMUHOKHNCIIOT, POPMBI MOJIEKYJI, pa3Mepa W MOJIEKY-
JIIPHOU Macchl OeJIKa;

6) CBOWCTB OKpY’KAIOIIEN CPe/ibl: TeMIiepaTypsbl, Besnautbl pH,
KOJIMYECTBA U KAYeCTBA COJIEIL.

Mertompl pasziesieHus, OUUCTKU W MOJyYeHNUS WHINBUYATbHBIX

GEJIKOB B JIEKITUH sl HE PacCMaTPUBAIO.



Aekuna 3/1

®EPMEHTbI (CTPYKTYPA,
KAACCUDOUKALNSI, MEXAHU3M
AENCTBUS, CNELUNDUYHOCTD)

MeieHHO. Ho KaTaimm3aTopbl yBeTMUYUBAIOT CKOPOCTh 3TUX
PEAKITHH, B YaCTHOCTU OUOJIOTHYECKIE KaTaTn3aTOpbl — (hep-
MeHTbI yckopstioT peakiun B 10—10° pas. Bee xummuyeckne peaxium
SIBIISTIOTCST TEOPETHUYECKU OOPATUMBIMU, U KATATH3aTOPBI YCKOPSIOT
KaK IpsIMYT0, TaK U 00PaTHYIO PEAKIIH, He CMEIast TIOIBUKHOE PaB-
HOBecHe B CHCTeMe, T.e. He HapyTasd 3aKOHOB TepMoAnHaMIKA. Kax
MIPOUCXO/IUT yBeJIMUYEeHNEe CKOPOCTEeH peaKIinii?
Kartanusatops! (hepMeHTDHI) MOHMKAIOT dHEPTHIO aKTUBAINN
peakin E,, nHaye yMeHBIIAIOT SHEPTeTHUECKUN Oapbep peakI[ii:
S (cyberpar) <> P (mpomykr):

} : nMmudeckre peaknun A + B — C mpoTekaioT 4acTo o4eHb

__ Bes depmenTa

_. C depmerTOM

®
=
=
o
]
x
™
=
]
-
=
=]
e,
[=]
m

Cyberpar
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[Ipu sToM bepmenTsi cHmKaioT E, B 60J1bIieil Mepe, 4eM HeOHOo-
JIOTUYeCcKre Kataan3aTopel. Hammpumep, 175 peakiiuu pasJyiosKeHus
MEPEKNCH BOJIOPOJIA:

2 H,0, > 2 H,0 + O, + 120 k[xx/monb (TennoTta).

SHEPIUst aKTUBAIMK (€3 KaTaJru3aTopoB cocTaBsieT 67, ¢ mraTHHON
KaK Kataju3atopoM — 49, a B caydae Katannusa GepMeHTOM — KaTa-
nasoit E, — ymenbaercs 10 23 /[ /Moub.

ITo cpaBHenuio ¢ pepMeHTaMu HeOMOJIOrMYECKIe KaTaIU3aTOPbI
(MeTaJIIbl ) UMEIOT MEHBIITYIO0 AKTUBHOCTD U CTIETTU(DIUYHOCTB, JJIST HIX
HE CYIIECTBYET CIIEIUAJIbHBIX PETYJISITOPOB UX aKTUBHOCTU, HO OHU
6oJiee yCTOMYUBBI K 9KCTPEMaIbHBIM (haKTOpaM BHEHIHEH CPe/Ibl.

YiKe B UCTOPUYECKOM TIJIAHE CJIEAYET YIOMSIHYTH OJHY U3 Iep-
Bbix HoGesnesckux npemuii (1907 1.), monydennyio duyapaom brox-
HEpOM, JI0Ka3aBIIMM (pepMEHTATUBHYIO aKTUBHOCTb OECKJIETOYHOTO
AKCTpaKTa APosKiKeil. Boimeaenne B 4ncToM Buje 6eTKOB-(hepMEHTOB,
CIOCOOHBIX K KPUCTALIN3ALUH, TaKKe ObLIO onieHeHo B Buge Hobe-
JieBckoit mpemun B 1946 .

CTPOEHUE ®EPMEHTOB

CymiectByeT n1Ba Tnma (epMeHTOB.

1. MepmenThl — MPOCTHIE OGETKHU, KOTOPbIE COCTOSIT TOJIBKO U3
AMUHOKHNCJIOT. JTO, HanpuMep, TputicuH, rericud, PHKaza n ap.

2. MepMeHTBI — CIIOKHbIE OEJKI, KOTOPbIE BKIIOUYAIOT /[BE YACTH:

X0N0O(PEPMEHT (XONO3H3NM) <> anoPepMeHT (ano3H3nM) + KodakTop.

KodakTopsr aBisioTcs:

a) OpPTaHUYECKUMU BeNeCTBAMM, KaK MPABUJIO, ITPOU3BOIHBIMU
BUTAMUHOB (B 3TOM CJIyyae OHU HA3bIBAIOTCS KohepMeHTaMM )
WJIN 3TO JPyTHE COeMHEHUs (TeM, TIIyTaTHOH);

6) nonamu Metanaos — Mg, Cu, Mo, Zn, Fe.

/Keneszo BxoauT B cocTaB MHOTUX (hepMEHTOB: KaTajasa u Iie-
pokcumasza (;kesme3o kak KommoHeHT reMa), HAJ/IH-neruaporenasa,
CyKIIMHAT/AeTnporeHasa (/71 IBYyX TOCJHETHUX JKeJIe30 B COCTaBe
conpskeHHbIX FeS-6eTkoB) u kcanTHHOKCH1a3a. KcanTnHokcnmasa
sABJIsIeTcs1 (DEPMEHTOM OY€Hb CJIOKHOTO COCTaBa — OEJIKOBBIM JIFMe-
poM: 2 Genkosble e + 2 DAL + 2 Mo?" + 8 Fe?".
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KodaxTopsr ygacTByIOT B KaTanauide BMecTe ¢ armohepMeHTaM,
B IIePEMEIEHUN aTOMOB WJIU TPYIIT aTOMOB, B MOAMMUKAIINYT KOH-
dbopmarnmu dhepmenTta u cybeTpaTa.
Jlnst ipeBpaiiiennst B KOhepMEHThI BUTAMUHBI J[OJIKHBI OBITh
MOABEPTHYTHI XMMUYECKONH MOAU(DUKAIINY, 32 UCKIIOYeHHEM OHOTH-
Ha. CooTBeTcTBYyIOIINE HarOOJIee BajKHbIe TIPUMEPDI TIPEICTaBIEHDI

B Tabm 3/1.1.

Tabauya 3/1.1

HeKOTOpre Hanboee pacinpoCTpaH€HHbIE€ BUTAMHHbI

U KopepMEeHTBI

Buramun

Kodepment

@MepMeHT

BG WJIN MAPUAOKCUH

lereporyks — nupuanx

[Tupupokcanbdocdar

AmuHoTpancdepasb,
JeKapOOKCUITA3bI AMU-
HOKHUCJIOT, (hochopuiiaza
TJINKOTEHA MBIIIIII,
A-aMIHOJIEBYJINHATCHH-
Tasa

PP nin aukoTunoBas
KUCJIOTa

lereporuki — nupuanx

‘f“\—COOH

>

\N/
Huxorunammy o e

ZN—c”

T

e

\N/

N_c?°
| TN
\\\ﬁj/

of R

HAILY wim HAJTD*

ﬂCFLIHpOFCHaSbI

Css13u MeXx/Iy anohepMeHTOM 1 KohepMeHTOM 00BIYHO HEKOBA-
sentibie. Ho y HEKOTOPBIX (hepMEHTOB MMeeTCs1 O0TBINOE KOJIMIECTBO
TaKNX CJIa0bIX CBSI3€H, U TOITOMY 3TH KOMILIEKCHI arodhepMeHT—Ko-
(bepMeHT SBJISIOTCS IPOYHBIMU, M PABHOBECHE B IPUBEJIEHHOM BbIIIIE
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3/1. @epmenTs! (CTPYKTYPA, KIaccuduKraims, MEXaHU3M e CTBIS, CHEIHbUIHOCTD)

YPaBHEHUW CMeIeHO BJeBO. [Ipumepsr: haBUHOBBIE AeTHIPOTeHA-
3bl (BuTamuH B,, nian pubodaasun, obpasyer kobepmentsr DAJ]
nu ®MH) u amunorpancdepassl (BUTaMuH By, WM TUPUAOKCHH,
dbopmupyer mupugorcanbpocdar, Cesepun E.C.). Ecau paccmar-
pPUBAEMbBIX CBI3eil HEMHOTO, TO KOMILIEKCHI HETIPOUHbBIE, PABHOBECHE
peakiny CABUHYTO HAIPABO U CBOOOIHBIE KO(DEPMEHTHI B KaTaIu-
3UPYEMBIX PEAKINAX BBICTYIAIOT B KAUECTBE OT/IEJIbHBIX PEareHTOB.
[pumepsi: HA/I- u HA/[MD-3aBucumMble IernaporeHasbl Ha OCHOBE
sutamuna PP, antunrpancdepassr ¢ kopepmentom A (KoA) — mpo-
M3BOJIHBIM TTAHTOTEHOBOM KUCJIOTHI. [103TOMY B ypaBHEHMSX COOT-
BETCTBYIONIUX PEAKIINI MPUCYTCTBYIOT 3T KOGEPMEHTHI B OTJINYLE
OT peaxnuii 711 PepPMEHTOB — MPOYHBIX KOMILIEKCOB.

Ha npumepe nupugokcanbpocdara MOKHO yOSAUTHCS, YTO HTOT
KO(EPMEHT B IAaHHOM YaCTHOM cJiydae He oOJsiafiaet crernpuano-
CTBIO, TaK KaK OH BXOJIUT B COCTAB YETHIPEX CIAEAYIONTNX (hepPMEHTOB,
KOTOPBIE KaTAJIN3UPYIOT COBEPIIIEHHO Pa3HbIE PEAKIINI: aMUHOTPAHC-
(bepasbl, TekapOOKCHIa3hl AaMUHOKUCJIOT, MBITIIEYHAS TJIHKOTeH(OC-
opunasza, amuHONEBYIMHATCUHTA3A. B aTNX hepmenTax crierudud-
HOCTD OTIPEZIETISIET MX OETKOBAs 4aCTh — arohepMeHT.

MEXAHU3M AENCTBUSA OEPMEHTOB

MexaHusm zeiicTBust (hepMeHTOB MpejcTaBieH B Tadu. 3/1.2 ¢ cooT-
BETCTBYIONUMHU MOSCHEHUSMH, KOTOPBIE CJIEYeT JOTOJHUTD CJe-
JYIOIIUM.

1. Tpu dpyuknmonupoBarun Gepmenta (Kak u APYrux O6EJKOB),
T.e. IPU B3aMMOJICHCTBUN aKTUBHOTO IEHTPa ¢ CyOCTpaToOM,
MPONCXOANT N3MEeHeHNe KOH(MOPMAITITN MOJIEKYJIbl (hepMeHTa
1 ero akTuBHOTO IeHTpa (peHoMeH KoH(OPMAITMOHHON Ja-
OUJIBHOCTH) U YBEJUYNBAETCS KOMILIEMEHTAPHOCTD MEK/LY
HEHTPOM U CyOCTPATOM. ITO MOBBIIIAET CHENNMDUIHOCTD 1 aK-
TUBHOCTDH (pepmenTa ((heHOMEH WHIYITMPOBAHHOTO COOTBET-
CTBUA).

2. Tlocae obpasoBanust komiiekca ES (¢ KOpOTKUM BpeMeHeM
JKM3HN ) HEOOJIBIIIAS YaCTh MOJIEKYJI cyOCTpaTa S B KOMILIEKCE
MOJIy4YaeT JIOMOJHUTENbHYIO QHEPTHIO ST, KOTOPAast HYKHA JIJIsT
paspbiBa nau 00pa3oBaHuUsI HOBBIX CBS3€il 1 /11 0Opa30BaHMs
npoaykra P.
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3/1. @epmenTs! (CTPYKTYPA, KIaccuduKraims, MEXaHU3M e CTBIS, CHenbUIHOCTD)

3. Kaxmgag mosexyna gepMeHTa UCIONB3YeTCS I KaTaam3a
MTOBTOPHO HECKOJIBKO pas3.

MO:KHO BBIIETUTH TaKyKe BA MOJIEKYJISIPHBIX MEXaHU3Ma Jeli-
cTBUs (hepMeHTOB. Bo-11epBbIX, 9T0 GoJiee PeKUil KOBaJIEeHTHBII
KaTajins, Mpr KOTOPOM B XOJIe CAaMOTO KaTaju3a 06pa3yioTcst KoBa-
JICHTHBIE CBSI3W M€Ky aKTHBHBIM I[eHTPOM hepMeHTa U cybcTpa-
TOM (JIJIs1 TPUTICMHA ¥ XUMOTPUIICUHA) WU MEXKIY anmodepMeHTOM,
KodepmerToM u cyberpatom (aMmuHOTpaHcdepasbr). Bo-BTopbIx, 910
HEKOBAJICHTHBIN KMCIOTHO-OCHOBHON KaTasin3 ¢ 00pa3oBaHIeM, Ha-
[PUMeEP, HOHHBIX CBsI3el MEKIy hepMeHTOM 1 cyOCTpaToM.

KAACCUODUKALNG PEPMEHTOB

Knaccudukaus ¢hepMeHTOB OCHOBaHA Ha THUIE KATAJIU3UPYyeMOT
(bepmerTom peaxiiun. [10sToOMy B COOTBETCTBUU C MIECTHIO OCHOBHBI-
MU TUTIAMU XUMUYECKUX PEAKIIUH BBIIEJIIIOT IeCTh KJIaccoB (ep-
MEHTOB.
Knacce 1 — okcuopenyKTassl, KOTOPBIT BKIIOYAET TPH MTOIKTIAcCa.
1) meruaporeHassl WK PeLyKTas3bl, TEPEHOCIINE aTOMBI BOIO-
pona:
—2H*
OH, + HAO <> O + HAOH + H*
+ 2H;
2) OKCcH/Ia3bl TIEPEHOCSIT 2JIEKTPOHBI HA aTOM KUCJIOPO/a:

OH, + 0, > [ + H,O (unm H,0,);
11
2e”

3) okcHureHas3bl KATAIU3UPYIOT BHEAPEHUE aTOMOB KHCJIOPOA
B OpPTaHWYECKHUE BENECTBA:
— MOHOOKCHTI€HAa3bl MJH T'HMAPOKCHJIa3bl (BCTaBKa O/ITHOTO
aToMa KUCJIOPO/IA):

R + O, > ROH;
— ¥ IMOKCHUTeHa3bl (BCTaBKa JIBYX aTOMOB KMCJIOPO/IA):

R+ 0O, - RO,.
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Knacc 2 — Tparcdepassl kKaTaTu3upyoT IEPEHOC TPYIIT aTOMOB
MESK/Y PA3HBIMU MOJIEKYJIAMU ¥ BKJTIOYAIOT HECKOJIBKO MOJIKIACCOB,
Harpumep:

1) amunoTpancdepasbl, MEPEHOCSIIITIE AMUHOTPYTIIIb;

2) dochoTrpancdepassr, neperocse octaTku hocopHOit Kuc-

JIOTBI, B YACTHOCTH TIOATIOKIACC KUHA3:

A—OH + AT® —> A—OPOH, + AllD.

Ecm A — 310 Genok, To Takyto ke peakiuio (1o OH-rpymmam
CeprHa, TPEOHMHA MJIM TUPO3WHA) KATAJIU3UPYIOT OUY€Hb BaKHbBIE
B 6I/IOXI/IMI/II/I IIPOTEMHKNHA3bI.

Knacc 3 — nrassl nim cMHTETa3bl KaTaIM3UPYIOT CUHTE3BI C HC-
noJsib3oBanueM sHeprun ATO:

A+ B+ AT® - AB + AP (nnn AM®) + H;PO,.

Ecam nctounnkoM aHepruu it CUHTE32 SIBJISIIOTCS IPYyTUe MaK-
poapruvecKue CoeJMHEHNS, TO COOTBETCTBYIONINH (hepMeHT Ha3bIBa-
10T CUHTa301.

Knace 4 — tuaposassl KataqnsupyioT pa3pylnieHne KOBaJeHT-
HOW CBSI3U € yyacTueM BOJIbl (THAPOJINS):

—B—C— +H,0 > —B—OH + H—C—.

Kiaace 5 — nsomepasbl KaTaJusupyioT oOpasoBaHie H30MePOB
OJTHOTO U TOTO JKe BEIECTBA, T.e. IEPEHOC ATOMOB UJIU IPYTITT aTOMOB
BHYTPU OJIHOI MOJIEKYJIbL. BBIZIEJISIOT TOIKIaCCh U30MEPa3, KOTOPbIE
[IEPEHOCSIT BOLOPO/ M KUCIOPO (A/IbJ03bI <> KETO3bI), U ITOAKIACC
MyTas3, ePEHOCSIINX APYTrie TPYIIIbL, HarpuMep HocdorpyIibl.

Knace 6 — nmma3sl y9acTBYIOT B pa3pbiBe KOBAJEHTHBIX CBI3ei
C—C, C—0, C—S, C—N 6e3 yyacTnst BOfIbl, a TaKKe B TIPUCOCANHE-
HUU K IBOIHBIM CBS35IM BOJbI U aMMUaKa 6e3 paspbiBa CBS3€IL.

EAVNHULbI AKTUBHOCTU ®EPMEHTOB

I. KosMyecTBeHHbIE €IUHMIIBI ITUPOKO UCTIOTH3YIOTCS B KIMHUYE-
CKO TIpaKTHKE MPU JTaboPaTOPHON IH3UMOAMATHOCTHKE PA3JIUIHbBIX
3ab0/1eBaHMIL.

A. Ojina KoJIn4ecTBeHHAs! MM MEXKyHAPOIHAST €JIMHUIA — 9TO
TaKOe KOJIMUEeCTBO (hepMenTa, KOTOPOe KaTaJM3UpyeT IIpeBpalieHe
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B IPOAYKT P ogHOro MukpomoJist cyberpara S wim o6pazoBaHue OJl-
HOTO MUKPOMOJIS P 3a 0/iHYy MUHYTY:

1 ME = 1 mxmoms S(P),/mumn.

b. Amanoruunoe omnpesesieHre 1aeTcs A IPYTOi KOJMUeCTBeH-
HOIl eIMHUIIBI — KaTaJl, HO UMEIOIIel APYTyI0 pa3MepPHOCTB:

1 xar = 1 mos S(P)/c.

ITO OYeHb KPyIHAS eINHUIIA U TIO9TOMY B KITMHUYECKON TTPaK-
THKe UCTIOb3YIoT Gostee Mesikyio (B 10° pas) exnuuily — HaHOKaTAI
(ukat). Ilepexon mexay atumu equnniiamu: 1 ME = 17 uxar.

II. KayecTBeHHBIE eUHUIIBI — 9TO KPUTEPUN KauecTBa MoJie-
KyJI (hePMEHTOB /IS HaydyHOH paboThl OMOXUMHUKOB, KOTOPbIE TTOKa
He MCTIOJB3YIOTCS KIUHUIUCTAMU.

A. OnmHa enuHUIA yAEeTbHON aKTUBHOCTU (DepMeHTa COOTBET-
ctByeT onnoit ME pepmenTa, comepskartieiicss B OJHOM MUJIJTUTPAMMe
6enka ountiernoro depmenta: 1 e y.a. = 1 mxmoss S(P)/Mun x mr.
Hamnpumep, B mpobupke nmeercst 25 ME aktuBHOrO hepmenTa ¢ Mac-
coit 5 mMr. COOTBETCTBEHHO €TO yAedbHash aKTHBHOCTH COCTABJISIET
25/5=5en. y.a.

B. Mossiprast akTHBHOCTD (hepMeHTa, WA «9HCJI0 0O0POTOBY,
MMOKa3bIBaEeT, CKOJIBKO MoJiekys S(P) Tpancdopmupyercst onHOI MO-
Jekysaon depMeHTa 3a ogHy MUHYTY. /71 pacdera aTOH BeTMIMHBI
HAJ/I0 3HATHh MOJIEKYJIPHYIO MacCy MOJIEKYJIBI (hepMeHTa.

B. Koncranta Muxasnuca K, onpezessger crernenb cpoJcTBa
(adppunurer) dhepmenTa K cybCTpary, T.€. CIIOCOOHOCTL (hepMeHTa
06pa30BBIBATH KOMILJIEKC C CyOCTPATOM H, CJIEI0BATETHHO, CKOPOCTh
peakiuu. bosbiasg BeTUYMHA KOHCTAHTBI XapaKTepU3yeT HU3KOe
KadecTBO (hepMeHTa, a 7151 (pepMeHTa BBICOKOTO KauyecTBa BeJIMIHA
K,, Menblie. ITO MOKHO HMOHATH IIPU T€OMETPUYECKOM aHa/In3e 3a-
BUCHUMOCTHU CKOPOCTHU (hepMEHTATUBHON PEaKIINU OT KOHIIEHTPAINN
cyberpara S. Ha pricyHKe Tipe/icTaBJIeHbI COOTBETCTBYIOIINE KPUBbIE
I IBYX M30(hepMEHTOB reKCOKMHA3bI ¢ PA3HBIM KaueCTBOM MoJie-
KyJI ¥ ¢ pa3HbIMU BesimunHamu K.

B Touke S,, (Hacblimaonas KOHIEHTPAIUA S) BCe MOJIEKYJIbI
(depmenTa cBsizanbl ¢ cyoerparom S. [ToaTOMY HIPU 3TOM CKOPOCTb
peakuuu MakcuManbHa V., uiu V . U JajibHeillllee yBeludyeHue
S He yBesmumBaer aTy ckopocth. B Touke S, min K, 50% mosexyu
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dbepmenta cBoboaubl. Otcioga onpenenenue: K, dicienno paBHa
KOHIeHTpauu cyberparta Ss), TPH KOTOPOil CKOPOCTh peakinnu Vi,
paBHa IIOJIOBUHE OT MAaKCUMAJIBHOI V.

V
MEMOTE ONA roKo-
MUH KMHa3bi
[NA rexKco- (rekcokuHaae: V)
KMHAaab! |

50 100

%

50

YcaoBus onpeneneHns akTUBHOCTH (PePMEHTOB B KJIMHUYE-
CKUX OMOXUMHUYECKHX JTAO0PATOPUSIX TOJKHBI ObITh OTITUMAIbHBIMI
U JIOJKHBI 00€CTIeYrBaTh BbISIBJIEHUE BCEH aKTUBHOCTH UCCJIE/LYEMO-
ro pepMeHTa IS TOTHOIIEHHOW TUarTHOCTUK.

1. Konnenrpanus S B aHaIU3UPyeMoii pobe mosrKHa ObITh Ha-
ceImaoneil — S, /1 BBISABJIEHNI MAaKCHMAJIbHOW aKTUBHOCTH (hep-
MeHTa V.

2. Temmeparypa peaximu — 37 °C.

Henatypauuns
thepmeHTa

3. 3unauenue pH cpeabl peakiuu AOJKHO ObITh OINTHMAIbHBIM
st janHoro ¢depmenta (st nencuHa — 1,5-2,0; ajst Tputicuna —
7,5-8,0).
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V

YKazaHHbIEe 3aBUCMOCTH CTY/IEHT JI0JUKEH YMETh 00bSICHUTD Ha
OCHOBE CBOMX 3HaHWIT O (DUBMKO-XMMUYECKUX CBOICTBAX GEIKOB 1 00
WX JIEHATYPaIluu U MOHU3AITUH.

4. TIpomomskuTebHOCTD peakiyu (MHKyOaruu mpoost mpu 37 °C)
MOJKHA OBITH HEOOJIBIIIOH, TaK KaK MOCTEIIEHHO PeaKIlnst 3aMe/IIsieT-
cs1 BO BpeMEHU WJIM U3-32 00PaTHOI PeakIiK, WU U3-3a U3MEHEeHUsT
pH, niu ot Apyrux npuyuMH.

5. ITerecoobpasto KCIIOAb30BATh HECKOJIBKO 03 CHIBOPOTKHU (He-
CKOJIBKO 7103 (hepMEeHTA) /I TTOBBIMIEHN TOYHOCTH PacueTa CKOpo-
ctu V.

avyanbHanA CKoOpoCThL

KonuuectBo hepmenTa
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CNEUMPUYHOCTb DEPMEHTOB

CriermnuaHOCTD (hEPMEHTOB SBJISETCS 3HAYUTETHHO GoJtee BRICOKOT,
yeM y HEOMOJIOTUYECKUX KaTalnu3aTopoB. Pasiuyaior cieayiomme
BUJIBI CIIENTU(UIHOCTU (DEPMEHTOB.

1. CenpuIHOCTH 110 OTHOIIEHUIO K CyOCTpaTy MOXKET OBITh
TPeX BUJIOB.

A. B cirydae abcommoTHoit cybeTpaTHON crieruduarocT (ep-
MEHT KaTaJU3UPYeT Peakilnio TOJbKO ¢ ogHuM cyocrpatom 1E—1S.
Hampuwmep, aprunasa, amanmnamunorpancdepasa (AJIT), ypeasa.
ITU 1Ba TOCAeTHNX (hepMeHTa NCTIOJB3YIOTCSA B KIMHUYECKOM TTPaK-
TUKE I JuarHocTuky 3abosesannii neuern (AJIT), oljeHKH prucKa
SI3BBI JKeJIy/IKa U JiBeHaAarnnepcrioil kumku (ypeasa Helicobacter
pylori, Hobenesckast mpemust 2005 1.).

B. @epMeHTBI ¢ OTHOCUTENBHOI CyOCTPaTHON CHenn(MUIHOCTHIO
KaTaJu3upPyIOT MpeBpalieHns pasHbiX cyOCTpaToB, HO ¢ GJIU3KOI
CTPYKTYpOil. TakuMu ABJISAIOTCS MPOTEA3bl, TIAUKO3UIA3bI, JTUTIA3HI,
(DYHKITMOHUPYIOIIHE COOTBETCTBEHHO € Pa3HBIMU OEIKaMH, YIJIeBO-
JIlAMU U SKMPaMU, HO TUAPOJIU3YIONNE UJICHTUUHbIE CBSI3U B KasK/I0M
rpyIiie.

B. CrepeocnenmudpmarocTs: hepMeHT KaTaIU3UPYeET PeaKIIuio
TOJIBKO € OJJHUM M30MEPOM JAHHOTO CyOCTpaTa, HalpuMep rJaBHbIe
(hepmeHTHI 0OMEHa AMUHOKHCJIOT YesioBeka — ¢ L-r3omMepaMu aMu-
HOKHCJIOT, a (hepMeHTHI 0OMeHa yrieBoJoB — ¢ D-m3oMepamMu rek-
co3.

2. Katamutrueckas crerudaHoCTb WU CHeTM(DUIHOCTD Ty Tel
IpeBpalleHust OHOTO U TOTO sKe cyOcTpaTa: oauH cyocTpar S (Hanpu-
Mep, TTI0K030-6-hocdar) y3uaror pasubie pepmentsl E, ,, onu nme-
10T OJIMHAKOBYIO CYOCTPATHYIO CIEIU(UIHOCTD, HO KATAJIU3UPYIOT
npeBpalienie 9Toro cyocTpara B pasmbie MpoayKThl P, (TI0K03a,
rmoko30-1-docdat, ppykrozo-6-docdar, 6-docdormokonoBas Kuc-
gota). [lpencrasmennas HUKe MOZIETbHAS CXeMa MPEATOJIAraeT, 9To
B aKTHBHOM I[eHTPe TaKoro Habopa (hepMEeHTOB UMeETC st OANHAKOBAST
«sIKOpHas» WU aKIeNTopHas 30HA I KOMIIJIEMEHTAPHOTO CBI3BI-
BaHUs €IMHOTO CyOCTpaTa v BTOpast KaTaJIuTHYeCKasi 30Ha, KOTOpast
OTJINYAETCs Y 9TUX (DEPMEHTOB IO TPETUYHOM CTPYKTYPE U MTOITOMY
o6J1ajaer pasHoi KaTaJIuTHYECKONH aKTUBHOCTBIO.
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AKTHUBHBLIN LEHTP

CyGerpartHas 4acib Karanuruueckas
(peuenTop) Yacth

CyGeTpar S Mpoaykr P \
CybcrpaTtHas Karanutudeckan
CHELII.-!ITJW—IHOC.T!: CI'IE]J,L'1¢1-1‘-!HDCTI-_\




ANekuunga 4/1

PEFT'YAAUNG AKTUBHOCTU GEPMEHTOB.
UHTUBUNTOPBI, AEKAPCTBA
N ®EPMEHTbl. SH3UMOAMNATHOCTUKA

SHAOTEHHAS PETYAIUUNA AKTUBHOCTU
®EPMEHTOB B OPTAHN3ME YEAOBEKA

CymiecTByer /iBa TJaBHBIX CIIOCOOa 9HIOTEHHON PETryJISIIIUN — Ka-
yecTBEHHAs M KoJMYecTBeHHas peryssaius (tabm. 4/1.1), a takxke
PeryJisiiivsi, 3aBUCSIIast OT HAJTWYKsSI B KJIeTKe CyOCTpaToB 1 Kodep-
MEHTOB. B HacTosIIEl JEKIIM paccMaTpUBaeM TOAPOOGHO KadecT-
BEHHYIO PETYJISIHNIO.

Tabruva 4/1.1

KauecTBeHHas 1 KOJIHYECTBEHHAS PETYJISANUSI AKTUBHOCTH
depmenros (E)

AKTHBHOCTH

Kiaerka No Ckopoctb YpoBens
Perynsnus 1 2 $epuenta eryJasiiuu eryJasiiuu
B kretke Ne 2 | P€TY pery
Kommuect- m Bboite Boaee TpaHCKpHUIIIs
BEHHAs Me/ICHHAsI | WJIH TPAHCJIs-
(L =) 8 I

Hst

Kauecrsen- Sl | Boinie uin bBouisee Moaudukarus
Hast E-OP JELEE BBICOKast MOJIEKYJIbI
\ (epmenta

YeTpIpe THIIA KAYECTBEHHOI peryIsiniuu

I. HeobOparumasi peryJisiius cmocodOM JaCcTHIHOTO TTPOTEOJII3A
HEaKTHUBHBIX TPOGEPMEHTOB Ha IIpUMepe TeNCHHA IIPOUCXOAUT TI0
crenylomei cxeme:
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encuHOreH — HeakTUBHLIN NPOEPMEHT
M = 40 k[a

l HCI,

danee nencuH

42 AK{/ \\\

N——C N————¢C

YraneHue W pacnan NameHeHne
N-thparmeHTa koHdopmMaum

AKTUBHBIA LEHTR
M#A ocTatkamu Acn

N [JIA TPUIICUHaA U1 JIJId TOPMOHA MHCYJIMHA:

yoanexme 6 ammHokuncnot (AK)
A3

HEeaKTMBHbIN TPUNCUHOIreH — aKTUBHbIN TPUNCUH

npenponHcymH n3 110 AK — akTMBHbIA FOPMOH MHCYNKH 13 51 AK

I1. O6paTumast peryisius Iy TeM B3auMoeicTBIS 6eT0K—OeIoK:

a) GeJIOK-aKTUBATOP MOBBINIAET AKTUBHOCTD Oesika-(hepMeHTa,
Hanpumep a-cyobeannnna G-6enka ¢ I'TM B3aumopeicTBy-
eT ¢ agenuaatirkiaazoit (All) u mociemansiss mocsie akTUBa-
nun Katajausupyer peakino: ATO — mukianueckass AMOD
(tAM®D) + nupodocdar;

6) 6eI0K-MHIIOUTOD, HAIIPUMED PETYIATOPHbBIE CyObeAMHUIL R,
UHTUOUPYIOT (hePMEHTATUBHYIO aKTHBHOCTD KaTaTUTHYECKIX
cyovenuanir C, KoTopblie 00J1a1ai aKTHBHOCTBIO (hepMeHTa
npotenHkHA3bl A (ITKA).

Ipyrue npumepsl 6eIKOB-UHIMOUTOPOB: aHTUTpoMOUH 111,
Ol,-MaKpOTIOOYINH, THPYAWH MUSBOK aHATOTUYHO WHTUOUPYIOT
KJII09eBOi (hepMEHT CHUCTEMBI TEMOCTa3a — TPOMOWH — U Jajiee
YMEHbIIAIOT CBEPThIBAHUE KPOB.
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Yacts I (mepBsiit cemecTp 06ydenus)

annocrepudeckuin @
aKTuBaTop
(cm. Huxe) ()

HeakTuBHas AKTUBHaA
NpoTenHKnHasa A npoTenHknHasa A

IT1. O6parumas peryasims dhochopuanpoBanueM-aedocho-
punupoBanueM gepmentoB o OH-rpymnmaM cepuHa njin TpeoHUHA
B aKTUBHOM IIeHTPe (pepMeHTa [PU y4acTUu peryaupyiomux dep-
menToB IIKA u dpocdarassbr:

depmeHT E-OH

\

®occparaza

[Tocne dpochopunnpoBanus aKTUBHOCTh OAHUX (hePMEHTOB
yBenuuuBaercs (bochopunaza raukorena, TAl-mumnaza u ap.) win
yMeHbInaeTcs (rimkorencunTasa, [MI-KoA-penykrasa u ap.) u Ha-
060poT.

IV. Annocrepuueckast oOpaTuMasi peryJisiiiist XapakTepHa JJist
0JIUTOMEPHBIX (DEPMEHTOB, Y KOTOPLIX B OJIHOW WUJIU B HECKOJIb-
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KUX PETYIATOPHBIX CyOBheInHUIaX R mMeercss ApyToil, Wan ammo-
CTEPUYECKUI, PETYJISITOPHBIN IIEHTP CBI3BIBAHUS JTUTAH/A-PETYISATO-
pa. DTU PErysITOPbl MOTYT ObITh AKTHBATOPAMU WJIM MHIHOUTOPAMHE
katanuTnuecknx cyobeauuui; C. B mocieHux nMeercst CBOM Ka-
TaJIUTUIECKUN (MM aKTUBHBII) IIEHTDP CBSA3BIBAHUS JIMTaHa-Cy0-
crpara:

PerynaTopHbi SaKpeIThIK JTKPBITEIY

AnnocTepu i AKTHEHBIA
HTP

AKTUBHLIN
) MEHT

Perynarop-aktuatop usmenser kondopmanuio R, nasee atu
n3MeHeHud nepenaiorcs Ha C («KoomepaTUBHOE U3MeHeHe KOHDOP-
Malliy TPOTOMEPOBY ), M KaTaJauTudeckuii nenTp B C cTaHOBUTCS /10-
CTYITHBIM JiJIst cyOcTpata S. 1o ayocTepudeckast akTuBarst. U aHa-
JIOTUYHO MTPOUCXOUT aJIJIOCTEPUIECKOe HHTHOUpoBaHue. Boiiensor
reTepOTPOITHYIO AJJIOCTEPUUECKYTO PETYJIANNATIO0 B CAyYasX PasHON
CTPYKTYPbI cyOcTpata pepMeHTa U IUraHga-peryastopa (CooTBeT-
CTBYIOIIME MHOTOYKMCIEHHBIE TPUMEPBI OYIyT IIPe/CTaBJIeHbl Iajee
B HallleM Kypce) 1 6oJiee PeIKyro TOMOTPOITHY0 peryJisiiuio: iyist Hb
KUCJIOPO/] SIBJISIETCST U pabOUnM JIMTaHoM (Tuta S), 1 PeryJsiTopom
(nexnus 2/1). Paccemorpentbie hepMEHTHI U GEJIKU 4aCTO HA3bIBAIOT
aJIJIOCTEPUIECKIMU, UMEIOITUMU, KaK TTPaBUJIO, BBICIITYIO YETBEPTUI-
HYIO CTPYKTYPY.

B HayuHOIi JiuTepaType BbIAESIN ellle aacopOIMOHHBIIN Mexa-
HU3M PETYJISIUN aKTUBHOCTU (DEPMEHTOB B 3aBUCUMOCTH OT HAXOJK-
JIEHVS B IIUTO30JI€ WM B MEMOPaHAX KJIETKH. ITOT MEXaHU3M OJIM30K
K aJIJIOCTEPUYECKON PEryJIsIIUm.

METABOAUYECKWUE LEMWUN (MYTN)

B kietke MPpaKTUYE€CKU OTCYTCTBYIOT OT/I€/IbHbBIE N30JJIMPOBAHHbBIE
peaKnuu TUIla S —> P. Yate Bcero IIPOUCXO/IUT CepuA I1ocCaea0Ba-
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TEJIBHBIX Peakiluil: mpu aspobHOM rimkoause — 10, mpu cuHTe3e
XOJIeCTEepUHA U3 TJITOKO3bI — 39 peakinii ¢ COOTBETCTBYIOMNM KO-
JIMIeCcTBOM (hePMEHTOB.

F

/ E'i/" KoHeuHble
JQ;C npogykTsl P
\ ATO, CO;,

NKOKOo34a E O

EcrectBerno, B rpoiiecce aBOJOINUKI ObLI CO3/IlaH MEXaHU3M pe-
TYJISIIAN TaKUX MeTaboJIMYecKuX Ierneil myTeM U3MeHEeHUs] aKTHB-
HOCTU OTAENbHBIX (PePMEHTOB B aTUX Ierax. [lociennme mpuHATO
Jaie Ha3bIBaTh PETYJISITOPHBIMU (JIy4Ille — PEryJupyeMbIMU) U UX
OTJIMYUTEIbHBIMUA TIPU3HAKAMKI MOTYT OBITh OJMH U3 CJIEAYIONNX:
1) dbepmentsr 1-ii peakiu (E, na cxeme); 2) epmenTsi 171t HeoOpa-
tuMbIX peakiuii (E,, Ey); 3) dbepmenTs! aig peakiuii Ha pa3BeTBIe-
nnn (E;, Eq). CoorBetcTByIoNiast peakifysi OyIeT camMoii Me/JIeHHON
WU CaMOii OBICTPOIL.

Haubousiee pacripocTpaHeHHbII BAPUAHT PETYJISIIAN: TPU U30bIT-
Ke KOHeuHOTro npoaykra P katabosmsma uau curresa (F nau K Ha
cxeme) 910 BemecTBo P (136brrok AT® npu paciajie rioKo3bl HIn
XOJIeCTepUHA TIPU €0 CUHTE3€ ) MHIMOUPYET aKTHBHOCTD OJIHOTO WJIH
peske HECKOJIbKUX PEeryJsiTOpHbIX epmenToB. [lo BekTOpHOCTH 3TO
orpuiaTebHast oOpaTHas CBsA3b MPoayKTa P ¢ peryastopubiM dep-
MenToM (E, mnu E, na cxeme). bosiee pepkumu ciayvyasMu perysisanun
SIBJISIIOTCST TIOJIOXKUTENIbHAST 00paTHAsT CBsI3b, HAIPUMEP B KacKaje
CBEPTHIBAHMS KPOBH IIPOMEKYTOUHBIN poaykT C (TpoMOUH) akTH-
BUpyeT dhepMeHT HavaabHbIX peaknnit E; (paktop-depment VII);
WJIN TIOJIOJKUTEIbHAS TIPsIMast CBSI3b B crcTeMe riinkosmnsa (B akTu-
Barop a7 E,).

PaccmoTpennbie perysissTopabie (hepMeHTbl UMEIOT, KaK MTPaBUJIo,
YETBEPTUYHYIO CTPYKTYPY U SBJIOTCS aJITIOCTEPIYECKUMU 10 Ha3Ba-
HUIO0 MEXaHW3Ma CBOEI PETYJISIINN.
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3K3OrEHHbIE MHTUBUTOPbI ®EPMEHTOB

Wuruburopsr hepmenton (1)

O6paTuMbie HeobpaTMbie
CBs13u MeXKITy HexoBasenTubie Kosamenrmsie
HHTHOUTOPOM
u hepmenTom
YpaBuenue E+S < ES — E + P; pepment aktusen
KaTaamnsa
6e3 nurubuUTOpa
Ypasuenue E + I - EU — 6:10k; hepMeHT HEaKTHUBEH
B IIPUCYTCTBUU
uHrnbUTOpa

Buspl 00paTuMbIX HHTHOUTOPOB
1. Konkypenmnoiii unzubumop V1 siBjisieTcst Mo CTPyKTYype aHa-
Jorom cybeTpara [ist (hepMenTa.

Cy6ctpar S 1 KOHKYPEHTHBIN WHTHOuTOp M, KOHKypUPYIOT 32
AKTUBHBIN 1IeHTP (hepMeHTa, U UHTUOUTOP BBITECHSIET cyOCcTpar u3
AKTUBHOTO TIEHTPA, €CJIM KOJIUIeCTBO WHruOUTOopa VM, mpeBbiiiaet
KoandectBo cyoerparta S. Haobopor, npu yBeJIrdeHUU HOJIU CyO-
cTpaTa OTHOCUTETHHO WHTHOUTOPA MOCTETHUN TOKUIAET aKTUBHBII
IIEHTP U €r0 MEeCTO 3aHUMaeT cyOCTpar ¢ BOCCTAHOBJIEHHEM aKTHB-
HOCTHU (hepMeHTa. ITOT METOAMYECKUN TTPUEM MCMOIb3YeTC s
g depeHmranu KOHKYPEHTHOTO 1 HEKOHKYPEHTHOTO 00paTHMbIX
UHTUOUTOPOB (CM. HUXKE).
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[Ipunmep: mamonosas kuciaora COOH—CH,—COOH mo cTpyk-
Type 6JIM3Ka K APYroil AMKapOOKCIIbHOI STHTapHO# KucaoTe (K CyK-
[[UHATY ), KOTOpasi SABJSETCS CyOCTpaToOM JJIsi CYyKIIMHATAETHAPOTe-
Ha3bl.

CykumHat  YOUXMHOH dymapar  YouxuHon

[ToaToMy MaJIOHOBAsST KHCJIOTA — KOHKYPEHTHBIIT 00paTHMBbIA HH-
rubuTop aToro epmeHTa.

2. Hnzubumop nexonxypermuoiii VI cBsi3biBaeTcs ¢ hepMeHTOM
BHE €r0 aKTUBHOTO TIeHTPa, U3MeHsIeT KOH(MOPMAITHIO BCEN MOJIEKYJIbI
(bepmenTa, B TOM 4mcie KOH(MOPMAIINIO aKTUBHOTO TIEHTPaA, KOTOPBIT
nepectaeT GYHKIUOHUPOBATD.

Heckonbko nsbbirounas nndopmanus 11 OyAyIUX Bpadei.
PaccMorpuTe B yueOHUKE KPUBbBIE 3aBUCUMOCTH CKOPOCTH (hepMeH-
TaTUBHOI peakI[nK OT KOHIIEHTpaIiu cyOcTpara B OTCYTCTBUE WHIM-
OGUTOPOB M TIPU UX HAJMYUHU B PEAKIIMOHHOI cMecr. Bbl yoemurecs,
4TO 0OPATUMBbIN KOHKYPEHTHBII MHTHOUTOP YBEJNYNBAET KOHCTAHTY
Muxasnuca K, T.e. yxyauaer kauecTBo pepMeHTa, HO He BJIMSAET
Ha MaKCUMAJIbHYIO CKOPOCTH PEAKIU V , IPU HACHIIAIIENH KOH-
nenTpaiuu cyocrpara S. O6paTUMbIil HEKOHKYPEHTHbII HHTHOUTOP
CHMIKAeT CPOACTBO (hepMeHTa K cyOeTpary 1mo 060MM KPUTEPUSIM:
ysBesanuuBaeT K, u ymenbuaer V.
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WIHrMBUTOR KOHKYDEHTHLIN VIHrMBMTOD HEKOHKYREHTHLIA

3. Unzubumop — naoxoi cyocmpam. MepMeHT MOKET MeTEH-
HO KaTaJM3MPOBATh PEAKIIUIO ¢ HEKOTOPBIMK aHAJIOTaMU OCHOBHOTO
cyberpara. [Ipu aToM KoMILIeKe (hepMeHT—CyOCTpaT SIBISIETCS 0JT-
TOKMBYIIMM (B OTJIMYKE OT KOMILJIEKCA C HOPMAJIbHBIM CyOCTPaTOM),
1 MOJIEKYJ1a (hepMEeHTA «3aMOPAKIBAETCSI» B ATHX AaHOMATBHBIX KOM-
mekcax. [1oaToMy ocHOBHast peakiiusi ¢ COOCTBEHHBIM CyGCTPaToM
[IPOUCXOIUT MEJIEHHO, T.e. (PePMEHT YaCTUYHO WHTUOUPOBAH.

4. IlenecoobpasHo BCIOMHUTDH (CM. BbIlie) 06 0OpaTUMbIX aji-
JIOCTEPUYECKUX MHTMOUTOPAX, KOTOPBIE SBJISIIOTCS HE 9K30T€HHBIMU,
a DHJIOTEHHBIMU PETYJIATOPAMU aKTUBHOCTU (hDePMEHTOB.

HEOBPATUMbBIE UHTUBUTOPHI,
B TOM YNCAE MEAUKAMEHTbI

ITH UHTUOUTOPBI 00PA3YIOT Pa3INnIHbIe KOBAJEHTHbIE CBSI3U CO CJIe-
IYIONUMY XUMUYECKUMU TPYIIIIaMU TPEUMYIIECTBEHHO B aKTUBHOM
1eHTpe hepMeHTa.

1. TwonpHast wm cyabbruapuiabias rpynmna E-SH. Merasibt
U OpraHryecKre BellecTBa 00pa3yioT KOBAJEHTHYIO CBSI3b C 9TOM
TPYTIION, THAKTUBUPYS (PEPMEHT.

HeakTuaHbIn
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E-SH +  JCH,COOH — E-S-CH,-COOH +HJ

AKTVBHas MoaoykcycHas — HeakTUBHbIN
anKkorosnb- KucnoTa depmeHT
perngporeHasa

CrenuduyHocTb TAKUX MHIMOUTOPOB ABOMCTBEHHAS: OHU CIIE-
IU(UYHBI IT0 OTHOIIEHWIO K THOJIBHOI TPYIITIE, HO MOTYT B3aUMOIei-
CTBOBATH ¢ JIIOOON THOJIBHOI TPYIINOi B MoJieKyJie depmenTa (U He
TOJTBKO B aKTUBHOM IIEHTPE), U B 9TOM TLJIaHe OHU HeCTIeITU(DUIHBL.

2. Tunpoxcunprag rpynmna E—OH B aktuBHOM 11eHTpe. [Iprmepst
crennuGUIecKUX HHrMOUTOPOB:

A. Actiupus (IIPOTUBOBOCIIATUTENBHOE JIEKAPCTBO) KaK MHTHOU-
TOP MUKJIOOKCUTEHA3BI

o COOH

AcnvpuH HeakTueHbIW Canuuywunoeas
WIK aLUeTvn- hepMeHT RMCroTa
canuuunosas

2110

b. Hennmmminn (Hobenesckas npemust 1945 r.) unrubupyer
TJIMKONIEN THARATPaHC(epasy rpaMItoNoKUTEIbHBIX OaKTepHil 1 CO-
OTBETCTBEHHO — CHHTE3 TENTUAOTINKAHOB OaKTepUaIbHON CTEHKN
U pa3MHOKeHUe OaKTepuil:

E-cep-OH + neHnuynnuH — E-cep-O-nNeHnumnivH.
AKTUBHbIN pEPMEHT HeakTnBHbIN pepMeHT

B. ®ochopuiupyioiiue areHThl: apMUH, IIPUMEHSIBIIUICS paHee
[T JIEYEeHUS TJIAyKOMBI IJ1a3, XUMUYECKUe OTPaBJISIONINE BellecT-
Ba (3apuH, 3aMaH ), gunsonponuiadTopdocdar (UCTOAB3yETCST AT
U3YYEHUsI CTPYKTYPhI (PEPMEHTOB). ITU peareHThl 00bIYHO (hocdo-
pUIMPYIOT OeKu-(HePMEHTHI 0 TUAPOKCUIBHON IPYIIIe cepruHa
B aKTUBHOM IIEHTPE:

E-cep-OH + arent-OPO4H, — E-cep-OPO4H, + areHT-OH.
AKTVBHbIN HeakTuBHbIN
depMeHT depmMeHT

dapmakosornieckie u Tokcudeckue 3pheKTsl HHrnOUTOPOB
(hepMeHTOB 110JIE3HO OAPOOHEE PACCMOTPETh Ha TPUMEpPE alleTHJI-
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xosHacTepasbl (AXI) ¢ ruapokcnabHON OH-rpymmoii cepuHa B Ka-
TAJTUTUIECKOM aKTHBHOM IleHTpe hepMeHTa.

pecuHanTu4eckan
membBpaHa

He#poH ArcoH

e e
/ =
/

~

Ma pacuMnaTnyecKkan
wene

MocTcuHanTuyeckas
membpada

Cneoyowni Helpo
WK MblLUEeYHas
FIETi

Puc. 4/1.1. CtpoeHune napacMmnaTmyeckoro cmHanca

B mapacummnarnyeckux cuHarcax (yHKIUIO BO30YKIAIONETO
MemuaTopa BeimosHdgeT areTuaxoann (AX). [locie ero uMmyabcHO-
ro BHIOpPOCA B ITAPACHMITATHYECKYIO TIEJb U €r0 B3aUMOJIEHCTBUS €O
cBouM penienitopoM P (st mocseyioniei mepefayu MMITyJibca Ha
kaetkn) AX paspyliaeTcd U lepefada UMITYJIbca ITPeKpaliaeTcs.
ITOT pacnaja Katagusupyer AXI:

CH,-CO-0-CH,-CH,-N*(CH,), + H,O — OH-CH,—CH,—N*(CHj,), + CH,COOH.
AUEeTUNXONNH XonuvH YKcycHas
KmcnoTa

Cy1ecTByeT psiji BEIECTB W MEIUKAMEHTOB — WHTUOUTOPOB
AX3 u urruburopos penenropa P aist AX. AKIEHTHPYIO IS JIyd-
IIero MOHUMaHUsI CTyZeHTaMu (HapMaKOJIOTHK, YTO WHIHMOUTOPBI
AX3 ycunmBaior, a uHruO6UTOPHI perentopa AX GJIOKUPYIOT Tapa-
CUMIIATUYECKYIO TPAHCMUCCUIO (MHHEPBAIIHIO).

VIHruOUTOPBI aleTUIXOJUHICTEPASBI

1. O6parumble KOHKYPEHTHbIE HHTUOUTOPHI — MIPO3EPUH U Ka-
aumuH (1o opmyiie 6mskue Kk AX) UCIOIB3YIOTCS Kak JIeKapCcTBa
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[IPY aTOHUU KUIIEYHUKA U MOYEBOTO I1y3bIPSsI, IIPU Tapajindax Myc-
KyJIaTypslI TTocjie nHgeKIuii (aHIedaanT) u TpaBM.

2. HeoGpatumbie HHTHOUTOPbI AXD — apMUH JIJIsl JIeYEHUST T1ay-
KOMBI B IIPEINIECTBYIONIME TO/bI, 3APUH U 3aMaH Kak GOeBble OTPaB-
JISTIONIHE BENIECTBA HEPBHO-NAPATUTHYECKOTO JIEHCTBYS.

[Tpu nnrn6uposarnun AX3 B cuHarce cosuaercs usodbITok AX,
KOTOPBIN YCUJIMBAET HHHEPBAIMIO OPTaHOB U Jaske TPU GOJIBIIOM
u30bITKE B HEPBHOI cucTeMe (110C/Ie YKa3aHHBIX OTPaBJISIONINX Be-
IIECTB) BBI3bIBAET MATOJOTHYECKOE TIEPEBO30OYIKACHIE U Jasee 0JI0-
Ka/ly HEPBHBIX (JIBIXaTeJIHbHOTO) IIEHTPOB W CMEPTh.

N3BectHble MHTMOUTOPBI X0JnHOpelenTopos P aist AX sBiis-
I0TCsI Yalile BCET0 0OpaTUMbIMU KOHKYPEHTHBIMU MHTHOUTOPaMHU,
6smskuMu 10 cTpykType K AX. J[Jist MyCKapuHOBBIX PEIENTOPOB
P, — 3TO TOKCHMH MyXaMopa, aTpOIINH, NIATUMOUIINH, /ST HUKO-
TUHOBBIX PelentopoB P, — HUKOTWH, Kypape, s 3Mel, TUTUJIUH.
[TocsieiHnii cCOCTOUT M3 IBYX OCTATKOB alleTUJIXOJMHA U UCITOJIb3YeT-
¢S B XUPYPTUYECKON U 9HAOCKOTTMYECKON TTPAKTUKE 1T BPEMEHHOU
GJIOKAJIBI IBIXaTEJBHBIX MBIIIIII, HO TOJIbKO JIJISI TEX JIIO/IEH, Y KOTOPHIX
aKTUBeH (DEPMEHT, Pa3pyIIAONIUi TTOCTENEHHO K KOHILY Ollepaliun
aToT GioKaTop. [yt rajkoit MycKyJIaTypbl BHYTPEHHUX OPTaHOB
xapakrepubl perentopst P, a gt ckenernnlx mpin — P Cam AX
B3aUMOJIENCTBYET ¢ 0O0OMMU BUJIAMU PETIENITOPOB.

NOAMMOP®U3M DEPMEHTOB

[Tosmumopdubie Geaku-hepMeHTsl (Uau U30(PEPMEHTDI, WU U30-
3MMBbI) — 9TO CEpPUsT POJACTBEHHBIX (DEPMEHTOB, KOTOPbIE 00JIAI0T
GJIMBKOM TIEPBUYHON CTPYKTYPOii, KATaJIU3UPYIOT OHY ¥ TY JKe peak-
U0 ¥ 9acTO 00JIA/IAfOT BBICIIEH YeTBEPTUUHON CTPYKTYPOit. Mesk iy
€060 OT/IeIbHBIE M30(hEePMEHTBI UMEIOT CJIEAYIONINE OTIMULS:
1) mo mepBUYHOIT cTpPyKType Oesika-hepMeHTa U MEPBUYHOMN
cTpykType cBoero rena (IHK);
2) o koHcTanTe Muxasmca u ypoBHIO (DepMEeHTAaTUBHOM aKTUB-
HOCTH;
3) 1Mo crocOOHOCTH MPEUMYIIECTBEHHO KaTaJu3upOBaTh CBOIO
PeaxInio B OJIHY WJIN B JIPYTYIO CTOPOHY;
4) 110 pa3nuuuio B peryaupyronux dhakropax-addexropax (MH-
rubuTopax 1 aKTHUBATOPaX);
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5) 10 Pa3IMUMUIO B pacTIpe/Ie;IEHUN B Pa3HBIX OPTaHax OJHOTO Ye-
JIOBeKa.

Hampuwmep, makratnerngaporenasa (JI/II) coctouT u3 veTpipex
MTOJTUTIENI TU/IHBIX TIeTell AByX Bu0oB — H 1 M, KOTOpble KOAUPYIOT-
cs IByMs OTAeTbHBIMU TeHaMu. CodeTaHue 9TUX IeTell 10 YeThIpe
cosnaet 1sATh u3odopm JI/II', KoTopble TT0-pa3HOMY paclipeieseHbl
IO OpTaHaM OPraHW3Ma, T.e. OHN opraHocnenuduyast. [loaTomy uso-
depmentsr JIAT u gpyrrie nsodepMeHTbI HCIOIb3YIOTCS I Tabopa-
TOPHOU KIMHUYECKON AUArHOCTUKH Psija 3a00IeBaHuil.

Crpykrypa Habopa usodepmentoB JIAT u uxX KIMHUYECKOE
3HadeHue mnpezacrasyaensl Ha cxeme 4/1.1. Msodepment JI/AT, oco-
6eHHO crenuUYeH s CepAeYHOil MBIIIIBI 1 TO3TOMY SIBJISIETCS
OMOXUMUYECKUM MapKepoM MHpapKTa MUOKap/a, a u30(hepMeHT
JIIT; — mapxkep GoJie3Heil TedeHm.

HanpaeneHve asuseHus
3nexkTpoa _ 3nexTpon
OTPHUUATENBHLIA NONOMUTENbHBLIN

CumBonkt M, M3H, M,H, M,H; Hg

4

nar nar,  nar,  nar,  nan, oo

OpraHbl MLl Cepaue
L leued [louK

Cxema 4/1.1. YeTBepTUYHAA CTPYKTYpa U 3neKTpopopeTryeckas NoABUKHOCTb
nsodepmenTos JIAr

[lpyroii KIMHUYECKN BaKHBIN (hepMEHT, JIJId KOTOPOTO TaKiKe
umeetcst Habop mzodepmenToB, — ato kpearnuknHaza (KK). B cke-
JIETHBIX MBIIIIAX HAXOAUTCS MPEUMyIiecTBeHHO n3odepmenT MM,
COCTOSANINH UX ABYX 1erniefi M, B Mo3ry — n3ocdepmenT BB u3 aByx
neneit B, a amga MuokapamonuToB XapakTepeH nsodepmert MB.
B cpiBOpOTKE KPOBU 3/[0POBOTO Y€JIOBEKA OHU CO/IEPKATCS TIPUMEPHO
B CJIeIyIONeM cooTHoIeHnn (B nporeHTax): 98:0:2. [Ipu undapxre
MHUOKap/ia B CBIBOPOTKE KPOBU YBEJINYNBAECTCS CO/IEP:KAHNE KaK U30-
depmenta MB (6omee 5%), a rakke cymmaproit KK.

SH3IMUMOAUNATHOCTUKA

B kpoBu uesioBeka nmerorcst pasindynbie (pepMeHThbl. HacTh U3 HUX
BBITIOJTHSIET B KPOBU OTIpeiesieHHbIe QYHKITMHI (TPOMONH, JIMTTOTIPO-
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TerHJMasa u Ap.). [Ipu ecrecTBEeHHON rubesi KJIETOK PasHbIX Opra-
HOB JIpyTU€ KJIETOUHbIE (DePMEHTBI TTOMAIai0T B KPOBb. Y CTAHOBJIEH
JIMANa30H KOHIIEHTPAINH MTOCTEeTHUX B KPOBH 3/[0POBOTO YEJIOBEKA.
[Tpu matonormyeckux mpoiieccax B opranax (BoclajeHue, HeKpPo3
KJIETOK) YPOBEHb KJIETOUHBIX (DePMEHTOB B KPOBU YBEJIMUYMBAETCH,
1 3TO YBeJMYEHNE MOKET CJIYKUTh JJaGOPaTOPHBIM MOKa3aTeJIeM T1a-
TOJIOTVY KOHKPETHOTO OPTaHa IMTPU HEKOTOPHIX YCIOBUAX. Bo-TIepBBIX,
(hepMeHT [0JKEeH OBITH OpraHOCTIENU(DIUIHBIM, T.€. XapaKTePHbIM J1JIsT
OJIHOTO OpraHa WM COJEPKATHCST B HEM B HAMOOJIBIIIEM KOJUYECT-
Be. DepMeHThI, KOTOPble KATATU3UPYIOT PEAKIIUU B CAMON KPOBU
(munonpoTenHaNNa3a, GepMEHThI CUCTEMBI CBEPTHIBAHUS KPOBM)
He MOTYT GBbITh MCHOJIb30BaHbI /IS 9H3UMOJMAarHOCTUKN. Bo-BTO-
PbIX, YCTOHYMBOCTH (hepMeHTa B TPoOaxX KPOBU WJIK B €€ CHIBOPOTKE
JI0JIZKHA OBITH JIOCTATOYHON 110 BpEMEHH JI0 JIOCTaBKK B J1TAO0OPATOPHIO
U IPOBEJIEHUST aHAIN3a. B-TpeThux, onpeaeseHne aKTUBHOCTU UC-
ciieslyeMoro (hepMeHTa B KIMHUYECKOI JTaOOPAaTOPUN CJIELYET MPO-
BOJIUTH B ONITUMAJIbHBIX YCJOBUSIX, PACCMOTPEHHBIX B IIPEIbIYIIEN
JIEKIIHH.

B rabsmvie 4/1.2 npuBeaeHbl MPUMEPHI XOPOIIO M3yYEHHBIX
U MUPOKO MCTIOJIB3YEMBIX JIJII AH3UMOJIMATHOCTUKYA OPTaHOCTIEIH-
(GuIHBIX (HEePMEHTOB.

Tabruva 4/1.2
Opranocnenucduynbie hepMeHTHI

ITatonorus oprana [Iunarnocruyeckue ¢pepMeHTHI

Ceparie Jlakrarpernaporenasa (nsodepment JI/IT), kpeaTunknHa-
3a (m3oepment MB), acmapratramunotpancdepasa (ACT)

[leuenn JIAT;, amarmnamunoTpancdepasa (AJIT), ypoxannnasa,
mesiouHast pocaraza

[Ipencrarenpuas Kucnasa docdarasza (nmpocrarnyeckuii u3ohepmMenT), Xu-

JKeJe3a MoTpuiicunnonobuas nporeasa (IICA)

[Momxkenynounast o-aMuIa3a

JKesesa

Koctu (pax) Ilenounas docdaraza

Ilerecoo6pasHo OTAETBHO BBIIETUTH TPU (hePMEHTA, MEHHBIX
JUTst TabopaTOPHON AMArHOCTUKY MHMapKTa MUOKap/a: KpeaThuH-
kuHaza (yBeJnYyeHNe aKTUBHOCTU BbIIle HOPMAJIBHOTO JMANa30Ha
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yepe3 4—6 9 mocsie ocTporo nHGpapKTa), acnmapraraMuHoTpacdepasa
(yBenmueHue HECKOJIBKO TT033Ke) U JakTaTaernaporenasa 1 (mogabem
akTUBHOCTHU yepe3 12—24 1). /{ig moaHOoTH mHMOPMANIIH 110 3TOMY
BOIIPOCY CJIELYET OTMETUTH TaK:Ke AMarHOCTUYECKYTO IIEHHOCTH BbI-
SIBJICHUST B KPOBU TIPU MHMAPKTE TaKKX OEJKOB KapAUOMHUOIUTOB,
KaK MUOTJIOOUH (TIOBBIIIEHIE YPOBHS PETUCTPUPYETCsT Yepe3 2—3 1)
u Kapauaabnbie TpomoHuHb! | 1 T (mogbem uepes 4—6 ).

IIporenHONAaTHH ¥ IH3UMONATHH MOTYT ObITH KaK HACJIE/[CTBEH-
HBIMH, CBA3aHHBIMY C MYTaI[USIMU TeHOB KOHKPETHBIX OEJIKOB U (hep-
MEHTOB, TaK W HEHACJIeICTBEHHBIMHU, IIPHOOPETEHHBIMU B IMHAMUKE
naroreHesa pakTHYeCcKu JIo00i 60J1e3H1. MHOrOYMCIEHHBIE TPUMe-
PbI HACJIEICTBEHHBIX 3200J1€BaHIiT MbI OY/IEM PACCMATPUBATD B /IAJIb-
HeleM Kypce. Ceityac BbIJE/JIMM BapUAHTbI USMEHCHUA KOJINYECTBa
cybCTPaTOB ¥ IIPOLYKTOB MIPU 9TUX 3a00JI€BAaHUSIX:

1) yMeHbIeHne KOJIMIECTBA KOHEYHOTO TTPOAYKTA MeTaboImde-
ckux nyTeil (anbOuHuaM, 6oesHb Ilapkumcona);

2) HaKoTIeHre KOHETHOTO MPOoAYKTa (TMofarpa, THnepXuiOMUK-
pOHEMUS, TUTIEPX0JIECTEPUHEMUS 1 aTEPOCKIIEPO3);

3) HaKoIMJIeHWe TTPOMEKXYTOYHOTO MPOAYyKTa (AJKATOHYPHUS,
opaTaIuaypus);

4) HaKOIlJIEHWE MCXO/JIHbIX BEIIECTB — IJIMKOI'€Ha IIPpU IJIMKOIre-
HO3aX, B TOM 4ucJie npu Oosiesnn ['MpKe; HakoILIeHHe B-aMu-
gouja 1mpu 3a00aeBaHUAX II0YEK, MO3Ta, caxapHoM auadere
2-TO THTIA U JIP.

B 3akiiouenue pasjena — 0 MeAUIIMHCKOM 3HadeHuu dep-

MEHTOB.

1. @epMeHTBI UCTIONB3YIOTCS IS TabOPATOPHOI AMArHOCTUKI
psizia 3a00JI€BaHNUIA.

2. Hexoropsie TekapcTBEHHBIE TIPETIapaThI SIBAOTCS (hepMeHTa-
MU (TIpoTeosuTHYeckue hepMeHThI, HyKJIeas3bl, THay POHU 1A~
3a, acriaparntasa u p.). CTyaeHTam Ha/o TToAPOOHO U3YIHUTh
10 y4eOHUKY TIPUHITKII JIEYEeHUsT JIEHKO30B C TIOMOIIIBIO aclia-
parrHasbl (HaydyHast paboTa Hareil Kaeapbr).

3. MepMeHTHI MOTYT OBITH MCIIOJIH30BAHBI KaK PeareHThbl [IJIsT
IIpoBeIeHUA KIIMHUNYECKUX 6I/IOXI/IMI/I‘{6CKI/IX AaHaJIM30B, HAIIPpU-
Mep JIJI OTIPeieJIeHUS TJIIOKO3bI KPOBU € TIOMOIIBIO TTIOKOOK-
CUJIa3bl.

4. Ha coBpeMeHHOM ypOBHE 3TO U 9H3UMOKOCMETHKA.
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ANekuuga 4/1
(AONOAHUTEAbHQOS)

PASHOOBPA3UE BEAKOB

9TOM JIEKIIMU MBI PACCMOTPUM CBOEOOpasHble GEJIKU, NMero-
mye HeKoTopbie ocobeHHocTr. IIpu aToM oIleHKa Takux Ges-
KOB Oy/IeT MPOM3BOAUTHCS C YIETOM MPUHATHIX B OMOXMMUM
6eJIKa KpUTepues: JaHHbIA OEJIOK IMPOCTON WIU CJIOKHBIN, BBICIIAS
CTPYKTypa — TPeTUYHAsI WK YeTBepTHYHAsK (OEJI0K HEOTMTOMEPHBDIiT
WJIM OJIMTOMEPHBIN ), 6eJIOK TI00YISIpHbII Wi GUOPUILISIPHBIN, 10~
MEHHBII WJIM HeJIOMEHHBI.
B steknuu 2/1 yske npuBe/ieHa Takast OIleHKa JIJIs IBYX OEJKOB:
1) Muorso6uH — GeJIOK CJIOKHbBIH, ¢ BBICIIE TPETUUHON CTPYK-
TYPOIA, TII06YJISIPHBII;
2) reMorioOMH — GEJIOK CJIOKHBIIA, OJIMTOMEPHBINA, TOMEHHBIIA,
TJI00YJISIPHBII.
PaccmarpuBaeM apyrue GeKu.

MUO3UH

MuosuH — 6eJI0K IPOCTOM, 0JUroMepHbIi, hubpuLaspHblii. OH co-
CTOUT U3 IBYX MOJUIENTUIHBIX Iefleld A ¢ MOJIEKYJIIPHOU Maccoi
0koJ10 2 x 10° Jla, ocHoBHas1 4acTh KOTOPBIX ¢ C-KOHIA B BUJIE 0L-CIIN~
paJieii 3aKpydeHbl APYT ¢ APYroM, GopMupyst hubOPUILISIPHYIO 4acTh
Mosekyael. C N-KoHIa K KaXKa0i A-11elT HEKOBAJIEHTHO MTPUCOEIN-
HAIOTCA ABe MasieHbkue 1enu B (2 x 101 [1a), o6pasys aBe riaodyJisap-
HbIe TOJIOBKY U3 TPeX IleTelt.
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Tax co3maeTcs akTUBHBIN 1IeHTP MUO3UHA-(hepMeHTa Ha YPOBHE
YeTBEPTUYHON CTPYKTYPbL. ITOT 1enTp kak ATMa3za kartamusupyer
pacniag AT® ¢ ocBoOOKIEHEM 9HEPTUU [IJIsI COKPAEHUS] MBI
(Durenprapar B.A.). Ilpumepro 400 Mosekyn MuO3uHA BMeECTe
C aKTUHOBBIMU HUTSIMU BXOJISIT B COCTAB CAaPKOMEPA, SBJISIONIETOCS
4acThI0 MUOMDUOPUIILIBL.

AAbBYMWH

AnbOYMUH — BasKHbII B KIMHUIECKOM TlIaHe GEJTOK, OT KOTOPOTO, BO-
MIEPBBIX, 3aBUCUT OCMOTHYECKOE T OHKOTUYECKOE aBIEHNE B KUIKO-
cTsax opranuama (oreku!), 1, BO-BTOPBIX, OH TPAHCIIOPTHUPYET 110 KPOBHU
MHOTHE THAPOGHOOHBIE IHIOTEHHBIE (KIPHbIE KUCIOTHI, OMIHPYOUH,
CTEPOU/IHBIE TOPMOHBI M HOJITUPOHUHDBI ) ¥ 9K30TeHHBIE BellecTBa (Me-
TAJLITBI, JIEKAPCTBAa — HEKOTOPbBIe THAPOGOOHBIE aHTHOMOTHKH, CAJIH-
IAJIAThI, 6apOUTYpaThI, CyIbhaMuibr). AJTbOYMUH — HEOJTUTOMEPHBDII
6eJIOK, COCTOUT U3 OJIHON MOMUTIENTHAHOI TteTn (585 aMUHOKHUCIIOT),
BEPOSITHO, CJIOKHBIN GeoK (110 HEKOTOPBIM JTAHHBIM COJEPKUT OKO-
710 1% TII0K036b1), TI00YIAPHBIN 1 foMeHHbIi. [Tocrentee 06ycioB-
JIEHO HAJINYUEM HECKOJIBKUX TIEHTPOB CBS3BIBAHUS JIJISI TIEPEHOCH-
MBIX aTbOYMIHOM BEIEeCTB. BOJIbIIIOE KOTMIECTBO TUKAPOOKCUTHHBIX
AMUHOKHCJIOT B aIbOyMUHE KPOBU (DOPMHUPYET HA TIOBEPXHOCTH €T0
MOJIEKYJIBI MHOTO OTPUTIATETBHBIX 3apanoB (—18), uTo ompenemnser
POJIb aTbOYMUHA B CO3[AHUN OCMOTHYECKOTO JIABJIEHHSI.

KOAAATEH

Baskreiinmim 6€TKOM MEKKJIETOYHOTO MATPUKCA SIBJISIETCST KOJIJIATeH
WJTA TPOTIOKOJIIIATEeH. ITO CIOKHBIHN, OJTUTOMEPHBIN, (hUOPHUILISIPHBIIA
6es1ok. OH cOCTOUT UX Tpex moaunentuaHbiX merei (mo 1000 amu-
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HOKHCJIOT), CBSI3aHHBIX MEK/Y COOOH B OCHOBHOM HEKOBAJICHTHBIMI
BOJIOPO/THBIMU CBSI3SIMHU 32 CYET OOJIBIIOTO COePsKaHUS THIPOKCH-
nponuna (I'Tpo) u mpu yyacTuu paguKkagabHBIX (PYHKIIMOHATHHBIX
TPYIIT IPYTUX AMUHOKHUCJIOT. B caMOM MEXKJIETOUHOM MaTpuKce
OT/IeJIbHBIE MOJIEKYJIbI KOJITareHa COeMHEHbI MeKIy co00i KOBa-
JIEHTHBIMHU CBSI35IMU, 00pa3yst GuOPHILIBI 1 CBOEOOPA3HYIO CETKY HIIN
pEIEeTKY.

OpHa mosirienTHHAS TIeTb KoJjlareHa BKIoYaeT 04YeHb MHOTO
raununa (30%), ananun (10%), nposun (IIpo) u rugaporcurposnn
(25%), muzun u ruapoxcunuzun (Faus) (1%). Jlocratouno penkue
JUISL APYTHX OEJIKOB aMUHOKUCJIOTHI 0OPa3yIOT B OTAEIbHBIX IEIsIX
KoJislarena xapaxkrepusie Tpuaabl: —{l'm-IIpo-I'mpo nau I'nus}, —.
Kosutaren #e cofepsKUT MUCTENHA U TPUNITO(DAHA, TIOITOMY TIOJIyUa-
eMasl U3 KoJlJlareHa KeJIaTHHA UCTOJIb3YEeTCsT B y4eOHONH OMOXUMITH
[IPY OCTAHOBKE I[BETHBIX PeaKnil Ha OeJIKM U aMIUHOKUCIOTHI. [Tou-
TH BECh TWPOKCHUIIPOJIMH B OPTaHU3Me YeJ0BEKAa HAXO[UTCS B KOJI-
Jarete. TO UCIOJIb3YETCsl B OHKOJIOTUHU TIPH J1abopaTOpHON Juar-
HOCTHKE paKa COeIMHHUTENbHON TKaHM (paka KOCTeil) 1Mo M3OBITKY
BBIZIESIIEMOT0 ¢ MOYOH ['TIpo.

OxHa 1erb KoJslareHa oOpasyeT JIEBO3aKPYUEHHYIO CITHPaib,
B KOTOPOI HA OJIMH BUTOK CITMPAJIN TPUXOJUTCS TPU OCTATKA aMMU-
HOKHCJIOTBI B OTJIMYHME OT KJIaCCHYECKO# MPaBO3aKpydeHHO Horee
KOMTIAKTHOU o-crruparu (3,6 ocTaTkoB Ha BUTOK). bmaromaps ru-
POKCHJIBHBIM TPYIINIAM THAPOKCUIN3NHA 00pasytorcs: O-TIMKO31/I-
HbIE CBSI3U C F€KCO3aMHU.

CymectByeT 0K010 30 pa3jMYHBIX OT/AEIBHBIX TIeTell KoJare-
Ha C HECKOJIBKO OTJWYAoIeiicss IepBUYHON CTPYKTypoil. 13 Hux
py 0ObEANHEHUH IO TPH IeTH (DOPMUPYETCS KOHEUHAS MOJIEKYJIa
TPOTIOKOJIIareHa Win KoJitareda. OHa rpezcTaBisieT us cedsi mpa-
BO3aKPYUYEHHYIO CYMEPCIUpPaIb, B 00pa30BaHUN TIJIOTHONW YIaKOBKN
KOTOPO# GoJibInast poJib npuHaexut rauiuny (30%) ¢ ero MajieHb-
KM paguKaioM. biarogaps o0beinHEHNIO PA3HBIX TOJIUIEIITHIHbIX
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1emnel B opranmaMe denoseka dhopmupyercs 19 pazHbIx THTIOB TPO-
MOKOJIJIaTeHA, XapaKTePHBIX /A KOcTel, fenTrHa u ap. (tut 1), nms
XpSTIel U CTEKJIOBUIHOTO TeJia TJia3a (TUI 2), 7T COCYI0B, TTeYeH,
nouek (tun 3), 1y 6a3aabHbIX MeMOpaH (TUI 4). DTO TOIUMOPGU3M
MOJIEKYJI TPOMIOKOJIJIaTeHa.

B MexkKIeTouHOM MaTpuKce MOJIEKYJIBI TPOITOKOJIJIareHa COeT -
HEHBI TTPOYHBIMI KOBAJEHTHBIMU CBA3SMU TPEX BUIOB. YiKe IMOCe
CHHTE3a OT/IEJbHBIX MOJUIENTH/IHBIX Tleleil B pubocoMax jajee BHe
KJIETKU UX £-aMUHOTPYIIBI JTU3WHA U THAIPOKCUIN3NHA B COCTaBe
(bubPUILIT TPOTIOKOJIIAaTeHa OKUCIISTIOTCS ¢ 0Opa30BaHUEM AJIbJIET U]l
HBIX TPy ((hepMeHT TU3MIAMIHOOKCHIa3a C y9acTHeM BUTAMUHOB
PP, By u Cu®"), uaTu ajberujtbie rpymmbl ¢cHhOpMUPOBABIIIXCST
MOJIEKYJT AJJIN3UHA ¥ TH/IPOKCUAJITTN3WHA JIATOT CITUBKY C COCETHNMNI
MOJIEKYJIaMU TPOTIOKOJIJTATeHa, a UMEHHO C PaJINKaJIaMu OCTaTKOB
JIM3WHA ¥ THApOoKcur3nta. O0pasyioTest ¢Bsisu Thna mudoBbIX
OCHOBaHWH, aJbJ0JbHbIE CBSI3U U MTUPUJINHOBBIE CBA3KU (TTMPHUIU-
HOJIUHBI U [e30KCUTTUPUANHOTINHBI ), BKIIOUAIOINE THPUINHOBBIE
reTepolukibl. Kaxkmaas Mosekysia TPONOKOJIarena mpe/cTaBIsieT
u3 cebst ONpeIeIeHHON TPOYHOCTH TSIK, ITH MOJIEKYJIbI CIIOHTAHHO
00BeMHAIOTCS, 00pa3yst MUKPOGUOPUILIBI, MAKPODUOPHUILIBI U KOJI-
JlaTeHOBBIE BOJIOKHA. B nTOTE B MEKKJIETOYHOM MaTpukce (hopMupy-
10TCs (UOPUILIAPHBIE N ceTyaTbie CTPyKTYphl (mekuus 16/1).

SAACTUH

sIBJisieTcst BTOPbIM 3HAYMMBIM OEJTKOM MEKKJIETOYHOTO MaTPUKCa, 00-
JIAA0IIAM GOJIBIION BIACTUYHOCTBIO U XapaKTEPHBIM JIJIsl COCY/IOB,
JIETKHX, CBA30K. DTO CJIOKHBII OeJI0K (TJIMKOIPOTENH ), HEOJUTOMED-
HBIH, TproOpeTaoIuil (PUOPUIIIPHYIO TPETUYHYIO CTPYKTYPY MIPU
(usmyeckoit narpyske. benkosas 1enb comepxut okoso 800 amm-
HOKHUCJIOT, CPe/I KOTOPBIX MHOTO riApodo6HbIX (70%), Mo ruapo-
KCHUITPOJIMHA W HET THAPOKCUJIN3UHA, [IUCTEMHA, METHOHWHA, TPUII-
todana. [locisie cunTe3a B KJIeTKe TIPejIleCTBEHHIKA-TPOII0AIaCTUHA
€ro MPOJIMH THJIPOKCUJIUPYETCS U Jlajiee YxKe BHE KJETKU B JIN3UHE
OKHCJISIETCST PaJIMKaIbHAst aMUHOTPYTINA ¥ 00pa3yeTcst ajibJeru/l aji-
JIN3UH. AHAJIOTUYHbIE PEAKIUU TTPOUCXOAST U IIPU (HhOPMUPOBAHUN
KoJutarena. biarogapst aJiu3uny fiajiee MeK/ry OTAeJbHbIMY TeTsIMU
aJIaCTHHA 00Pa3YIOTCsI CBS3KU-CITUBKY C PalKaJIaMu Jiu3uHa. Mex-
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Yacto I (mepBsiit cemecTp 06ydenus)

Iy IABYMSI TIETISIMU 3JIaCTHHA 00pa3yeTcst IU3MHHOPJIECHINH, a MEKILY
YETBIPbMS — JIECMO3UH C MIPUANHOBBIM reTepoliukiaoMm. CpaBHUTE,
YTO TaKHe jKe MUPUAMHOBBIE CBSI3KU 00Pas3y0TCs MEKIY MOJIEKYJIa-
MU TPOIOKOJLIareHa.

CIIUBKU-CBA3KA MEXKAY OTAETBHBIMU METSAMU dJacTuHa Hop-
MUPYIOT B 3JIACTUYHON TKAHU XapaKTEPHYIO CeTb, KOTOPAsl IIPU OT-
CyTCTBUM HATPy3KU Ha 3Ty TKaHb MPEACTABIIET HEYTOPITOIEHHYTO
CTPYKTYypY.

HacTameHue

CHsTuHe

IIpu pacTsKeHUN MbBIIIEYHO-CYCTaBHOW CBSA3KM WJIKA pacilivpe-
HUSI apTepPUK 9JIACTUYECKOrO THUIIA TIOJ HArpy3KoW cucTeMa mpuod-
peTaet CTPOIHY0 PE3UHOINOA0OHYI0 KOH(MOPMAIINIO, a TIeNN 2JIaCTH-
Ha — (GUOPUILISIPHYIO TPETUYHYIO CTPYKTYPY, OCTaBasiCh CBSI3aHHBIMI
MesKy OO0 MUPUANHOBBIMU CIIUBKaMu. Tloc/ie CHATUST HATPY3KK
aJIACTUYECKAs TKAHb U MOJIEKYJIBI 9JIACTUHA BO3BPAIIAIOTCS B MCXOI-
HOE Xa0TUYHOE COCTOSIHUE.

KEPATUHbDI

OubPUIISPHBI OEJIOK o-KepaTUH, HAXOSIINNCS B BOJIOCAX, IIEpP-
CTH, HOTTSIX U B 3NUJEPMUCE, COCTOUT U3 TPeX MOJUMETTUIHBIX
TleTell, JKeCTKO CBSI3aHHBIX, B TOM UYHCJE ANCYTbMUIHBIMUA CBA3SI-
MU, 1 06pa3yoIuX cyrepenupanb. Kaxaas 1erb uMeeT BTOPUIHY O
CTPYKTYpPY B Buze o-crupaiueii. OTaeabHble MOJTEKYTbI KepaTuHA
hopMUPYIOT TTOCTIE0BATENBHO MUKPO-, MAKPOGUOPHILIBI U MHOTO-
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4/1 (nomosnutenbhast). Paznoobpasue 6eKkoB

JKUJIbHbIE KAHATBI, 00ECIeUMBAIOIIIE BBICOKYIO TIPOYHOCTD BOJIOC
U IPYTUX CTPYKTYP. XMMHUYECKast 3aBUBKa BOJIOC CBOAUTCSI BHAava-
Jie K PeakIysaM pa3pylieHust AuCyabGUAHBIX CBs3ell B BOJOKHAX
1 [I0CJIe MEXaHMYECKOTO U3MEHEH M KOH(DUTYpaIlii Pa3MsATdeHHbIX
BOJIOC — K BOCCTAHOBJICHUIO 9TUX CBSI3€H MyTEM OKUCIIEHUsI CYIb(-
TUPUIBHBIX TPYIIIL.

B-keparutbl — (UOPOUH IHeJIKA U TayTHHA UMEIT B-KOoHMOP-
Maiuio 6e3 AucyabGUAHBIX CBsI3eil ¢ yacThiMK moBTopamu Asa-Liu
1 00J1a1a10T 04eHb OOJIBINOI TPOYHOCTHIO. CUnUTAETCS, YTO IPH O/IH-
HAKOBOI TOJIIMHE MIEJIKOBAask HUTh [IPOYHEE, YeM CTalbHas HUTb.

MMMYHOTAOBYAWUHDI (1g)

V3yuenue a1ux 6eJK0B ObLIO OYEHbD MJIOJ0TBOPHBIM st OMOXMUMU-
KOB M MIMMYHOXUMUKOB. B 1948 r. 6pia npucyskaena HobGereBckast
[PEMIS 32 OTKPBITHE T€TEPOTEHHOCTH CHIBOPOTOUHBIX OEJTKOB KPOBU
¢ BbIsiBJieHUeM (pakiuu y-ro0yarnHoB (antuten), B 1972 1. — 3a
OTKPBITHE CTPYKTYPbI aHTUTE]T (MMMYHOTJI00YIMHOB), B 1984 1. —
3a MOHOKJIOHAJIbHBIE aHTUTesMa U B 1987 r. — 3a nsyuenue renos Ig.

VIMMyHOTTOOYIMHBI 00beINHEHBI B CYyTIEPCEMENCTBO OEJIKOB,
KOTOpOE BKJII0YaeT B cebsl TUIMYHbIE aHTUTEN A, OEJKU TJIABHOTO
KOMIIJIEKCA THCTOCOBMECTUMOCTH, PEIENITOPBI aHTUTEHOB M HEKOTO-
pble aaresuBHbIe Gesku. Bee Gesku cynepceMeiicTBa UMEOT B CBOEI
CTPYKTYpe TOMOJIOTUYHBIE YYACTKH, CXOAHYI0 KOH(MDOPMAIINIO 1 BbI-
HOJHSIOT GJ3KKe (hyHKIUH.

[g-anTuTENa — 9TO COBOKYITHOCTH CHIBOPOTOUYHBIX OEJIKOB CO
CXOJHON CTPYKTYPHOIN OpraHu3saliueii, criocoOHbIX B KQUeCTBE aH-
TUTEJ crelu@uIecK B3anMOeHCTBOBATD 110 TIPUHITUITY KOMILJIe-
MEHTAPHOCTU C aHTUTE€HAMU W raliTeHaMu. g HaXoJsATcsi He TOJIbKO
B CBIBOPOTKE KPOBH, HO M B PA3JIUYHBIX ceKpeTax (MOJIOKO, CIIOHA,
criepma). Hekoropeie Ig BcTpoeHbl B MEMOPaHbI KJIETOK, HAPHUMED
B B- u T-immamdormTsr.

Crapoe Ha3BaHUWe aHTUTEN — Y-TJIOOYJIMHBI TTPOU3OIILIO M3-3a
JIOKAJIM3AIMKA aHTUTEJ B 3J1eKTPOGOpeTHIecKoil Ghpakinu y-raody-
JINHOB.

Y-r00yJIUHBI — HauOOJIbIINE 110 pasMepy OEJKU ChIBOPOTKH
KPOBHU, UMEIOIINE HAUMEHbBINUI OTPUIATEbHBIN 3aPsil U II09TOMY
HanMeHee TO/IBMIKHBIE TIpU aJekTpodopese. V3oamexkTpuaeckas
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Yacts I (mepBsiit cemecTp 06ydenus)

TOYKaA y-TI00yJIMHOB HaxoauTcst B obmact pH 6,5. D1 ocobeHHO-
CTHU SIBJIAIOTCS IPUYUHOI HEOOJIBIION ITHAPATHON 000JIOUKU BOKPYT
UX MOJIEKYJI B COCTAaBE€ KPOBU U IIPUYMHOIN JIETKOW OCAK/1aeMOCTU
cosistmu. [Ipu 35% wnaceiennu cyibhaToM aMMOHUST TPOUCXOJIUAT
ocaxenne Bcex 1gG, apu 50% HACBHIIIEHNN — BCEX TIOOYIMHOB.
AsbOyMUH CBIBOPOTKH (HEOOJIbIIast MOJIEKYJISIPHAsT Macca, CHIIbHO
MOHU3UPOBAHHBIN ¢ 18 oTpullate/ibHbIMU 3apsi/laMU Ha TTOBEPXHO-
cTH, ¢ 6OJIBIION THAPATHON 060JI0YKON U ¢ U30TOUKOIT 0Ko0 pH 4,5)
BbICAJIMBAETCS CyJibaToM amMMoHust TOJIbKO 11pu 100% HaceiieHun.
[Tpu Gosiee TIATENBHOM CTYIIEHYaTOM U3MEHEHUU KOHIIEHTPAIIUU
COJIM MOKHO OT/IEJITATD Y-, B- ¥ o-TI00yInHBL. Biiarogaps pasinausiv
B MOHM3AINN MOJIEKYJI TIPU 2JIeKTPodopese yaaeTcs 1axke PasiesnTh
antutena knaccos 1gG, IgM u IgA. Tenn-puabTpanus raet BO3MOX-
HOCTb paz/ieJIeHNs 3TUX KJIaccoB g 1Mo ux MosekyJIsspHO Macce.

AnbDYyMUHB!

TnoBynuHsl

OTpULETENEHbIA @ MonomuTensHEIA

Conepskatue y-ri00yJIMHOB B KPOBH JIIO/IEll YBEJTMUMBAETCS TPU
HEKOTOPBIX OCTPHIX ¥ XPOHUYECKUX 3a00JI€BaHUAX (TUIIEPUMMYHO-
rJI00yJIMHEMHYST) WJIM YMEHBIIEHO MIPU TIEPBUYHBIX WA BTOPUYHBIX
UMMYHOAe(DUIMTAX BIIOTH 10 araMMario0yIHHEMIH TIPU BPOJKIEH-
HoM epexre B-mmdorros. THTOMMMYHOTIIOOYIMHEMUST BPEMEH-
HO XapaKTepHa JIJIs1 3/I0POBbIX 3—5-MeCSYHbIX JIeTel.

Ig — Gesiku OJIUTOMEPHBIE C BBICIIIEH YeTBEPTHYHOM CTPYKTYPOIi;
CJIOJKHDBIE — TJIMKOTIPOTEUHBI, cojiepskaiiue rekcosnl (3% — B IgG,
12% — B IgM); nomemHHbIE ¢ HECKOJIBKUMHU TTEHTPAMHU CBSI3bIBAHIS
sgurannos. IgG n anTuTea IPYTUX KJIACCOB COIEPIKAT IBA OCHOBHBIX
BU/IA MOJUTENTUAHBIX Tietield — Jjierkue L (okono 200 aMUHOKKCTIOT)
u Tskesbie H (450—-700 amunokucsior). IloguepkuBaio TepMUHOJIO-
ruto: L u H — ato Buasl nieneit. /[Ba tuna L-1ieneli ¢ pasHoii nmepBuy-
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4/1 (nomosnutesnbhast). Paznoobpasue 6ekoB

HOI CTPYKTYypoli ( 1 A) paBHOMEPHO paciipeziesieHsl B [g kaxmoro
kjacca. [lats TunmoB H-1iemneil Takke ¢ pa3Hoil IepBUYHOMN CTPYK-
TYPOU COOTBETCTBEHHO OmpenenadioT kiaacc Ig: Tum y Bxoaut B IgG,
tur p — B IgM, tunt o — B IgA, T € — B IgE, Tun 6 — B IgD. Bosee
CTPOTO: KJIACC AaHTUTEN OIpeiesideT mepBudIHasa cTpykTypa C-koHIle-
Boro (parmenTa TsKenoil H-1mienu ganHoro Tuma.

Kaxknag L- m H-tiens coctonT u3 1ByX (hparMeHTOB.

BapuabenkHasn KoHcTaHTHaA
4acTs 4acTb

C-xonreBoii (o cBo6oaHOI Kapbokcuabhoit rpymime COOH)
(bparmeHT sIBJIsIETCSI KOHCEPBATUBHBIM MJIM KOHCTAHTHBIM, €TO TIep-
BUYHASA CTPYKTYPa MOCTOSTHHA I KaXJOTO THTA IMenH. N-KOH-
1eBOI (hparMeHT MMeeT BapbUPYIONIYIO TIEPBUYHYIO CTPYKTYPY
B COOTBETCTBMH C BHIOM aHTUT€HA, K KOTOPOMY 9TO aHTUTEJIO ObLIO
naayiuposano. [Tosaromy N-koHIeBo# (parMeHT Ha3bIBAIOT Ba-
puabenpibiM V-parmerrom. [Ipumeproe cooTHoteHme IaHbI V-
n C- ¢pparMeHToB 110 YUCIy aMUHOKUCIOT: i L-1erreit — 100,/100,
st H-memeit — 120/400-450.

IgG sBnsiercst Guoxumnyeckum terpamepom L,H,, xoTst uMMyHO-
JIOTU HA3BIBAIOT €T0 MMMYHOJIOTTYECKUM MOHOMEDOM.

CL pomen
~=~ ManawuH
NOBUNLHLIR WapHUP -~
(MHOrO NnponuHa) —— [OucynedmHuie
CBA3N

Mencun =~ 7
miokoaa 3%

Puc. 4/1p.1. Cxema cTpoeHua nmmyHornobynuHa knacca IgG
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Yacrp I (nepsoiii cemectp 06yueHvist)

/IBe sierkme n /1Be TS Kesble TOJMUTIENITHHBIE 1Tenn (OPMUPYIOT
oyroMepHyio MoJiekysy IgG ¢ moMonibio YeThIpex BUIOB MeXKpa-
JIMKAJIbHBIX CBSI3EH, U3 HUX HanboJiee BaskHble — 16 aucyabhuaHbIx
cBaseil. B obiactu mapHupa, yKasaHHOTO Ha PUCYHKE, MHOTO TIPO-
JIHA, KOTOPbIl HAPYIIAET BTOPUYHYIO CTPYKTYPY O€JKa, U HO9TOMY
BepxHsist N-KOHIIEBAsA 4acTh MOJIEKYJIbI MOKET CBOOOIHO BPaIlaThCs
oTHOCUTENbHO C-KOHIIeBO YacTH. BHyTpuIitenodeunsle ucyibpus-
HBIE CBSI3U 00Pa3yIoT HECKOJIBKO JIOMEHOB B KasK/10i1 1ienu (YKa3aHbl
Ha pUCYHKe): BapuabesbHble ToMeHbl V 1 KOHCTaHTHbIE oMeHbl C.
N-konuesble V- n Vi -1oMensl GOpMUPYIOT aKTUBHBIN 1IEHTP JlaH-
HOTO aHTuTeNa (Ha YPOBHE Y€TBEPTUYHON CTPYKTYPHI) I KOMILTIe-
MEHTApPHOTO CBS3BIBAHWS aHTUTEHA B PEAKIIMYM aHTUTEJIO—aHTHUTEH.
AKTUBHBIIT 1IeHTP aHTHTEN 06JIa1aeT aOCOMOTHON CHENnMUIHOCTHIO
110 OTHOTIEHUIO K aHTureny. [Ipn aToM noTeHInasIbHOEe KOJTUIECTBO
Pa3HBIX aHTUTEJI C PA3HBIMU AKTUBHBIMU TIEHTPAMH MOXKET JIOCTUTATD
20 MUJIJIMOHOB COTJIACHO KJIOHAJIBHO-CEJIEKITMOHHON TEOPUU UMMY-
HoreHesa (cM. Jieknuto 7/1). Takoe pasHooOpasue aHTUTEN JOCTH-
raeTcs 3a CUeT:

1) MHO’KeCTBa BapMAHTOB TIEPBUYHOHN CTPYKTYPBI V- U V| -10-
MEHOB (MyTaluu, COMaTHYeCKe PEKOMOMHAIINY B COOTBET-
ctBytonux ak30Hax /[HK);

2) MHOXKeCTBa COUYeTAaHUIT ATUX [OMEHOB.

Ha pucynke noxasano, uto IgG mmeeT nBa akTHBHBIX I[eHTPa
(obmaiaet IBYyMST UMMYHOJIOTHYECKIMU BaJIEHTHOCTSIMU ) M TIO9TOMY
MOJKET CBSI3BIBATH /[B€ MOJIEKYJIBI aHTUTEHA WJIN TPUCOEAMHSIETCS
JIBYMSI CBOUMM TIEHTPAMU K JIBYM ydacTKaM (3IUTOTaM) OJIHON MO-
JieKyJbl anTurena. Iimkosunuposannbiit C2-10MeH coeunsercs
¢ komrioHeHTOM C1 cuCTeMbl KOMIIJIEMEHTA U aKTUBUPYET CUCTEMY
KOMIIJIEMEHTA 110 KJIACCUYEeCKOMY MyTH (eCJu TpeABapuTeIbHO
AHTUTEH TIPUCOEMHUIICS K aKTUBHOMY IIeHTpPY aHTuTena). Jlomen
Cy3 mpemHa3HaveH sl CBSI3bIBAHUSI AHTUTEN ¢ MEMOPaHAME M-
MYHOKOMITETEHTHBIX KJIeTOK: IgM (MMMyHOJIOTUYEeCKIEe MOHOMEPDI)
n IgD — c npemmecTBennukamu B-mmmdormros, IgE — ¢ Tyunsimn
kaeTkamu, pazHoBugnoctu Ig — ¢ T- u K-nmumdornuramu. Tak nm-
MYHOTJIOOYJIMHBI U OJIM3KIE K HUM MOJIEKYJIbI 00pa3ytoT Ha MOBEpX-
HOCTA UMMYHOKOMITETEHTHBIX KJIE€TOK PEIENTOPHI JIJIsI aHTUTEHOB CO
CBOOOIHBIME aKTHBHBIME IIEHTPAMHU, KOTOPBIE jajiee OyIyT CBSI3bI-
BaTh KOMILJIEMEHTAPHBIN UM aHTHUTEH.
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4/1 (nomosnutesnbhast). Paznoobpasue 6ekoB

[Tpu paspyienuu pucyibGuHbIX U BOJOPOIHBIX CBsA3€il COOT-
BETCTBEHHO BOCCTAHABJIMBAIONIUMU areHTamMu (IUCTEWNH, MepKarl-
ToaTaHOoJ) 1 MoueBuHON [gG pacmazaeTcs Ha Be JieTKUe U IBE TsI-
skeqbie menu. Iporeonus IgG nencunoM ocBo6oskaaerT N-KOHIEBOI
F (p),-bparMenT ¢ AByMsi akTHBHBIME [EHTPAMHU 1 JIBYMSI BaJICHT-
HOCTsIMM. [lamamH BbIZIEISET TTOCTe MPOTE0Jn3a JBA OTHOBAJIEHT-
HeIX N-KOHIEBbIX ¢parmenTa F . OcTatontuiics mocse mporeoinsa
C-xomnrieBoit dbparment Ig ob6osnauaior kak F-dparmenr.

NmmynoT00yausbl KaaccoB M, A, E u D uMelT HeCKOJIbKO
apyroe, boJiee ciokHOe cTpoeHue, yem I1gG, HO Bce comepxar L-
u H-nosmnentusble 1enu u cnocoOHbI CBA3bIBATH AaHTUTEHBI C 110-
MOIIIbIO AKTUBHOTO IEHTPa, C(DOPMUPOBAHHOTO M3 ITUX /IBYX BHUIOB
nerneit. [IpakTuyecku BaskHO, UTO HA PAaHHEN CTAJUU [IEPBUYHOTO
MH(EKITMOHHOTO TTpotiecca (MPUMEPHO YePes3 OJIHY HEENTI0) B KPOBU
nosBaiAgI0TCA cekperopusie IgM, cocrosanue n3 21 e — (L,H,),J,
13 KOTOPBIX | ABJISETCS COEIMHNUTETHLHOMN EMBIO.

JTo paHHUI MMMYyHHBIN oTBeT. [lo3:Ke, MpuMmepHO K 3-11 Hexe-
Jie, MakcuMyM coctaBistioT [gG (mo3auuii otBet). JlMarHocTuyecku
BayKHO TIPU MUAEMHUOJOTMYECKH OMACHBIX 3a00/I€BaHKSIX 3HATD CTa-
110 MHMEKITMOHHOTO MPOoIecca. ITO MOKHO BBISICHUTD, BHISIBJISIS He
MPOCTO aHTHUTENA, creruduiIecKre I TaHHON MWHGEKINHY, a Ki1acc
antures (IgM nm [gG). Takyro nuddepeHimanuio BO3MOKHO Clie-
JIaTh WJIU C TIOMOTII0 MOHOKJIOHATPHBIX AaHTUTEN K TUM JABYM KJac-
caM Ig, nau ¢ moMoOIIbI0 BOCCTAHABIMBAIONINX areHTOB (IIUCTENH,
THOTJIMKOJIeBast KucjoTa u ap.). [locaeatnue GbicTpee paszpymiaoT
U MHAKTUBUPYIOT ceKpeTopHble IgM, obpazoBantbie 95 mucynbhu/-
HBIMU CBsI3IMU, yeM [gG, numetorumu Bcero 16 Takux cBsI3eli.
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Yacre I (nepsoiii cemectp 06yuervis)

[lepBuunas MMMYHU3AIINSA OPTAaHU3MA, BKIOYAONIAsT PAaHHUN
U IO3/THUH UMMYHHBIN OTBET, HACTYTIAEeT IOCJe MepPBOil BCTpeun
C TAaHHBIM aHTUTEHOM (TIePBUYHOE WHMUITUPOBAHNE U TIEPBUIHAS
BakIuHaims). [Ipu penndummpoBannm nuin MOBTOPHO BaKIIMHAINN
MIPOMCXOAUT OBICTPBHIA BTOPUYHBIH UMMYHHBII OTBET — HPOAYKIIUST
IgG 6es obpasoBanus [gM yxke B TeueHue TIePBON HEIEJII.

Peaknmsg aHTUTEH—aHTUTENO SIBJISETCS BBICOKOCTENMU(PUIHON
6utaroapst abCOTIOTHON CrerMpUIHOCTH aKTUBHOTO TIEHTPA aHTH-
TeJI 10 OTHOIIEHUIO K cBoeMy Jinrany — antureny. Maswl aT0M pe-
AKITIH:

1) 1-a1 baza, GicTpast 1 oOpaTUMast, OHA TIPOUCXOANT TI0 TIPUHIIN-
Iy KOMILJIEMEHTAPHOCTH ¢ 0Opa30BaHUEM MHOKECTBa CIabbIX CBSI3€l,
Cpei KOTOPBIX HAJI0 BBIZIEIUTH B3auMo/ielicTBre 1o Ban-nep-Baasb-
cy (3JIeKTpOCTaTHYECKOE B3AUMO/IEICTBHE TUTIOJIb—IHUIIOND )

Ag+1g = Ag - Ig;

2) 2-a dasza, bosiee MeIeHHAs U HeoOpaTUMast, IPUBOAUT K CO-
3/IaHUIO CJIOKHBIX MPOCTPAHCTBEHHBIX KOMIIJIEKCOB. KoMIaekcn!
JI0X0 PAaCTBOPUMBI U MOTYT B IPOOUPKE 00pa3oBaTh IPEIUIINTAT:

n(Ag - Ig) = (Ag — Ig),;

3) B OpraHu3Me 3TH KOMILJIEKCHI MTOTJIONA0TCS MaKkpodaramy,
KOTOpbIEe pa3pylIaloT B CBOUX JTM30COMaxX W aHTUTEHDI, M aHTUTEJIA.

Benku rmaBHOrO KoMILIeKkca TucTcopmectumoctu (6eaka MHC
nan HLA) BcTpoeHbI B UTOMJIa3MaTUdecKue MeMOpaHbl Mpak-
tndecku Bcex kiaetok (MHC xmacca 1) nnm Tombko Makpodaros
u B-mumdponuros (MHC kmacca IT). VIx crpykrypa OGuamusKka
K CTPYKTYP€e UMMYHOTJIOOYJINHOB, HO OHU SIBJISTIOTCS T€TEPOIME-
pamu. Oynknus 6eskos MHC 3akiroyaeTcst B CBA3bIBAHUN BHYTPH
KJIETOK YaCTUYHO MOAMMUIIMPOBAHHBIX OITYXOJIEBBIX W BUPYCHBIX
anturenos (3to MHC kiracca I) mnm 1pyrux 4y:kepo/iHbIX aHTUTEHOB
(MHC xmacca II) u B mepeHoce 3TUX aHTUTEHOB Ha TIOBEPXHOCTH
KJIETKM I/ ajibHelIeil nepegadyn (MpecTaBaeHNs) YKa3aHHbIX
anturenoB T-mumdoruram-xenpiepam. Tak HaumHaeTcs (MHIYTIN-
pyeTcs) UMMYHHBIN OTBET OPTaHU3MA, JaTbHEHNIITIe 3TAallbl KOTOPOTO
BbI Gy/leTe paccMaTpuBaTh Ha Kadeape MUKPOOHOIOT N,

B 3aksouenne gaHHO JEKIMN HATIOMHIO O CYTIECTBOBAHUH HC-
KYCCTBEHHBIX M €CTECTBEHHBIX KaTAIUTHYECKUX aHTUTE Ui aO3u-
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4/1 (nomosnutenbhast). Paznoobpasue 6eKkoB

MOB, KOTOPBIE U TI0 CTPYKTYPE, U TI0 (DYHKIIUSAM COBMEMIAIOT B OTHON
MOJIEKYJIe CBOMCTBA U aHTUTEJ, U (hepMeHTOB. BHavasie ab3uMbl C4-
TaJarCh TOJIBKO MCKYCCTBEHHO CO3JaHHbIMU YyUYE€HBIMUN FI/I6pI/I,Z[HbIMI/I
«yponamu». [Tosxe karajiuTHyecKue aHTHTea ObLIN HAlIEHBI B OP-
ranu3Me Jojiell ¢ pa3jinyHoON MaToJI0THEel, B OCHOBHOM ayTOMMMYH-
HOW TIPUPOJIBI.

Bonee nogpobuas undopmanms 1o cpaBHEHUIO CBOICTB ab3u-
MOB, aHTHTEJ U (DEPMEHTOB MPEACTABIEHAa MHOIO B y4eGHOM TOCOGU M
mist crynentoB «Ilaromormdyeckast pusuomnorus u omoxumusi> (Ilox
pen. akaza. M.II. Amvapunaa. — M.: Oksamen, 2005. — C. 326—365).



ANekuunga 5/1

HYKAEUHOBbBIE KUCAOTHI.
PENAUKALUNG U PENAPALNA AHK

CTPYKTYPA HYKAEMHOBbIX KUCAOT
(Hobenesckue pemun 1910 u 1957 1r.)

HyxkJienHOBBIE KMCJIOTBI — 3TO IOJMMEPDI, COCTOSIIIE U3 MOHOMe-
poB — HyKJIeoTH0B. CTPYKTypa HYKJIEOTH/a:

1 t f

A30THCTOE OCHOBAaHWE MeHTO03a ®ocdopHas kuenota

|

Ona AHK-2' — gesokcupubosa
Ons PHK — puboaa
Ons OAHK:

™

TumMun T l
LvrosuH L j

MuprMuanHb!

AneHunH A \L
MypuHbI
Tyanun [ J

auvn Y u umtosud L (nupumuaundsl); anedud A u ryadund I (nypuHi )

Hamo 3unath (hopMyJIbl a30TUCTHIX OCHOBAHUI U YMETh THCATh
(G opMyJIBI HYKJIEOTUIOB U HYKJIEO3UIOB.

Crpyxkrypa nykieo3uzos B PHK (nmmntuaun, agenoswn, ryano-
3uH, ypuaus) u B J[HK (TuMunus, ne3okCUnUTUINH, 1e30KCHaie-
HO3WH, I€30KCUTYAHO3UH ):
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5/1. Hyxnennossie kucsotel. Pernkarus u penapanus JHK

T

A30TUCTOE OCHOBaHWE DocdopHas kucnora

CprKTyPa H()JII/IHyKJIe()TI/IZ[H()ﬁ emnn n3 4eTbipex pasHbiX HYK-
JIEOTUIOB:

A ya

Hykneotugsi /’ g
~ .
dochoauadmpHele caaan

~ KoHUE! NONWHYKNEOTUAHOW Uenu -

sobogHeIn hocdopun CeobogHuii rugpoKkcun
HE.D:_‘PCJ' HO™
pv atome yrrnepoga Ne 5 neHToss npu atome yrnepoga Ne 3 neHToss)

[TepBuuHas cTPyKTypa HYKJIEMHOBBIX KUCJIOT — 3TO MOCTIE0BA-
TEJIbHOCTb HYKJIEOTU/IOB B MOJIMHYKJICOTUIHOU 11E11U:

Puc. 5/1.1. Oparment AHK
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Yacto I (mepBsiit cemecTp 06ydenus)

Kraccuueckast nesoxcupubonyrientosas kuciora (JIHK) sBist-
€TCsI MOJIEKYJIOH, COCTOSIIeH U3 /IByX KOMIIEMEHTApHBIX W aHTHIIA-
PaJLTIETbHBIX TeTTel, KOTOPBIE COENHEHbBI MEXKTY COO0N BOIOPOAHBIMU
CBSI35IMU B BUJIE [TPABO3AKPYYEHHO CIIMPAJIH YTO U SIBJISIETCS] BTOPHY-
Hoii crpykrypoit JIHK (HoGenesckast npemust 1962 r.):

~MWKO3naHbIe
/0 \
o \

TwapodobHbie BogopogHsie

Bopmopogmbie cBA31 MeXKIYy a30TUCTBIMA OCHOBAHUSMHU TTPOTH-
BOITIOJIOJKHBIX 1IeTIell IBJSIIOTCS OCHOBOM KOMILIEMEHTaPHOCTU 3TUX
neneii. Mexkmy Au T aBe takux cBsasu, mexkay I’ u Il — tpu cBsizm.
Orciona caenyioT aBa rpaBuiia: 1) paBeHCTBO KOJIMYECTBA OCHOBAHUN
A=Twul =1 B IHK; 2) paBenctBo xommuecTBa mypuHoB (A + I)
u tmpumuanHoB (T + I1).

Tpernunas crpykrypa J{HK npencrasisier u3 cebst pasindmbie
cynepcrupasu aBoiiHoi 1enu JTHK, obpasyrotniuecst npu B3anmMo-
netictBum orpunareabno sapstkentoit JHK ¢ saeprsivu Genka-
Mu — rucroHamu. Ilocieanne UMeT U36BITOK MOJOKUTETbHBIX
3apsaioB Osarogapst GOMBIIOMY COAEP/KAHWIO JTU3MHA ¥ apTUHUHA.
[Tpocteitmag monenp Tpetuunoit ctpykTypbl — [IHK nenaet mpu-
MepHoO /iBa BUTKA (1,75) BOKPYT KOMILJIEKCA U3 BOCBMU MOJIEKYJT TUC-
TOHOB YeThIpex TUIOB. Tak B sizipe oOpasytorcst Hykieocombl (JTHK
IJTI0C TUCTOHBI), Garogapst uemy JIHK cranoButest cxxaroii (Gosiee
KOMITIaKTHOI ) mpuMepHo B 10 pas.
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5/1. Hyxnennossie kucsotel. Pernkarus u penapanus JHK

yKneocoma

[sa suTKa
OHK

i

8 rMCTOHOB
> =
JeTbipex - . 9-W rucToH Hy sawwwaer
TUNOB LHK ot aHgoHykneas

CymectBytor u apyrue, 6osee adhdeKTUBHbIE CIIOCOOBI KOM-
nakrusanuu JTHK, obecrieunsatonue B 1iesiom ee cxkarue B 107 pas.
B cpennem nnmna ogHOM MoseKky bl (oxHON XpoMocombl) IHK B sa7-
pe cocTaBJisIeT 5 HM, a TIOCJIe ee MOTEHITHATBLHO BO3MOKHOTO BbI/IeJie-
Hust U3 sapa — S cM (pacuernbie gannbie). Bee 23 mapel xpomocom
yesioBeka coziepskat okosio 35 000 renos (10% JIHK) u mHO)KecTBO
CayKeOHBIX MOC/eI0BATEIbHOCTEN, He sBistiomuxcst reramu (90%
I HK). [lns cpaBaenust: kypuia umeet nmpumepro 23 000 renos. /py-
rag hopma TpeTudHoM cTpyKTypsl JJHK — 1iupkynsgpHbie MOTeKy bl
GaKkTepUaTbHBIX TITA3MU]L.

HexoTopsie mono:xerus, crasmme aoprusMaMu B MOJIEKYJIIPHON
O6uoJIOTUN: KaXK/IbIi TeH crienududeH, ero crenuGuIHoCTb OTpe/e-
nget nepsuunasd cTpykrypa JAHK, T.e. mocmemoBaTenbHOCTD HYKIIEO-
TUI0B, AaHAJIOTUYHO TOMY, KaK MOCJIE/[0BATEIbHOCTh AMIUHOKHUCIIOT
ompeesser crenuduIHoCTb Genka.

Cxema JOKTPUHBI MOJIEKYJISIPHON OUOJIOTUN: TeH —> MePBUYHAS
crpykrypa JIHK (rena) — nepsuunag ctpykrypa marpuynoir PHK
(MPHK) — mepBuyHast CTpyKTypa COOTBETCTBYIOIIETO Hesika —> Tpe-
THYHas (peke YeTBEPTUYHAS) CTPYKTYpa aKTUBHOTO IeHTpa OesKa
(dpepmenTa) — KOMITIEMEHTAPHOE B3aUMO/IEHICTBIE AKTUBHOTO 11€H-
Tpa ¢ surangom (cybcerpatom) — crenududeckass GyHKIms OGeka
(bepmenta) — reneTryeckue 1 (hEHOTUITUIECKUE TPUBHAKH OMOJIO-
TMYeCKOTO BUA.

OBLUME NPUHLUUIMDBI BUOCUHTE3A AHK,
PHK, BEAKOB (PEMAUKALNS, PEMAPALIAS,
TPAHCKPUNUUA, TPAHCAGLANA)

1. Bce aTu cHTE3BI SIBJISIOTCS MATPUYHBIMHU, T.€. OHHM ITPOUCXO/IST Ha
6ase maTpunnl — oxnoi nutu JHK wm PHK.
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Yacts I (mepBsiit cemecTp 06ydenus)

2. Hampasienue cuaresa HoBoii enu JJHK u PHK — ot 5’-koH-
11a K 3’-KOHILy.

OHK 5 3
poauTenbckana P

3 5 MaTpunyHasa yenb P
poautenbckon JHK

Harmpasiienue urenust MaTpuilsl — ot 3’- K 5’-KOHILY.

HoBasuenb 5’ > 3’
OHK nnn PHK

3. Cunres 6enka na marpuie MmPHK:

Pnbocoma

MPHK 5’ > 3’

Hamnpasienue uyrenns MPHK pu6ocomoii — or 5’- k 3’-KkoHiLy.
Cunres 6eskoBoii tiert — oT N-koHIita Kk C-KOHILY:

N > C

[Tosropsito: pubocoma unrtaer matpuity (MPHK) ot 5'- k 3’-koH-
11y, @ CHHTE3 HOBOH MOJUTIENTUIHON TIeNN TTPOUCXOIUT OT ee N-KOH-
1a k C-koHiry.

4. Bce MaTpuuHbIe OMOCIMHTE3BI COCTOAT M3 CIEAYIONNX TAMOB:
WHUIUAIINS, DJIOHTAIHST, TEPMUHAINS, MOIU(DUKAIIHS TPOJYKTA CUH-
Te3a (KpoMe perapaiiuyl B TIOCJAeTHEM CIyUae).

BUOCWMHTE3 AHK (PENANKALINS)
(HobGenesckue npemuu 1959, 2001 rr.) (Borpun 1.11.)

Pernkanus npoucxoauT B S-hasy KJIETOUHOTO IUKJIA:
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5/1. Hyxnennossie kucsorel. Pernkanus u penapanus JHK

[lmutenpHocTs Beero ukaa 10—-24 4, S-dazsr — 6—10 u. Peryna-
TOPBI MK/ I[UKJINHBL U IUKJINH3aBUCHMbIE TIPOTENHKITHA3BI 0bec-
MEeYNBAIOT CUHTE3 HEOOXOMUMBIX (hepMeHTOB B G,-basy IuKa.

CymmapHoe ypaBHEHNE PETINKAIIU;

OHK-nonumepasabl (Habop n3odepMeHTORB)
KodakTopbl — Mg 1 Zn

a(BAT® + ATTD) + 6(arTd + aLLTd) — AHK + 2(a + 6) H,P,0,.

ne3okcuHykneosnaTpudocodatsl (AHTD)
ABNAIOTCA cybcTparaMum M UICTOYHUKAMU
3HEepPrun ons cnMHTesa

Ob6urast cxemMa perinKarym:

icxogHasn unu poauterisckasn

[TpuHIUIIBI peTINKAIIH:

1) cuHTe3 MoJyKOHCEePBATUBHBIN, T.e. B JOUePHEN MOJEKyJe
[IHK oxma Huth pogutenbckas P, ipyras HUTD TOUEPHSIST UITH
Hosas F;

2) 0be poauTeNbCKIe HUTH P ABJISIOTCS MaTPUI[AMU JIJIsI CHHTE3a
nouepHux 1ieneit F;

3) obe ternt B Mostekye JTHK koMmieMeHTapHBI 1 aHTHTTapaJ-
JIEJTHHBI.

Ha pucynke 5/1.2 npueneHna jerajibHast HHOOPMAIUS O TPEX
sTarax pervinKaluu: MHUITUAIUT, JIOHTAI[UN U TEPMUHAIUN.

B pemsmkaiiny yuyacTBYIOT A€BATh Pa3TUUIHBIX OCTKOBBIX MO-
JieKyJ1, 0603HaYeHHBIX Ha puc. 5/1.2 apabckumu 1udpaMu: YeThipe
JIHK-nonumepassr (Ne 4, 5, 6, 8), IHK-muraza (Ne 9), depmenTsr,
pacmeraomue JTHK — JITHK-tonmonszomepasa n /IHK-xennkasa
(Ne 1, 2), PHKasa (Ne 7) u Gesiki, CBSI3BIBAIOIINECS C IETISIMI OJ1-
HoTsikeBol /IHK u crabuimsupyonime ux Kak MaTpPHILy /IJisl CHHTE3a

(Ne 3).
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ICROOHa \ ENNUKATHEHER BUANK:
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g 3

@ nHx
\_1_/,: NHK-Tonousomepasa

@ OHK-xenukasa ioss

-

(@) Benu SSB
~ npegoTepalanT
obpasosaHue
BOLOPOAHLIX CBA3ER
Ose uenn P

HHK-nonumepaza A(5

@ [OHK-nonumepasa o
—
51_EB npanmasza

) ﬂpaw&uwa

_llens P

Henw P & H @
PHK- np'auHPp

OHK «+— OHK-nonumepass:

Ena (E) @;‘

(@) PHKasa
YAANAET npaamep
- e @ OHK-nonumepasa |
NMuanpylowas pocTpavsaet
uens F —— thparmeHTs Oxasakm

Puc. 5/1.2. buocuntes JHK — pennukauma



5/1. Hyxnennossie kucsorel. Pernkanus u penapanus JHK

Ha srame naummanum #a konmax u BHyTpu Mosekyna JIHK asa
bepmenTa (Ne 1, 2) pacrrerator nBoitayio cnmpanb JJHK u dop-
MUPYIOT HAa KOHIIAX MOJIEKYJl TUIHUYHbIE PEIJIMKATUBHbBIE BUJIKH,
a BHYTPU — JIOKQJIBHO JIEHATYPUPOBAHHBIE YYACTKH TAKXKE CO CBO-
GOIHBIMU 30HAMK OT/ETbHBIX 1ereil (OPUIKUHBI MU TOYKU WHIH-
nuanuu perimkanum). Eciam Obl peruinkanmsi Ha4MHAIACh TOJHKO
¢ ogHoro kouia mosekysabl JJHK myrem obpasoBaHust 0HON perr-
JIMKATUBHON BUJIKK (KaK Ha puc. 5/1.2), To Bech 1POIIECC YABOEHUS
mosiekyan JIHK npomxoskaincs 6u1 okoso 10 cytok. Onnako S-asa
cunatesa JJHK 3anumaer Bcero 6—10 u. /11 yckopeHus: perinka-
WU TIPOIECC U HAYUHAETCS OJ[HOBPEMEHHO BO MHOTI'MX OPHUZKMHAX
(ori) (puc. 5/1.3). Cuuraercs, uto B /IHK npoxokeii mmeercs: 0kosio
400 ori. Pucynok 5/1.3 packpbIBaeT Takke MOHSATHE O PEIJINKOHE —
0 PacCTOSHUU MEK/Y COCETHUMU OTi.

FernukoH

SNNUKaTUBHanA
BUNKa

Puc. 5/1.3. MHOXeCTBeHHble TOUKM Havana pennukauum B monekyne JHK

JTanbl 3JOHTAIINY U TePMUHAIIUS

1. ITosHbBITt HETPEPBIBHBIN CUHTE3 JUANPYIONMEN e HauYnHa-
eTcsl Ha MaTpuile — Ha 3’-KOHIIe MepBOM MAaTPUUHON POIUTETHLCKOMN
nutu JJHK ¢ obpasosanus 5'-koniesoro PHK-mpaiimepa (10-200
HYKJICOTH/IOB) C TIOMOIIbIO ITpaiiMassl, cyOobeanuuibl JIHK-mommme-
pasbl a. 3aTeM Apyrue cyObeANHIIIbI TOCIeAHEN YAJNHIIOT IpaiiMep
(ot 5-xonra k 3'-xouiy) #Ha 20—50 MOHOMEPOB OJIUTOIE30KCUHYK-
seotuaa, nanee J[HK-mommmepasa 6 3aBepiaeT cuaTe3 TMNPYIONIE
nenm /JTHK.

2. Bropas orcratomag (1o Bpemenn cuntesa) anth JJHK cunre-
3UpyeTcs B Buje KOpoTkux pparmerToB Oxazaku (100—250 nykieo-
Ti0B). VX 06pasoBanue MPOMCXOINUT B TPOTUBOIOIOKHOM HalIPaB-
JIEHUM TI0 OTHOIIEHWIO K JUAUPYIOIIEH 1IeT 110 Mepe PacIlIeTaHus
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Yacre I (nepsoiii cemectp 06yuervis)

1 0CBOOOKIEHUSI BTOPOI poauTenbckoin Marpuunoil uurtu JHK.
Kaxknpiit pparment Haunnaercs takke ¢ PHK-mipaiimepa (depment
mpaiiMasa) W TPOMOJIKAETC KaK OJMUTOAe30KcuHyKIeoTus (bep-
menTel JIHK-mmonumepasst 6 ug). 3atem PHKaza ymanser PHK-
npatimep, /IHK-mommmepasa B moctpauBaeT )parMeHT 1O MaTpUIle
n JIHK-mraza coennnsier MmoauduimpoBanibie pparments Okasa-
K11, 06pasyst HOBYIO MOJIHYI0 oTcTatorryo tenb JJHK.

3. 3aBepimaercs perinKaIysi 0Opa3oBaHUeM BOJOPOIHBIX CBSA3EN
TTOTIAPHO MEKIY POAUTETHCKON 1 HOBOU J0UepHEN TeTsiMu ¢ hOpMIU-
pOBaHMEM JIBYX JIBOMHBIX criupajeill (IT0JyKOHCEPBATUBHBIM CUH-
Te3).

NOCTPENAUKATUBHAA MOANDPUKALING AHK

B cunaresupoBannbix 1emnsax JTHK npoucxoaut MmetunmnpoBanue azie-
HUHA 110 a30Ty Ng B nocieznoBaresbHocT O’ AT 3, a Takke yactn
ruro3uHa 1o yraepoay Cs. ITo HeOOXOIMMO [IJisT PETYJISIIIUN pera-
paIuu, TPAaHCKPUTIITUU U I (POPMUPOBAHUS CTPYKTYPBI XPOMOCOM
(HobGenesckast mpemust 1993 r.).

Hsmenenue onunvt uenet /[THK (Hobenesckas npemust 2009 r.).
[Tocsie KaxkorO MUKJIA PEIJIMKAIMU cCUHTe3npoBaHHas 1enb JHK
cTaHOBUTCS GoJIee KOPOTKOIL, 4eM ee MaTpUYHask POANUTENbCKAs HUTb,
n3-3a pacnagza PHK-mpaiimepa Ha 5-kosie gouepHeil memun. Kon-
1eBble yyacTku MoJiekysibl JJHK man tak nHazpiBaeMas TesjoMepHast
[ITHK =He comepkaT KOAUPYIONIUX T€HOB, UX MTOCJIEI0BATEIbHOCTD
COCTOUT M3 MHOTOKPATHBIX TTOBTOPOB MAEHTUYHBIX TeKCAHYKJIEO-
tunos I'TT'TTA. [Toatomy ykopouerue HOBBIX Iiemieir JJHK mocme
penmKaIuu He ckasbrBaetcs Ha pyaknmax JJHK, moka ykopouenme
He JIOCTUTHET Yy4acTKOB-TeHOB, koaupytomux PHK. B atom cayuae
(06b1uno mocse 25-30 genennit) kiaerka norubaer. Iloatomy Heko-
TOpBIE ydyeHble cuuTaioT JynHy tenomeproit JJTHK 6uonornyeckinmun
qacaMi KJIETKH, OMPEIESIONIUMI BpeMs HACTYIIJICHUST UX THOesn
(puc. 5/1.4).

OnHaKo B CTBOJIOBBIX, ITOJIOBBIX, B OMyXOJIEBBIX U HEKOTOPBIX
IPYTUX KJeTkax cpady nocie yaaneans PHK-mpaitmepa mpoucxoant
3acTpoiika yKopoueHHOro 5’-kouia Hopoi nenu JJHK npu yuactun
crieninabHOTO (bepMeHTa Tesmomepassl, a Takske [JHK-moaumepass
u JIHK-nuraser (cm. puc. 5/1.4). [losTomy Takue KJIETKH yCJIOBHO
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5/1. Hyxnennossie kucsotel. Pernkarus u penapanus JHK

CYUTAIOTCST OeccMePTHBIMI. B KIIMHIYECKOiT TpakTHKe 0OHApy KeHne
B OMOIITaTax OPraHoOB WJIM B OMEPAIMOHHOM MaTepuajie IapeHxuma-
TO3HBIX OPTAaHOB AaKTUBHON TeJIOMepa3bl MPUHSATO PacCMaTPUBAThH
KaK paHHUI MapKep MHUIIUAIMY 3JI0Ka4eCTBEeHHOM OIyXoJiu (cTaanst
mpesipaka) Wil Kak MapKep HaJTH9IUsS PAKOBBIX KIETOK.

Perinvkauma

YxopodyeHue
OYepHEN Lenu FH._,.__

Tenomepasa

[AHK-nonwmepasa
wu OHK-nwraza

Puc. 5/1.4. TenomepHaa HK n Tenomepasa

PEMAPALING AHK

Bropoii Bug MaTpuunbix 6nocunre3os — penapaiust JHK, kotopas
ncmnpasiseT HenpasuabHyio cTpykTypy JHK. Korzma atot mporecc
HeoOXoaUM?

1. Mnorma Bo Bpemst cBoeit pabotst JIHK-mosmmepass ommba-
I0TCS1, U B IEPBUYHOI CTPYKTYpP€e HOBOH IIENTU TIOSBJSIOTCS HYKJIEO-
TU/BI, HAPYIIAIOMIE TTPABUIO KOMIIIIEMEHTAPHOCTH € MAaTPUYHON
pomutenbckoil HuThio (A—T, T—I1). Takue ommbku cBsA3aHbI, Ha-
IPUMEP, ¢ XUMUYECKO HEM30EKHOCTDIO CYIIIeCTBOBAHMST A30 THCTHIX
OCHOBAHUH B pa3HBIX TAyTOMEPHBIX (hopMax: HauboJiee 4acTbie — 9TO
KeTO- ¥ aMUHO(MOPMBI, 00€eCTIeunBaoIie HOPMAJIbHOE ClTapUBaHUE
OCHOBAHUI MIPY PEILJIUKAIIUU, U OUEHD PEJIKHIE OKCU- U IMIHOMOPMBI,
HapyIIaole yKa3anHoe Bblliie TTpaBuiio. Vcrnpasienue mogo6HbIx
9HJIOTEHHBIX OMIMOOK BO3MOJKHO /[0 TOTO MOMEHTa, MTOKA CUHTE3M-
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Yacrp I (nepsoiii cemectp 06yuervist)

poBannas uuTh JIHK #e moasepraace metummposanuio. J|HK-mo-
JIIMEpPasbl 8 M &€ MOTYT BbIPe3aTh ONMOOYHbIN HYKJICOTH I U [ajee
€r0 3aMEHUTh Ha TPABUJIBHBIN KOMILJIEMEHTAPHBIN HyKJIeoTun. Vin
CYIIECTBYIOT ClielMajibHble OeJKU mut, KOTOPbIe HAXOAAT OMIUOKY
U TaK)Ke ee UCIPABJIAOT. Tak MPONCXOMUT PeIJInKAaTUBHAS perapa-
1.

2. Tlocye pernmKauu MHOKECTBO 9HIOTEHHBIX W 9K30T€HHBIX
(BHemHNUX) (PAKTOPOB MOTYT BBI3BATDH TTOBPEKAEHUS CTPYKTYPBHI
JTHK: KxucmoTs1, OKUCIUTENN, AIKUJIUPYIONIIE aTeHThI, TOHU3UPYIO-
1as pajuanus, yapbTpadruoieToBbie Jyun u apyrue. Ecam B kieTkax
yeJI0BeKa U JKUBOTHBIX penaparusd nmospexaeruii IHK #e mpoucxo-
JIUT, TO 3TU MTOBPEK/ICHUS PEATU3YIOTCS B UBMEHEHHYIO TIePBUYHYTO
crpykrypy JAHK, uTo u siBiisteTcst IpUUMHON MyTauii i rubesn
KJIETOK (JieTaJibHble MyTallun ).

CymiecTByIOT pasHbie criocoObl penapaiuu noppeskaenuii JJHK
WJIM 3aMEHbl OIMMOOYHBIX HYKJIEOTH/IOB, Pealn3yeMble Mocje per-
JIUKAWHU. JTO MOCTPEIIMKATUBHAS WM 9KCITU3UOHHAS Peraparus,
3aKJII0YAoNIasics B BeIpe3anuu ((p. excision) a30TUCTHIX OCHOBAHU
WM HYKJI€OTHI0B. MUHK-CII0C00 Takol perapaiiuu He TpebyeT pas-
pbiBa hochoansadupHoii CBA3K B penapupyeMoii HUTH. ITOT crnocod
3aKJTI0YAETCA B yIAJIEHUU TMOBPEXAEHHOTO a30TUCTOTO OCHOBAHMS
npu yuactun JITHK-N-timkosnnassr (kataausupyer pacma N-TJIUKO-
3UJITHOM CBSI3U MESK/Ly OCHOBaHUEM U 2'-/1e30KCUPHO030ii) U B TIOCJIe-
JyIOIei BcTaBKe HeoOXOAMMOTo OCHOBaHUs, KaTanusupyemoit JJHK-
unceprasoii. bosee c1oxHbILI c110cob penapanuu ¢BsI3an ¢ paboTon
YEeTBIPEX-TISATU (DEPMEHTOB, KOTOPBIE, BO-TIEPBbIX, HAXO/AT AHOMAJTh-
weii Hykaeotun (JIHK-N-rnimkosnnasa u sano0HyKI€a3a), aiee yiaa-
sor atot (IHK-N-rimmkosnmasza wim sK30HYKJIea3a) W npuJiera-
I01[e HOPMaJIbHble HYKJIeOTHbI (9K30HYyKIeasza). O6pasyomascs
6pernp 3acrpanBaercd JJHK-mommMepasoil B o IpOTUBOIIOIOKHO
pacroyiokeHHoM MaTpuile u 3aBepiiaeT pernaparuio /IHK-smuraza
(puc. 5/1.5). Eciin nospeskaena u Bropast uutb JJHK — matpuia, To
penapars 1o JaHHOMY y4acTKy HeBO3MOkHa. BTopoii criocob moct-
PENJIMKATUBHOM perapaiy SBJsSeTcsS YHUBEPCAIbHBIM, KOTOPBII
MOZKET UCTIPABJISITh JII0ObIe HapyleHus u nospeskaenust JIHK, B Tom
yuCcJe WHIYITMPOBAHHBIE YIbTPA(PUOJIETOBBIMU JIydaMU.

Y ®-nyun BbI3bIBalOT 06pazoBaHue KOBaJeHTHBIX cBsizeit T—T
n T-1I1 B oxnoit nenouke JJHK, o6pasyst mumepsr tuna T—T. Onn
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5/1. Hyxnennossie kucaorel. Pernkanus u penapanus JHK

MOTyT OBITh yIaJeHbl, BO-IEPBBIX, C HOMOIIbIO YHUBEPCAIHHOIO
PaccMOTPEHHOTO Bbilie ci1ocoba. Bo-BTOPhIX, B HEKOTOPHIX KJIETKaX
numeercsa GepmenT GoToIMAa3a, KOTOPbI KaTaIu3UpyeT paciiafl Ko-
BaJIEHTHBIX CBsI3eil B quMepax, u HatusHas cTpykrypa JJHK Boccra-
HaBmBaercs (puc. 5/1.6).

OWMOO4YHLIA KN
MOBPEXAEHHLIA HYKNeoTUS
~

3 I—i—l—lﬂv—l—l—l—l—¥— 5
HOOHYKNeasa paspyluaet CBAsb, /_//
3K30HyKNeaaa ypanser =
HECKOMBLKO HYKNeoTUA0B

5' p—t— P Bpels

o
el

[HK-nonumepasa 3 l

CUHTE3VPYET HOPMANbHBIN
thparmeHT ol

oo SN NS NN 3

A

3'%;5

OHK-nurasa
coednuHAeT
thparmeHTs!

JHK nocne penapauum

Puc. 5/1.5. YHuBepcanbHbIi cnocob nocTpennmkaTieHon penapauun JHK

Cyl1iecTBYIOT HacJeICTBEeHHbIe 3a00JI€eBaHMsI, BOSHUKAIOIIIE
BCJeIcTBIE IePEeKTOB (DePMEHTOB MOCTPETIMKATUBHOH (9KCIIM3NOH-
HOI) U pelJInKaTUBHON pernapanuu. K mepBbIM OTHOCSATCS TPUXOTHO-
nuctpodust (HapyleHre CTPYKTYPbI OEJIKOB U3-3a HEIOCTATKA CEPHI,
0CcOOEHHO B BOJIOCAX, MH(MAHTUIN3M) ¥ MUTMEHTHAs KcepojepMa.
O6a 3aboseBanust 00y CIOBIEHDI CIAOBIM yIaJeHHEeM yIbTpahuoie-
TOBBIX IUMepOB TUMUHA. [Ip1 kceposepMe (BeposiTeH MyTAITMOHHBI
nedext Y D-sH10HYKI€a3bl, puc. 5/1.6) Koka oueHb YyBCTBUTEIbHA
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Yacrs I (mepBolii cemectp 06ydIeHs)

K COJTHEYHOMY CBETY, BO3HUKAIOT JA€PMATUT, PAHBbI, SI3BBI U PaK KOKH.
[Ipu HapylIeHUn PerIMKaTUBHOI perapaiuy BO3MOKHDI TaKKe 3a-
GosieBaHust, Kak TeseanruskTasust (cuuapom Jlyu—bapp) u cutapom
Bayma. ITocennee 3aboseBanue («kpacHas 6abouka» Ha Juile) o0y-
cioBieHo nedextoM depmenta perukarun /| HK-xenrmkaser.

Auvmept!

TUMWHE

/
doTonuaza =

Puc. 5/1.6. Cneundunueckan penapauyma ynbTpadronetoBbiXx NOBpexAeHUN
B8 AHK

NOAUMEPA3HA4A LUEMNHAS PEAKLUNG
(Hob6enesckast mpemust 1993 r.) (I'myxos A.11.)

IMonmmepasnas ternras peakius (ITI[P) mpoBoauTest B mpobupKe,
[IOMEIIEHHON B CHEIUAJIbHBIN TEPMOCTAT C ABTOMATUYECKU 3a/IaH-
HOH peryJsamuell BpeMeH! U TeMIlepaTyphl. /lajiee BBISBIISIETCS TIPO-
IYKT Peakinu (ecau peakiius MOoJ0KUTeTbHAS ) TIPU aJieKTpodopese
B resie arapospl. [1o cymiecTBy aTo Ta ke pernmkanys (MUHU-PeTI-
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5/1. Hykneunnossie kucaotel. Permikaiust u penapanus [JHK

JIMKaIus ), Ho He Beeil aauHHoi Mosekyabl [THK, a Hebosbioro
ee ¢parMenTa, KOMIJIEMEHTAPHOTO YacTh (9K30HY) UCCIEyeMOro
HOPMaJILHOTO WJI MYTaHTHOTO T€Ha XPOMOCOMbI YeJIOBEKA WUJIU OJi-
HOTO U3 TeHOB MUKPOOa, NH(MUIIUPYIOIIET0 OPraHnu3M desioBeka. J{uist
niesieit takoil /IHK-auarnocTrky 06s13aTeIbHBIM YCIOBHEM SIBJISIETCST
3HaHUE TIEPBUYHOM CTPYKTYPbI UCCJAEYEMOTO TeHA WJIM €r0 YacTH,
JUISE TOTO 4TOOBI CUHTE3MPOBATh U UCIIOJIb30BaTh B PEAKIIUU CIIEIU-
uyecknii nmpaiimep (3aTpaBKy ), KOMILJIEMEHTAPHBIN BBISBJISIEMOMY
dparmenty JIHK. TIpaiimep — 9T0 0JIMTo1€30KCUHYKJIEOTH T, OOBIYHO
u3 15-30 HyKJIeOTHZIO0B, © UMEHHO OH OIIpefe/iseT CIelnpruIHOCTD
moucka u amanusa. Hampumep, mpaiiMmep Ha MyTaHTHBIN TeH KOHK-
PETHOTO HACJIEACTBEHHOTO 3a00JIEBaHUS YeTOBEKA MM HA BUPYCHI
BUY, renatura B u C.

Aransl peakuun (puc. 5/1.7)

1. B npobupke TOTOBUTCS peakIMOHHAS CMECh, COAepsKaliast
uccaenyemyio J|HK uesnoBeka, aBa mpaiimepa, uersipe tHTD,
tepmocTabuibhyio Taq-momMepasy u OyhepHbIii pacTBOp.

2. Jlayee B peryJupyeMoM TEPMOCTATe MTPOBOAUTCS HAarpeBaHUE
(90-96 °C) nna nenaryparnuu JIHK u pasnenenns ee meneit.
ITO ITAIl JIeHATYPaIliH.

3. Ha srane rubpuansanuy npu MOHUKEHHONW TeMIlepaType
(50-60 °C) kaxablil IpaiiMep KOMILJIEMEHTAPHO IIPUCOEIH-
HSEeTCA K 3'-KOHITY COOTBETCTBYIOINIETO eMY YJacTKa (9K30HA)
JITHK.

4. Crenyromuii atan — ajaonranusg: mpu 70-72 °C TepmocTta-
6mnbHag JHK-monmmepasa yaanHseT KaskAbIil mpaiimep,
HapammBas Ha ero 3’-KOHeIl OJUTOe30KCUHYKIEOTH T, KOM-
TJIeMeHTapHbIi MaTpuile — uccaenyemoii JHK. 3to nepsorit
nmka [P, Bcero mpoBoautcest 20—30 nmukaos. CuHTE3UPO-
BaHHBIE /[BA KOHEYHBIX OJINTOE30KCUHYKJICOTHIA, HAUMHATO-
HIMecsi CO CBOUX IIPaiMEPOB, COEIMHEHbI BOJIOPOIHBIMU CBSI-
3samu, obpasys dparment munu-JHK (mpoaykr peaxiun),
KOTOPBIN BBISBISETCS B Tesib-aJieKTpodopese.

[MTupoko npumengemad B MeauiinHckon mpaktuke [TIP Bbicoko-
crierupudHa ¥ IMEET 04eHb OOJIBIIYI0 YyBCTBUTENbHOCTD. Harmpu-
mep, s uaeatuduranuu JJHK mocrarouno marepuana ogHoro
BoJioca, 20 criepMaTo30M0B WM OCTaTKOB CJIIOHBI HAa OJHOU cura-
pere.
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Yacrs I (mepBolii cemectp 06ydIeHs)

Weeneayeman JHK

[OHK » asa
npanmepa

fenatypaumns
90-96°C

Mbpuanaaumna
50-60°C

3noHrauua
70-72°C +
Tag-nonumepaaa

Puc. 5/1.7. 3Tanbl nonumepasHon LernHon peakumm

[TILP ncmonp3yercsa takxke a7 yBermaenns maccest JTHK, ecan
ee KOJMYECTBO B OMOJOTHYECKMX 00pasljaX HeJoCTaTouyHo. B aToM
cirydae MPUMEHSIOT HecTelTnuiIecKre mpaiiMepsl B CBSI3U C TEM, UTO
B faHHOW cutyaiuu nposogurcs ne JHK-guarnocruka, a Hapabor-
ka (aMmmduKaImg) Matepuana A JadbHelnero ndydenus. Tak
OBLIN IIPUTOTOBJIEHBI JJISI TEHETUYECKUX UCCIELOBAHUI 0OpasIibl
JITHK u3 KocTeil 0CTAaHKOB CeMbU TIOCJEHETO PYCCKOTO Iaps W U3
KOCTell IPEBHIX MaMOHTOB.



Aekuunga 6/1

BUOCHUHTE3 PHK (TPAHCKPUNLUUSA)
U BEAKA (TPAHCASAUNS)

BUOCHUHTE3 PHK

(HobGenesckast npemust 2006 r.)

Cymiectyer Tpu Buga PHK (tabmr. 6/1.1).

Tabauua 6/1.1

Buaet PHK
Bux PHK Conepmanfe Mecro cunre3a Bunx PHK-
B KJIEeTKe, % B s7Ipe NoJUMepasbl
Marpuunas, MPHK 5 Hyxeomrazma 11 (B)
Pu6Gocomanbhast, pPHK 80 SIapbiko I(A)
(28S; 18S; 5,89)
Tpauncnopruas, TPHK 15 Hyxeomnaszma
Pubocomanbhas, 5S - III (C)
pPHK

Haubouee Basknast PHK-niosmmepasa 11 yesioBeka siBJsieTcst 0J1v-
rOMEPHBIM (DEPMEHTOM, COCTOSIIUM U3 HATH CyObhEeAMHUL] B KOMII-
Jekce ¢ kodaxropamu Mg u Zn:

CyObenHHIbI 2a. BB 3
Pousb cyOobenunann | Maunmanust | Karanus | CsisbiBatue
CUHTE32 CUHTE3a  |TIpOMOTOpA
B ree — /ITHK
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Yacto I (mepBsiit cemecTp 06ydenus)

Bce Buast PHK cunTesupytores B sipe B (hopme OOJIBIINX TIPe-
[IECTBEHHUKOB, TT0CJIe MOIU(BUKAIIMN KOTOPBIX 00pa3yIoTcst KOHed-
weie PHK. Cymmaproe ypaBHeHUEe TPAHCKPUTIITUU:

PHK-nonumepasa

M92 + Zn2 +
PHK + (a+6 +
aAT® + 6YTO + BI'TD + rUTD - +B+1) H,P,0,
T T

pHT® aBnsoTcs cybcTpaTamm OHK-maTtpuua
1 NUCTOYHUKAMU SHEPTUN
Ons cuHTesa

Pacemotpum atamst cunte3a PHK wa npumepe MPHK (puc. 6/1.1
n6/1.2).
+— OOpUlH e —8M8M8mM™M™ >

BenkoebIi Kogwpytowas
thaktop TATA HUTE
/

I
: PHK-nonumepasa
I

/ MpomoTop Kogupytollas
MarpuyHasn (cny:ebHasn NnocnenoBarensHocTL
HWTL  MOCMEAoBaTensHOCTh) ans MPHK

Puc. 6/1.1. IHuymnauyma cuHtesa MPHK

PHK-mmommmepasa II mpucoeannasieTcd B COOTBETCTBYIONEM
reHe K IPOMOTOPY U BMecTe ¢ (hakTOpaMu MHUITMAIIUY TPAHCKPUII-
un (BrJovast 6enkosblii paktop TATA) pacmeraior THK. [Tanee
MIPOMCXOMT dJIoHTalus, T.e. cuHTe3 PHK Ha Mmatpuile ToJIbKO 0HON
nntn JIHK — na matpuunoit autu. Bropag auts IHK B aToM 11po-
1ecce cuuTaeTcs koxupyioreit (cMm. puc. 6/1.2).

Posp PHK-rosmmmepassr:

a) paspymaeT Bogopoaubie ¢Ba3u B [{HK u packpyuusaer [JHK;

6) mepemMeraercs HampaBo (M0 MOAENBHON CXeMe — CM.

puc. 6/1.2);
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6/1. Buocuntes PHK (rpanckpumius) i 6eska (TpaHcIsIis)

B) CUHTE3UPYET MEePBUYHBIN TPaHCKPUNT (IIPeIleCcTBEHHUK
MPHK) na 6asze marpuunoit uutu JHK B coorBeTcTBUM
C TIPUHITAITIOM KOMILIEMEHTapPHOCTH.

PHK-nonumepasa Koaupyrowas
HWUTE

;/

PHK-nonumepasa —»

MNpomotop

MatpuqHas
HWUTE

f

PHK — nepeuHbIA
TRAHCKPUNT

Pwuc. 6/1.2. DnoHrauuna

N maxomert, nacrymnaet asa tepmunanyuu, koraa PHK-mommnve-
pa3a IOCTUTHET KOHIIA KOAUPYIOIel YaCTh reHa U IIePBUYHBIN TpaHC-
KPHUIT 0CBOOOKIaeTCS B siipe KiaeTku. CUTHATIAMU 71T OKOHYAHUS
CHHTE3a SIBJISIOTCST OeJIKOBbIE (haKTOPbI TEPMUHAIIUH U CIIEI[HAIbHbIE
MTOCJIeTOBATEBLHOCTH B KOHIIE TEHA.

Crenytomas dasa misg Beex BuzoB PHK — monuduxanus mep-
BUYHOTO TPAHCKPHUTITA WM «co3peBanne» koneynoit PHK. Ha pucyn-
ke 6/1.3 npe/craBieHa JOBOJbHO cyioxkHas cxema st MPHK.

B maTrpuunott autn JITHK nMeiotcs «iembie» yIacTKH, He COmep-
JKale Koja Uist CTPYKTYpbl Oesika. PoJsib aTuX (hparMeHTOB MoKa
HensBecTHa. ITO WHTPOHBI n3 80—100 mykmeotnaoB. OcTanbHble
YYaCTKU — 3K30HBI IBJSIOTCS KOAUPYOUIUMHI (hparMeHTaMu T'eHa.
[Ipu Tpanckpunimu matpuynasg auth JJHK moanoctsio komupy-
€TCsI, TI09TOMY TEePBUYHBIM TPAHCKPHUNIT Tak:Ke COMEPIKUT MHTPOHBI
1 9k30HBI (cM. puc. 6/1.3). Ha crenyiomem asTame Mmoanmduranum
TPAHCKPUIITA U3 HETO YAAJISIOTCS UHTPOHBI € IIOMOIIBI0 0COOOTO
MexanmnaMa — craticuara (Hobenesekast mpemust 1993 1.): manbie
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Yacre I (nepsoiii cemectp 06yuervis)

saepuble PHK dyHKIIMOHUPYIOT Kak (hepMeHT-pubo3uM, 1 OHH, 06-
pasyst CTPYKTYpPY THIIA Jlacco (cIiaiicocoma), KaTaau3nupyioT Pa3pbiB
dochoamaupHBIX CBI3€l € ABYX CTOPOH MHTPOHOB U UX yAAJIIIOT.
®opmupyetcs pe-MPHK, B koTopoii elie B potiecce 2JI0HTAITUT
MPOUCXOAUT 00pasoBaHKe 5’ -KOHIIEBONW METHIMPOBAHHOI «IIanoy-
K>, 1 [1033Ke Iprcoeannsiercs: 3'-KoHelr, coctosiiuii 13 50—200 oc-
TATKOB ajieHn10B0o# Kucaorsl —AM® (cm. puc. 6/1.3).

Pousb xonneBsix yuactkoB MPHK:

1) 5’-konernt MPHK, Bo-miepBbix, 3ammuiiaer ctpykrypy MPHK
npoTuB pazpyuienus: Mmosnekyaol PHKazamu u, Bo-BTOpPBIX,
pY UHUIMAIMK cuHTe3a Geska csssbiBaer MPHK ¢ 40S-
cyObemHmIell prboCcoM;

2) 3-mosmA «xBocT» Takke crabunusupyer crpykrypy MPHK
U sIBJIsieTCs HatpasJigionieit yactbio MPHK mipu ee Bbixoie n3
S7pa B ITUTO30Th.

CyliecTByeT elile aJbTePHATUBHbBII CIUIAHCUHT, KOTOPBINA 0bec-
[eYNBAET B IIPollecce MOAUMUKAIIMHI TIEPBUYHOTO TPAHCKPUIITA BO3-
MO>KHOCTbD ITOJTYY€HUS C OJTHOTO TPAHCKPUTITA MUTHIMYM JIBYX Pa3HbBIX
MPHK, xoanpyiommnx HeCKOTBKO PAa3HBIX MO MEPBUYHON CTPYKType
6e1K0B U (hepMEHTOB € Pa3HBIMU (PYHKIIUSMU. ITO JOCTUTAETCS TTy-
TeM BBIOOPOYHOTO 00BbEJUHEHNS PA3HBIX 9K30HOB ¢ 00pa3oBaHUEM
pasubix MPHK. Tak moryT BosHukaTh n30opmbl GeIKOB 1 (hep-
MeHTOB (momuMmopdubie Gopmbl — B aexnuu §/1). Jpyroi mpu-
Mep — OJIUH ¥ TOT JKe TeH B pPe3yJbTaTe aJbTEePHATUBHOTO CILIAi-
CUHTa KOAUPYeT B muTOBUAHON kenmeze MPHK u Gesok-ropmon
KaJIbIIATOHNH, a B M0o3ry — apyryio MPHK u Gesok, orBevatonuii 3a
BKYCOBBIE ONTYIIEHUS.

W emte oiHa pa3HOBUHOCTD TKaHECTIEM(MUUIECKON TOCTTPAHC-
kpuniuonHoit Mmogudukanun PHK, HazpiBaemas peraktupoBanueM
PHK. B renaromurax 1 aHTEpOIUTaX 06pa3yercss OJUHAKOBBIN TIep-
BUYHBINA TPAHCKPUIIT jJist Oesika anoJsmmnonporenta B (amoB). B re-
narorurax MPHK Ha ocHOBe 5TOTO TpaHCKpUIITA KOAUPYET OEJIOK
anoB-100 (4563 amuHOKMCI0TEL). B KeTKax KulieIHUKA BHYTPH
TOTO K€ TIEPBUYHOTO TPAHCKPUIITA TIPOUCXOANT /Ie3AMUHUPOBAHUE
uTosuHa KogoHa 2153 u obpasyercst cron-kogoH YAA. TToatomy
B 9HTEPOIUTAX TP TPAHCIAIUHN (DOPMUPYETCST YKOPOUEHHBIN OeJIOK
anoB-48 (2152 aMUHOKUCIIOTRI), BXO/SIINIT B COCTAB XUJIOMHUKPO-
HoB. AoB-100 saBistercst 6€JIKOM APYTUX JUMOMPOTENHOB.
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6/1. Buocuntes PHK (rpanckpumius) i 6eska (TpaHcIsIis)

l¢e————————————— OfjUHiTeH —8M™M8 >

5 o / MHTTOHbI\

3kaon 1 3k3oH 2 3kaoH 3 OkaoH 4

PHK — TpaHckpunums
NepeuYHbIi TpaHCKPUNT

Cnnaitcocoma l CrnancuHr

OK30HBI

1 / 2 3 4
Mpe-mPHK |

dopmupoBaHve
KOHLIOB

. TN-CHy- [(5')cpcheh(5')X ARBAA
>

§' — «wanovka» / 3-nonuA — «xsocT»

-~
«3penas» MPHK

Puc. 6/1.3. «Co3peBaHne» MPHK

Pubocomanbuass pPHK u tpancnopraas TPHK dhopmupyrorest
TaKxe B 1Be (Da3bl: CUHTE3 TIEPBUYHOIO TPAHCKPHUIITA U €T0 MOAN(DH-
karud. B mporiecce cozpeBanusg TPHK u3 cooTBeTcTBytomero mep-
BUYHOTO TPAHCKPUIITA yIAISIETCS TOIBKO OMH UMEIONTUIICS MHTPOH,
5’- u 3’-KOHIIBI TPAHCKPUTITa YKOpauuBaioTes, a Ha 3’-kouie TPHK
obpasyercs oguHakoBbIil a1 Bcex TPHK akienTopHbiii TpuILier
5’-1IITA-3’, mpUCOETMHATONINI ajiee CBOI0 aMUHOKHUCIOTY CJIOKHO-
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Yacts I (mepBsiit cemecTp 06ydenust)

acupHOlt Makpoapruueckoii cBa3bio. CozpeBanue pPHK pacemort-
pPEHO HUXKeE.

FEHETUMECKUN KOA

(HobGenesckas npemus 1968 1.)

Omnpenenerne: reHETUUECKUN KO/ — 3TO MOJIEKYJIIPHBIN MEXaHU3M
repeBojia TeHeTUYeCKOl MH(POPMAIIUH, T.e. TEPBUYHON CTPYKTY-
pot JIHK, B peroTunuveckyo nHGOpManuio, T.e. B IEPBUIHYIO
crpykrypy MPHK u nasee B nepBuunyio cTpykTypy Oesika, KOTO-
past onpezeser renerndeckue (OMog0rnYecKre) NpUsHaKy opra-
HU3MOB.

Csoticmsa zenemuueckozo Kooa

1. Koz cocTouT 13 OTIENbHBIX TPOEK HYKJIEOTUIOB — TPHUILJIETOB
B /IHK u u3 kxommementapubix um tpuiietoB B MPHK. [Tociennne
MPUHATO HA3bIBaTh KOAOHAMMU. V3 4eThIpex pasHbIX PUOOHYKJICOTH-
noB (A, Y, T, I1) o6pasyiorcst 64 pasHbix KojpoHa (CMOTPU COOTBET-
cTByIomLyio Tabsmity B yueOHuke), rpu u3 Kotopbix (YAT, YAA, YTA)
HE KOJMPYIOT CTPYKTYPY OeJIKa U SIBJISIFOTCS] CUTHAJIAMU JIJIsT OKOHYA-
Hus uyrenns pubocomoit MPHK. 9To HOHCeHC- MM CTOM-KOAOHBI.
Kaskmprii u3 octanbubix 61 komonoB B MPHK u siBasieTcsa nncTpymen-
TOM TeHeTHYecKoTo Koma. Komon AYT BeITIOTHSIET TBOWHYIO POJIb:
OH 0043aTeJIbHO HAXOJAUTCHA B HayaybHOW 5’-00sactu Bcex MPHK,
obecrieurBast MHUIMAIIAIO TPAHCIIAIMK U HAYaJI0 CUHTE3a MOJIUIIel-
TUAHOU 1lenu ¢ N-KoHIleBOoTO MeTuoHuHa. [1o3ke 3TOT MEeTUOHUH
ynansiercst. Ecimm xomon AYT copepskutes B ipyrux yuyactkax MPHK,
OH obecrieunBaeT cTabMJIbHOE BKJIIOUEHNE METUOHUHA B O€JIOK, KaK
u ipyrue KogoHbel. CooTBeTCTBEHHO NMetoTcs /iBe pasubie TPHK s
koznoHa AYT B 3aBucumocTu ot ero jJokanusanmn 8 MPHK.

PUNNeTsLl
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6/1. Buocunres PHK (Tpanckpurnius) u 6eska (TpaHCIsIus )

2. Kox criertudmuecknii, T.e. onun kojgoH B MPHK nerepmunmn-
pyer omnpenenennyio amuHokuciaory (AK) B Genke.

3. Kox Beiposkaennsiii: 61 kogon kogupyiot 20 AK, T.e. HecKob-
KO pa3HbIX KOJJOHOB MOTYT KoanpoBath oaHy AK.

4. Pubocoma untaer MPHK u ee Tpurierst Hyki1eoTum108 (Ko10-
HBI) OT 5'- K 3'-xonuity MPHK, T.e. ko1 oHOHATIpABIEHHDI.

5. Kom yHuBepcasbHBIN — MPaKTHYECKN OJMHAKOB JIIST PA3HBIX
OMOJIOTMYECKUX BUJIOB.

6. Kox B MPHK HenpepsIBHBIN, 6€3 3HAKOB TIPEIMHAHS.

7. Kon HenepekpwIBAIONIUIICS, T.€. OJUH KOJOH He 3aXOJUT 3a
TPAHUILY JIPYTOr0 KOJOHA. JTU IPAHUIIBI MexKy KogoHamu B MPHK
Ha3bIBAIOT PaMKaMU YTEHUsI TeHeTUYeCKOro Ko/a.

8. Kommueapnocts: kogon B MPHK cooTtBercTByer cBoeit amu-
HOKHCJIOTE B OeJiKe.

TPAHCMOPTHbBIE PHK (TPHK)

[Ipeacrasasiior u3 cebs Hebobie MoJiekyJibl (70—90 HyKIeoTHI0B
A, Y, T, 11). Hacts nykreotunoB TPHK xumudecku Mmoauduimpona-
HbI, HAITPUMEP METHINPOBAHBI, U 9Ta MOAUMDUKAIIMS CTAOMIN3UPYET
ocobyio mpoctpancTBentyio crpyktypy TPHK. A nmenno Bropuanast
crpykrypa TPHK comepsKuT mmnuabku, oOpasoBaHHbIe CIIUPAISIMU
C BOZIOPOZTHBIMU CBSA3AMHU, a TPETUUHASA CTPYKTypa Mo (hopme Hamo-
MUHAET KJIEBEPHBII JICT.

TPHK mMmeeT aBa ry1aBHBIX IIeHTPa CBA3BIBAaHUA: Ha puc. 6/1.4
cuMmBoJIoM A obosHaueH akientopusiii neHrp (3'-OH-A-I[-11-)
Ha 3’-KOHIIe MOJIEKYJIbI JIJIst 0OPa3oBaHUst MAKPOIPTUYECKOM CJIOKHO-
3(UPHOU CBSI3YM ¢ aMUHOKHUCJIOTOM; CUMBOJI B — aHTUKOZOH-TPHTLTIET,
TPU HYKJIEOTH/IA KOTOPOTO KOMILIEMEHTAPHO 00Pa3yioT BOAOPOIHbIE
cBsA3U co cBouM kozoHoM B MPHK.

B cBs13u ¢ BBIPOXK/IEHHOCTBIO TeHeTHuYecKoro Koza unciao TPHK
C UHJIUBU/TYaIbHBIMU AaHTUKOIOHAMY B IIPUHITUIIEC PABHO YUCITY 3HA-
varmux KooHoB (61), xotst aTa 61 TPHK 06cayskuBaer Bcero 20 AK.
CrenoBaresbHo, 17t BRIoUeHust oot AK B 6e10k MOsKeT cyriect-
BOBATh HECKOJIBKO TaK Ha3biBaeMbIX n3oakentopubix TPHK, nampu-
Mep TIeCTh Pa3HbIX KOJOHOB J/IJII CEPUHA U ITECTh M30aKIIETTTOPHBIX
TPHK ¢ HeckoIbKO OTANYA0NUMUCS aHTUKOJOHAMH.
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Yacrs I (mepBolii cemectp 06ydIeHs)

3'-koHew

(I3H3 .
GH~CO «»oc—f?/ TPHK
NH2

Ana

( UewtpB )

AHTUKOOOH

Puc. 6/1.4. Bzanmopgenctame TPHK ¢ MPHK v amnHokucnoton

Posb TPHK:

1) cBsa3bIBaeT KoBaJMeHTHO ¢Boio AK B IUTO307€ U TPAHCTIOPTHU-
pyer ee B pubOCOMBI;

2) ¢ TOMOTIBIO CBOETO AaHTUKOJOHA YnTaeT KomoHBI B MPHK
Y HAXOJIUT CBON KOMILJIEMEHTAPHBIN KOJOH, 00pa3ysi ¢ HUM
BOJIOPO/IHBIE CBSI3M;

3) Butore TPHK sBiisiercst agantopom (IIOCPETHUKOM) MEKY
nepsuunoii ctpykTypoii MPHK (/IHK) u mepBuuHoOil cTpyK-
Typoii Geka.

PUBOCOMBI

Pu6OCOMBI SIBJISTIOTCST IUTOTIA3MATHIECKUMU OPraHe/JIaMU, COJIEpP-
xarmmu yetbipe pubocomasbibix PHK (pPHK) 1 okoso 80 pasHbix
6eskoB. Prbocombl desoBeka ¢ KoHcTanToi cequmentaiuu 80S co-
crosT us AByX cyobenuanil — 60S u 40S (puc. 6/1.5) (HobGeneBckast
npemust 2009 1.).
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6/1. Buocuntes PHK (rpanckpumius) i 6eska (TpaHcIsIis)

bonbwas 60S- pPHK: 288
cyGbeauHuya
C (hepMEHTaTUBHLIMA
DYHKLWAMMN 50 Benkos

80S —=>60S + 409

Manasa 40S- 188 pPHK I—FCDQ
cybbenuHuLa roo
C reHeTUYeCKMMU 33 benka
hyHKLMAMU

Puc. 6/1.5. CrpoeHue pubocom

Yerpipe pPHK 3akomgmpoBans B 1Byx renax. Ha oxrom reme
¢ nomotnipto PHK-tmiosmmmepassr 1 B siipbiiiike o6pasyercst mepBud-
HBII TPAHCKPUIIT, U3 KOTOPOTO IyTeM Hape3aHus 0e3 CriiaiiciHra
dhopmupyiores 28S, 18S u 5,8S pPHK.

PHK-noamnmepasa 111 B Hykiieorniazme Katajin3upyeT CUHTE3 3S
pPHK Ha 6ase apyroro rema.

Poss pPHK:

1) hopMuUpPyIOT 0CTOB («CKeIeT» ) pUubOCOMBI;

2) 18S pPHK ob6ecnieunBaer B3aumozeiicTsie Majoil 40S-cy6nb-

equaAIsI ¢ 5’ -konnom MPHK;

3) 28S pPHK GousbIioii cyObeAMHNIIBI SIBJISETCS HEOETKOBBIM

(dbepmeHTOM — PUGO3UMOM, KOTOPBIiT KaTaTH3upyeT 06pa3oBa-
HUe MeNTUAHON CBSI3M B TIpotiecce TpaHcasiun (Tabm. 6/1.2)
(HobGenesckas npemus 1989 r.).

CUHTE3 BEAKA (TPAHCASIUASA)
(Hukomaes A.4., Borpun W.U., Xacuros I1.3.)

[Toxpo6HO Bee arambl crHTe3a OeJika MpeAcTaBaeHbl B Tabr. 6/1.2.
PaccmarpuBaro u pa3bsCHSIO IeTaabHO TPAHCISAINIO 110 3TON Tab-
JIuIIE.
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Yacre I (nepsoiii cemectp 06yuervis)

HekoTopas mononnurenbHast nHGOpMAaINS.

1. AxtuBanus AK. @epmenTsr amuHoarua-tPHK-cuaTeTasp
UMET abCOTIOTHYI0 CyOCTPAaTHYIO CEU(UIHOCTh U II0OITOMY MX
yucyo npuMepHo coorBercTBYeT 20 KomumpyembiM AK. Itu dep-
MEHTBI 9HepreTnieckn akTuBupyioT AK u cBaseBator nx ¢ TPHK
1o Bropomy (st 6osbinux AK) wim 1o Tperbemy (7151 HeOOIbIIIX
AK) atomy yriepozga pubossi 3’-konieBoro ageHosuna TPHK. Ouu
SIBJIAIOTCS PETYIATOPHBIMY (hepMeHTaMu: B /1echochOopUINPOBAHHOM
dopme akTUBHBI, a B (hochoprImpoBaHHON HEAKTUBHBI.

2. Inunmanus TpaHCISIIUA COCTOUT U3 ABYX (a3: BHavase 40S-
cyObenuHnIia pubocoMbl cBsi3biBaeTcs ¢ 5'-koHrom MPHK Gaaro-
naps coeit 18S—pPHK u nepemeraercss mo MmPHK, ncnonbssys
anepruto AT®, nocturaer naUIIUUpYyomtero kogouna AY T (s me-
THOHMHA). 3aTeM K 9TOMY KOMILIEKCY mpucoeautsercs 60S-cyob-
exuHuna c 3arparoii sneprun I'TD, opmupyercs 80S-pubocoma,
BHYTPH KOTOPOI HaXxoaAWTCsT TpaHcaupyemas yactb MPHK (oxoso
80 HyK7I€0THIOB).

3. Ilepsoit AK B 10601 pacTyieil OIUIIeNTHAHOM IIeMn Ye1o0-
BeKa sIBJisieTcsi MeTHOHWH. Ha ctajium mHuUIMaum ero J0CTaBJsieT
B pubocomy cobcrBernast mauimaropHas TPHK B cocraBe Komriiek-
ca mer—TPHK"". Tlo 3aBepiennu cunte3a N-KOHIIEBOH METHOHUH
VIANSETCS.

4. Kommexcnr ocreyiomux AK co ceoumu TPHK noctymnaior
B A-11eHTpBI pUOOCOMBI, @ P-11eHTP CBSI3bIBA€T PACTYIILyIO OEJTKOBYIO
nenb. Korga pubocoma gocrurner 3’-konuesoi obmactu MPHK u na-
XOJISATINXCS TaM HOHCEHC- UJTU CTON-KO/IOHOB, TO TP yYacTuu (ak-
TOpoB TepMuHaIuu RF TporcxouT pa3poiB CI0:KHOIGMDUPHON CBI3U
Mmesxkay mocaeatneit TPHK u moceaneil aMiMHOKICIOTON GeIKOBOM
1emny, a Takxe auccorpaiis 80S pubocoMbl Ha ee CyObeAnHHIIDL.

5. Manast 40S-cy6beminaniia pubocoM BHITTOJMHSET TeHETUIECKY IO
dynxrmio (csspiBaer MPHK, untaer ee renerndeckuii Ko u obec-
reynBaeT B3anMojieiictsue kogonoB MPHK ¢ antukomonamu TPHK).
Bosbiast 60S-cyObeannmia nmeer (epMeHTaTUBHYO (DYHKIIHIO, OHA
COZIEPKUT HEOEJTKOBBIN (hepMeHT — HenTuaAnITpanchepasy, siBisio-
mytocst 28S pPHK, koropas kartajmsupyer oOpazoBaHue MENTHHOM
CBSI3M IIPH CUHTE3€ Oelka.

6. Ha Bcex aramax TpaHC/ISIIUN yYacTBYIOT BHEPHOOCOMHBIE OeJI-
koBbIe hakTopbl nHUIMANMU (okoso 10), ajoHranuu u TepMuHa-

104



6/1. Buocuntes PHK (rpanckpumius) i 6eska (TpaHcIsIis)

n (eMm. tabur. 6/1.2), yacts us koropeix (EF1, EF2, RF) ssisercs
['Tdazamu, 0cBOOOKAAIOIUMI HEOOXOAMMYIO JIJIsi CHHTe3a Oeska
snepruio ['TO.

7. Cunres Oesika TpebyeT OOIBIINX 3aTPaT SHEPTUN: JIJIsT BKITIOUE-
HUS TOJIBKO otHOM AK B OJIMIIENTHIHYTO 1IeTTh HeOOXOMMO 3aTpa-
TUTD IIeCTb MaKpoaprudeckux MoJiekys (2 AT®O u 4 ['TD).

CuHTE3 HEKOTOPBIX BasKHBIX OEJIKOB, HEOOXOAMMBIX B OOJIBIIIOM
KoJindecTBe (CEKpeTupyembie OEJKN), TIPOUCXOIUT B ITOJTUPUOOCO-
Max (TToJImcoMax ), KOTOpbhie 00eCTTeunBaiOT OMHOBPEMEHHBIN CHTE3
HECKOJIbKUX OEJIKOBBIX IeTell HECKOJbKUMHU PUOOCOMaMK Ha OJIHOM
moutekysie MPHK (puc. 6/1.6).

anpasnedve gsuxeHws puoocomMel

PuGocomsi 90-100

HYKNeoTUO0B8

aquHawmnes ~
Genok CeobogHbin
Benok

I\

Puc. 6/1.6. PaboTta nonvpubocom

Otpenbible pubocombl mepementaorcst 1o oguoil MPHK ot ee
5’-KOHIa K 3'-KOHILY C ITOCTENEHHBIM yIJUHEHUEM TIOJUIIENTUAHON
meni oT N-koH11a Kk C-KOHITy TocieTHel.

Kak u B cayyae Apyrux MaTpUUHbIX OMOCUHTE30B, TPAHCJIS-
s 3aBepiraercs MoauduKanueil CHHTE3NPOBAHHON MOJIEKYJIbI
6enka.

1. ¥ike B poriecce CUHTE3a, T.€. 00pa3oBaHUs TIEPBUYHO CTPYK-
TyphI Gesika, CBsI3aHHas ¢ puOOCOMON OesKoBast TIelb MO[BEPraeTcst
KOH(OPMAITMOHHBIM U3MEHEHUSIM ¢ (hOPMUPOBAHUEM BTOPUUYHOU
U TPETUYHON CTPYKTYPBL. DTOT TIporiecc dhosanHra Oesika 3aBepiia-
eTcst Ha CBOOOJHBIX I[EMsIX, B TOM YKCJIe TP YYaCTUU TaK Ha3biBae-
MBIX IIAITEPOHOB, KOHTPOJIUPYIOIINX ITPOTIECC CO3/TAHUS TTPABUJIBHON
[POCTPAHCTBEHHOM CTPYKTYPbI OeJIKa.
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Yacre I (nepsoiii cemectp 06yuervis)

2. Ynanenue MeTuoHUHA ¢ N-KOHIIA CHHTE3UPOBAHHOMN TIETIM.

3. @opmupoBaHue CIOKHBIX GETKOB (IIPUCOeNHEHWE TIPOCTE-
TUYECKON TPYIITIBI ).

4. DopMUPOBAHIE YETBEPTUUHON CTPYKTYPbI JIJIsI OJTUTOMEPHBIX
6ekoB (00beANHEHNE HECKOJIBKUX TIOJUIENTUAHBIX HEeNnei-mpoTo-
MEpOB).

5. Xumnueckast MoAr(UKAIS TIEPBUYHON CTPYKTYPbI OesiKa —
YaCTUYHBII TPOTE0IN3, 00pazoBaHNe PaMKaIbHBIX THAPOKCUIBHBIX,
KapOOKCUJIBHBIX, IUCYIbMUIHBIX TPYIII, TIPUCOEAMHEHIE KOBAIEHT-
HOH CBS3BIO ITI0K03bI, (hocopHOit KUCIOTHI, Ho/a.



ANekuua 7/1

UHTUBUTOPDI
MATPUYHbIX BUOCHUHTE3OB.
PETYAAUNS AENCTBUSA FTEHOB

MHITMBUTOPbI BUOCUHTE3OB

[Tocse paccMOTpPeHMsST MATPUYHBIX OMOCHHTE30B B MPAKTUYECKUX
IeJISIX CTIeyeT U3YYUTh HEKOTOPbIE MHTMOUTOPBI ATUX MPOIIECCOB,
cpeii KOTOPBIX MMEIOTCsT U JiekapeTBa. B tabaure 7/1.1 npusene-
HBI TaKHe WHIMOWTOPBI TPAHCJISIIIUN, TPAHCKPHUIIIIUU U PETLITKAIIN
B KJIETKaX 4YeJIOBEKa, JKUBOTHBIX M OAKTEPHii, a TAaKKe KPaTKO MeXa-
HU3M WX JeHCTBUA.

Tabauvua 7/1.1
HHru6uTopsl MaTPUYHBIX OMOCHHTE30B, B TOM YHCJIE JeKapCTBa

O6bexT | NuruGurop | Mexauusm edcTBUs

Hnzubumopot mpancisyuu

Bakrepun AHTHOMOTUKN Cwm. Tabu. 7/1.2 gaHHOM JIeKn

Baxrepun, kner- | Ilypomuimn — ananor | IIpexgeBpemenHast TepMuHAINs
KU YeJI0BeKa Tup — TPHK™
1 KIBOTHBIX

YesoBex Ikzorokcun audrepun | AID — pubosunupoBanue 1 UHIU-
6upoBanue (hakTopa TPAHCIOKAINH
EF2
YesnoBek u xKu- Wurepdeponsr — Je- DochopunupoBaniie U UHAKTH-
BOTHBIE KapcTBa MPOTHB TeHe- | Barms ¢axropa nanmamm 1F2,
panusanuu Bupycuoit | paspyuenue PHK, napymenue
nHpexmn craiicuara MPHK

IIpodonscenue &
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Yacrp I (nepsoiii cemectp 06yuervist)

Oxonuanue mabn. 7/1.1

O0bexT Unruéurop Mexanuam aeicTBus
Yes0BeK U KU~ Purmn (N-rimmkosu- Y aanenue ajeHrHa 1 MHAKTUBALASA
BOTHBIE zasa) 28S pPHK

Hnzubumopvr mpanckpunyuu
bakrepun Pudamurmmbt VHru6uTopsl B-cyObenHUIbI
PHK-nosunmepasst
YesoBek Tokcun rpu6oB a-ama- | Maru6urop PHK-mommmepassr 11
HUTUH

Hneubumopvr peniuxayuu u/uin mpancKpuniuu

YestoBek u xu- [TporuBoomnyxoJieBbie WNurepransanusa B8 /IHK (nayno-
BOTHBIE nperapathl («anTUOKO- | MULMH U Ap.), unruburopsr JHK-
TUKN» ) torouzomepasbl 11 (HOBOOHOIHH)
W 1.

Nuru6uropsl cunreda 6enka. OparMent qudTepuitHOrO TOK-
cuHa Kak pepment kartamusupyer A/lMD-pubosuanposanue hakropa
anonranu EF2 B kireTkax 3eBa ¥ ropTanu yeIoBeKa, YeM ero WHaK-
TUBUPYET U OCTAHABJIMBAET TPAHCJIIINIO Ha ATaIle 9JIOHTAINH, B (hase
TPaAHCJIOKAINY, MHIYTINPYS XapaKTepHYIo MaToJoTuio. besok kiere-
BUHBI PUIINH, Kak N-TTUKO3UAa3a, HapymraeT cTpykTypy 28S-pPHK|
UHTUOUPYeET CHHTE3 OeJTKa 1 IOATOMY BBI3IBAET TOKCHKO3 BILIOTH JI0
ruGenn 4eaoBeKa.

Cy1ecTByeT HECKOIBKO HHTEP(HEPOHOB, OTHOCATIIUXCS K CUCTEME
HecnenupuIecKoil pesNCTeHTHOCTU OpraHu3Ma. Bupycsl, HeKOTOpbIe
GakTepuasbHble MPOLYKThI 1 MH/YIIMPYEMbIe NI METUKAMEHTO3HBIE
BemectBa (AByxTsakeBas PHK) mposomupyior cuntes naTepdepo-
HOB B KJIETKAX YeJI0BeKa U JKUBOTHBIX. VIHTephepoHbl — HeGOoIbIne
6eJiKi, 9acTh U3 HUX — TJIUKOMPOTerHbI. Kak TOPMOHBI (IIUTOKUHDI)
MECTHOTO JICHCTBUS OHM TOPMO3AT WH(MUIMPOBAHKE KJIETOK BUPYyCa-
MU 1 [[asKe MOTYT HHTHOMPOBATh pasMHosKenne bakrepuii. nrepde-
POHBI CHIeTUUYHBI B OTHOTIEHUH KJIETOK-X0351HA, T.€e. UHTephepoH
YeJsioBeKa 3alUINAeT TOJbKO KIETKU Ye0BeKa, HO Majocnenudud-
HBI 110 OTHONIEHWIO K BULY BUpyca. VIHTephepoHbl CUHTE3UPYIOTCS
B seiikoruTax (o), pubpobaacrax (B-) u T-mumbonurax (y-uHrep-
dheponbr). OHU UMEIOT Pa3HOOOPA3HYIO AKTUBHOCTD: aHTUBUPYCHYIO
(a- 1 B-), aHTHOITYXOJIeBYI0, aHTUIIPOTN(DEPATUBHYIO, PO POTEK-
TOPHYIO. Y-UHTEP(EPOH MpPEACTaBIIsIET COOON UMMYHOMOLYJISTOP,
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7/1. Inruburopsl MAaTPUYHBIX GUOCHHTE30B. PeryJisiius 1eiicTBIsS TeHOB

CIOCOOHBIA BAMATH HA aKTUBHOCTD T-, B-mmM@onuros u makpoda-
TOB B OTHOIIIEHUMW CUHTe3a aHTtutesn u (aronurosa. [IpornBoBupyc-
HOe, a BO3MO’KHO, U TIPOTUBOOITYX0JIEBOE JeHCTBIE MHTEPHEPOHOB
CBS3aHO CO CJIE/YIOITUM.

1. B 3apaskeHHBIX BUPYCOM KJIeTKaX OHU WHIYIIUPYIOT CUHTE3
MPOTENHKWHA3bI, KoTopas (ochopuanpyer n "HaKTUBUPYET
(baxTop nunumanuu Tpancaauu 1F2; B pubocomax sapasken-
HBIX KJIETOK ITPEKPAINAETCS CHHTE3 U BUPYCHBIX, M KJIETOUHbIX
6eIKoB (BUPYCHI HE UMEIOT COOCTBEHHBIX PUOOCOM); KIIEeTKa
norubaet, pacipocTpaHeHre BUPyca B OpraHu3Me TpeKpaiia-
eTcsl.

2. NaTepdeporsl MHIYITMPYIOT CUHTES OJTUTOA/[EHUIATCHTETa-
3bl, KaTaJU3upyloliei obpazoanue 2',5—0JaUroA, KOTOPBIIi,
BO-TIEPBBIX, HapyIaetr co3peBanue (craiicuar) MPHK u, Bo-
BTOPBIX, akTUBHUpYyeT JarenTHble PHKa3w1, pazpyrratomue Bce
PHK.

MHru6uropsl TpaHCAANMU y OaKTepUil NpeacTaBIeHBI

B Tabs. 7/1.2, KOTOPYI0 HYKHO paccMaTpUBaTh B COBOKYITHOCTH
¢ maunbiMu Tabur. 6,/1.2 mpeabIIyIIeit JeKIHm.

VIHruOMTOPbI TPAHCKPUIIMH PacCMOTPeHbI B Tabr. 7/1.1. Aurtu-
GakrepuasbHble pruaMUIIIHbI (TPOTUB TYOEPKYJIe3a, TOHOPEU 1 JIp.)
uarnbupyror bakrepuanbayo PHK-nosmmepasy.

VHruOUTOPHI TPAHCKPUIIIMH M/HJIH PEILTUKAIMHE — 3TO (OJIb-
nas ¥ O4eHb BakHAs TPYIIA MTPOTUBOOITYXOJEBBIX MPENapaToB, yc-
JIOBHO Ha3bIBaeMbIX aHTHOMOTHKaMU. Cpeiin HUX MMEIOTCS JieKap-
CTBa C Pa3HBIM MEXaHU3MOM JIEHCTBUSI.

1. nTepkanaropsl (JayHOMUIIMH, JOKCOPYOUIIMH) BCTpanBa-
foTcst BHYTpb Mosiekyibl IHK mMesxay ryanuHoM v uTo3nHOM
[IPOTUBOIOJIOKHDBIX TIETIeil U TOPMOBSIT PEIIMKAIIUIO U TPAHC-
KPUIIITUIO U, CJIeJIOBATEJIBHO, JieJeHe KJIETOK. AHAJIOTHIHO
JefcTByeT 1 akTHHOMHUIIMH D, HO OH pexe MCHoOIb3yeTcs
B OHKOJIOTMH 13-32 GOJIBINOIT TOKCHYHOCTH.

2. Nuruburopsr JJTHK-Tonouszomepassr 11 (HoBoOMOIIMH, 1ayHO-
pyOuIIMH, S1MPYOUIIMH, UAaPyOUIIMH) HHTHOMPYIOT OJIMH 13
(hepMEHTOB PeIIMKAIINHT, a TAKKE MHIYIIMPYIOT 00pasoBaHue
TOKCUYECKUX THAPOKCUIBHBIX PAINKATIOB.

3. AsupoTuMuINH — 3’-aHOMATBHBIN HYKJIE03W] C U3MEHEHHON
2’-e3okcnpu6030ii nocse docopuauposanus 10 fHTO
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Briodaetcs B JIHK n ocranasimBaer perinkaruio (yammnHe-
Hue 1ienu 1o 3’-yriaepoay merrosnr). OcobeHHo sdhexTuBeH
aTOT npenapar st uarnouposanus K/ IHK supyca BY.

4. AHOMaJIbHBIN HYKJI€03W/ IIUTapabuH, TIpeBpaIasich B opra-

nusme B 1HT®, unrubupyer ITHK-nosmnmepassi.

PaccmorpenHbie MPOTUBOOTYXO0JIEBBIE TIPENAapaTbl TOPMO3ST
pPasMHOKEHME U 3JI0KAUeCTBEHHBIX KJIETOK, U B MEHbIIIE Mepe 3/10-
POBBIX KJIETOK, TaK Kak B nocjegaanx cuaTe3 JJHK u Muto3sr mpoxo-
IISIT C MEHbIITeH cKopocThio. Tak ot HecermuduiecKkne MUTOCTATUKA
MPOSIBJISIIOT CBOI 1060uHbBIN ahdext. Kpome Toro, ux peiictBue Ha
OITyXOJIEBbIE KJIETKU MIPOUCXOIUT ObicTpee Oiaroaapst O0JIbIei mpo-
HUIAEMOCTH MeMOPaH MepPePOKIEHHBIX PAKOBBIX KJIETOK.

Bo BTOpOM cemecTpe 1pu M3yuYeHUU CUHTE3a HYKJIEOTUIOB MbI
OyzeM paccMaTpUBATh JAPYTHE TIPOTUBOOIYXOJIEBbIE TIPETapaThl, KO-
TOpbIE UHTUOUPYIOT HEMOCPEACTBEHHO CUHTE3 HYKJIEOTUIOB 1 YIKe
BTOPUYHO — HYKJEMHOBBIX KUCJIOT. ITO S-DTOPYpaInI, e30KCHa-
JIEHO3UH U €r0 MIPOU3BO/IHbIE, AMUHOIITEPUH U METOTPEKCAT.

Tabruva 7/1.2
AHTHOMOTHKH — MHTHOMTOPBI CHHTE3a Oesika OaKTepuil

MunieHs A1 1eicTBus

aHTHOMOTHKA B IPOILEC-

Autnéuotuk 3pPexrusen

AHTHONOTHK
ce TPaHC/ISNUH COTJIACHO NpoTHB
tabu. 6/1.2 nekuuu 6/1
CTpenToMuIH Wnunmanus Bos6ynurens Tybepkynesa

Terpannkann

dJtonrarus, dasa a

bakrepun Gr+, Gr— u puk-
xercuu Gr—

AMbeHnKoTbI dsonranus, dasza 6 bakrepun Gr+ u Gr—, puk-
(xmopampeHnKo.r) kercun Gr—

Maxkposnbt dJtonranus, gasa B bakrepun Gr+
(apUTPOMHUITUH)

Wtor — wHrHOUTOPHI MAaTPUYHBIX OGuocuHTe30B (Tabm. 7/1.1
n 7/1.2) BBI3BIBAIOT:
1) rubesb GakTepuii 1 PAKOBBIX KJIETOK (9TO aHTHOMOTHKH );
2) rubesib KJIETOK, 3apakeHHbIX BUpycamMu (9T0 HHTEP(EPOHbI);
3) undeknnontbie 6oe3HN (9TO, HAPUMED, HKZ0TOKCHH AN(D-

TEepPUN);
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4) orpasyieHust (9T0 TOKCHH rpuba OJIeIHON MOTaHKK ol-aMaHK-
TUH).

PEFTYASUNSA AENCTBUS TEHOB
(Hobenesckue mpemun 1965 u 2006 rr.)

. Peryasiuusa penyiukanuu MpoOUCXOUT B KJIETOUHOM IUKJIE TTY-
TEeM TI0ITAIMHOTO U3MEHEHUSI aKTUBHOCTU IUKJINH3ABUCUMBIX TIPO-
TeMHKWHA3, KOTOPbIe B CBOIO 0Uepenb MyTeM (DochOopUImpoBaHUS
HETMCTOHOBBIX SIIEPHBIX OEJKOB-(HaKTOPOB TPAHCKPHUIIIIUN PETYJIH-
PyIOT cuHTe3 (hepMEHTOB pernKaim 1 obecriednsaior cuares JTHK
TOJIBKO B S-(ha3y KJIETOYHOTO IUKJIA.

I1. ITepecTpoiika renoB. AMIINMUKAINSA NI yBEJIMYEHNE YHC-
na coorBercrBytomux renoB pPHK, TPHK u HeKOTOPBIX O€JKOB,
HEOOXOANMBIX B OOJIBIIMX KOJMUYECTBAX JIJIST YCUJIEHHOTO CHHTE3a
GeJika, HAIIpUMep, TIPU Pa3BUTHH U POCTE OPraHM3Ma, pereHeparuu
1 BBI3ZIOPOBJIEHUN 1TOCIe GOIe3HU. AMILTH(MUIIMPOBAHHbIE F€HBI Pac-
0JIaraloTCst PSIZIOM B BUjie OJIOKOB.

[Ipu co3peBarmy IMOPUOHAIBHBIX MPEIIIECTBEHHUKOB B-1m-
ormuros npoucxonut nepecrpoiika JJHK B xpomocomax 2, 14, 22
1 (hopMUPYIOTCST TeHbI UMMYHOTIOOY IMHOB-aHTHTEN. [lompobHee 910
pPaccMOTPEHO B KOHIIE JIEKITHH.

III. YTpaTa reHos HabofaeTCsl B IPOIECCE CO3PEBAHUN KJIe-
TOK 9PUTPOUTHOTO PsI/IA: TIPY TIPEBPAIIIEHUH SII€PHBIX TTOJTHOTIEHHBIX
3pUTPO6IACTOB (B HUX MAET TPAHCKPHUIIIHSL, CHHTE3 TeMa, TI0ONHOB
u Hb) B HOpMOOG1acThI B sijipe TOCJAETHIX TPOUCXOIUT KOHIEHCAITUST
JTHK (cunres Hb npomoskaercs); Ha ciaeayiomeM arare peTuky-
JIOTIUTHI yKe He UMEIOT sijiep, MUTOXOH/IPUI 1 TEeHOB, HO B HUX TIPO-
noskaercst cuate3d Hb 1 rmobmna Ha OCHOBE HAKOTJIEHHO U XpaHsi-
meiicst B uHbopmocomax MPHK riio6nHa; KoHeYHbIE SPUTPOIIUTHI He
VMMEIOT OpPTaHes, A/ep, TEHOB M CHHTETUYECKUX TTPOTIECCOB.

IV. Peryasanusa TPpaHCKPUNIUH W TPAHCISAIHU HEMOCPE]-
CTBEHHO CBsI3aHa C PEryJisiiueil MeTaboIn3Ma B OpraHu3Me U MOKET
ObITh Ha3BaHA KOJUYECTBEHHO PEryJisiiiieil, Tak Kak OHa IPUBOIUT
K UI3MEHEHUIO KOJITMIeCTBA MOJIEKYJ (hepPMEHTOB U OEJKOB B KJIET-
Ke. B uteknium 4/1 Mbl yKe KpaTKO YIOMUHAJIM O KOJUYECTBEHHON
1 Ka4eCTBEHHON peryIsainn akTuBHOCTH hepmenToB. [locrennsas ne
SIBJIIETCS PETYJISAINE IeICTBUS TEHOB B OTJIMUNE OT MTE€PBOIL.
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PacemoTrpum BHavase kpamkocpounyo, uau Quauoiozuueckyio,
un adanmueHyr pezyiauuto, KOTopasi MPOUCXOIUT Ha YPOBHE
TPAHCKPUIIIINY U PeXKe — HA YPOBHE TPAHCJSINHU. DTA PEryJIsius
MeTaboJIn3Ma sIBJISIETCST BPEMEHHON M COOTBETCTBYET (hr3uosornye-
CKOMY WJTH TIATOJIOTHYECKOMY COCTOSTHUIO YeTOBEKA.

[Ipumeps perynssnuum Ha YyPOBHE TPAaHCAAINUU

1. lnst curresa Hb HeoOXoamnM KOOPAMHUPOBAHHbII CUHTE3 reMa
1 r100MHOB. Ec/ii KOJTM4YecTBO TeMa B 3pUTPOMIHBIX KJIETKaX MOHU-
’KeHO (110 pa3HBIM IPUYMHAM ), TO YMEHbBIIAETCS U CUHTE3 TIIOOUHOB.
MexaHu3M 3Toi perysasiun cBsi3al ¢ hochopuInpoBaHUEM U WHA-
KruBanuei daxktopa nHuIMauu TpaHcasiuu 1F2. [Ipu usbbiTke
remMa CUTyaIllisl 1 MEXaHU3M IIPOTHBOINOJIOKHBIE. [leTanbHee: M30bi-
TOK TeMa CBSI3bIBAETCSI CO CIIEIUAIbHOM TPOTEMHKIUHA30M (TeMKIHA-
3001) M yMeHbIIaeT ee crocobHocTh dhochopuanposath Gakrop 1F2,
noaToMmy HedochopummposauHbiil haktop 1F2 mpogomxaet nHUTIN-
MPOBATh CHHTE3 TJI0OMHA.

2. CyioskHbIi 6€I0K (heppUTHH, COCTOSMIMIT 13 Oesika arnodeppu-
tiHa u Fe*’, apisiercs geno st XxpaHeHust jkesie3a B opraHax. B 3a-
BUCHUMOCTH OT KOJIMYECTBA MOCTYMUBIIETO B KIETKY KeJie3a CUHTe3
anoeppUTUHA PETYIUPYETCS HA YPOBHE TPAHCISAIINN.

AnantuBHag pusnosorndeckas peryasdiusd Ha YPOBHE TPaHC-
KPUIIIUH sIBJIsIeTCsT GoJiee 4acToOl U CBsI3aHA ¢ MI3MEHEHUEM KOJIH-
yecrBa MPHK B kireTke. O611ast cxeMa TaKOil peryJisiiini  ee OT/eJIb-
HbIe 3JIEMEHTBI TTPe/ICTaBIeHbl Ha puc. 7/1.1.

PaccmoTpum oTnebHbIE TPUMEPBHI TAKOU PETYJIAIIN.

IIpumep 1. Ilpu TomogaHNM KOHIIEHTPAIUS TJIOKO3bI B KPOBU
MOHWIKAETCS U 9TO SIBJISETCS XUMUYECKUM CUTHAJIOM JIJIsSI CHHTEe3a
U cexpernu KopTusosia. IlocaeHuii o MexaHusMy, u300paskeHHOMY
Ha puc. 7/1.1, o6pasyer KOMIUIEKC CO CBOMMU BHYTPUKIECTOYHBIMHI
perenTopamMu B TeNaTonnuTaX, ¥ 3TOT KOMILIEKC B3aUMO/IEHCTBYET
B cayskeOHOI yacTu Tena ¢ nocienoBateabnoctsvu JIHK-ycunu-
TegsIMU (9HXaHCEePaMM ), KOTOPble aKTUBUPYIOT IIPOMOTOP 3TOTO
reHa Uiam yBenmuauBaioT cpoactBo PHK-mormMepasst k mpomoTo-
py. Hasee mpoucxoaut Tpanckpuiims — obpazoBarnre MPHK, Ha
OCHOBE KOTOPOH B KJIETKAX [eYeHU CUHTE3UPYETCSI PErYJIsITOPHbBIN
(dhepMmeHT TIIIOKOHEOTeHe3a — KapOoKcuKkuHaza (ochoenonnupy-
BaTa U IMPOUCXOJUT CUHTE3 IJIIOKO3bl U3 JIAKTaTa U TJIMKOT€HHbIX
AMUHOKHUCJIOT.
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UOWH red

CnywebHan vacTb Kopupytouwan vyacts
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Benok- Benoxk-
akTveatop  MHrMBuTop

KomnneKkcel ropMOH-peLenTop Benku (hepmeHTsi),
KONWYECTEO KOTOPLIX
T M3MBHAETCH B peaynerare
YCKOPEHWUA WK 3amenneHns
TPAHCKPUNLWK VHOYKUWK
MK penpeccumn)

Benku-peuentopb
B AOPE UK LUTo30Ne

T

EryNATOPbI: CTEPOVAHLIE TOPMOHEI,
VOATMPOHWHEI, XONnecTeporn,
MeTanne (£n, Cd, Hg)

Puc. 7/1.1. ApanTtvBHaA perynauma paboTbl reHoB
Ha YpOBHe TpaHCKpunuuu

Ipumep 2. HexoTopbie METAILIBL IIPU UX U30OBITKE TOKCUYHBI J1JIsI
opranusMma. B cootBerctBuu ¢ puc. 7/1.1 oHn WHAYIUPYIOT CUHTES
MPHK u ocoboro 6esika — Metayiornonerna — u3 60—80 aMuHOKmMC-
JioT, U3 KoTopbix 30% — mucrent. OHa MOJIEKYJIa METAJJIOTUOHEMHA
CBSI3BIBAET JI0 BOCbMU aTOMOB TOKCHUUHBIX METAJIIOB uyepe3 SH-rpyii-
Bl IUCTeNHA. B KeTkax co3maeTcs eno yKa3aHHbIX METAJIJIOB, UTo,
BO-TIEPBBIX, JIMIITAET UX TOKCHYHOCTH, & BO-BTOPBIX, MPH HEOOXO/IH-
MOCTH OT/I€JTbHbIE METAJLIbI MOT'YT OBITh UCIIOJIB30BAHBI KJIE€TKOM /15T
MTOJIE3HBIX TIeJiell — cuHTe3a (hepMeHTOB (Zn).

Boswmozken npyroit MexaHU3M YBEJTMYEeHIST KOJTUIECTBA MOJIEKY.T
METAJIJIOTUOHEMHA — aTOMbl METAJLJIOB BKJIIOUAIOT aMILTM(UKAIIUIO
1 YBEJIMYUBAIOT KOJUYECTBO TEHOB ATOTO GesrKa.
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KpaTko 006 aganTtuBHON (HDU3HOTOTHYECKON PETYISAINN PaOOTHI
HEKOTOPBIX TeHOB OaKTepUil — TOJIBKO HA YPOBHE TPAHCKPHUIIIIHH.
ITO TeOpHs ¥ MOJIEJb OllepoHa, 3a 4To B 1965 r. JKakob u MoHo mo-
ayunn Hobenesckyio mpemuio (puc. 7/1.2). TIpuHiun sToil pery-
JISITTUY TPUMEPHO COOTBETCTBYET aHAJIOTMYHON PETYJISIIIUN B KJI€TKAaX
ayKapuoT. /1751 BbITOTHEHUS OHON (yHKIMY (HATIPUMEp, YCBOEHUS
JIAKTO3bI) ¥ OakTepuii nmeercst 610K GIU3KOPACIIONOKEHHbBIX 1 B3a-
MMOCBSI3aHHBIX HETEHHBIX CJIY:KeOHBIX mocenoBaTeabiocreit JJHK
(omepaTop, TPOMOTOP ), PETYIATOPHBIX (TEH-PETYIIATOP) M OCHOBHBIX
TeHOB, KOAUPYIONTNX OeTKU 1 (hepMEHTHI, HEOOXOANMBIE JIJIST BBITIOJI-
Henusi (PYHKIMKM orlepoHa (HAlpUMep, YCBOEHUS JIAKTO3bI, KaK Ha
puc. 7/1.2, niu cuHTEe3a aMHMHOKHUCJIOTHI TpunTodana). B kineTkax
yesioBeka coorBercTByioiue anementsl JJHK mMoryT naxonurbest Ha
Pa3INYHBIX PACCTOSHUSAX JIPYT OT JPYyTa.

ny¥ebHana nocnenosaTentHOCTL TPYKTYPHLIE reHb!

AnA e meHTOB-Denkos
PHK-nonumepaaa tep

MeH-perynatop ' Onepatop
MpomoTop

I
I
I
I
I
I
I
|
I

l TpaHCkpUNLWS

W

MonuumMeTpoHHaRA PHK

| ! |

Benok- Jr/ MPHI, MPHK> mPHK5

penpeccop Q0 l l l
(perynatop) / / ng . “ "
akTasa epmeaaa paHc-
OO / 0 ‘H"““‘-xx,_ aleTmnasa
O O Nakrosa T
TS flakrasa

Nakroza + H,O ———

LIHIH
Puc. 7/1.2. CTpoeHue nakTo3HOro orepoHa 6aktepuii
/IBa Bujia O11epoHOB:

1) oneponbl HHAYIMOEIbHBIE, 00CTyKUBAOIINE KaTabo Ii3M OaK-
TEPUSAMU DK30TEHHBIX MMUTATEIbHBIX BEIIECTB. DTU BelecTBa
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MIPU X HAIMYUW B TATATEIbHON cpefie (JaKT03a) BKIOYIAIOT
OTIEPOH HA YPOBHE TPAHCKPUIIINY;

2) orepoHbl perpeccubesbHbIe st CHHTEe3a OaKTepUsIMU pas-
JINYHBIX BEIIECTB, HAITPUMED aMHUHOKHUCJIOT. VI30BITOK HEHY K-
HBIX 60JIee AMIHOKHUCJIOT BBIKJIIOYAET OIEPOH.

Tax, B oTcyTcTBrE JMakTo3bl Escherichia coli (cm. puc. 7/1.2) ne
cuHTe3upyeT Tpu Oeska-hepMeHTa, HeOOXOAMMbIE IJIST YCBOEHUST
JIAKTO3bI, IOTOMY 4TO GEJIOK-PENPeccop MMeeT OOJIbIIoe CPOACTBO
K oTieparopy, coequusgetcs ¢ HuM u MemaeT PHK-mommmmepase mpoii-
TH TIyTh OT MTPOMOTOPA Yepe3 OnepaTop K CTPYKTYPHBIM OCHOBHBIM
reaam. [locaennane B aTom crydae gHe konupyioT cuate3 MPHK u co-
OTBETCTBYIONUX GETKOB-(hEPMEHTOB, KOTOPbIE HE HY/KHbI OaKTepHUM
IIPU OTCYTCTBUU B cpejie JIaKTo3bl. [losiBuiach J1akTo3a, oHa, CBSA3bI-
BasiCh ¢ OEJIKOM-PEIIPECCOPOM, YMEHBIIAET €T0 CPOACTBO K Olepa-
Topy, ocBobosxkaaeT onepatop, u PHK-nosmnmepasa karaausupyer
cuntes MPHK HeoGxonumbIx 6eskoB-pepmenToB. CHHTE3MpPOBaHHAS
JlakTaza obecredynBaeT THAPOJIU3 JTAKTO3bI 0 TJIIOKO3bI ¥ TaJlaKTo-
3bI U MTOCTIEAYIONIMIA TIIMKOJIN3 Uit CHAOKeHUsT OakTepuil aHeprueit
(AT®) u npyrumu Mmetabosutamu. PerpeccnbenbHblil OepoH nme-
€T aHAJIOTUYHOE CTPOeHNe, HO (DYHKIIMOHUPYET MTPOTHBOIIOJIOKHBIM
06pasom.

Jlnumenvnas unu onmozenemuueckas pezyasiyusi padboThl reHOB
Ha YPOBHE TPAHCKPUIIMK 00ecIednBaeT CTOMKy0 auddepeHima-
I[UIO KJIETOK B IPOIleCCe UHAMBUIYATHHOTO PA3BUTUS OPTaHU3Ma
aykapuor. Kierku npuobperaroT ciocoOHOCTh CHHTE3UPOBATH CBOM
crieruuyeckre 6esku, hepMeHTHI U IPyTHE BEIECTBa, IpuodpeTa-
0T OIIPeIeJIEHHYI0 MOP(hOJIOTHIO U APYTHE 0OCOOEHHOCTH. DTa Pery-
JISITIAST COXPAHSIETCS B TIPOTIECCE MUTO30B /10 KOHIA JKIU3HU TAHHBIX
CIHEIUATU3UPOBAHHBIX KJIETOK UJIM /[0 X OIYXOJIEBOTO IEPEPOIK-
TEHUSI.

W3 ognoit omIoq0TBOPEHHON TUTLIONIHON 4eT0BEYECKON 3UTO-
TBI C OZIHUM HAGOPOM u3 23 map XpOMOCOM 0Opa3yeTcsi B MPOIECCE
onrorenesza okosno 200 guddepenunpoBannbx Kiaetok. IIpobiema,
Tpebyiotiast 0ObsICHEHNST: TIOYeMY Bce 3TH KieTKu (Kpome B-imwm-
(HOIKTOB) UMEIOT OJMHAKOBbIIT HAOOP XPOMOCOM U I'€HOB, HO CHH-
Te3upyioT pasubie Oesnku U hpepmerTsl. KpaTkuii OTBET: B pa3HbIX
KJIETKAX [IPOUCXOJUT CTONKAS PENIPECCUST U MH/IYKIIMSI PA3HbIX TEHOB

(puc. 7/1.3).
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NTHK

NoeHTUuHan
‘__.-"

./.I
F
MeyeHb

Homepa WaeHTUYHbIX reHoB
3 . 1

' |

MPHK2 mPHK3 MPHK

obpaaytotca
asHbie Denkn

CocrosHue Ne 1 u 4 — penpeccua Ne 2 u 3 — penpeccus

PaHOR Ne 2 1 3 — uHaykumsa Ne 1 w4 — uHAYKUMA

Puc. 7/1.3. MexaHn3m guddepeHLmaumm KNeTok s3yKapuoT B OHTOreHese

MoJekyasipHbie MEXaHU3MbI PENPECCUH T€HOB (JJIUTEJIHHOTO
BBIKJIIOYEHHST TPAHCKPHUIIIIHH )

1. MetunupoBanue ciaenyiommnx a3oTucTeix ocHoBanuii JJTHK —
agennna (CH;—Ng-anennn) u nurosuna (CH;—Cs-niutosun) c mo-
mortpio JIHK-metunas. Metunuposanue yaactkos /[IHK nmpuBoaut
K «MHAKTUBAIUNY (BBIKJIIOYEHNUIO TPAHCKPHUIIIINH ) TEHOB U UX PETY-
JIITOPOB (HAIpUMep, CYIIPECCOPOB OIMyXOJIeil).

2. Kongencanus JHK npu yuactun JHK-Tomousomepas, 06-
paszoBaHue Cylepcrupaseii, B pe3yJbTate CTAHOBUTCSI HEBO3MOJK-
HBIM Jla’ke JIoKajibHOe pacxoxiaenue uureil [THK, Heobxommmoe
JUIsT TPAHCKpHUIIKUU. Takue 30HbI HEAKTUBHOTO T€TEPOXPOMATHHA
B XPOMOCOME MOTYT Yepe/0oBaThCsI C 30HAMH aKTUBHOTO 3yXpoMa-
TUHA WU BCSI XPOMOCOMA MOKET ObITh LEJIMKOM T€TEPOXPOMATIHI-
3UpOBaHa M BBIKJIIOYEHA U3 TPAHCKPUIIIUK, KaK B CIydae OIHOHN W3
IByX X-XpOMOCOM JKeHITUH (Tesbiia bappu unm skeHCKuit mo10BoH
XPOMATHH).

3. Ycusenne B3aUMOJEUCTBUS TTOJIOKUTENBHO 3aPSIKEHHBIX
SZIEPHBIX TUCTOHOB W OTpuUIlaTesbHo 3apsikenHoit JHK ymenbmiaer
BO3MOKHOCTD pacxoxaenns neneil JJHK u cunresa na ¢cBo60aHbIX
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yaactkax oxuoit nenn /| HK xommnementapusrx mosexyn PHK. T'ic-
TOHBI COJEPKAT MHOTO KaTHOHOOOPA3YIOINX JU3WHA U apTUHUHA
¥ COOTBETCTBEHHO MHOTO MOJIOKUTENBHBIX 3aPA/I0B KaK B paIlKaIax
9TUX aMUHOKUCJIOT, Tak ¥ Ha N-koHnax mosnexyst. Yacts NH,-rpynmn
FUCTOHOB MOAMUIIMPOBAHDI TIyTEM MPUCOEIUHEHUS alleTUIbHbBIX
U IPYTUX TPYIIIL, YTO YMEHBIAET UX MOJOKUTEIbHBIN 3aps/l U B3au-
mozetictsue ¢ JIHK. Crnernanbuslie saepable hepMeHTH — eaeTn-
JIa3bl, CHHTE3 KOTOPBIX B CBOIO OYEPEb TaKKe PEryJIUpyeTcs, yia-
JIFIOT alleTUN U YBEJUUUBAIOT TTOJOKUTENBHBIN 3aps/l THCTOHOB, UX
B3aumoyeiictBue ¢ /IHK 1 TeM caMbIM BBIKJIIOUAIOT TPAHCKPUTIITHUIO.

MonexkynsgpHble MEXaHU3MBI CTOUKON AJUTETHHON aKTUBAITNN
NIPYTUX TE€HOB B CIIENIUAIN3UPOBAHHBIX KJIETKAX MPSMO ITPOTUBOIIO-
JIOKHBL. B yacTHOCTH, arleTUATpaHCchepassl alleTUANPYIOT TUCTOHBHI,
YMEHBINAIOT WX 3apsijl, OCBOOOKIAIOT OT/e/NbHbIe YIaCTKU (TE€HBI)
JIHK 1 Tak akTUBUPYIOT TPAHCKPUMIITNIO. ¥ MEHBIIAIOT TTOJIOKUTETh-
HBIH 3apsifi THCTOHOB M YBEJUYMBAIOT CKOPOCTb TPAHCKPUIIITUH JIPY-
rve XuMudeckue Mo iuduKaium: METUJINPOBAHUE TUCTOHOB (METHII-
TpaHchepassr), ux dochopumposanue, AlD-pubosuanposanue,
IPUCOeINHEHe MAJIEHFKOTO Oesika yOUKBUTHHA. B cTrMYyTpoBaH-
HbIX B-smMdornmrax, TouHee, B aHTUTEN000PA3YIONINX UJIH TLJIa3Ma-
TUYECKUX KJIeTKaX CHEeIUATbHBIN TTPOMOTOP UJIN dHXAHCEP aKTUBU-
pyer paboTy reHOB, KOAMUPYIONMX CHHTE3 B KayKaAoM B-immdorimre
MUHIMYM JBYX BUIOB 1ienieil — Jsierkoil L- n Tskesoit H-mierreft an-
tuTe . ['eHbl Ipyrux GEJKOB B 9TUX KJIETKAaX PEIPeCcCUPOBAHbI.

Haxowerr, ipu crielaansaiiy KJIeTOK B OHTOreHe3e HabIio1aeT-
Cs1 171 HEKOTOPBIX KJIETOK SIBJIEHUE YePeIOBAHMS TTOCTIE0BATETbHON
(Bo BpeMeHN) MHAYKIWHU U peripeccun TeHoB. [Ipumep: mpu paszsu-
TUH YeJIOBEYECKOT0 AMOPUOHA U Jlajiee Y B3POCJIOTO YeJIOBEKA CEPUsI
reHoB (06JI0K TeHOB) B XpomocoMme 11, KoAupyoImux BTOpoil rioOuH
jist reMoryobuHa (KpoMe o-riioOuHa), MoABEpraeTcs mocjae10Ba-
TEJIbHOMY BBIKIIOUEHUIO U BKJIOYEHUIO HA YPOBHE TPAHCKPUIIIINN.
ITOT MeXaHU3M 00ECTIEYMBAET MOITATHBIN CHTE3 B KJIETKAX IPUTPO-
uzaroro psga HhE—HbF—HbA u HbA,. TToapo6uee atu nuzodopmbr
Hb 6yyT paccMOTpeHbI B CJIELYIONIEH JIEKITHH.

[IpencraBnennas Boitie MHGOPMAIINS TOKA3BIBAET, UTO B KAXKIOU
CIIEIMaJM3UPOBAHHON KJIETKE, B KaX/0M OpraHe pabGoTaer TOJbKO
JaCcTh CIEIU(PUIECKUX IS TAHHOTO OpraHa TeHOB, 4 OCTAThHBIE TEHBI
penpeccupoBanbl. OUueHb UHTEPECHO, YTO B MO3TY 1011 (DYHKITNO-
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HUPYIOIIMX TEHOB SIBJSIETCST MAaKCUMasibHOU U sjocturaet 80%, 4To
CB3aHO C MHOKECTBOM (DYHKITMIT HEPBHBIX KJIETOK IO CPaBHEHUIO
C IPYTUMU KJIETKAaMU W TKAHIMU.

Berire g ormeuast, uto ipu co3peBanuy u A epeHImpoBKe 9M-
OPUOHAJIBHBIX MPEANIECTBEHHUKOB B-TMM(OIIMTOB IIPOUCXOAST T1e-
pectpoiiku JIHK B xpomocomax 2, 14, 22 u hopMupyoTcs B KasKI0M
3pesioM B-smmmonnte rensr g serkoit L- (TUIsl A 1 ) 1 TAXKETON
H- (tum p) neneii 6yaymero ummyHorao0yna. CienoBarebHo,
B JAHHOM CJIy4ae MMEeeT MEeCTO HMCKJIOUeHre u3 OOIIero mpasuia
0 TOM, UTO BO BCeX crerramn3npoBaHHbix kietkax JIHK naentruna.
B pesymbTaTe Takoii mepectpoitku popmMupyetcs npumepHo 1mo 4000
TeHOB KaK JIJIS JIETKUX, TaK U JIJIS TSSKEJBIX 1eTell. Y Ka3aHHbIe Bapy-
auThl L- m H-reHoB pacripezesieHbl COOTBETCTBEHHO TI0 Pa3HBIM 3pe-
abiM B-smmmonuram, obpasyiommum 2 x 107 kinonos. Kaxabiii kioH
CII0CcOOEH CHHTE3NPOBATH CBOU CliennuIecKii UMMYHOTJIO0YTHH-
anTuTesno. TeopeTnyecky CUUTAETCS, UTO TAKOE KOJTMYECTBO KJIOHOB
3pesblx B-smMboIuToB yke cyliecTByeT B OpraHu3Me 4esioBeKa 710
BCTPeYM ¢ UMMYHHU3UPYIONM anTurenoMm. [Tocse monasanns nHoek-
[IUOHHOTO UJTK HeMH(PEKIIMOHHOTO AaHTUTE€HA B OPTAHU3M [IPOUCXOJUT
CTUMYJISAIUS COOTBETCTBYIONUX 3TOMY aHTUTEHY 3PebIX B-mmmdo-
IITOB, KOTOPBIE TTOCIe GacTTpaHcHOPMAIIK U PA3MHOKEHSI TIpe-
BpalIafoTCs B aHTUTEJIOTPOAYIIUPYIONINE KJIETKHU, CHHTE3UPYIOTNe
u cexpeTupymomnue antutena (kracca IgM u noske kmaccos 1gG,
IgA w 1p.), KOMILJIEMEHTapHbIE aHTUTEHY-UHIYKTOPY. B aTOM cyTh
KJIOHAJTbHO-CEJIEKITMOHHON TeOPUN NMMYHOTeHe3a.

Hecxkoubko 6oJtee eTanbHo. B 3apo/ibIeBbIX KIeTKaX YeT0BeKa
B XxpoMocoMax 2, 14, 22 umetoTcs Tpymirb hparMeHTOB-9K30HOB 3aT0-
TOBOK /IJIsI TeHOB Ig: Tpu rpynmbl A 1ernei L (xpomocoMmbr 2 u 22)
u 9eThIpe rpynisl A7 erneit H (xpomocoma 14). B xoze co3peBanus
u uddepeHIMPOBKI 9MOPUOHAIBHBIX MPEIIIECTBEHHUKOB B-nm-
(HOIKMTOB TIPOUCXOAAT MYTAIUU B 9TUX DK30HAX, UX PEKOMOMHAIINS
MesKLy cOOO0#l U TPAHCIIO3UIUS B OTIPe/IeJIEHHBIN JIOKYC CBOEH Xpo-
MOCOMBI ¢ (hopmupoBarueM noaHoro reda L- u H-iermu. Konnuect-
BO TaKUX COMaTHYECKUX peKoMOMHaIwmii: st L-tieneil — oxHa, 1yt
H-memeit p-tuma — aBe, g ApyTux Tsokeabix H-memedt ¢ yuetom
MOCJIEYIOTIETO TTEPEKTIOUEHHS KJacca UMMYHOTJIOOYJIMHOB — TPH
pekomOunaiun (Hobenesckast npemust 1987 r.). Cekperopubie Ig
kiaccoB M u A cojepskar ernie JipyTre MoJUTIEeN THIHBIE TIETTH.
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NOANDOOPMU3M BEAKOB U FEHOB.
MOAEKYA9PHAS TEHETUKA

omuMophu3M (hepMeHTOB OB paccMOTpeH B JieKkinn 4/1

Ha IPUMepe KJIACCUYeCKUX TsTH n30(hopM (M30(hepMEHTOB)

gaktataernaporenassl (JI/IT) n kogmpyommx nx aByx re-
HOB. [ToBTOpPUM € HEKOTOpPBIMU JeTasiMU. [[Ba HECKOJIBKO pa3ianya-
forxcd 1o nepsuanoit crpykrype AHK nsorena M n H xopupytor
COOTBETCTBEHHO TaKXe OTJINYAIoN[Hecs 110 MePBUYHON CTPYKTYype
noJnentuaneie nenu M u H. KomOGunanms eneit M u H o yersipe
B Kax 1011 Mosiekye JI/II" cosnaer nsitb uzodopm JIAT. Ha atom nipu-
Mepe OYeHb XOPOIIO IEMOHCTPUPYETCS MOMMMOPGhU3M TeHa U TTOJTH-
MophuaM cooTBeTCTBYIONIEr0 hepMeHTa. KIMHMHNYecKoe 3HaUYeHre
uzocdopm JI/II" paccMoTpeno B yKazaHHOI BBITIE JTEKITHT.

Jlpyrue npumepsr n30hepMEHTOB — KpPeaTUHKUHA3a U KUCJIast
docdarasa. /[Ba rerHa KpeaTHHKIHA3BI KOAUPYIOT GETKOBBIE Tiermn M
u B. Coueranue AByX 11erieii B 0J{HOI MOJIEKYJIE OJTUTOMEPHOTO (ep-
MenTa ¢opmupyet Tpu uzodopmer MM, MB u BB, cemmmdnyeckn
peobJIalarolie COOTBETCTBEHHO B CKEJIETHBIX MBIIIIAX, B CEped-
HOM MBITIIE W B MO3TY. ¥ 37I0POBOTO YeJOBEKa B CBIBOPOTKE KPOBU
COOTHOIIIEHNE 3TUX N30(DePMEHTOB COCTABJISIET COOTBETCTBEHHO 94—
98%:2—6%:0%. IIpu octpom nnbapkre MUOKap/aa yxke uepe3 4—8 u
3a00JieBaHMsT B CBIBOPOTKE KPOBU YBEJIUYMBAETCS KaK CyMMapHast
aktuBHOCTH KK, Tak m ocob6eHno akTuBHOCTH n3ohopmbr MB, uTo
UCIIOJIb3YeTCs B JIaOOPATOPHOIT THArHOCTHKE.

Hawubosee stpkuii ipumep mosmMopdusMa OeTKOB — HaJTUdre
Y 3JI0POBOTO YeJIOBEKa YeThIPeX n30(hopM (M300€JIKOB) reMorIoouHa
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Hb (tabx. 8/1.1). Bee a1t n30(hOpMbI BBITIOTHAIOT 00IIyI0 (DYHK-
IUI0 — TTEPEHOC KUCJIOPOJIa B COCTABE APUTPOIUTOB U3 JIETKUX B OP-
raubl ¥ Tkanu. Ho, Kak 3T0 XapakTepHo /st BceX u3ohopMm OGETKOB
1 (DEPMEHTOB, OHU UMEIOT HEOOJIbIINE OTINYUS B TIEPBUYHOMN CTPYK-
Type BTOPOTo IJI00MHA, KOTOPBII KOAUPYeTcs: pa3HbiMu reHamu 11-ii
XPOMOCOMBI ¢ 06pa3oBaHueM B-rI00MHA U TPEX IPYTUX er0 n30(hopM
(cm. Taba. 8/1.1). a-robuH, 3akoaupoBaHHbIi B 16-i1 XpoMocome,
He uMeeT oTandnii y pasubix usobopm Hb. Coxepskanue B KpoBu
yesoBeKka pasHbix n3odopm Hb 1 mx 3HaueHne Ha pasHbIX JTarax
OHTOTeHe3a TaksKe npejcrasieHo B 1abu. 8/1.1. Kak 6b110 ykazaHO
B TIPEIBIYTIEH JEKITUHN, U3MEHEHVE TIEPBUYHON CTPYKTYPHI BTOPOTO
riobuna (B, y U p.) TPU BO3PACTHOM Pa3BUTHUHU Ye€JOBEKA BbI3Ba-
HO Yepe/IOBAHNEM PETIPECCUN U MHAYKITMH COOTBETCTBYIONIIX TEHOB
B xpoMocome 11.

Tabauya 8/1.1
N3odopmbl (M300€IKH) reMOrI00MHa YeoBeKa

Coaepskanue B KPOBH
Nzodopma remornobuna B3POCIOTo ueoBeKa, % Crpykrypa
HbA (rsaBHbIit) 96 2 a-, 2 B-rinobuna; 4 rema
{

AK 21 — Tuc*
HbA, 2 2 a-, 2 A-rnobuna; 4 rema
Imbpuonanbubiii HbF, 2 2 a-, 2 y-rinobuna, 4 rema
TJTaBHBIN /71T SMOPHOHA
U it pebeHKa B TeueHne AK 21 — Cep®
MePBOro TO/Ia KUHH
HbE sMm6puona B Teuerue 0 2 a, 2 &-r10061Ha, 4 Tema
6 MecsieB GepeMeHHOCTU

C 6GUOXMMUYECKOW TOYKU 3PEHUST MHTEPECHO CPABHUTH OCHOB-
HOI TeMOryIO6UH B3pocioro YenoBeka HbA u ambpuonambubiii HbF.
Y nocsienero BTopoii riaobut — y-riaobun — uMeet B 21-M 1mosioxe-
HUW aMUHOKHCJIOTY CEPUH ¢ He3apssKeHHBIM pagukaiom, a B HbA
Y COOTBETCTBYIOIIETO B-ryI00UHA 9Ty TIO3UIUIO 3aHIUMAET MUCTUIANH
C TMOJIOKUTENBHO 3apsiKeHHBIM paaukanioM. [loatomy menee 3aps-
KeHHbI smOpuonanbubiii HbF ciabee oOpasyer nonmble CBA3H
¢ 2,3-6uchocdormuieparoM, KOTOPbINA HECET 5 OTPUIIATETLHBIX 3aPsi-
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JIOB ¥ KOTOPBII yMEHbIIIAeT CPOICTBO Hb k kucJsopony. B urtore HbF
6oJiee TPOYHO CBSI3BIBAET B IIJIAIIEHTE KUCIOPO/L U IEPEXBATHIBAET €TO
y HbA marepu mist sMmGpuoHa.

PaccMoTpenHbie TpUMepPbI OJTMMOpPGhU3Ma CBsi3aHbl ¢ paboToi
pasHbIX reHoB. MHoraa o6pasoBanue n30hopM OEIKOB 1 (hepMeH-
TOB 00YCJIOBJIEHO OJTHOBPEMEHHON TPAHCKPHIIIIMEN Pa3HbIX aJlie-
Jiell OJIHOTO TeHa, ecJiM ATU aJliejn KojoMuHaHTHbel. Hampumep,
B ciryuae IV, umm AB, rpynmbr KpoBU yesioBeKa /[Ba ajllesist OJ[HOTO
rera (atean a u b) paboraroT 0OHOBPEMEHHO U KOAUPYIOT 00paso-
BaHWe /IBYX HecKoJbko oTanyvatomuxcs MPHK u cooTBeTcTBeHHO
nByx nsodepmentoB A n B dbepmenTa rimkosunaTpanchepassl. ITH
130 epMEHTHI OJHOBPEMEHHO KaTAJIN3UPYIOT B OTHOM KIIeTKe-TIPe/I-
[IECTBEHHUIIE APUTPOILIUTA CUHTES TJIMKOJIUINIOB-aHTUreHOB A 1 B,
KOTOPbBIE BCTPAMBAIOTCS B IIUTOILIA3MATHYECKY IO MEMOPaHY 1 TaKIM
06pa3oM (hOpMUPYIOT Jasee B 9puTpoITax [V rpyrmny KpoBu.

apa roMoriort4HbIX XpoMoCOM

bepmeHT A ®epmeHT B

Tpu raukonunuaa-anturena A, B, 0, naxogsuiuecs B Membpate
Pa3HbIX IPUTPOIIUTOB U CO3/AIOTINE B PA3HBIX COUETAHUSIX UEThIPe
rpy1nbl Kpou cucteMbl ABO, IMeroT 001IHil JINTTH/IHBII SIKOPH — 11e-
paMujl, BCTPOEHHBIN B MEMOPaHy SPUTPOIINTA, U OTJUYAIOTCS CTPYK-
TYPOI1 IIOBEPXHOCTHOTO osinrocaxapujia. CTpyKTypa MOCe/HETO Oll-
pefiesisIeTcsT COOTBETCTBYIONIEH TIMKO3UATPaHChepas3oil.

Ipyroit npumep. Y 60JbHBIX CEPIIOBUAHOKIECTOYHON aHeMUEl,
reTepo3UroT, B 0IHOM apuTpoiute Haxoxsares HbA u HbS npumep-
HO B paBHOM KoJimdecTBe. Takoil mosmmMopdusM Takke 00yCJI0BIeH
OJTHOBPEMEHHON TPaHCKPUIIIUEH ele Ha CTajui d9pUTPOOJACTOB
1 HOPMOOJTACTOB JIBYX pasHbIX aJjijiesieil reHa, KOAUPYIOINUX HOP-
MaJIbHBIH B-TI00MH U €ro MyTaHTHYIO (hOPMY, B KOTOPOI HAXOIUTCST
Bau; Bmecto Iy,
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HACAEACTBEHHOCTb U USMEHYMUBOCTb

HacsiesicTBeHHOCTD SIBJISIETCSI CBOMCTBOM MaKpPO- U MUKPOOPTAaHU3-
MOB, KOTOPOE 00ECTIeYnBaAET TOCTOSTHCTBO OMONIOTUIECKHX (TeHeTH-
YeCcKHUX ) MPU3HAKOB BUIA OT OJHOU reHepaiuu K Apyroi. Pazianyaior
TeHOTUN U (PEHOTHII.

T'eHoTuI OpraHu3Ma MpeCcTaB/sieT coO0i COBOKYITHOCTD reHe-
TUYecKol mHGOPMAITNH, coleps:KaIeiicss BO Bcex TeHax. A dheHOTHUTT
MOJKHO OTIPEIEJTUTh KaK COBOKYIHOCTb OMOJIOTHYECKUX TIPU3HAKOB
Buza. ['enorun onpenesnsger GpeHoTHN, HO TPU MOAUDUITIPYIOTIEM
BO3/IEHICTBUY BHETEHOMHBIX 9H/IOTEHHBIX U 9K30T€HHBIX (DaKTOPOB.

Cassb mesxay reroruniom (JIHK) u pernorunom (Genku u dep-
MEHTBI) OTPaKeHa B KJIACCUYECKON CXeMe MOJIEKYJISIPHOI OMOIOTHH
(mexrus 1/1):

JIHK (renn) — PHK — 6eyok (epmenT) — 6GHoOrmuecKue
[IPU3HAKU.

V3MEHYMBOCTH TEHOB U COOTBETCTBEHHO OMOJIOIMUECKUX MPHU-
3HAKOB, a TAKXKeE /IBA BUJIA M3MEHUYNBOCTH (TeHOTUTINYeCKas 1 (peHo-
TUIUYECKas ) oTpaskeHsl B Tabu. 8/1.2.

Tabruva 8/1.2
MoJiekyaspHbie OCHOBbI H3MEHYMBOCTH OUOJOTHYECKUX BH/IOB

HN3meHuuBoCTh
@deHoTHNUYECKAS, WX
I'enernyeckas umm

HEHaCJeJACTBEeHHAA, HIII

Xapakre- HacJeJCTBEHHAs
MoanpUKAUOHHAS

pUCTHKA
MoutekyasipHbiit V3menenne mepBUYHON V3menenne mepBuy-
MeXaHU3M crpykrypsl JJHK nnu re- Hoii ctpykTypsl MPHK

nomuoit PHK

n Geska

Yposensb mporiecca
U3MEHYNBOCTU

PexoMOuHaIMs B IpoIiecce
KPOCCUHTOBEPA, OMUOKN
PEILIHKAINH, HEPerapypy-
embie noBpesxaenust [IHK,
MyTaIun

OumbKH 1poIeccoB
TPAHCKPUIIIIUU 1 TPAHC-
JISATAN TIOJT JIefiCTBUEM
9K30TE€HHbBIX U IH/IOTEH-
HBIX (DaKTOPOB

I'aBnoe JJIA OMOXMMUKA — Hac/eACTBeHHasda UJIN TeHOTHUIINYe-

CKasl U3BMEHYMBOCTb HAa MOJIEKYJISIPHOM YPOBHE IIPOUCXOIUT B pe-
3yJsibTare udMeHeHus nepsuunoil crpykrypol JJHK nim renomuoit
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PHK nyst nekoropbix BupycoB. DeHoTUIINYECKAST UJIM HEHACIE/IC-
TBEHHAs M3MEHUYMBOCTH — 3TO PE3yJbTAT U3MEHEHUS MEePBUYHON
crpykrypsl PHK u/umm Gesika npu nocrostacetse crpykrypor JJTHK
(renos). Ecau momudunmpyonme hakTopsl, BRI3bIBAONNE HEHA-
CJIEZICTBEHHYIO M3MEHYNBOCTD, VAAIIIOTCS WU MPEKPAIAIOT CBOE
neicTBus, To EHOTUTTHYECKUE H3MEHEH WS OMOOTMYECKUX TIPU3HA-
KOB He TIepelaloTCs TI0 HACIe/ICTBRY.

B npotiecce 3BOIOINT GHOJIOTHYECKUX BUAOB IPOUCXO/IHIIO YBe-
JMdeHne pasmepoB u pasuooOpasust ux revoma (JIHK wim PHK)
B pe3yJibTaTe COYeTaHUs PEKOMOUHAIIMIA U MyTaIlHil. Y CJIOBHO BbI/le-
JISTIOT JIMXOTOMUYECKYIO HBOJIIOIUIO, T.€. MMOSIBJIEHUE HOBBIX FE€HHbBIX
JIOKycOB 1 TeHOB B cTpyKkType JIHK (1HepaBHbIit KpoccuHTOBED, MyTI-
JIUKAIINU TE€HOB), U hueTndeckyio sBosonmio. [locaexass — ato
MYTalu¥ UAEHTUYHBIX, AYTITUIINPOBAHHBIX TEHOB C BOSHUKHOBEHU-
€M HOBbIX reHOB. Takoe couetanue JIByX 3BOJIOIMOHHBIX MTPOIECCOB
[IPUBEJIO K TOMY, YTO Y COBPEMEHHOI KMIIIEYHON TTAT0UKK HEOOTBITIONM
pasmep JIHK (3,8 x 106 nykmeornanbix nap (H.IL) 1 MOJIEKy/IsIpHAS
macca 2 x 10° [Ia) u ob1iiee KoamuectBo GeIKOB 1 TeHOB 0K0J10 3000,
a y yesioBeka, coorBercterno, B /IHK (B rammonanom Habope Beex
xpomocom) 3,8 x 10% w11, 2 x 10'? [Ta, a kommdecTBo OeaKOB (He cuu-
Tast AMMYHOTJIOOYJIMHOB) ¥ X KOIMPYIOMUX TeHOB — 0K0J10 35 000.
[Ipu aTOM B TIpOIIECCE ABOMOINY TIOCTOSHHO BO3PACTAIIO KOJTMYECTBO
cayskeGHbIX nocstenoBareabiocreil B JJTHK, koTopble He KOAUPYIOT
GeJIKM, 1 3Ta JI0JI1 HETEHHBIX YYaCTKOB y Y€JI0BEKa, BEPOSITHO, CO-
craBister 0Koso 90%. B MUTOXOHAPUSAX YETOBEKA COAEPHKUTCS COO-
crBennas /IHK co cBommu renamu, HarnpuMep HEKOTOPBIMU TeHAMU
dbepmenTos sHepreruueckoro obmena. Muroxonapuanbuas JHK
yesnoBeka nmpumepro B 10 000 pa3 MeHbIlle, YeM CPeHsIST XPOMOCOM-
Hag JIHK, n moatomy mutoxonapuamsubie JIHK, Hacaenyembie mo
MaTepUHCKON JUHUKH, — GoJiee YAOOHBIN 00BEKT /IS TIPOBEICHUSI
HEKOTOPbIX BUJIOB TEHHOU /MArHOCTUKH, KaK, HAIIPUMEP, TIPU aHa-
JIN3e OCTAaHKOB POCCUNCKON 1apCKOW CEMBU.

PEKOMBUHALIUA

PexoMOGUHAIMK CO3/IaI0T PEKOMOMHATUBHYIO U3MEHUYNBOCTD Y DyKa-
PHOT B XOJi€ KPOCCHHTOBEPA BO BPEMSI CO3PEBaHMsI TaMeT 1 0OecTieun-
BaloT n3MeHenue nepsuunoii crpykTypsl JIHK Bo Bcex xpomocomax
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noromcrBa. I[Ipu pekoMOMHAIIMY TIPOUCXOAUT Pa3pbiB Gocdomau-
a(pUpHBIX CBSA3€H B IBYX POAMTEIHCKUX XPOMOCOMAaX-MOJIEKYJTaX
JHK (11pm yuactum sHAOHYKJI€a3) U MOCaeAyIolee CoeIMHEHNE Pa3-
HBIX poauTesnbckux pparmentoB /|HK, karamusupyemoe /IHK-ura-
3amu. Tak Ha OHOM W3 HTAMOB CO3peBaHUd TaMeT (KPOCCUHTOBED)
CO3/IaI0TCsI peKOMOMHAHTHbBIE raMeTbl. OOBIYHO KPOCCUHTOBEP ObIBa-
eT paBHbIM, Korja aanHa pekomOuaanTHbix J{HK He usmensiercst:

l [ee
MCXodHbIe
J [IHK

[Ipu HepaBHOM KPOCCHMHTIOBEPE Pa3pbiBbl B [BYX XPOMOCOMAX
IPOUCXOAAT B HECUMMETPUYHBIX YYaCTKAX U M3 IBYX PEKOMOMHAHT-
veix JIHK omna xopode ncxomHoi, a aApyras aiaunaee. B aTom onun
13 MeXaHM3MOB yBesndenus 1auHbl 1 oobema JJHK mus mporecca
DBOJIIOIINH.

MYTAUUU

MyTanuu usBecTHbl 6MOJIOraM ¥ 0COOEHHO reHeTHKaM y:ke Ooiee
100 Jiet, HO UX MOJIEKYJISIPHBIN MEXAHNU3M MOT OBbITh BBISICHEH TOJIBKO
B 9Py MOJIEKYJISIPHOI GUOJIOTHE TOCJIE OTKPBITUST POJIU HYKJIEHHO-
BBIX KHUCJIOT. B MCTOpUY MOJIEKYJISIPHON TEHETHKH MEPBBIN TIPUMEP
9KCIEPUMEHTAILHOTO MyTareHe3a — XUMHUYECKUN MyTareHe3 Ha
n30smpoBanHoil nHpekmronnoit renomuoir PHK Bupyca Tabaunoii
Mosauku. [Ipu o6paboTke in vitro ounmnieHHoi BupycHoit PHK aszoru-
CTO¥ KMCJIOTON MPUCXOMUT sesamuarpoBanue iuro3utaa PHK u ero
npeBpaileHre B ypaiu:
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“

T Ypauun

B utore momyuaetcs renomuag supycuag PHK ¢ m3amenennoi
nepBUYHON cTpykTypoilt (3amena Il na Y). Ilpu 3apaskenuu atoi
PHK smcTheB Tabaka pempoaylupyioTCsT BUPYCHbBIE YaCTUIIHI-MY-
TaHTBI, Y KOTOPBIX U3MEHEHA MePBUYHAs CTPYKTYPa BaKHbBIX OEJIKOB
U COOTBETCTBEHHO U3MEHEH XapaKTep NH(PEKIMOHHOTO IpoIiecca. JTa
M3MEHUYMBOCTH COXPAHSIETCSI B BUDYCHOM IIOTOMCTBE, CJIeZI0BATENIBHO,
SIBJIIETCS HACJEACTBEHHON MYTAIIMOHHON N3MEHIMBOCTHIO. [0 Mose-
KYJISIDHOMY MEXaHU3MY 3TO MHAYIIMPOBAHHAS MyTallus TUIA 3aMeH
HYKJIEOTUIOB C U3MEHEHNEM CMBICJIA KOJTOHOB (MUCCEHC-MYTAITH ).

Myramuu y /IHK-reHoMHBIX Opranu3MoB (4esIoBeK, JKUBOTHBIE,
pacTeHusT) peann3yioTcs M0 aHATOTHIHOMY MEXaHU3MY: MyTareHbl
usMensior nepsuunyio crpykrypy IHK, MPHK, 6esikoB u ganee us-
MeHsToTcs1 Guosiornyeckue (reHeTuyeckne) npusHaku ocoou. Pas-
paboTaHbl Pa3HOOOPa3HbIe METObI HHLYITHPOBAHHOTO XMMUYECKOTO
u usmaeckoro mytareresa anda [IHK-comepsxkammx aykapuot (Ho-
6enesckas nmpemus 1993 r.).

CymecTByeT MHOTO KaaccubuKamnuii MyTaiiuii. Bo-mepBoIx, 11-
Tosiornueckast kiaaccudurarys (puc. 8/1.1), koropas 6asupyercs Ha
MOPMOTIOTHYECKUX U3MEHEHUSIX XPOMOCOM (XPOMOCOMHBIE abeppa-
1[UK), HA U3MEHEHUN UX yucyaa (MOJUIIONIUS U TeTePOITIONINS ),
a TIpU OTCYTCTBUUM BUAMMBIX TI0J] MIKPOCKOIIOM M3MEHEHUH XPOMO-
COM, HO MPY HAJIMYMK HACJIEICTBEHHBIX M3MEeHEHUH OUOJIOTMYEeCKUX
MPU3HAKOB IIUTOJOTUN-TEHETHKHI BBEJTN TEPMUH «TOUETHBIX» MyTa-
WU,

Bo-BTOpBIX, B 9Py CTaHOBJIEHMS FeHETUKH U OOPBObBI ¢ (hanbCu-
duxarueii 6uonorny u resetuku npegcrasureasmMu T.J0. JIbiceHKO
OBLIO aKTYaJbHO BbIAEJISATH CIIOHTaHHbIE W WHIYIIMPOBAHHbBIE MY-
tainuu. K nepBbIM OTHOCWJIN CJly4yad, IPU KOTOPBIX BBI3BIBAIOIINIA
MYyTaIlMIO areHT-MyTareH ObLI HEM3BECTEH B OTJINYNE OT U3BECTHOTO
€CTECTBEHHOTO UJIU UCKYCCTBEHHOTO (3KCIIepUMEHTATbHOTO) MyTa-
TeHa J711 WHAYIIUPOBAHHBIX MyTaliuil. CeTomHs aTa KaacCuhUKaIms
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HEe MMeeT CMbIC/IA, TaK KaK B 000MX CJIydasx AeHCTBYIOT OXHU U Te
’Ke (haKTOPBI: eCTeCTBEHHAS WJIM MICKYCCTBEHHAS PAJINAIINs U yJIbTpa-
(¢uoner, BpepHble XUMUIECKUE BEIECTBA, TEKAPCTBA, BPEIHbIE U TOK-
cruYyecKre KOMIIOHEHTbl HeKaueCTBEHHON WJIM HelIPABUJIbHO IPUTO-
TOBJIEHHON TN (KPACUTEH, OKUCTUTETN, U3MEHEHHBIE A30TUCThIE
OCHOBAHUsI, OKUCJEHHBIN XOJIeCTepPOoJ, HUTPATbl, HUTPUTDBI), BOJbI
1 Bo3ayXa (HUTPAThl, HUTPUTHI, TIECTUIIUTDI, T€POUIINIBI, KOMITO-
HEHTBI TaGAaYHOTO JIbIMa ¥ aBTOMOOMJILHBIX BBIXJIONOB). Harpumep,
pasInYHbIe OKUCIUTENN Bbi3biBatoT oOpasoBanue B /IHK 8-okcorya-
HUHA, KOTopbIil Tpu periukaruu J|HK npuBoauT k HenpaBuibHOMY
CIIAPUBAHUIO OCHOBAHWH U K cuHTe3y noueprux Hureir J[HK ¢ n3me-
HEHHOU NePBUYHON CTPYKTYPOU (MyTalllu 110 TUITY MUCCEHC-3aMEH,
tabs. 8/1.3).

Kpome ykazaHHBIX MyTareHHbIX (PAKTOPOB, TMOBPEKAAIONIUX
JHK, myTamuu MoryT ObITh CJI€CTBHEM HEPENapUpPOBAHHBIX OIIH-
GOK pETIMKAINH, B TOM YHCJIE CBSI3AHHBIX C HEN3OEKHOCTHIO CY-
MECTBOBAHUS TAYTOMEPHBIX M30MEPOB a30TUCTHIX OCHOBAHUM (JIEK-
uus 5/1).

LiuTonornyeckan knaccudukauma MyTauun

o7
< N
P N\
ebonblne ToYeYHbIe MyTaumu «Bonsme» MyTauum
(HeBMAMMbIE B MUKpOCKONE) WM XPOMOCOMHbBIE aHOManuy

Mopdhonoruyeckue WameHenue yucna
W3MEHEHWUSA XPOMOCOM XPOMOCOM

MNonunnouauns AHeynnonaus
(4n 8n..) WNK reTeponnovaus
(1n,3n,5n..)

Puc. 8/1.1. Lutonornyeckas knaccudurkaumsa mytauui

Modnexynsipuas kaaccudukanmsa mytanmii (puc.§8/1.2,
tabir. 8/1.3), BO-1IEPBBIX, 3aMEHSIET TEPMHUH «TOYEYHbBIE My TAI[UK»> Ha
TEPMUH «MYyTallUU C U3MEHEHUEM TI0CIeI0BATETHHOCTA HYKJIEOTH-
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8/1. Ioanmopduam 6eIkoB 1 reHoB. MoJiekysipHast reHeTHKa

NIOB», BBIIENISAS UX Pa3Hble BApUAHTHI. M BO-BTOPHIX, 9TO N3MEHEHE
yucsa mosekyn IHK B sape, T.e. «1utosornyeckues moJinu- u rete-
portonn. K nipeacrasientoit B Tabu. 8/1.3 undopmanmu HeobXo-
JIUMO JIaTh HEKOTOPBIE PAa3bsICHEHUS.

. UameHeHnne nocnefoBaTenLHOCTW HykneoTuaos 8 [HK
T.€. U3MEHEHWe nepBu4HON CTPYKTYpLI OHK

- _.f" l —

Jamensl BrinapeHue \ Beraekm
HYKNeoTUao8 / N WNu aenedian WK WHCepLUUK
/ ", Hykneotgoe \ HyKNeoTuaos

/ \

MepemelleHun | ObpaTHbie NepecTaHoBKY
ANW TpaHcnokaunm N MHBEPCTHK
HYKNEOTUOOB

Monunnowowa leTeponnovnaus
(4n,8n...) (1n,3n,5n..)

Puc. 8/1.2. MoneKkynapHaa knaccudukauma myTtaumi

Pamku yTeHMst reHETUYECKOTO KOJIa — 3TO YCJOBHbBIE TPAHUIIHI
mesxny Komoramu B MPHK. Ilpn myrtanuax (8 JJTHK) mo tumy Bcta-
BOK WJIM Jlesieliuil (yoajeHus1) HyKJIeOTUIOB B BU/E 1EeJIBbIX TPHUII-
JIETOB-KOIOHOB B O0IIIEM KOJIMYECTBE, KPATHOM TPEM HYKJICOTHAAM
(3,6,9...), pamka B MPHK He caBuraetcs, a KOJU4ecTBO aMUHOKHC-
JI0T B OeJIKe COOTBETCTBEHHO YBEJWYMBAETCS WM YMEHDIIAeTCs Ha
1, 2, 3... 3a cueT HOBBIX AaMUHOKHUCJIOT (IIPU BCTaBKe) WU YAATCHUS
nMmeromuxcsa (mpu genernuax). OXHO yCIOBUE — 3TU BCTABKU WU
JIeJIeIUU JIOJIKHBI TPOUCXOIUTh Ha IPaHulle Mexay Kojgonamu. Ha-
JINYMe ¥ TOCIeI0BATEbHOCTD IPYTUX aMUHOKHUCJIOT TIPU 9TOM He
usMenstores (puc. 8/1.3).

HampoTtus, mpu BCcTaBKaxX M AeTCNNSX HYKICOTHIOB (Ha JT060M
ydacTKe) B KomuecTBe, He kpaTHOM 3 (1, 2, 4...), a TakKe BCTaBKax
U IeJTIENNSIX, KPAaTHOTO TPEM KOJUUYECTBA HYKJIEOTUIOB, HO BHYTPU
TPUILJIETOB-KOJIOHOB — BO BCEX 9TUX CJIydyasX paMKa YTEHUs KOJa
B MPHK usmensierca (cMeraercs ), a B MyTaHTHOM OeJIKe BOSHUKAET
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8/1. Ioaumopduam 6eIkoB 1 reHoB. MoJiekyJisipHast reHeTHKa

COBEPIIIEHHO HOBas TTOCIEI0BATENLHOCTD AMUHOKUCIIOT, U 9TOT Oe-
JIOK WJIU TEPSIET CBOIO AKTHBHOCTB, UJIN IIPHOOPETAeT HOBbIE CBOWCTBA
(puc. 8/1.4). B orommune ot npenniaytieit cutyannn (cM. puc. 8/1.3)
takue myTtaronnsie usmenenus B JIHK, MPHK u 6enke-depmente
ABJISTIOTCA OYeHb BbIPAKEHHBIMU.

KOOOHbI U UX HoMepa daMKW HTEHWA

/N
/N

5

opmanbHbIin Genok
1

AYyTaHTHbIA Benok

Puc. 8/1.3. MyTauunsa — BCTaBKa Tpex HyKNeoTWAOB Ha rpaHuLe KoAoHoB 6e3 caBura
PaMKM YTEHNA reHeTnYeCcKkoro Koaa

Kak menstercst pyHKIMOHATbHAST aKTUBHOCTh MYTaHTHBIX O€JI-
KoB — (bepmenTOB? B momostienye K 3Toi nndopMaIum B ocaeIHeM
crosbue Tabu. 8/1.3 mobaBJisiio caeayoniee.

1. Ecan mpu myTtanum (M3MeHeHUHW MePBUYHONH CTPYKTYPHI
JTHK) dyHkIms 6eska He U3MEHIIACH, TO, BEPOSITHO, M3Me-
HeHHas aMUHOKICJIOTa He CYyIIeCTBeHHa A paboThl I[eHTpa
CBsI3bIBaHMSI O€JIKA UM U3MEHEHUsT B OeJIKe OTCYTCTBYIOT W3-
3a BBIPOKIEHHOCTU TeHETHYECKOTO KO/Ia.

2. TIpu HeOOIBIIOM U3MEHEHIH (DYHKIIMOHATBHON aKTHBHOCTH
6esnka (MOBBINMIEHUN WJIN CHUKEHWH) BEPOSTHBI MUCCEHC-
MYyTaIUU WM JIeJICIUH ¥ BCTaBKK G€3 CABUra PaMKHU YTCHUSI
KOJIa.

3. Tlosmas MHAKTUBAIISA MyTaHTHOTO OesTka-(hepMenTa BO3MOK-
Ha TTPU HOHCEHC-MYTalusgaxX (CHHTEe3UPyeTcs YKOPOUEHHBIH
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Yacto I (mepBsiit cemecTp 06ydenus)

()CJIOK) " IEJIeTINAX U BCTaBKaX CO CABUTOM PAaMKHN YTEHUA
Ko/1a.

VicxogHsie JHK n mPHEK
1 2

"\\

.
~
MyTauus — BcTaBka 0gHOTO HyKNeoTuaa
AytanTtHele OHK u MPHK

1 2 16 17

R

Y%

HoBble pamkm 1 KOAOHbI

YTaHTHLIN Benok
1 2 15 16 17

\ AW g ——

MexoaHble aMUHOKUCIOT I HoBble aMUHOKUCNOTbI

Puc. 8/1.4. MyTauuna — BCTaBKa OQHOrO HyKfieoTuaa Co CABUMOM pPaMKN YTEHUA
reHeTU4YecKoro Koaa

DutocoGcKo-3BOMONNOHHbBIE ACTIEKTHI U3MEHYUBOCTH OMOIOTH-
YECKUX BUAOB ObLIU B CEPEAMHE IIPOILIOTO BEKa IIPEAMETOM 0KEC-
TOYEHHbBIX AucKyccuii, ocobernno B CCCP, u, BeposATHO, BbI 3HAKO-
MBI C HUMU 13 KYyPCOB OMOJIOTHH B IIIKOJIE U B HAIllEM YHUBEPCHUTETE,
atakke u3 kuur 1 CMU. Ilose3nbie MyTaluu B COYETAHUM C Pe-
KOMOMHAITUSIMU SIBJISIIOTCST ABVSKYIIIEN CUJION 9BOJIOINH, 8 BPEIHbBIE
MyTaly — IPUYKMHON PAfa HACAeJCTBEHHBIX 3a00JI€BaHUi, KOTO-
pble TaKsKe BHOCST CBOIO JIETITY B 9BOJIOIMOHHBII TPOIECC YETOBEKA.
Cuunraercs, 4TO 4aCTOTA BPEAHBIX MyTALU U COOTBETCTBYIOIINI TaK
Ha3bIBaeMblil MyTaHTHBII IPY3 Y€JTOBEYECKO MOMYJISIUN TOCTOSH-
HO BO3PACTAIOT B YCJOBHAX AaJbHENNIeN «I[MBUIU3AIMN» HAIIETO
obuecTsa.

OzHaKo cJIeayer MoA4epKHYTh, YTO JAIEKO He BCe MyTal[HOHHbIe
usmenenust J{IHK peanusyrorcst B peHOTUIIMYECKH BbIPasKEHHBIE 13-
MeHeHUs OMOJIOTMYECKUX XapaKTepUCTUK dyetoBeka. COOTBETCTBYIO-
ye TPUYMHBL, HEHTPATU3YIOIINe 9TH TeHHbIe U3MEHEHUST: BHIPOIK-
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8/1. Ioanmopduam 6eIkoB 1 reHoB. MoJiekysipHast reHeTHKa

NEHHOCTH TEHETUYECKOTO KOJIa, PEIleCCUBHBIE MYTAIIUN, PeTapaltus
JTHK, o6paTHbie MyTaluu, JeTajabHbie MyTaI[UH, IPeJOTBPaLIaoIIie
POKIEHNE HEKU3HECTIOCOOHOTO MTOTOMCTBA.

B pesysbraTe MyTanmii u pekoMOMHALINI B ITpoleccax puiore-
He3a W OHTOreHe3a B MOMYJISAIUAX OUOJOrMYeCKUX BUIOB BOSHUKAET
rpoMajHoe pasHooOpasue TeHoB U uX ajuienaeil. Kaxabiii uesoBex
SIBJISIETCS] T€TEPO3UTOTHBIM 110 MHOTHM reHaM OeJIKOB 1 (hepMEHTOB.
IT0 cosmaer GONBIIYI0 MHAUBIAYAIHHOCTD JIOAEH KaK M0 IeHaM,
T.e. TEHOTUIINYECKUE Pas/Indusi, Tak U 110 OeskaM-(hepMeHTaM, T.e.
dbeHoTUnMYECKIIE 0COOEHHOCTH.

AHK-AWATHOCTUKA

Yenexu MOJIeKyIsIpHOI Grosiornu cepefintbl XX BeKa MO3BOJIHIIH
K €r0 KOHILy BHEJIPHUTh B KIMHUYECKYIO U CYyAeOHO-MEIUITTHCKYTO
npakTuky Metoasl JIHK-mmarnoctuku. [locientss mo3BosiseT BbI-
SIBJISITh CXOJACTBO WJIM OTJWYUS B IIEPBUYHON CTPYKType (Iocieno-
BatesibHOCTH HykiaeoTna0B) JHK nccnenyeMbix 6MOIOrHdecKnx
00pasIoB KPOBU U TKaHEi 3/[0pOBOTrO, GOJILHOTO YeJIOBEKa U JAPYTIUX
KaTeropui Jiozieil niam yacreil ux resa.

WneanbHbIM IS MEIUIIMHCKUX T1esieli OblI Obl UMEHHO TaKoil
aHajm3 HerocpeacTBeHHo mepsudHoii crpykrypsl JITHK. TTogo6Hbe
METOZIBl CYIIEeCTBYIOT. ITO XuMudecknit Metox Makcama u sKuiib-
6epra u ¢pepmenTatuBHbiii MeTox CaHykepa, B TOM YKCJe aBTOMa-
TUYECKUe BapUAHTHI aHamn3a. Ho Takue MeTO/bI CAUIIKOM TOPOTHe
U CJIOJKHBIE, OHKM UCIIOJb30BAIUCH TOJIBKO [t TJI0OATbHOTO KapTH-
POBaHUS TeHOMA YeJOBeKa U B UCKJIIOYNTENbHBIX CIydasx, Halpu-
Mep, JIJISI IOJIHOTO CeKBEHMPOBAaHUSA HEOOJIBIION MUTOXOHIPUAIHHOIM
JTHK uienoB poccuiickoii napckoit cembu. /1J1st MEAUTIMHCKUX TIeJIei
PeasbHO CETOIHS UCTI0Jb30BAHNE PA3JTNIHBIX BAPUAHTOB HETTPSIMOTO
ompenenenud nepsuunoii ctpyktypsl JJHK. Ha 3ape monexynsproit
6uoJioruu 310 OBLT 0BOJNBHO TPyObIil MeTox rubpuausanun JTHK
U reTepoayIiekcHoro ananusa mosiekysa /[IHK, a ceronnus ucmosinb-
3yIOT METO/I TIOJUMOP(dU3Ma JTUHBI PECTPUKITNOHHBIX (hparMeHTOB
[THK (MeTon «reHHON MAKTUIOCKOIUWY ), OIpe/ie/ieHue MYTaluii
C OMOTI[BIO aJljIeNib-clieluPUIecKUX Ipod B COYETAHUM C IIEMHOM
nosimmepasnoit peakiun — [P (cm. nexiumio 5/1). Ecin ussectra
XOTst Obl YACTUYHO NEPBUYHASA CTPYKTYpa HE0OXOAUMbIX (DparMeHTOB
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(renoB) JIHK u Bo3aMokeH cuHTe3 criennniecKux ITpaiiMepoB st
reHOB YesIoBeKa MM MH(PEKITMOHHBIX areHTOB, TO ¢ TToMoIbio [T11P
MOKHO BBISIBJISITH COOTBETCTBYIOIINE MyTAIlUU UM HOCUTEIHCTBO-
WHGUITMPOBaHNE Pa3HbIMU MUKpoopranuaMamu (Bupycsl BIY u re-
HaTuTa, XJaMUANU ¥ APyrue Bo30yAuTe ).

CoBpeMeHHas peHaTalbHas JUarHOCTHKA ¥ AMarHOCTHKA 3200-
JIeBaHUI HOBOPOXKIEHHBIX /IeTE NCMOTb3YET Pa3HbIE METOMBI, B TOM
gucye JJHK-guarnoctuky. Eme B CCCP 6b110 3aKOHOAATENBHO 3a-
KperieHa obsi3aTe/ibHast HeoHaTalbHasl AMAarHOCTUKA TPeX HacJie/-
CTBEHHBIX BPOJK/IEHHBIX 3200JIeBAHUIT: ralaKTO3eMUN, (DEHUIKETOHY-
pun u runotrpeosa. B PMD pekoMeH10BaHO K 9TOMY CITUCKY 100aBUThH
MYKOBHUCIIMIO3 ¥ aJPEHOreHUTANbHbII CHHAPOM. DTH 3a60/eBaHus
MBI OyJIeM pacCMaTPUBATh B HAIIEM KYpCe.

rfEHHAY UHXEHEPUSA U TEHHA4A TEPAMNAY

lennasi unKeHepusi — 3TO OTHOCUTEJIBHO HOBAsl TEXHUKA B MOJIEKY-
JISIPHOI OMOJIOTUY U TeHETHKe, HO OHA y’Ke 3apeKOMeH/[0Baja cebst
KaK OCHOBA JUJIsI CO3/IaHUsI TeHETUYECKU U3MEHEHHBIX MUKPOOpra-
HU3MOB, TPAHCTEHHBIX PACTEHUH U OMOTEXHOJOTUI TIPOMBIIIIECHHO-
IO MOJIy4eHUsT HeOOXOMMBIX JIJIsl YEJI0OBEYECTBA BEIECTB, JIEKapCTB,
BaKI[MH U TTUIIEBBIX MTPOYKTOB.

[IpunnunuanbHO reHHast UHKEHEPUsi COCTOUT U3 TPeX HTAIOB
(puc. 8/1.5).

Bo-1epBbiX, 3TO BbljleJieHNEe TEHOB WJIM XUMUUYECKUI CUHTE3
Heboubiux redos (JJHK), kogupyomux HeoOX0AuMbIe TIPOLYKTHI,
HarpuMep uHcyuH 1 HBS-anTturen supyca renatura B. KomuectBo
atux (pparmenros [[HK mosxer 6biTh yBesnueno ¢ nomorinio TTTTP.

Ha cienyrotem arare yKkazaHHbIe TeHbl BCTPAUBAIOTCS B MOJIe-
kysbel JIHK-BekTopoB: B bakTepuasbhbie maa3Muibl (1711 HeOO Ib-
WX TEHOB), B GakTeprodaru, B KOCMUIbI (PEKOMOMHAHTHI TLIa3M UL
¢ haramm), B pazuble MOANMUIMPOBAHHBIE BUPYCHI, COXPAHUBIIINE
CIOCOOHOCTD K PEMPOLYKIIUH, HO TOTEPSIBIINE MATOT€HHOCTh. JTa
BCTPOIiKa MPOBOAMTCS MyTeM 06pabGOTKY WMCCJAEYEMbIX T€HOB
u /IHK-BeKTOpOB pecTpUKIMOHHBIMU dHIOHYKIeazamMu kiacca 11,
KoTopble y3HatoT B Mosiekynax J|HK cBom rekcanykieoTn/ipr u crie-
nnhUIecKr KaTaJIu3nupyioT pa3peiB B HUX (hochoanaupHbIX CBs-
3€li, co3/1aBast Tak Ha3bIBAEMbIe JIUTKUE KOHIIbI, 6JIaroapst KOTOPhIM
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nanee JIHK-mmrassr hopMupytoT peKOMOMHAHTHBIE MOJIEKYJTHI TE€H-
BEKTOP.

Heobxoaumein [OHK-2 (nnaamuga,
«— (ar, supyc)

Knetka-
npoaoyueHT

A—:crpmraaa
¥

BeeneHue
B peuunueHT

AN /

Y
xN HoBubii

'/ npo, KT
[HK-nurasza poay

PekomBuHaHTHasn

Puc. 8/1.5. dTanbl meToa reHHOWN UHXXeHepun

Ha tperbem aTare KOHCTPYKIMA T€H-BEKTOP BBOJUTCS B Opra-
HU3M-PEIUITIEHT, CIIOCOOHBIN Pa3MHOKATHCSI ¥ TIPOLYIIMPOBATD ITPO-
JIYKT, KOAMPYEMBIN BBEJICHHBIM UYKUM T€HOM. PerunuenTsr — aTo
Gaktepuu (KUIIEYHAst Taj0uKa u JIp. ), APOKKU, KUBOTHbBIE U PACTH-
TeJibHbIE KJIeTKU. Tak, yKe cO3/laHbl MPOMBIIIJIEHHBIE TTPO/YIIEHTHI
HEOOXOAMMBIX YEJTOBEKY XMMHUUYECKUX U JIEKAPCTBEHHBIX BEIIECTB,
MoJIiy4eHrue KOTOPBIX IPYTUMU MYTSIMU 3aTPYAHUTEIbHO WU OTlac-
HO. [eHHAs UHKeHepUs TTO3BOJIMIIA CO3/IATh CJAEAYIONINE TIPeraparhl,
HCIT0JIb30BaHUE KOTOPBIX PaspellleHO B MEJIUIIMHCKOM IIPaKTHKe: Yye-
JIOBEUECKUI MHCYJINH, 9PUTPOIIOITUH, COMATOTPONIUH (TOPMOH pOC-
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Ta), TKAHEBOU aKTUBATOP TIa3MuHorena, haxtop VIII cBepreiBanms
KPOBH, a-UHTEPPEPOH, UHTEPJIEHKIUHBI, BAaKIIMHA TIPOTHUB TenaTuTa B,
nuarHoctTukyM CITN/I.

Kraerku mpogyiieHTa 10KHBI KYJIbTUBUPOBATHCS B TIPOMBIIII-
JIEHHBIX YCJIOBHSIX, OOECIIEYUTh CHHTE3 ¥ CBOOOIHYIO CEKPEINIo He-
00X0INMOTO MTPO/IYKTA B CPEY KyJIbTHBUPOBAHKS B 3HAYNMbIX KOJIU-
YecTBax M He CO3/1aBaTh MPOBJIEM € 9KOJOTHIECKON HE30TIaCHOCTBIO.



Aekuuna 9/1

MEMBPAHbBbI KAETOK

TPYKTYPY ¥ CBOWCTBa MeMOpaH Bbl U3ydaJu Ha IPEAbILY-

meM Kypce Ha Kadenpax husnku, OMOJTOTUU U THCTOJOTHH.

[ToaTomy orparmymMcs XapaKTePUCTUKON XUMIIECKON MO-
3aMYHOI CTPYKTYPBI TUIOBO# IUTOMJIA3MaTHIECKON MeMOpaHbl,
nmpezfcTaBiaeHHON Ha puc. 9/1.1, KOTOPBIN 1eMOHCTPUPYET HaIUUILe
B MeMOpaHe OeJIKOB, JIUU/I0B U YTJIEBO/OB.

QOCHOnNUNMaLI ¥ ABOWHOW
NUNKAHBLIA CNoi

\ .y
I‘\, N

FrukonmMnng

Lepamua- ?
[Xonecrepon : 7 “AKOPbN //
/

A 2
i
7’

Puc. 9/1.1. CtpoeHue yutonnasmaTmyeckomn MembpaHbl



Yacto I (mepBsiit cemecTp 06ydenus)

BEAKU

Besku cocrasisiior 50-70% ot maccsr MemOpan. 1o ocobeHHOCTSIM
PACIIOJIOKEHIST B MeMOpaHe BBIAEISIOT CJIeLYIOIINe BUIbI MeMOpaH-
HBIX OeKOB (HOMEpa B MEPEYNCIEHUN COOTBETCTBYIOT HOMEPAM Ha
puc. 9/1.1):

1) nepudepuueckue 6eIKN B KOMILIEKCE ¢ MOHO- U OJIUTOCAXa-
pUIaMH, T.€. 3TO JIMKOIIPOTENHBI,

2) tpancMeMOpaHHbie OeJIKU, TPOHU3BIBAIONNE HACKBO3b MeM-
GpaHy u cojiepsalie Kak rugpoGoOHbie aMUHOKUCIIOTHI JIJIst
(bopMHpOBaHUSI VX CBsI3€ii ¢ APYTUMU THAPOGOOHBIMU KOMITO-
HEHTaMK BHYTPEHHETo ydacTka MeMOpaH, Tak U ruApoQuib-
Hble aMUHOKHCJIOTHI Ha N-n C-KOHIIax 1emny;

3) unTerpaibhbie GeJIKU U3 rEAPOGOOHBIX AMUHOKKCIIOT, TI0JI-
HOCTBIO HaXOJISAIINECS] B MEMOpaHE;

4) 3asiKOpeHHbIe OeJIKM, CBSI3aHHbIE ¢ caMOi MeMOpaHOii Jin-
UIHOM HOKKOH (Harpumep, G-6eIKu 1 aleTUIXOJNHICTe-

pa3za).

ANTTUADI

Bui/b MeMOpaHHBIX JIUTTH/IOB.
1. AMbuduabubie GpocdoannmIpl, COCTOSIINE U3 ABYX YaCTeH.

/”—/‘ MmapodobHLIA
H XBOCT

wopodunbHan JBe XUpHbIX
NOBKd ]

Taxyto 0cOOEHHOCTDh MOJIEKYJI, T.€. HAJIMYKe OJHOBPEMEHHO TH/I-
podunbHO 1 rHAPO(MOOHBIX YacTel, Ha3bIBalOT aM(pUPUIHLHOCTHIO,
Gylaroapsi 4eMy 9TH MOJIEKYJIbI, KaK M 00OBIYHOE MBLIO, 06JIaai0T
[TOBEPXHOCTHOM aKTUBHOCTBIO.

Beigensior ase rpymmsl pochoaunumos:

a) raurepodochoTUINIABI Ha OCHOBE TJINIIEPOJIa C TTOJISIPHOT ro-

JIOBKOM, HaripuMep, hocdoxonuna; popmyia pochaTummnixo-
JINHA WJIN JIEIUTIHA.
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POCOXONUH

W3 pana apyrux amamoroB ot™MeTuM (dochaTuanaiceput, KOTo-
PBII MHOT/IA BBIMTOJHSIET (DYHKIINIO aKTUBAaTOpa MeMOpaHHBIX dep-
MEHTOB;

6) currodocdoIMIIIL Ha OCHOBE aMIUHOCTIHPTA CHIUHTO3MHA

C TTOJISIPHOH TOJI0OBKOH (hocdhoxonnna B ciaydae chuHTOMUE-
JIHA, KOTOPBIN SBJISETCS TJaBHBIM KOMITOHEHTOM MUeTHA
B HEPBHOI CHUCTEME.

|
C”) (IZH —NH—-CO—-R
'CH3}3N+—CH2—CH3— O—P—0—CH;
|
GocthoxonuH O Lepamna unu N-aumncuHrosmH —

3TO KOMMeke chnHroanHa
W MUPHOW KMCIOThI

2. Tnukonvmuasl wian aMm@uduabHbie 1epedbpo3uIbl IPeaCcTaB-
JISIOT 13 ce0s1 KOMILIEKC iepaMujia ¢ yriieBogaMu (MOHO- WJIU OJIU-
rocaxapugamu). OHU pacroIOKeHbl Ha ITOBEPXHOCTH KJIETOUHBIX
MeMOpaH, HO MX JIMIUAHAS SIKOPHast HOKKa (1lepaMujl) 3aKperiie-
Ha BO BHyTpeHHeM cjioe MeMOpaH (cM. puc. 9/1.1). [lnsa cpaBHeHus:
dhochomumapl 06pasyoT B caMoil MeMOpaHe JBOHON JINIUIHBII
cnoit (em. puc. 9/1.1).

YTnesodHas 4acTe

Luronnasmartuyeckan Liepamun
memBpana Kak AKOpbL

Imukonunuasl 1eTepMUHUPYIOT TPYIIBI KpoBU cucteMbl ABO
BMecCTe ¢ MeMOpaHHBIME TJHKonpoTenHamMu. OHU yY4acTBYIOT Tak-
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JKe B KauecTBe MeMOPaHHbBIX aHTUTEHOB BO B3AaMMOJIEHCTBUU KJIETOK
C aHTUTEJIAMH U UTPAIOT TJIABHYIO POJIb B PEIENITOPHOM IHIOIUTO3E.
MeMO6paHbl HEPOHOB COAEPIKAT MHOTO OCOOBIX TJIUKOJIHUITUIOB —
FaHJINO3UIOB, UMEIOINUX B KAUECTBE YIJIEBOHOTO KOMIIOHEHTA CH-
aJIOBbIE KUCJIOTHI (Hampumep, N-aleTUIHEHPaMUHOBYIO KUCTIOTY ).

3. CinaboamuduabHbII X01ecTepo1, KOTOPbI Mbl OyaeM TO/-
POGHO paccMaTpUBATh BO BTOPOM CEMECTPE.

MEMBPAHHbIE YTAEBOADI

MemGpaHHbIE YIJIEBO/IbI, KaK YK€ sICHO U3 BBIIIEH3JI0KEHHOTO, Ha-
XOIATCS B MeMOpaHaX TOJIbKO B KOMILIEKCAX ¢ OeJIKaMK 1 MU IaMU.
Csobomubie yrieBoznl, a takke kupbl (TAT) B MemGpanax orcyT-
CTBYIOT.
DOyHKIMKH MeMOpaH:
e CTPYKTypHas PoJib Kak ruaApohoOHOI rpaHKIlbl MEKIY KJIeT-
KOU U OKpYsKarolel JKUAKOCThIO (KPOBBIO) MU MEKKJIETOU-
HBIM MaTPUKCOM, OHM CJTY;KAT TAKKe /IS pasfieIeHns OT/eTh-
HBIX YacTel KJIETKU,

e TPAHCIOPT Pas/IMYHBIX BENIECTB Yyepe3 MeMOpaHbl;

e Ilepejiaya CUTHAJIOB TOPMOHOB BHYTPb KJIETOK;

e yuacTHe B MeTaboIM3Me KJIETOK.

YacTtHast pojib MeMOPaHHBIX OEJIKOB: CTPYKTYpHasi, (hepMeHTa-
TUBHAsI, B KAUYECTBE PEIENTOPOB [IJiI TOPMOHOB, BUPYCOB U B Kade-
CTBE TPAHCIIOPTEPOB JIJIsI IEPEHOCA PA3JIMUHbIX BEIECTB.

YacTHas pob MeMOPaHHBIX JUITUAOB: CO3[aHNE CTPYKTYPHO-
To JIBOMHOTO JIUIIUIHOTO ¢J105T U3 (hochOTUTTNAOB, CO3JIaHNE THAPO-
(HOGHOI TPaHUIIBI KJIETKH, yUyacTHE B Iiepe/iade CUTHAIOB TOPMOHOB,
AKTUBAIUsT HEKOTOPBIX MeMOPaHHbIX (hepMEHTOB. A MeHHO: (hoca-
TUIUJICEPUH aKTUBUPYET MpoTenHknHa3y C B IMUTOMIa3MaTHUECKOM
MeMOpate, (hochHaTuANIXONUH aKTUBUPYET B-THAPOKCUOYTHPAT/IE-
rUporeHasy BO BHyTpeHHell MeMOpaHe MUTOXOHAPUIA.

NEPEHOC BELLECTB YEPE3 MEMBPAHDI
(HobGenesckue npemun 1999, 2003 rr.)

Yepes MeMOpaHbl ITPOUCXOAUT MEPEHOC TTUTATETbHBIX BEIECTB, Ta-
30B, MeTabOMUTOB, THAPOMOGHBIX TOPMOHOB (CTEPOUIHBIE TOPMOHBI
1 WOJATUPOHUHBI) U JIEKAPCTB.
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OdeHb KpPyIMHbIE MOJIEKYJIbI U CYTTPAMOJIEKYISIPHBIE KOMILIEKCHI
MOTYT yAQJISATbCsl (CEKPEeTUPOBATHCS) U3 KJIETKU (3K301IMTO3) WJIN
MOCTYNATh B KJETKY (PEeNTOPHBIN NI HEePEeTeNITOPHbII 9HAOTIUTO3)
C TTOMOIIBIO CTEIMATbHBIX MEXaHU3MOB. B pamMKax JeKIuu peasbHo
PaccMOTPETH TOJMBKO MEXAHI3M MEPEHOCA OTHOCUTEHHO HEOOIBIINX
Mostexya (puc. 9/1.2).

MpocTan ObnerveHHan AKTUEHBLIA
Avddyana avddpyann TpaHcnopT

Bes GenkoB-nepeHocHMKOB
v Ges saTpaTh! SHEPTUK

C yqactvem Benkos-nepeHocHukos

Mo rpaguenTy MpoTue rpagueHTa
KOHLIEHTpaL K KOHLeHTpaLuum
(Gea sarparsl aHeprum) (c 3aTparoi aHepruu)

T —

MepexHocuymk- MepeHocynk-
TpaHcnopTep TpaHcnopTep

AKTUBHbBIA
enid
_____Tpaxcnopt

N

\

Bropud4Ho akTMBHGLIA
_._._.___'___,_.-——" ‘.\
e N\
H* K*-AToasa Cumnopr ana A Auxtunopt ana D
H"-ATdaza f/.e——m\\
Av—L ~At

Bt - By

Puc. 9/1.2. Cnoco6bl TpaHCNoOpTa BELLECTB Yepe3s MeMbpaHbl. [IpumeyaHue. Cum-
Bonbl T vnn 4 — NoBbllEHHaA VY NOHWKEHHAA KOHLIEHTPALMA BeLecTsa

1. Pasimunbie rugpodoOHbIe BENecTBa, CoAepKaHue KOTOPBIX,
KaK MPaBUJIO, BbINIIE BHE KJETKH, YeM B KJIETKe, He TPeOYIOT /IS Tie-
pecedeHnst MeMOpaH dSHEPTUH, OENTKOB-TIEPEHOCYNKOB MJIN CIIEIH-
AJIbHBIX KaHastoB. VX TpaHCToOpT obeciiednBaer crnocod MmacCuBHON
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npocroit auddysuu (6e3 3arpat sHepruu U 6e3 GeJTKOB-TPaHCIOPTe-
POB) — JJIsI CTEPOUAHBIX TOPMOHOB, HOATUPOHUHOB, THAPOPOOHBIX
JIeKapCcTB, Kucaopozaa u ap. (cMm. puc. 9/1.2).

2. Bes creruaabHbIX MEXaHU3MOB MEMOPaHbl HEITPOHUIAEMbI JJIsk
BO/IbI, HOHOB, MOJISIPHBIX THAPOGUIBHBIX MOJIeKYT. HeoOX01Mbl, BO-
HEePBBIX, BCTPOEHHbIE B MEMOPaHbI KaHAJIbI, GEJIKU-TIEPEHOCUNKI UJIH
(pepmenThI-HACOCHL. BO-BTOPBIX, 9TOT mEPEHOC MOKET OBITH IIACCUB-
HBIM, He TPeOYIOIINUM 3aTPaThl SHEPTUH B C/Iydae TPAHCIOPTA 10 Tpa-
I[I/IeHTy KOHIEHTPpall1 IIEPEHOCHMOTO BeIleCTBa, MJIN aKTUBHBIM C 3a-
TPATOil SHEPIUK IIPU TIEPEHOCE IIPOTUB TPAANEHTa KOHIIEHTPALIUN.
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Cy1iiecTBYIOT cliel[dajJibHble BOJHbIE KaHAJbI JIJIsI TIepeHoca
BOJIbI Yepe3 MeMOpaHbl. DT KaHAJbI MPEACTABISIOT U3 cebst
Ge/IKM-aKBAIIOPUHDL, HAIPUMEP I peabcopOIuu BOAbI B 110~
YEeUHBIX KaHAJbIlax — peabcopOIy U3 MePBUYHON MOYM
B KpOBb. Takue akBaropuHbl UMEIOTCS Y MHOTUX BUJIOB — OT
baxTepuii 10 yesnoseka (Hobenesckas nmpemus 2003 1.).
Jns nepenoca nonos (Na®, K*, Ca?*, Cl") meob6xoaumsr ce-
JIEKTUBHbIE, CIEeNHATU3UPOBAHHbIE 711 KOHKPETHOTO MOHA
KaHaJIbl, KOTOPbIE MOTYT paboTaTh B 00€ CTOPOHBI 1 KOTOPbIE
OTKPBIBAIOTCS U 3aKPBIBAIOTCSI UMITYJILCHO TIOJ[ BIUSTHUEM
PaBJIMYHBIX JINTAHIOB-PETYJISTOPOB (TOPMOHbBI, MEIUATOPDI,
okcup azota, THM @, 1D,).
Muorue runpodurpabie Moneky bl (Menee 10 x/la), Hampu-
Mep IJII0K03a, MOYEBUHA, aMUHOKKCJIOThI, HeOOJIbINe OEJIKH,
MIPOHUKAIOT BHYTPb KJIETKH MO TPAJANEHTY KOHIIEHTpauu 6e3
3aTpaThl aHeprun (ecjin B KJIETKe UX CO/leP/KaHIe MEeHbIIle,
4eM BHE KJIETKH), HO 00sI3aTeIbHO MPU y4acTHr OeJTKOB-Tie-
PEHOCYNKOB, CO3AMIINX TTOPbI MU KaHAJIbI B THAPOHOOHOI
MeMOpaHe. ITO TacCUBHBII crocod oberdenHol auddysun
(cm. puc. 9/1.2).
W nakoHe1r, ak THBHBIN TPAHCIIOPT ITPOTUB TPaIieHTa KOHIIEH-
TpaIUU TIEPEHOCUMOTO BEIECTBA C 3aTPATON SHEPTUN — JIJIs
rUAPOMUIBHBIX WU 3aPSIKEHHBIX MOJIEKYJ ¥ MOHOB., JTOT
MeXaHU3M MOJKeT OBITh B IBYX BapuaHTax (cM. puc. 9/1.2):
a) TepPBUYHO aKTUBHBIM TPAHCIOPT C 3aTPaToOll 2HEPTUU
AT®, ocobeHHO XapaKTepHBI [ epeHoca MOHOB (CM.
puc. 9/1.2); poib TPAaHCTIOPTEPOB UTPAIOT MOHHBIE HACOCHI —
tpancrioptbie ATMaspr, ocBobox Matone aHepruio ATd;
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6) BTOPUYHO aKTUBHBIN TPAHCIIOPT, IPU KOTOPOM MCTOYHU-

KOM 2HEPTUU SBJSETCS TPafueHT (Pa3HOCTh) KOHI[EHT-

paruit Ipyroro BCIIOMOTaTeIbHOTO BEIIECTBA; HATIPUMED,

MPU HU3KOHM KOHIEHTPAIIUU TJTOKO3bI (BEmecTBo A Ha

puc. 9/1.2) B moslocTH KUIIEYHNKA OHA BCE PABHO TOCTY-

IaeT B OHTEPOIIUTHI ¥ B CTEHKY KUIIEYHUKA 3a CIET OOBIY-

HO BBICOKOU KOHIIEHTPAIMHU XJOPUCTOTO HATpusi (Belile-

cTBO B) B mosiocTr KUMieYHNKA. ITO BTOPUYHO aKTUBHBII
TPAHCIIOPT — CUMIIOPT MJIA TJOK03bI A (cM. puc. 9/1.2).

BosmoskeH 1 BTOPDUYHO aKTUBHBIN aHTUIIOPT JI7IT OCHOBHOTO Be-

mecTBa D 11pu IPOTUBOIIOJIOKHOM IEPEMEIeHUN BCIIOMOTATEIbHOTO

BellecTBa E Kak mcTounuka sHepruu A Tpancriopra (cm. puc. 9/1.2).

*-TpaHcnokasa Kposs
= ——Ca" 10™ monb/n —
4 i

>

//"/ X
P4 Ca*"AT®aza

&
‘Ca”-ATdaza

3JuaonnasamaTudecknit
PETUKYNYM

!

AHrMOTEH3WH I MembpaHa
KIETH

Puc. 9/1.3. Oco6eHHOCTM TpaHCMopTa MOHOB KabLua yepes KNeToyHble
membpaHbl

Hekotopbie TopMOHbBI 1 JIeKaPCTBA U3MEHSAIOT TPAHCIIOPT UOHOB:
TOPMOH aJIbJIOCTEPOH OOECTIEYMBAET MTEPEMEIEHNE HOHOB HATPUST U3
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TIePBUYHON MOYM (Uepe3 SMUTEeTNH TTOYEUHBIX KAHAJBIIEB) B KPOBB;
JekapcTBo omerpo3os nuruoupyer HY, K -AT®asy B creHke ey -
Ka ¥ [I09TOMY YMEHbBIIAET CEKPEIUIO COJISTHON KUCIOTHI Y OOJIbHBIX
C TUTIEPAITUTHBIM FAaCTPUTOM U C sI3BOI sKeyika. CBoeoOpa3Hbl Mexa-
HU3MBI TPAHCTIOPTA KaIbITHA B KJIeTKe. He paccmarpuBast aTOT TpaHc-
TIOPT B JIETANISX, IPUBOKY puc. 9/1.3, Ha KOTOPOM TIPEICTaBIEHBI 0CO-
GEHHOCTH TIOTOKOB KaJIbIIMsI Yepe3 KIEeTOUHbIe MeMOpPaHbl 1 y4acTHe
B UX peasin3anyy (bepMEHTOB ¥ TOPMOHA aHTHoTeH3uHa [1.

MEXAHU3Mbl N OCOBEHHOCTU NEPEAAYA
CUTHAAOB TOPMOHAMWU B KAETKU

TCopMOHBI peryiupyioT MeTabo3M (KOMILIEKCH OMOXUMIYECKUX
peaxInii) yepe3 nxX Bo3jieiicTBUE HA (PePMEHTHI IBYMS Ty TSIMH.

EHHBIE
Hanpmep, ux bocdo
agpedanuHa (nekuws 4/1)

nekyn thepmeHTos
HKLIMOHWPOBaHMA
OO THPOHUHOB

(nexuws T/1)

IMBHEHWE
BHOCTW

TepMUHOJIOTHS, UCTIOJIB3yeMas JIJIsI XapaKTePUCTUKU CUCTEM Tie-
pejlaun CUrHAJI0B TOPMOHOB 1 OJIM3KUX K HUM PETYJISITOPOB B KJIETKH.
1. CurHajbHble MOJIEKYJTBI UJIA TIEPBUYHBIE BECTHUKH (TT€PBUY-
HBIE MECCEH/I’KEPBI) — CaMU KJIACCUYeCKe TOPMOHBI U (DYHK-
IIIOHAJIBHO POJICTBEHHBIE UM (DAKTOPBI POCTA, IMTOKUHBI, Me-
JINAaTOPbI, 9UKO3aHOWIBI.
2. Perentopbl rOpMOHOB, HAXOAIINECS B IUTOTIA3MATHYECKOM
MeMOpaHe Wi BHYTPH KJIETKU (B I[UTO30JI€ WJIH B SIIPE).
3. Bropuunbie BecTHUKHU (BTOPUYHbBIE MECCEH/IZKEPHI) JIJISI CHUT-
HaJIbHBIX MOJIEKYJI, HE TPOHUKAOIMKUX B KjaeTku: MAMD,
ul'M®, Ca, [IAT, ND,.
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4. Beromoratesbbie (CysKeOHbIE) PeryIsiTopHbie (hepMEHTHI
u Oesikn (HATpUMep, TTPOTENHKUHA3D U (hocaTasbl).

5. Metabonmueckue (hepMeHTbI, KOTOPbIE HETOCPEACTBEHHO Ka-
TAJIM3UPYIOT peakiy oOMeHa OeJIKOB, JIUITNIOB, YIJIEBOIOB
u JIp.

6. Meraboausm (anabom3mM u KaTaboJN3M) U U3MEHEHUE €r0
UHTEHCUBHOCTH,

KAACCUDPUKALING TOPMOHOB U UX PELLENTOPOB
NO MEXAHU3MY NEPEAAYN CUTHAAOB BHYTPb

KAETKU
(Hob6enesckue npemun 1971, 1994 rr.) (Cesepun E.C., Cesepun-mir. C.E.)

. MexanmaMm nepeaun yepe3 HeKaTaTUTHIECKNE PEeTIeTTTOPbI 1TH-
TOIJIA3MATHYECKUX MEMOPaH MOBEPXHOCTH KJIETOK:

o anenmnariukaaztag cucrema (ALLC) — mns aapenannHa,

TJIFOKAroHa U MHOTUX JIPYTUX TOPMOHOB;

o prHO3UTONDOoCcharnas cucrema (MDC) — 1151 aHTHOTEH3U-
Ha Il, vactnyno /g ajipeHasnHa B TIeYeHH, a TaKKe /I aH-
TUAMYPETUUYECKOTO TOPMOHA B OTHOIIIEHUH TJI3JIKOH MyCKYyJIa-
TYPBI aPTEPUAJIBHBIX COCY/IOB.

I1. Mexanuawm mepesiaqn yepe3 KaTaIUTUYECKHE PEIenTOPbI TTH-
TOIJTA3MAaTHYECKIX MEMOPAH MOBEPXHOCTH KJIETOK — JIJIst HHCYJINHA
U TIPeJICePIHOTO HATPUITyPETHYECKOTO TOPMOHA.

O6a npencrasiaennbix Mexanuama (I u I1) nepepaun curnaiosn
OTHOCATCA K THAPOMUIBHBIM TOPMOHAM, KOTOPBIE B KJIETKN HE TTPO-
HUKAIOT W BBI3BIBAIOT MEPBUYHO KaUeCTBEHHBIE N3MEHEHUS B CTPYK-
Type MeTabonyecKux (HepMeHTOB-0ETKOB U yKe BTOPHYHO — U3-
MEeHEHUs MX aKTUBHOCTH. Hike paccMOTpeHbl IpyTrie 0COOeHHOCTH
nepesiauyn CUTHaIa NHCYJIIHA.

ITII. MexanusMm nepejauy CUrHajga yepe3 HeKaTaJUTHYECKUe
BHYTPHUKJIETOUHBIE PEIEIITOPBI, HAXOASIINECS B IIUTO30JI€ WIH Spe
KJIETKU — /IS CTEPOM/IHBIX TOPMOHOB 1 HOJATUPOHUHOB. Bce oHn
SABJISIOTCS THPO(HOOHBIMU MOJIEKYTAMHU, TOATOMY JIETKO MTEPECEKAIOT
rupoOOHYIO IUTOIIA3MATHIECKYT0 MEMOPaHy CII0cOOOM MPOCTO
muddy3nn 1 B3aUMOEHCTBYIOT B KJIETKE CO CBOMME BHYTPUKJIE-
TOYHBIMU perienTopamu. /lajsee KOMIJIEKChl TOPMOH—PEIIENITOP CO-
eAMHAIOTCS C PETYJAATOPHBIMU 30HAMU T€HOB U Ha YPOBHE TPaHC-
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KPUTIINHT U3MEHIIOT KOJUIECTBO MOJEKYa (hepMEHTOB B KJIETKE M,
cJIeIoBaTebHO, CYMMapHYIo (hbepMeHTATUBHYIO aKTUBHOCTD KJIETKH.
ITO KOMMYIEeCTBEHHbIE U3MEHEHUST aKTUBHOCTHU (hePMEHTOB B KJIETKE.
[ToxpobHee MaHHBI MEXaHU3M PETYJISAIMN aKTUBHOCTH (hepMEHTOB
OBLI paccMOTPeH B Jiekimu 7 /1.

IV. MexanusMm mepejady CUrHaJIa MHCYJIMHOM OoJiee CII0KHBIN,
U XOTSI MHCYJIMH, SIBJISISICh OEJKOBBIM I'MAPOMUIBHBIM FOPMOHOM,
B KJIETKY HE TTPOHUKAET, HO OH U3MEHSeT aKTUBHOCTH (hePMEHTOB
Ka4eCTBEHHO W KOJTMYECTBEHHO (CM. HILKE).

Tabauya 9/1.1
XapaKTepUCTHKA TOPMOHOB

Dusuko-
@dusuonoru-
Xumnueckas XHUMHYe- Mecro
YyecKoe COCTos- Topmon .
CTPYKTypa CKHe CBO¥- CHHTEe3a
HUE YeJoBeKa
cTBa
[lepeBapusanue | Uncynun Besox Ianpo- I'mokosa T—
1 BCachbIBaHUeE umbHbBII | B-KIAETKH
MU [OJIKEJTY 104 -
HOM ’KeJie3bl
Tonon Tmokaron Ilentuzg T'uapo- Tmokosa 4—
(punpHBI | O-KIIETKE
TIOJIKEJTy 104 -
HOIi JKeJIe3bl
Tonon Kopruzoun Creponjt Tupodo6- | Trokosa $—
HBII HaJlI104yeu-
HUKHN
Dusnveckast AnpeHannH Mopudummpo- I'anpo- Hanmoveu-
pabora (cpou- BaHHBIN TUPO3UH | GUIBHBIA | HUKK
Hast)
Pocr, passutne | Voarupornnsr | Moanduimpo- Tuzpodob6- | llurosuaHas
BAHHBII TUPO3UH | HbIE JKesesa
Crpecc Anpenannn Cw. BbI1IE
Kopruzoun
CekcyabHbIe Tecrocrepon, | Crepounbt Tuxpodo6- | [osmossie
bynkun 9CTPOIEHBDI, Hble JKeJIe3bl
MIPOreCTUHDI 1 OpraHbl

Hpumeuaﬂue. CuMBOJIBI T nin i« — IOBBINIEHHOE NJIN TIOHUKEHHOE CO/IepKaHne
TJIIOKO3bl B KPOBH.
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9/1. MemMGpanbl KJIETOK

Kaxmprit TopMOH cekpeTupyeTcs B KPOBb B MOBBIIIEHHBIX KO-
JINYECTBAX TIPU OTIPEeIEHHBIX (DU3NOTOTMUECKUX WJIH TTaTOJIOTHye-
CKUX COCTOSHUSX YesioBeKa. Takoe cooTBeTCTBIE: (PU3UOTOTHIECKUT
CTaTyC 4eJIoBeKa—TrOpPMOH oTpaskeHo B Tabuuite 9/1.1, kak u gpyrue
0COOEHHOCTH TOPMOHOB. VI3MeHeHre YPOBHS TOPMOHOB IIPH pas-
JIMYHBIX TTATOJIOTUYECKUX COCTOSTHUSX YeToBeKa Oy/IeT pacCMOTPEHO
B MTOCJIETYTOTINX JIEKITUAX.

[Toaramublii ananus GyHKIIMOHUPOBAHUS aJeHUIATIUKIA3-
HOU CHCTeMBI Tiepeladyil TOPMOHATbHBIX CUTHAJIOB TPEACTaBJIEH Ha
puc. 9/1.4. B paMKax JIeKITUK JIeTaJIbHOE PACCMOTPEHNE TOM CXEMBI
HEBO3MOKHO 1 HEIes1eco0OpasHo, TeM GoJiee YTO TaKOil aHAIN3 OTpa-
JKeH B yu4eOHWKe U OT/IeJIbHbIE 3IEMEHTBI COJleP/KaTCst B JieKimu 4,/1.
[ToguepkHy TOJBKO WTOT: B pe3yjbraTe paboThl TOPMOHOB IO 9TO-
My MeXaHU3MY Tepejladyu CUTHAJA TTPOTEMHKUHA3a A KaTaJIu3nupyer
dhochopuampoBaHne KOHEYHBIX MeTaboIMIecKuX (hepMeHToB (110
CEepUHY WJIM TPEOHWHY) U UX aKTHUBHOCTb WJIW yBeJUYUBaeTcs (Ha-
npumep, raukoreradochopunassr u TAl-1umnaser), nim ymeHbIna-
ercst (B cJIyvae TJIMKOTEHCHHTa3bl U aieTwi- KoA-kapOokcuiasnl)
(em. puc. 9/1.4). Cienosaresbro, pabora AILC 3aBepraercst OHUM
xummudeckuM (pochopuIrpoBaHne) u OAHIUM GHOXUMUYECKUM (Ka-
YecTBEHHOE U3MEeHEHNe aKTUBHOCTU (hepMeHTOB) adbeKTaMu.

Hekortopbie metanu 06 ajpeHOpENeNnTopax JJjs ajpeHaTnHa,
SABJISAIONUXCS OeJIKaMi — TpaHCMeMOPaHHBIMK TJIMKOIIPOTEHHAMMK
(Hob6enesckas npemus 2012 1.). CymectByioT n3ohopMbl ( THIIBI
U UX MTOJATHITBI) TUX PEIENTOPOB, HAXOASAIMXCS B MeMOpaHax KJie-
TOK Pa3HbIX OPTaHOB U TKaHEW. AJIPEHAJINH MepelaeT CBOW CUTHAJ
gepe3 AIlC ¢ momotpio caeryomnx pa3HOBUIHOCTEH apeHopeTen-
topoB AR: ;AR — B ckeseTHBIX MbIIIIAX, B,AR — B renatonurax,
BsAR — B agmmonurax. B remarornurax cymecTByioT n ipyrue o AR,
yepe3 KOTOpbIE a/IPeHATMH BKJOYaeT MHO3UTOIDochaTHyO cHc-
remy (MUDC) TpancMuccuy CBOEro CUrHaIA U U3MEHSIET aKTUBHOCTD
(dbepmenToB 0OMeHa TiKoreHa. OHAKO TTOCJAEIHUE PETYIUPYIOTCS
aJIPEeHATITHOM, BUANMO, TIaBHBIM 0Opasom uepe3 AILC (B,AR rema-
TOIMTOB). B ry1aIkoil MycKyJaaType KPOBEHOCHBIX COCYI0B-apTepuit
a/ipeHaJINH 1 HopasipeHanH yepes o, AR u yepe3 NOC yBenmunba-
10T B MUOITUTAX KOHIIEHTPAINIO KaJIbI[Ms, KOTOPIN BKJIIOYAET MeXa-
HU3M MBITIIETHOTO COKPAIEHN, YCKOPSISI KPOBOTOK W apTePUATbHOE
NaBJIeHUE.
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AdeHunatuvknasa
Kpoek

OpPMOH (aapeHanis, l
rAKKaroH)
LinTonnasmaruyeckas
vemBpada
CnrHa \ /

AxTuBauma ALl

Peuentop

(Hobenesckue npemun 1964 n 2012 )
LinTozons UAM® «—— AT®

HeakTusHan npotenHkmbdasa A ——————————————  AxtusHan NKA
(MKA)

DepmenT-OH + ATO depment-OPO,H, + AP
(OH-rpynna Cep unu Tpe)

MameHeHue akTMeHOCTY DepMEHTE (NOBLILLEHWE WNK NOHUKEHWE)

1

WameneHne cropoctn metabonuama

DepmMeHTEl aKTUEHLI B MOZudUkalum

T e

HedocopunvpoBaHHOR: docopUnvpoBaHHOW:
IIMKOreHCHHTa3a, rnukoredocgopunasa,
TMI-KoA-pegykrasa, TAl-nunasa
auetun-KoA-kapBokcuriasa

Puc. 9/1.4. ApeHnnatumknasHaa cucteMa nepefayn CUrHana ropMoHaMu BHYTPb
KNeTKkm

Ecmu 8 AIIC BTOpUYHBIM BECTHUKOM (MECCEHIKEPOM) SIBIISIET-
cs1 Tonbko TAMO, to B UDC nepepaun curHana anrnorensuna 11
U IPYTUX TOPMOHOB (CM. BBIIlIe) TaKUX BECTHUKOB HecKOIbKo: Ca,
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9/1. MeMGpamsl KJIETOK

ND, u JIAT (puc. 9/1.5). 13 HuX ryiaBHBIM BTOPUYHBIM BECTHIUKOM
SIBJISIETCST KaJIbIIN, GJ1aroiapsi KOTOPOMY yKa3aHHbIE TOPMOHBI OCY-
MIECTBJIAIOT /IBa CBOWX KOHEUHBIX addekTa: dhochopurnposanme
6enkoB-GepMeHTOB MpoTenHKnHa30il C ¢ u3MeHeHneM UX aKTUB-
HOCTH ¥ BTOPOH 3h(PeKT — KOMTIIEKC KaTbIIMH—KaIbMOILYJINH (3TO
6€eJI0K) aKTUBUPYET CBOU OCOObIE MPOTENHKUHA3bI, KOTOPbIE TaKKe
dochopuanpyior Mmetabonrndeckie (hepMEHTH ¢ U3MEHEHUEM X aK-
TUBHOCTHU.

LinTonnaamaTu4eckan
membpaHa

FopmoHb!
(aHrnotedann 1)

i< N

/‘[\ Docconn-
/ N

docthatuouncepm

DA
/ P
-~

- Z
* / i
—_— / e
T &

®
\\\Am MBALIWA NPOTEWUH-

~_ KWHE3EI C ~—_
— 2 ~.

dochopunupoEaHue
Genkos-hepMeHToB
€ MIMEHEHWEM
Petnkynym AKTWBHOCTH
/

/

|“I
4Ca” -kansMoaynuH /
/

WameHeHve aKTUBHOCTH (hepMeHTos
s
™,

Puc. 9/1.5. lHo3uTondocdatHas cuctema (MDOC) nepepaun crrHana ropMoHamm
BHYTPb K/eTKn
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OcoberHocTr (HYHKIMOHUPOBAHUST THAPOGDOOHBIX CTEPOUIHBIX
TOPMOHOB ¥ HOATUPOHUHOB OBLIM PACCMOTPEHBI BBIIIE B JAHHO JI€K-
My 1 B Jeknuu 7/1, a B geransix npeacTasiensl Ha puc. 9/1.6. Ko-
HEYHBI 9(PHEKT 9THX TOPMOHOB OJTHO3HAYEH: OHM HEITOCPEICTBEHHO
HA yPOBHE TPAHCKPUIIIUN YBEJIMUYUBAIOT WU YMEHBITAIOT KOJIUIe-
crBo MPHK perysmpyemoro umu MmetaboJimueckoro hepMeHTa 1 jia-
Jiee yKe BTOPUYHO U3MEHSIIOT KOJTUIECTBO MOJIEKYJI 3TOTO (hepMeHTa
B KJIeTKe Oe3 MBMEHEHUS €r0 XUMUYECKON CTPYKTYPBHI.

, LnTonnasmaTtnieckas
Koptuaon (K) memBpana

Linrosone

UurtonnasmaTuaeckmin
peuentop (P)

Anpo kKneTkm

AnepHibia > KP ,
peuenTop (P) >

‘\‘\
~ PerynartopHas
30Ha
mPHK

LuTosons

MPHK

|

CunTes hepmeHToB-Genkos

=lelalall

Puc. 9/1.6. MexaHn3m nepefayn curHana cTepongHbIMM ropMoHaMm
1 NOATUPOHMHAMN BHYTPb KNeTKn
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9/1. MeMGpamsbl KJIETOK

N nakowell, oueHb Ba)KHbII B MEJUIIMHCKOM ILJIaHe WHCYJIUH,
C KOTOPBIM CBSI3aH MeXaHN3M BO3HUKHOBEHUS W JIEYEHUST CAaXapHOTO
nuabera. J{yist Hero xapakTepeH JBOIHOI criocob uaMeHeHust dep-
MEHTAaTUBHON aKTUBHOCTH BHYTPH KJIETOK MHCYJIMH3aBUCUMBIX OP-
TaHOB U TKaHel (Te4eHb, MBITIIIBL, JKUPOBas TKaub) (puc. 9/1.7).

MemBpanHsIR
KatanuTu4eckui peuentop

Kposk

'4L§beﬂﬁHnuhl ‘_/}\ TnpusuHrMHdd4

Cy6BeTtpar peuentopa S—-Tup-0OH + !\T@ — S-Tup-0PO.

Manuie G-Genkm (Ras)

AKTHBALMA NPOTEUHKWHA3
Cunres TIOT4 +— /'
B MBILLILEX W KWPOBON /
TEAHW //
¥
DQoctopunypoBaHne W aKTWeaLmMA ®octhopunvpoBanMe 1 M3MEHEHWE

npoTeuHtbocaTas AKTUBHOCTM (haKTOPOB TPAHCKPWUNLIMKA

l l

NedocdiopunupoBarue M3ameHeHne CKOPOCTM TPAHCKPUNLIK,
metabonuyeckux hepmeHTos konu4ecTaa monekyn MPHK (MHaykUms
W M3MEHEHWE WX AKTUBHOCTU — WK PENPECcCHA) 1 KONMYECTBa MOoNekyn
KaYEeCTBEHHAS perynsilna (epMeHTa B KneTke —
S KONUYECTBEHHAR PerynaLus

%

WMamenedne metabonuama

Puc. 9/1.7. MexaHu3m perynaumm MHCYIMHOM GepMeHTaTUBHOW aKTUBHOCTM
B KJIeTKax NeyeHu, MblLlL, Y XKMPOBOWN TKaHW

Kax rugpoduibHbIi TOPMOH WHCYJIWH HE TPOHUKAET BHYTPD
KJIETKH, a B3aUMO/IefICTBYeT Ha ee TOBEPXHOCTH CO CBOUM TeTpaMep-
HBIM (0,3,) KaTATUTUYECKUM PEIeNITOPOM U aKTUBHUPYET THPO3UHKU-
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Yacre I (nepsoiii cemectp 06yuervis)

Ha3HYI0 aKTUBHOCTH €ro B-cyObeuHuIl. JTa THPO3UHKNHA3A KaTa-
sausupyer dhochopuIpoBaHie 0 THPOZUHY OEJTKOB — «CyOCTPaTOB
perenTopa MHCYJIUHA», 3aT€M CJIEAYET KACKaJl PEaKIUii, B KOTOPbIX
y4acTBYIOT KMHa3bl U hocdaTtasel, (GOPMaIbHO paccMaTpUBaeMble
B KauecTBEe BTOPUYHBIX MECCEH/[KEPOB MHCYJ InHA. Jlaiee MOTOKM X1-
MUYECKUX CUTHAJIOB Pa3/iBAaMBaIOTCs. Bo-11epBbIX, aKTHBUPOBAaHHBIE
docdarazsr (moce nx pochopuaMpoBaHNI TPOTENHKUHAZAMMN ) JIe-
dhochopunmpyior patnee cuHTe3npoBaHHble (6€3 ydacThst HHCYJIHU-
Ha) MeTabosmyeckre (bepMEHTBI M UX aKTUBHOCTD WJIN TIOBBIIIAETCSE
(nupyBarkuHasa, KnHaza 6udyHkImonaabHoro gepmenta (BUD),
dbochodpykroknHasa, rIIMKOTeHCHHTa3a, areTui- KoA-kapbokcuia-
3a, IMI'-KoA-pemykrasau np.), nin ymensbiiaercs (riamkorendocdo-
punaza, TAT-numasza u np.). Bo-BTophixX, KnHa3b! (hochopuanpyoT
psill GaKTOPOB TPAHCKPUIIIIUU, KOTOPBIE YBEJIUYMBAIOT WA YMEHb-
[IAl0T CBOIO CIIOCOOHOCTH y4acTBOBATh B TPAHCKPUIIIMU. B nrore
U3MEHSETCS CKOPOCTHh TPAHCKPUTIIUK (MHAYKIIUS WM PETIPECChs)
1 TaKuM 00pa3oM KOCBEHHO WHCYJIMH WJIN YBEJIUYNBAET KOJUYECTBO
MOJIEKYJT (pepMEHTOB B KJieTKe (TIIOKOKMHA3a, MaJIbMUTHICUHTA3a,
onsaTh anerusi-KoA-kapOokcuiasa u ap.), win ymenbiraer (KapOo-
KcuknHasa gocdoenonnupysara). CirenoBarenbHo, KOHeUHbIE 9¢-
(hexTor uHCYIMHA HA (DEPMEHTDI SIBJISTIOTCS MU KAU€CTBEHHBIMU, KaK
JUTISE APYTUX TUAPOGUIBHBIX TOPMOHOB, UJTH KOJIMYECTBEHHBIMU, KaK
JIst THAPO(MOOHBIX TOPMOHOB, XOTS B OTJIMYKE OT MOCTEAHUX MHCY-
JIUH B KJIETKY HE TTPOHUKAET.



Aexkuna 10/1

SHEPTETUMECKUW OBMEH.
AbIXATEAbHAS LEMb MUTOXOHAPUN

Buoxumuueckie mpespaiieHns BEIeCTB B OpraHuaMe, Wil Metabo-
JIN3M, COCTOSIT U3 CJIEAYIONIUX MTPOIECCOB:

1) katabosim3M, T.e. pacraj] MUTATEJbHBIX BEIECTB U UX WHTEpP-
MeraToB ¢ 00pa3soBaHUEM XMMUYECKOTO KyMYJISITOpa SHep-
run — moJiexysn AT®;

2) aHabOJIM3M, WJIM CHHTE3 Pa3JIMYHbIX BEIIECTB C MCIIOJb30Ba-
HueM 3araceHHoi anepruu B Bujge ATO.

OTkpbITHS B 3TON 06acT 6noxuMumn Obln oT™MedeHbl Hobe-

JgeBckuMu nipemuamu B 1978 u 1997 rr. 3HaunTebHBIN BKJIAJ B pe-
LIeHUe 9TOM MPpobaeMbl cesan Takxke B.A. DHresbraparoM.

Kata6osmam (Tpu srarma)
1. I[TumeBsle BemtecTBa (AOHOPHI BOJIOPOIA)

[lepeBapuBanue 1 BcachiBaHUE B KUIITIEUHNKE
Crernnduyuecknii karaboJIiM3M B KJIeTKax OMOXUMHYECKUX WHTEPME-
JINATOB
I1. O6mwmit myTh KaTaboIM3Ma — 9TO COBOKYITHOCTD 9K3€PrOHIYe-
CKHUX PEAKIUIT ¢ yMeHbIIIEHEeM CBOOOIHON SHEPTHH BEIIECTB

CBoboaHast sHEprust

II1. Cunres AT®D B sngeprounyeckoil peakiuu hochopuImpoBa-
Hust ALD: A/IO + H,PO, + aneprus - AT® + H,0.

151



Yacto I (mepBsiit cemecTp 06ydenus)

IIpu aTOM YacTb aHepruu paccenBaeTcd B OpraHusMe B BUjIe Tell-
JIOTBI.

B kiierkax umeercst 1Ba uctounuka anepruu st cunresa AT,
1 COOTBETCTBEHHO CYIIleCTBYeT /iBa MeTosia cuuTe3a ATO.

DHeprus OKucieHus (dHeprusi < Inepeus — IDHEPTrUs APYTUX MAKPOIPTU-

AJIEKTPOHOB) BO BHYTPEHHEN MeM- YeCKUX BEIIeCTB C MaKpPO3Pp-
OpaHe MUTOXOHAPHIT (B TN ITe- rudeckumu csazamu (6osee
peHoca asexTporoB — [I19) 30 x/Ix/momp): KO, OIII,

1,3-BOTK, I'TD, cyknuuui-

KoA
ITo oKHUcaUTEIBHOE (hocdop- J10 cyberparroe dochopu-
suposanue AJID ¢ obpazosanu- suposanue AJID ¢ o6paszosa-
em ATO Hem ATD

Jokanuzauus 6 xkiemxe
BuyTpennsisi MeMOpaHa MUTO- 1{uT030/1b U MATPUKC MUTO-
XOH/IPUT XOH/IPUT
Kucnopon neobxonum (aspob- Bes kuciopoza (anaspobHbIii
HBIII TIpoItecc) mporecc)
TInasnvie hepmenmot
AT®-cunTasza Kunaszbr

Inepeemuunecxas ponv

Basknast (narnpumep, o6pasyercst Heb6ombiasg (Bcero 6 ATD)
34 AT® npu pacnazie 0HON MO-
JIEKYJIBI TJIIOKO3BI)

IMuka ATO-AD. KataboimsMm BemecTs — I0HOPOB BOAOPOIA:

+ aHeprua
~
s

_» 3Heprus ~_

Bugbl «— Pacxon — lNpoayruma
pabor: TENNOTHI
XMMUYecKan (CUHTe3b! MK aHabonusm),
MeXaHn4eckas (MbllUeYHasn), 3neKTpuvyeckas
HEPBHBIE UMMYNbChI), aKTUBHBIN TPAHCNOPT BELLecTH
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10/1. Dueprernveckuii o6MeH. [[prxaTeabHast enb MUTOXOHIPUI

Mouinexyna ATO (cxema):

Il Il !
AfeHuH — Pubosa— Q—P—0O~P—0~P—-0
o | Bl Y

CH OH

~ Tunbaa, 3HaK MakpO3PrM4ecKon CBA3M

JHeprus oiHoi Makpoaprudeckoit cgzu ATO — 30 k/[:x /Mo
B CTAaHJAPTHBIX XUMUYEeCKUX ycaoBUsaX U 50 /K /MOJIb B yCIOBUSIX
KJIETKH.

OxucaurenpHoe pochopumuposanue ALMD B 11119 MuroxoH-
apuit — rmaBHBIH MeTo cuaTe3a ATM — cocrouT n3 AByX 00s13a-
TEJIbHO COTIPSIKEHHBIX TTPOIECCOB.

I. IlepBbIil niporiecc — oKUCAEHUE BOJOPOJA B BOJIOPOIOCO/EP-
JKAIMX BEIIECTBaX C MEPEHOCOM HJIEKTPOHOB Ha KHUCJIOPOJ U IPob-
HBIM OCBOOOKIEHIEM DHEPTUU:

H,+'/,0,— H,0 + aHeprus nnm

DH,+'/,0,— D+ H,0 + aHeprus

v N
40-70% 30%
J J
ATO Mpoaykuns
TennoThl

I1. Bropoii nporiecc — curre3 ATD 3a cuer 0cBOOOKIEHHON
9HEepPruu:

aHeprus (40-70%) + AAD + H,PO, - ATD + H,0.

IlepBblii mponecc — oKucIeHNEe BOOPOA CBA3aH C TepeMeriie-
HUEM aTOMOB BO/IOPO/ia (2JIEKTPOHOB ¥ ITPOTOHOB) B/IOJIb BHYTPEH-
Heil MeMOpaHbl MUTOXOH/IpUII B Tak HaszbiBaemoil 11113, Dra memnb
COCTOUT U3 HECKOJBKHUX CJIOKHBIX OJIUTOMEPHBIX OETKOB U (hepmeH-
ToB (KoMILIeKcsl 1-V), nmeromux caenyiomue kKobepmerTs: HAJL
(mpousBoxnoe Butamuua PP), OMH u @A/] (Butamun B,), rem
u ipyrue koMmroHeHTs! (puc. 10/1.1). Bce onn yyacTByIOT B TpaHc-
nopte Broab 119 caemyronux BeriecTs:
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1) aABYX aTOMOB BOJOpO/AA (3JIEKTPOHOB ¥ IIPOTOHOB) — 10 YOU-

xuHoHa Q;

2) manee nBa aToma Bolopozia H paspnensercs Ha:

a) /IBa 3JIEKTPOHA, KOTOPBIE TIOOUEpeHO (OUH 32 JIPYTHM )
nepementatores 1o 111D no kucmopona;

6) u Ha aBa nporoHa H*, «xuMuveckue» mpoTOHbI, KOTOPbIE
HepPexXoAsT U3 BHYTPEHHEH MeMOpaHbl B MeKMeMOpaHHOE
MPOCTPAHCTBO U 3aT€M TTPUCOEAMHSAIOTCSI K aTOMY KHUCJIO-
po/a, TOJIyYMBIIEMY U3 IIENH J[Ba 3JIEKTPOHA, ¢ 06pa3oBa-
nuem Boabl (puc. 10/1.1).

DJIEKTPOHBI TIEPEMENIAIOTCS BAOJb BHYTpPeHHEH MeMOpaHbI
K KACJIOPOy (CcJieBa HAIIpaBO HA MOJeabHOU cxeme — puc. 10/1.1)
GJ1aroiapst OKMCJIUTEIbHO-BOCCTAHOBUTELHOMY WJIH PEOKC-TIOTEH-
uainy, T.e 6arogapst camomy 0oJbIIoMy (U3 BCEX APYIHX KOMIIO-
nenTos [{119) cposcTBY aTomMa KucIopoaa k anekTpoHam. Kuciopon
WUTPaeT poJib JIeKTPOHHOTrO Hacoca. Ha monenbHoi cxeme L1139 ee
KOMITOHEHTBI BBICTPOEHBI B PSiJI B TIOPSIZIKE BO3PACTAHUS PEIOKC-TI0-
TEHI[MAJa CJIeBa HAIPABO U B 3TOM IOPsI/IKE 3JIEKTPOHBI I1epeMela-
I0TCS K KUCJOPOY. ITa cXeMa MHavde Ha3bIBAeTCs KaK ITyTh BOZOPO/A
1o kucaoponaa. OTaenpHbIE PEAKITUN, KaTATU3UPyeMble (hepMeHTaMu
komriekcoB [-1V, B Teknmu He paccMaTpuBaIOTCs M3-3a fePUIINTA
BPEMEHU U B CBSI3U C UX J€TAIbHBIM MTPEJCTABIEHNEM B yueOHIKAX.

Bropoii npontece — cunrtes AT cBsizan ¢ iepeMenieHeM «BeK-
TOPHBIX» TIPOTOHOB Yepe3 BHYTPEHHIO MeMOpaHy MUTOXOH/PHil
13 MAaTPUKCA B MEKMEMOPAHHOE IIPOCTPAHCTBO MUTOXOHAPHIL, DTOT
mportiecc mpezacTasieH Ha puc. 10/1.2 u 10/1.3 xak XeMrmocMoTHIe-
cKas Teopus okuciaurteabuoro gochopunnposanusd (II. Muruess,
HobGenesckast npemust 1978 1.), koTopasi 00bsACHSIET MEXaHU3M CUH-
teza ATD MeTo0M OKUCTUTETHHOTO (GoCHOPUINPOBAHUSI.

B nomosnnenue k pucyHKaM KpaTKOe M3JIOKEeHUe 3TON KOHIIe-
nun. Kommrekest hepmenTtos HI1I [ [11, IV, Bo-miepBhIX, y9acTBYyIOT
B ITepeMeNeHNN 9JTeKTPOHOB BAOJIb IEMU 10 KUCIOPOa, a BO-BTO-
PhIX — [epeKaunBaioT IPOTOHBI U3 MATPUKCA B MeKMeOPaHHOe MTPOo-
CTPAHCTBO MUTOXOH/IPHII 32 CUET HGHEPTUU HIEKTPOHOB.

B pesysibTaTe Ha BHEIIHEH MOBEPXHOCTH BHYTpPeHHEH MeMOpa-
HbI MUTOXOHAPUI BO3HUKAET IIOJIOKUTEIbHbBII TPaHcMeMOpaHHbIIA
aJleKTpoxXuMudeckuii morenuan SPH" — 6uodusnueckast hopma
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Yacrs I (mepBolii cemectp 06ydIeHs)

anepruw, sipisiontasicst npeaiecrseniukom AT®. Cozpaiomiue
ATOT MOTEHIUAJ IPOTOHBI Bo3BpaiaioTcs yepes kanaia ATD-cun-
Tas3bl B MATPUKC, U KUHETUYECKAsT SHEPTHS MOTOKA MPOTOHOB (Kak
moienib) obecriednBaet cuate3 AT® npu yuactuun ATD-cunra-
3bl. TakuM 0O6pa3oM, BEKTOPHBIE TTPOTOHBI IUPKYJUPYIOT 10 KPYTY
(cm. puc. 10/1.3). ATD nepemelriaercst U3 MaTPUKCa B IIUTO30JIb, TaM
OHa PaCXOJIyeTcsl B Pa3HbIX OMOXMMHUYECKHX Ipolleccax, u oOpasy-
omasicss AJ/[MD BosBparaercss B MATPUKC MUTOXOH/PUI. ITO BTO-
past yacth 1ukaa ATO-AD, KOTOPBINA IPOUCXOAUT IIPU yIaCTUN
ATO—AID-rpancaokassr (cm. puc. 10/1.3). Murubéuropom ATD-
CWHTA3bI SIBJISIETCS aHTUOMOTUK OJIUTOMUIIHIH.
MaTpMKC MUTOXOHOPMA
Enyrp_emmn
membpada

SHeprug + JAL + 3HPO, —» 3AT® + 3H,0

embpanHoe (DY = +
(+) ouH
STREHCTEO O

IH

(k+1+m)H=nH"—

Ha T
=[s]0 = HAP
Pyiuag MemBpana MWTOrD

UnTozons

Ui,

T ST
PMnasparueckan membpana

Puc. 10/1.2. Cxema cuHTe3a ATO BO BHyTpeHHeln MeMbpaHe MUTOXOHAPUI

Pucynok 10/1.4 pa3bsicHsieT elile /1Ba TEPMUHA, WJIM TTOKa3aTeIs.
[TepBbIit — Tak Ha3bIBaeMble TOYKHU COTPSKEHUs OKUcaeHus (1epe-
MelleHus 371eKTpoHoB) u pochopuauposanus A D. B atux toukax
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10/1. Dueprernveckuii o6MeH. [[prxaTeabHast enb MUTOXOHIPUI

Jokanu3oBanbl (pepmenTatuBHBle KomIiekcel I, 111, IV, mpu mpo-
XOKJIEHUU Yepe3 KOTOPhIE 2JIEKTPOHBI TEPSIOT YaCTh CBOEH 9HEPTHH,
U B KQKIOH 3TOI TOUKe OCBOOOIKICHHAs DHEPIHSI JIBYX JIEKTPOHOB
JIOCTAaTOYHA JIJIST CUHTe3a jgajsiee ojHoit Mosieryabl AT, roro npu
nepeMeniennu IBYyX 91eKTPoHoB 1o nosHou [{119 yepes Tpu ykazan-
HBIX TOYKU OJTHOBPEMEHHO MEPEeKAYNBAETCSI HECKOJBKO BEKTOPHBIX
nporonoB u cuntesupyercst pu ATD (cm. puc. 10/1.2).

ViaTpukc MUTOXOHPUN
Lukn
AT —AlD Al®—> ATO

"

BHYTpEHHSAS
membBpaHa

H+ I_I'|,-1|(_11 H+
NPOTOHOB

Hapyxxas
membpaHa ¥

/
AT®-Ad-TpaHcnokasa

AL® €—— ATO
r'd

Pabora

Huronnasmarme <3

Puc. 10/1.3. Liuknbl BeKTOPHbIX MPOTOHOB 1 ATO-AD B MUTOXOHAPUAX

Bropoit mokazatenr — koabdbumnuent P/O, uam, TouHee,
AT®/0O, nokasbiBaet, ckoyabko MoJekya ATO cunTesmpyercs Bo
BHYTpeHHeil MeMOpaHe MUTOXOHAPUN TIPH MOTJIOMIEHUN UMU OJI-
HOTO atoMa Kucjaopoja. [lapel 21eKTPOHOB M3 Pa3IUIHBIX TOHOPOB
BOJIOPO/IA, OOJIAIAIONIIe PA3HBIM YPOBHEM 9HEPTHH, MOCTYIAIOT BO
BHYTPEHHIOIO MeMOpaHy B Tpu pasubix KoMmiuiekca hepmentos (1, IT1,
IV). Teopetnuecku 9TOl dHEPTUM XBaTaeT JJsI CUHTE3a TPEX, ABYX
u oroil MosiekyJbl AT® u Besinunnbl koadduinrenta P/O paBHb
MakcuMyM 3, 2, 1 coorBeTcTBeHHO (cM. puc. 10/1.4).
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Yacts I (mepBsiit cemecTp 06ydenust)

BHYTpeHH:AR
membpaxa

Mupyeat CyrunHar ButamiH C

2e

Puc. 10/1.4. Toukn conpsaxeHna 1 BennunHbl koadpoduureHta P/O

PEF'YAGUUA LENN NEPEHOCA 3AEKTPOHOB,
UAU ABIXATEAbHBI KOHTPOAbD

AJ1@ siBiisieTcst e IMHCTBEHHBIM TIOKA M3BECTHBIM akTuBaropom L1119,
T.e. korga AJIM muoro, a coorBercTBeHHO AT® Mao (Hampumep,
npu busndeckoii padore), AJID, yckopsist padory 11113, yBemmuu-
Baet cunte3 AT®. Cropocts 1ukia ATD-A/[D cranoButcs Gosiee
BBICOKOI. Moe inyHoe 06bsiCHEHe MEXaHU3Ma 9TOM PETYJISIUN CBSI-
3aHO C YCKOPEHHEM KMHETUYECKOTO MOTOKA BEKTOPHBIX TPOTOHOB
yepe3 AT@-cuHTa3y 1 CO CABUTOM PABHOBECHUSI PEAKIIMHM CUHTE3a
AT Brpaso (110 3aK0HY AEHCTBYIOMMX Macc) u3-3a n36bITka A D
(cem. puc. 10/1.2).

PA3OBLUUTEAUN LIEMN NEPEHOCA 3AEKTPOHOB

Paszobmurenu II19 — aro rugpodobHbie BeliecTBa WK IIPOTOHO-
(opbI, KOTOPBIE JIETKO TPOHUKAIOT BO BHYTPEHHIO MeMOpaHy MU-
TOXOHPHUI U pas3obIaioT ABa YKa3aHHBIX MPOIECCa, T.e. OKHCICHIE
(niepemenieHre 2JeKTPOHOB K KUCJIOPOLY ) M OKUCTUTENbHOE (hocdo-
puuposanue AJ[D ¢ obpaszoBannem ATD.

WonusupoBaHHble pasoOIIUTe — aHHOHBI, HAXOASCh B MEM-
OpaHe, PUCOEUHSIOT BEKTOPHBIE MPOTOHBI U3 MEKMEMOPaAHHOTO
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10/1. Dueprernveckuii o6mMeH. J[pIxareabHast ernb MUTOXOHPUI

[IPOCTPAHCTBA U NIEPEHOCST UX B MATPUKC MUTOXOH/IPUIL, yMEHbIIIast
TEM CaMbIM TpaHCMeMOpPaHHbII MOTEHIMA BHYTPEHHEH MeMOpaHbI
u, cienosarenbio, cuates AT®. OHako OHU He TOPMOBSIT [T€PE/[BU-
skeHue 3J1eKTPoHOoB 110 [1119, He yMeHbIIatoT MOTJIoIIeHNEe KUCJI0PO/ia
1 06pasoBaHue BOJABI. DHEPIUst OKUCJACHUS BEIECTB, HE KyMYJIUPY-
sacb B AT, paccenBaercs B Buje temwtorsl (puc. 10/1.5).

BHYTPEeHH#AS
membpaHa —

\
<N

¥
RCOO ——RCOOH

Hapy;«Haﬂ membpara LiuTosons

Puc. 10/1.5. MexaHn3m gencteua pasobwumtenen LMD

Pazobmmrenu:

1) BK30reHHbIE BelecTBa — ANHUTPOMEHOJ, HEKOTOPBIE JieKap-
cTBa (AMKYyMapoJi, YMEHbIIAIOINII CBEPThIBAHKE KPOBH)
1 KCEHOOMOTUKH, BAJTMHOMUIIVH;

2) H/IOTEHHbIE BEllecTBa — KUPHbIE KUCJIOThI, HOATUPOHUHBI,
O6unnpy6uH, 6es0k Oyporo skupa (y HOBOPOKIAEHHBIX U 3U-
MOCIISIIIUX KUBOTHBIX).

Bee paso6muTesin MOTYT IIOBBIIIATH TEMIIEPATYPY TeJIa YeJ0Be-

Ka (pabOTHUKOB XUMHYECKUX 3aBOJIOB, OOJIBHBIX C THIIEPTHPEO3OM,
HocJie TprueMa HeKOTOPBIX THAPOPOOHBIX JIEKAPCTB).

MHITMBUTOPbI ®EPMEHTOB LIEMN NEPEHOCA
SAEKTPOHOB

Ha pucynke 10/1.1 apabckumu mudpamu 00603Hau€HbI (hepMEHTHI
III1D u ux cnemududeckre UHIHOUTOPDI, KOTOPDIE:
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Yacto I (mepBsiit cemecTp 06ydenus)

1) uHrHOUPYIOT yKasaHHbIe (hePMEHTBI, TOATOMY TOPMOSST Iepe-
MellleHue 9JeKTPOHOB B1oJib [[119D u moriomenune Kuciaopoaa
MUTOXOHIPUSIMU;

2) MHrUOUPYIOT TIEPEHOC BEKTOPHBIX MPOTOHOB Yepe3 BHYT-
PEHHIOI MeMOpaHy MUTOXOHIPUH ¥ MO3TOMY CHUKAIOT
TpaHCMeMOPAHHbII TOTEHITHAT,

3) B pesyubrare samezsiercs: cuntes ATO.

Cpeau nHrHOUTOPOB MMeTcs JekapcrBa (6apOuTyparsl)

u cMepTesbHble sibl (6apOUTyparhl B GOJIBIINX /103aX, [IUAHUJIbI),
KOTOpble yMeHbIAIOT KoandecTBO AT® B KieTKax 1 TEM CaMbIM
JatoT hapMaKoJIOrniecKre u JeTaabHbie 3(PheKThI.

Huanug (KCN) BbI3bIBa€T CMEpTETbHOE OTPABIEHUE TIOTOMY, UTO

OH OJIOKUPYET TPAHCIIOPT 3JEKTPOHOB K KUCIOPOLY Ha MOCJEIHEM
aTare, a UMEHHO I[HaHW/ WHTHOUPYeT GepPMEHT IIUTOXPOMOKCH/IA3Y.
[Tocyennsss cocTONT M3 TMTOXPOMOB a M a5 BMECTE C TPeMsI MOHAMU
Mezin. Kask/iptii 1MTOXpoM SIBIISIETCST CTIOSKHBIM OEJTKOM, KOMILITEKCOM
u3 anoepmenTa u koakropa — rema. OyHKIIHEH TIUTOXPOMOB SBJIS-
€TCs TePEeHoC ABYX 3JIEKTPOHOB (110 OTHOMY ) Ha O/INH aTOM KHCJIOPO-
na Graroziapst IepeMEeHHON CTENeHN OKMCIEHNsT aTOMa JKeJTe3a.

Xema npouecca

VA

d 3+ 2+ 14 €7 1
— | Fe”"'|— Cu*—=Cu —0—0

’

/4 rem lem ! Tem lem
S { —
i/

Liutoxpom a LuToxpom a4
IN

[Tnanug obpasyer crabuiabhbiii Kommiaeke Fe?t rema ¢ CN-,
1 B 9TOM KOMTLJIEKCE KeTe30 He MOKET N3MEHSTD CTeTIeHb OKUCICHUS
1 TIepeHOCUTD 3J1eKTPoHBI. [{nToxpoMokcnasa mepecraet (pyHKITHO-
Huposath. [Ipekpaiaercsa nornomnenne kucaopojaa u cuares ATO
B MUTOXOH/IPUSIX, HACTYIAET TUOEb KIETOK M OPraHi3Ma B IEJIOM.

[IporuBosizivisi (AaHTUIOTHI) IPU OTPABJIEHUSIX [UAHUJIOM:

1. IIpu cpouHOM BHYTPUBEHHOM BBEJICHUN ITIOK03a CBOEH asibe-
rUAHOU Tpymmoi cBsa3biBaeT CN— o tumy mubdOBBIX OCHOBAHUI.

2. Hutput HaTpug (IIpu BHYTPUBEHHOM BBEJCHUN) WU aMUJI-
HUTpUT (IIPU MHTPAHA3AILHOM BBEJEHUN) OKUCIIAIOT Kejae30 Fe?'
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10/1. Dueprernveckuii o6MeH. [[prxaTeabHast enb MUTOXOHIPUI

B MOJIERYJIaX T'éMa, HaXO/IAMIEroCd B APYTUX COEAMHEHUAX OPpTaHN3Ma
" IIpEKAE BCETO B HaCTU MOJIEKYJI remorsiobuna Hb:

I'emornobun comepxut okosao 80% Bcero rema yesoseka. ITo-
aToMy okucieHHoe keye3o Fed™ B MetHb, kak u rimiokosa, npouHo
CBS3bIBAET IUAHWJI, PE3KO YMeHbINast ero apdeKTuBHYI0 103y s
nuroxpomokcuaaspl. Ob6pasosasumiicss nocae oxucaenus MetHb
MpeKpaliaer mepeHoCUTh KUCJIOPO/, HO OCTABIIMIICS B IOCTATOUHOM
KoJIMYecTBe HeoKucaeHHblii Hb BoimosiHsieT cBO0 HyHKINIO.

[ToaBOAMM UTOT O BEIIECTBAX, CIIOCOOHBIX MOAABJSITh OKHC-
mutenbHoe dochopumrposanre u cuates ATD: 1) pasobiuresu
okucyenust u dpochopuapoBanusi; 2) UHrHOUTOPHI HEPMEHTOB
II113; 3) uaru6uropsr ATM-cunrassl. B 1956—1957 rr. MHOIO Kak
caymarteneM 6-ro kypca Boenno-mennnunckoii akagemun (1. Jle-
HUHTPaA) O pyKoBoacTBOM Oyaymiero akagemuka AMH CCCP
A.H. KniumoBa 1ipu aKcIiepuMeHTanbHOoi paboTe Ha kadeape 6no-
XMMUU aKaJleMUu ObLIO MOKA3aHO, YTO CTPEIITOMUIIMH MOaBJISIET
okucsutenabnoe (ochopunuposanue u cunres ATD (Dochopu-
supoBanue u pynknus // Cummnosuym 1OM AMH CCCP. — JL.:
Nzn-o «M1OM», 1960. — C. 129-136).

MEXAHU3M TENAOMPOAYKUUN
B OPTAHU3ME YEAOBEKA

Berime nipu pacemotpenuu 1ukia ATO-A/[D s yxe oTMeuas, 4To
npu pacnazie ATO vacTh ee sHEPTUN TPEBPAIIAETCS B TETIOTY U 9TA
TEIJIOTPOLYKIIUsI I0TOJHsIeTCst Garogapst paboTe 9HAO0TeHHbBIX Pa3ob-
muresteil. Ha Beex aTamax sHepreTndeckoro 0OMeHa 4acTb 0CBOOOK-
natolelicss UM KyMYyJIUPYIONIeicss SHEPTUU OKUCJIEHUS PAcCcenBa-
eTCcsl B OpraHu3Me B BUJI€ TEIUIOThI, 00eceurnBast HOPMAIbHYIO WJIN
[PU MaTOJOTUN (TUIEPTUPEO3) TMOBBIIIEHHYIO TEMIIEPATYPY TeJa:
numa — HAJH — tpancmembpannbiii morennuan — ATD — pa-
60Ta — TerIoTa.

161



Aekuunga 11/1

OBLUMN NYTb KATABOAUIMA

O6mast cxema KatabosusMa OEJKOB, JIUIKUIAOB W YIJIE€BOIOB MOKET
OBITH IIPeJCTaBIeHA B CIEAYIONIEM BUJIE:

va —= | lepesapueaniie—* bonee NpocTsLie MONeKyNbl—= BCacLIBaHUe B KMLLEeYHUKE —»

MocTynneHue B kNeTiky 1 TkaHu — Cneundimdeckmne nytn karaGonuama

\

MouesuHa

HALH 1 QH,

[eixaTensHan uens
Mnu yene nepexdoca anextpoHoe (LIN3)

T
MetaBonu4eckas soga (400 rieyt)

Wrak, KoHeYHble IPOAYKTHL: yriaekucabiii a3, ATD, Boga 1 Mo-
YeBUHA.

Mb1 Gy1eM u3ydarhb ¢ BAMH PAaCCMOTPEHHBIN BbIIIIe OJIHbII KaTa-
6OJIM3M BEIECTB B IOPSIKE BO3PACTAHMUS CIOKHOCTH IIPOLIECCOB, T.€.
B o6paTHOM mopsiake: III19 — obmmumii myTh kaTaboausma (OIIK) —
crieruuIecKuii KaTaboJIU3M YIJIE€BOIOB, JIUIUAOB 1 OEITKOB.
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11/1. O6uwmii myts KaTabomrn3Ma

Heo6xoanMo 03HaKOMUTBCSI ¢ HEKOTOPBIMU TEPMUHAMH.
1. IlepBuuHbIe TOHOPBI BOJIOPO/IA — 3TO UHTEPMEINATHI, TIPOMe-
JKYTOYHBIE TIPOAYKTHI KaTaboIM3Ma:
a) crerupuvecKux myrei kaTaboimu3Ma — IMUPyBaT, Iy TaMUHO-
Bas KUCJIOTA, SKUPHBIE KUCTOTHI, TInUTIepoi-3-docdart, rauiep-
anmpaerua-3-gocdar, sSTaHO;
6) obmiero myTu KataboJu3Ma — HU30IMTPAT, O.-KETOTJIyTapar,
MaJaT, CyKI[MHAT.
2. [lepBuutbie akienToOpbl BOJOPO/IA — JETUIPOreHa3bl, TOYHEE,
ux kopepmentsl HA/[", HAL D" u ©A/.
3. Bropuunsie nonopsr Bogoposa g 1119 — HA/TH, ®A/IH,,
QH,.

OOGuuii myTh KataboIM3Ma COCTOUT M3 [BYX YacTeil:

MepBas 4acTb — l l i

uuepud —» Mupyeart <— AMUHOKUCNOTE

/

/ Auemln-KoA ’
/ | /

,.
HKupHbie KucnoTel —» AueTmn—KoA'/

l

Bropas 4acTs — LinTpaTHem uukn (uukn Kpebea wnv yukn
TpUkapGOoHOBLIX KMCNOT)

l Nunnaw Yrneeoabl Benkn

B auetun-KoA

OKMCNneHWe nupyearta J

LUATPaTHLIW LWKN gaet

rnaeHoe Konuw4ecTso

HAOH 1 QH»
ATOMOB BOAOPOAA

Obpasoeanune ATD 1 Boabl

Cymmapnoe ypasuenne OIIK:

nupysart + 4 HAZL + Q + F1® + HyPO, + H,0 — 3 CO, + 4 (HALH + H*) +
+ QH, + .

Bce peaknum OIIK npoucxofsdT B MUTOXOHAPUSX KJIETKU

(puc. 11/1.1).
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Yacrs I (mepBolii cemectp 06ydIeHs)

NUTOXOHOPKUA | _ HapywHaa memBpaxa

UuTosone

BHyTpeHHsas
_~~ memBpana

Komnnexe Marpuke
thepmeHTOB

T Auetnn-KoA

[
A
/

¥

IITpaTHEIR LMKn

}

HALH
QH,

Curres AT®

Mupyear

Imiokosa

Puc. 11/1.1. SHepreTnyeckme npoueccbl B MUTOXOHAPUAX

OKUCAEHUE NMUPYBATA B ALIETUA-KoA

Oxuciienue nupyBata B aneTua-KoA cocTouT u3 IByX CONPSKEHHBIX
TTPOTIECCOB:
I. IlepBbIit 1poliecc 1 ero cyMMapHoe ypaBHEHUE:

3

3

! |

C=0  +HAQ  + KoA-SH —— C~SKoA + CO,+ HAJH + H
|

o

I
OOH KodepmeHt KochepmenTt 0

T T Auetun-KoA

Mupysar Butamud PP TManTtoTe-
[nupoBuHOrpagHas HOBas
Kicnora) KMcnoTa
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11/1. O6uwmii myts KaTabomrn3Ma

I1. Bropoii niporiece siBJsieTcst adpoOHOI peakiueii ¢ yyactuem
KUCJIOPOJIa:

AOH +H + % 0, — HA[ + H,0 + aHeprusa ong tpex monekyn AT

Ponwb atoii peakmum:

1) pereneparus okucsiennoro HAJ[" nis mepBoro mporiecca;

2) cunre3d ATD meTo0M OKUCTUTENBHOTO (hochopumupoBanmist

AJlD.

O6a mporiecca CTPOro COIPSIKEHBI, T.€. MEPBBIN MPOIIECC HEBO3-
MOKeH 6e3 BTOpPOU peakiluu U B OTCYTCTBUE Kucaopoja. VHade ato
conpskerne wian cBsiab OITK u II13. TToatomy oba mporecca siB-
JIFIOTCS ad9POOHBIMU.

I[TepBbiii poriecc BKJIOYAET TpU HeoOpaTtuMmble peakiun (6e3
JETAIbHOTO WX PACCMOTPEHUS Ha JIEKIMN ), KOTOPbIE KaTaTU3UPyeT
MyJIbTU(DEPMEHTATUBHBIN KOMILJIEKC — ITUPYBATAErUAPOreHa3HbIi
komrexc (IIIK), cocrosimuii n3 Tpex o0CHOBHBIX (hEPMEHTOB U TISATH
KohepMEHTOB Ha OCHOBE TATH BUTaMuHOB (puc. 11/1.2).

[lMnoesas KMCnoTa (BNTaMuH B ponu KogepmMeHTa

S—
—
E4-OH(retpamep) ——— Ea(Tpumep) ————  Eg(anmep)
nupysaraekapbokcunasa aueTunTpaxctepasa AWrMOponunoar

T T aervaporeHasa

t

ohepmenTnl:  TOD KoA-SH ®AL  HAL'

T |

BUTaMUHBLI: MaHtoTeHosas B PP
e

Puc. 11/1.2. CrpykTypa nupyBataerngporeHasHoro komnnekca (MAK)

Nrak, B coctase II/IK 1sTh BUTAMUHOB 1 TPU OCHOBHBIX (DepMeH-
ta. OHa MUTOXOHAPUS COMEP;KUT HECKOJIbKO MoJeKya (oT 6 mo 60)
KaJKJIOTO U3 YKa3aHHbIX (hepMeHTOB. KpoMe TOro, MUTOXOH/IPUU MMe-
0T TAKIKe JIBA PEryJISITOPHBIX (DEPMEHTA, KOTOPbIe U3MEHSIOT AKTHUB-
HOCTh nupyBaTaekapOoKcuiassl E,:
1) docaraza nedochopunupyer E, (E,—~OH) u Tem cambim ak-
TUBUPYET 9TOT pepMeHT. AKTUBATOPOM (hoc(aTa3bl SABIAETCS
WHCYJIVH, cje/ioBaresbHo, oH yckopseT OIIK;
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Yacrs I (mepBolii cemectp 06ydIeHs)

2) nmporennkuHasa Harrpotus dochopuaupyet E, (E,—~OPO,H,)
Y MTHAKTUBUPYET TTOCTEeTHNI (PEePMEHT.
B murpatHOM muksie (cM. HUKE) YUaCTBYET O-KETOTJTyTapaTe-
TU/IPOT€HA3HBIN KOMILIEKC (PEPMEHTOB, CTPYKTYPa KOTOPOTO aHAJIO-
ruana [T/IK, HO Ge3 perynsTopHbIX (hEPMEHTOB.

LWUTPATHBIA LKA
(HobGenesckue npemun 1937, 1953 rr.)

[TepBas u moceiHsAsT PEAKIIMU [IUKJIA TPOUCXO/ST MPU YIACTHU
OKcaJioalleTaTa Wjn MaBeJieBOyKCYCHON KUCJIOThI (CM. PEaKiuK Ha
puc. 11/1.3). IloaTromy oxcasnoarnerar MPUHATO YCJIOBHO paccMart-
pUBATh KaK «KaTaJIM3aTOP» IUTPATHOIO IIUKJIA. ITO BUIHO U3 TIPE]I-
CTABJISIEMOTO CYMMAPHOTO YPAaBHEHUS IUTPATHOTO IMKJIA, KOTOPOe
O/THOBPEMEHHO ITOKA3BIBAET €10 IHEPTETUUECKYIO POJIb: CHHTE3 OJ[HOMN
MoJsiekysbl AT®D ¢ nomorpio cyberpatHoro dhochopuanpoBaHms
AJI® B camom nukiie u emie cunte3 11 mosekyn ATO B nocreny-
fonteit [II1D meromom okucaurtenbHoro dpochopuinpoanust A/lD.
DHepreTudecKnii uTor: oaut anetni-KoA gaer 12 ATO.
CymMapHoe ypaBHeHUe ITUTPATHOTO 1UKJIA:

CHj
I
C~SKoA + C=0 +A® + H,PO, + 3HALQ +Q—
| I
0 CHy

I

COOH

Auetun-KoA Okcanoauerat

COOH
I
—+2C0,+C =0 + KoA-SH + 1 AT® + 3(HAOH + H') + QH,
| /
CH»
|
COOH .

s
¥

1AT® IxJIATO=0ATD 1x2ATO=2ATd
meTog cyBorpaTHoro
thocthopunuposanua AP 11 AT® — mMeToa OKWCNWUTENBHOTD
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11/1. O6uwmii myts KaTabomrn3Ma

IHepPreTUYecKnil UTOr: oiHa MoJIeKyJia anerusi-KoA obecneyn-
BaeT cunres 12 ATO.

DopMmyJibl TPUKAPOOHOBBIX KHCJIOT € TPEMsI KapOOKCUIIbHBIMU
TPYITIAML:

O—C— COOH CH—COQH

| I
CH,— COOH HO— CH— COOH

Numonxas kucnora, WaonumonHan kmcnorta
CONb — UWHNTPaT CONb — U3ouuTpaTt

Okcanoauerart Lutpar
4Cc y 6C

—— HAJH

Manar Waouutpat

6C

HAOQH +—— |\— 0|

dymapar CL-KETOrnyTapar
4C 5C

—— QH, HAOH «——/— CO,

CykumHar CywumHun-KoA

4C\/ =

Puc. 11/1.3. O6was cxema UUTPaTHOTO LMKNa (KpaTK1n BapuaHT)
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Yacrs I (mepBolii cemecTp 06ydIeHs )

[TepBas peaknus 1ukIa — CUHTE3 IIUTPaTa, GEePMEHT — ITUTPAT-
CHUHTa3a:

3

|
C~SKoA + C=0 + H,0 —> HO— C— COOH + KoA-S

I | |

0 CH, CHy—
|
COOH

Aletun-KoA OkcanoaueTtar

OT/e/IbHO TIPEICTABIISII0 BHAYAIE Peakiuio cybeTpaTHoro (oc-
dopunnposanus I'/ID (bepMeHT — CYKIIMHATTHOKMHA3A), a 3aTeM
CONPSIZKEHHYIO ¢ Hell peakiuio cybeTpaTHOro (hochopuinpoBaHust
AJI® u cunres ATD (pepment — kunaza):

COCH

|
C~SKoA + TO® + H3POy —>(CH,), + KoA-SH +1Td
|

” Makpoapru-

O ueckas cBA3b COOH

yrumHun-KoA CyxuuHar

KwHaaa

Kak u 1711 OKMCAUTENbHOTO 1eKapOOKCUINPOBAHUST THPYBaTa
cyliecTByer obg3aTesIbHOE CONPsKEeHNe [UTPATHOrO 1uKiaa ¢ IIT1D
(c mpIXaTeabHOM 1EMbIO).

1 Peaknuu 1uk/ia obecriednBaroT oOpa3oBaHue BOCCTAHOBJIEH-
HBIX BTOPUYHBIX 0HOPOB Bozopoga — HAJ/IH n QH, (cMm. cymmap-
HOe ypaBHEHUE ITUKJIA).

2. Kucmopon okucisget atu coequnenns B [[119:

a) 3 (HAIH + H") +11/,0, - 3 HAIl* + 3 H,O + sneprus

nas nesiti MoJiekysnr ATO;

6)1 QH, +1/,0, - Q + H,O + sneprust 1jist AByX MOJIEKYJI

ATO.
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11/1. O6uwmii nmyTh karaGosnsMa

[Tocne Bropoit peakiuu okucaerabie HAJl™ u Q BHOBD yvact-
BYIOT B JIEBOI Y4aCTH CyMMapHOTO ypaBHeHUsI 11MKJa. Bee 1o 1 ecthb
COIIPSIKEHUE JIBYX TIPOIECCOB. Eciin KMCI0po OTCYTCTBYET UJIU €T
MaJi0 B MUTOXOHZIpUsIX (OTpaBjieHHE, CEPAEUYHO-COCYANCTAsT HELO-
CTaTOYHOCTH, Gosie3Hu Jierkux) perenepanust u HA/[Y, u Q, u cam
IUKJI IIPpeKpamanTcs nin saMmestiorcst. CrenoBaTebHO, ITUTPAT-
HBIH IIMKJT, KaK ¥ eKapOOKCUINPOBAHUE TUPYBaTa, SIBJSIOTCS a9Po0-
HBIMH TIPOIECCAMHU.

PETYAGUNSA OBLLETO NYTU KATABOAUIMA

Perynsnus o61mero myTn KataboJmsMa 0CyIIeCTBIISIETCS Yepe3 u3Me-
HeHHe aKTUBHOCTH COOTBETCTBYIOIINX (DEPMEHTOB IBYMST CIIOCOGAMMU
(tabm. 11/1.1, puc. 11/1.4):

e KaK MPaBWJIO, 3TO AIJIOCTEPUUYECKAS] PETYJISAIUS C TOMOIIBIO
OUOXUMHUYECKUX MeTabOJUTOB, TaK Ha3biBaeMasi PeryJIsiiiust
sHepreTryeckuM 3apsioM ¢ nomoiipio ATD, AID u AMD
SIBJIIETCST PA3HOBUIHOCTDHIO AJTIOCTEPUIECKON PETYIISINN;

e UHCYJUH peryiupyer nupysaraerapbokcunaazy E,—OH,
a IMEHHO: WHCYJIWH aKTUBUpPYyeT ¢ocdaTasy, KoTopas KaTa-
nusupyet nedochopuIpoBaHiie MUPyBaTAeKapOOKCUIAa3hI
U 9TUM €€ aKTHBUPYET:

E1-OPOH, + H,0 — E1-OH + H,PO,

HeakTnBHbIN AKTUBHbIV
dbepmeHT depmeHT

Tabnuya 11/1.1
Peryzsitopsl (hepMeHTOB 00LIETO yTH KataGoauama

Perymupyemsriii pepment AKTHBaTOPBI HHru6uropsl
IMupysarnernaporenasusiii | HA/LY, A/I®, nupysar, |HA/IH, AT®, anern-
komiuieke (IT1/1K) KoA-SH, uncynun KoA
[Turparcunrasza Oxkcasoarerar HAJTH, AT®, turpar,

cykumunia-KoA
Vzonurparaernaporenasza | AD, Ca** HAIH
a-keroraytaparaeruapore- | AIID, Ca?t, H;PO, HA/IH, AT®, cyknu-
HA3HBIN KOMIIJICKC Hua-KoA

IIpumeuanue. Tpu paccMOTPEHUH 3TON TAOJIUIIBI U JIST €€ TIOHUMAHUSI HAJI0
3HATB, YTO B KJIETKE CYMMBbI CJIE/[YIOIIIX BEIECTB SIBJSIOTCS BEJINYMHAMH TTOCTOSTH-
upiv: ATO + AJID + AM® = koncranrta; HA/IH + HAJ/[* = koncranra.
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Yacto I (mepBsiit cemecTp 06ydenus)

<\
TS ATO —— AflO

=Lololr=

Puc. 11/1.4. Cxema perynsauum obuiero nyTy Katabonmsma 1 Lenv nepeHoca nekx-
TpoHoB. O603HaUeHNA: «+» — aKTUBaLUA, «<—» — UHIMOUPOBaHNE PErynATOPHbIX
depmeHTOB

AHABOAUYECKUE OYHKLNUN
OBLLErO NYTN KATABOAUIMA

PaccMaTpuBaeMbliil yTh KaTaboJM3Ma MOKET ObITh OJIHOBPEMEHHO
HCIIOJIb30BaH KJIETKAMU JIJIsI CHHTETHYECKUX (aHaOOINIeCKnX) 1ie-
Jel.
Bo-nepsbix, Ha 6aze Mmuorux kommnonentoB OIIK o6pasyioTcs
Apyre GUOXMMUYECKUE COeANHEHNSI:
a) CUHTe3 aMIHOKUCJIOT (TTUPYyBaT —> aJaHUH, OKCATOAIeTaT —>
acraparmHoBast KUCJI0Ta U 1. );
6) amerna-KoA — KUpPHBIE KUCIOTHI, X0JIECTEPOJI, KETOHOBbIE
Tela,;
B) cykimHua-KoA — rem u reMorsioO6u.
Bo-BTOpBIX, B Mpoiiecce GYHKIIMOHUPOBAHUS ITUTPATHOTO ITUKJTIA
MIPOVMCXO/IUT PACXOZOBAHUE UK Pa3PyIIeHNe «KaTaTu3aTopay — OK-
camoarietaTa (1aBesieBoykcycHoi KucyaoTel). [ToaTomy mms mocto-
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11/1. O6uwmii myts KaTabomrn3Ma

SIHHOU PabOThI MUTPATHOIO LUKJIA AOJKHA MOCTOSIHHO HPOXOAUTD
cJeyIoNiast peakiysl CUHTe3a OKcaJoaleTaTa:

Mupysat + CO, + AT® + H,0 — Okcanoauetat + AAD + H,PO,.

ATy peakIuio KaTaJnu3upyer mupyBaTKapOboKcuiIasa ¢ Kohep-
MEHTOM OHOTHHOM U ¢ KOaKTOPOM MOHOM MapraHIia.

B-TpeThux, 1Ba KOMIIOHEHTA ITUTPATHOTO IIUKJIA UCTIOIb3YIOTCS
s cunreda HAJIMH (BoccTaHOBIEHHOTO HUKOTUHAMUIAAEHIH-
muaykiaeotuadocdara.). Jdasg aroro Manar (g6109Has KUCIOTA)
U u3onuTpaT (M30INMOHHAS KUCI0Ta) TTePEeMEIAlOTCI U3 MaTPUK-
ca MUTOXOHPHUH B IIUTO30JIb U OKUCJISTIOTCS TaM ¢ 0Opa3oBaHUEM

HAJ/I®OH:

H—OH + HAncD* e ———— Ot O & COE + HAOH + H
l

COOH

Waouutpataernaporeqasa

}

Waouurpar + HAI® " — ci-ketornyrapar + CO,» + HAO®H + H”

ITH peakiuu 0OeCcTIeYnBaOT CUHTE3 B KJIeTKe mpumMepHo 50%
HAJI®H, ocranbubie 50% cuHTE3UPYIOTCS B TIeHTO30(0ChaTHOM
nytu pacnaga riaokossl. HAJMH, asassicy moHopoM Bogopoja
U UCTOYHUKOM DHEPrUH, HEOOXOAMM JIJIsi MHOTOUMCIEHHBIX Peak-
11 BOCCTAHOBUTEIbHBIX CHHTE30B (0OpasoBaHue KUPHBIX KUCJIOT,
XOJIeCTepoJIa, TUPO3UHA, 0OE3BPeKMBAHNE KCEHOOUOTUKOB, PereHe-
panuss SH-rpynm remornobuna u t.4.). HAJIOH xora u obnamaer
3HAUUTETbHOW XUMUYECKOU sHeprueid, Ho B oramuyue or HAJ/IH nHe
BcTyIaer, kak npasuio, B LIIID u He ucnonb3yercs g cunresa
ATO.

HAPYLUEHUS SHEPTETUMECKOIO OBMEHA
(AEOULUT ATOD)

I. bonee pacmpocTpaneHHble HeHACTEICTBEHHBIE HAPYIIEHUS CBSI-
3aHbI C:
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Yacre I (nepsoiii cemectp 06yuervis)

1) HezoCTaTKOM KHCJIOPOAA B TKAHAX (OOIE3HU JIETKHX, Ceped-
HO-COCYZIMCTO# CUCTEMBI, OKUCIUTENN TEMOTJIOONHA), YTO
MPUBOIUT K ITPe0OIalaHIi0 aHa9POOHBIX MIPOIECCOB U K JIaK-
TaT-aIum103y;

2) simamut 1 MTHTUOUTOPAMU (B TOM YHCJIE JIEKAPCTBAMU ) JIJIST MU-
toxouapuit u LII113;

3) nedexTamMu MUTAHUS YesoBeKa (TTUITA COMEPIKUT MAJIO yIJie-
BOJIOB, JKUPOB, BATAMUHOB ); HAIIPUMEP, HEJIOCTATOK BUTAMUHA
B, Bei3oser cumxenne aktusnoctu 11K, nakorienne mupy-
BaTa M jajiee JAKTaTa; 9TO HEHACJEACTBEHHBIN JTaKTaT-aIn-
A03;

4) npu caxapHOM jinabeTe, BO-TIEPBBIX, TJIMKO3MINPOBAHHBIN Te-
MOTJIOOMH (DYKITMOHUPYET IJI0XO0, YTO TIPUBOAKUT K TUIIOKCUT
B TKaHSX. BO-BTOPBIX, B KJIeTKaX MBIIIIL 1 JKUPOBOI TKaHW He-
JIOCTATOYHO TJTIOKO3bI U COOTBETCTBEHHO HEJIOCTATOYHO ITUPY-
BaTa M OKCAJI0AIeTaTa, YTO BHI3BIBAET yTHETEHWE IIUTPATHOTO
IIUKJIa U yMeHbInerre obpaszoanuss ATD.

II. HacienctBenHuble HApYyIIEHUsT ABIASIOTCS PE3YJbTaTOM MY-
Talii TeHOB (PePMEHTOB PHEPTETHYECKOTO 0OMEHa, KOTOPbIe Ha-
XOJIATCS B A/lpe U B MUTOXOHIpUAX. /[Ba mpumepa. MyTarus rena
NUPYBaTKapOOKCUJIa3hl U CHIKEHNE €€ aKTUBHOCTHU SIBJISTIOTCS TIPH-
YUHON JIaKTaT-alu/[03a, HAPYIIEHNS ITUTPATHOTO IIUKJIA W CUHTE3a
AT®. Myranuu renos (epmentoB [1/IK npusenyt takxe k 3ames-
JIEHWIO ITUTPATHOTO IUKJA W K HACJIE/[CTBEHHOMY JIaKTaT-alum03y
(em. . 1.3).

[Ipu Bcex paccMOTpPEeHHBIX HAPYIIEHUSIX BOBHUKAET «TUIOIHED-
FeTUYECKOe COCTOSHUE» 4eJI0BeKa, T.e. HegoctaTok ATO.



Aekuna 12/1

YIAEBOAbI. NEPEBAPUBAHUE
YIAEBOAOB. METABOAU3M
TAMKOTEHA

(MepBasa Ho6eaeBckaga npemusa 1902 r.
n Ho6eAesckas npemus 1937 r.)

Bbpoyae A.M.

3aM, COJIEPsKAIUM aJIbJIETU/IHYIO TPYIIIY B JIMHEMHON CTPYK-

Type MOJIEKYJIbl WU TOJIYaleTadIbHBI TUAPOKCUI B ITUKJIH-
YeCKUX CTPYKTypax, KOTOPbIe MPUJAI0T MOJIEKYJe pelylupytonimue
CBOIICTBA.

l YnaBubBI yraeBox — D-riaokosa, OTHOCATIASACS K albIOTEKCO-

4

5

6CH,OH

INuHenHan cTpykTypa Linknudeckas crpykrypa Linknuyeckan cTpyktypa
no Konnu v TonnuHey (L-TTIHOKO3bI
no Xeyopc

Caxaposa (ObITOBOE HazBaHHeE caxap) sIBJISIETCS] HEPELYIUPYIO-
UM JUCaXapUJIOM — O-TJIOKOMUpaHo3ni-/1—2/-B-dpykrodypa-
HO3U/IL.
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Yacrs I (mepBolii cemecTp 06yIeHs)

[B-cbpykroza

OH.C ’

4 °m

KAACCUPUKALING YTAEBOAOB

Monocaxapuovt Jucaxapuoot

lexcossr | ['mokosa (T71K) Caxaposa
Cq Tamakrosa Jlaktosa

Dpyxkroza Masrprosa

Msomanbrosa
IMenToser | Pubosza —
Cs 2-n1e30kcnprb03a
Ionucaxapuovt

TomoroJscaxapuibl U3 rioKo3bl: | [ereporiosmcaxapuibl U3 pa3HbIX

a) TJIMKOTeH; MOHOCAXapU/I0B ¥ JUCAXapU/I0B

6) KpaxmaJi U IeJITH0JI03a PACTH-

TEJILHOTO MPOUCXOKIECHIS

Posb yriesomos:

1) sneprerudeckast posib — st cunresa ATD;

2) mlacTu4ecKkast poyib — JJIsSi CAHTE3a JKUPHBIX KHUCJIOT, JKUPOB,
X0JIECTEPOJIA, AMUHOKWCIIOT, HYKJIEOTH/IOB;

3) crpykTypHas posb — At GopMUPOBAHKUS MeEMOpaH;

4) 3amuTHAS POJIb TeTePOTONNCaXapuaoB (MYIIUH, CJU3b);

5) ydyacTue B IIpoleccax JAeTOKCUKauu (IIPOU3BOIHOE IJIFOKO-
3Bl — TJIIOKYPOHOBAas KUCIOTA).
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12/1. YraeBozst. [lepeBapuBaniue yriaeBogoB. MeTaboamn3M rInkoreHa

WcTouynukny yrieBofoB A 9YeT0BeKa:

1) numa, KoTopas J0JKHA CO/leP:KaTh B CyTOUHOM palfmoHe
400-500 r yriieBo/ioB (KpaxMaji B paCTUTEIbHBIX IPOIYKTaX,
TJIMKOTEH B HEKOTOPBIX MSICHBIX TIPOIYKTAaX, JJAKTO3a B MOJIO-
Ke, caxaposa, IVII0K03a B BUHOIPaJie U B BuHe, (DPYKTO3a B Me-
ne u ppyKTax, MaabTO3a B IHBE);

2) BTOPOII UCTOYHUK — CUHTE3 B IIEUEHU U B [PYTUX OpraHax,
ox0s10 80 T TJTI0K03bl CHHTE3UPYETCS B OPTaHU3ME YeJI0BeKa
32 OJTHU CYTKU.

[J110K03a MCIOJIb3YEeTCs] HEMTOCPEACTBEHHO JJIst 00pa3oBaHus

ATO u HA/IDH, rimkorena Kak AeMOHMPOBAHHON (DOPMBI TJIIOKO-
3bl, /IJIT CHHTE3a TIEHTO3 W HYKJICOTUIOB.

NEPEBAPUBAHUE YTAEBOAOB

[IepeBapuBanme MUIIEBBIX YTJIEBOIOB MTPOUCXOAUT B POTOBOM IO-
soctr (B HEOOJIBIIIOH CTETEH! ) U B TOHKOM KUIIIEYHUKE IIPU YYACTUH
(bepmenToB — raMKO3MA3 (KIIACC THIPOJIA3), KOTOPbIE KATaJIU3NpPy-
10T paspois O-rmKko3uaHbIX cBaseil (Tadbm. 12/1.1, cxema 12/1.1).

Cxema 12/1.1. Cxema pacnaga gncaxapuaoB Npu yyacTum grucaxapugas

~-rMWKO3aHas cBA3b

Hucaxapug

MoHocaxapuib

Jlucaxapuiasel (GyHKIIMOHUPYIOT HA TOBEPXHOCTH HTEPOIUTOB
TOHKOTO KUIIeYHUKa (TIPUCTEHOYHOE TIepeBapuBaHue ), mHOTAA hop-
MUPYs KOMIIJIEKCBI, HATTPUMEP KOMILJIEKC caXapasbl M U30MaJIbTa3bl.

AMusIaza Kak 9H/I0TJIMKO31/1a3a KaTaJIM3UPYeT paciiajl BHyTPeH-
HUX O-ramKo3uHbIX cBg3eil. OcranbHble (hePMEHTBI SBISIOTCS 9K-
30TJIMKO3K/Ia3aM1, OCBOOOKIAIOIIMMHU CBOOOIHBIE MOHOCAXAPH/IBI.
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12/1. YraeBonsl. [lepeBapuBanue yriaeBogoB. MeTabomnsM riInkoreHa

[TepeBapuBanue Kpaxmasia 1 IIIMKOT€HA IIPOUCXOIUT YACTUIHO
B POTOBOII ITOJIOCTH, HO TJIABHBIM 00Pa30M — B TOHKOM KHUIIIEYHHKE.
Cxema 12/1.2 orpaxkaet, BO-TIePBbIX, CTPYKTYPY OCHOBHOTO KOMIIO-
HeHTa Kpaxmasia — amusonekTHa (ero n10st 70—90%) u rimkoreHa,
KOTOPbIE PA3JIUYAIOTCS TOJILKO 110 PACCTOSIHUIO MEXKJY TOUKAMU BET-
BJIEHWS TIeTIeil: [T KpaxMasia 9To puMepHo 24 moromMepa ( D-rirro-
KO3bI), st Timkoreda — 10 octatkoB D-T/f0K03H6I.

Cxema 12/1.2. [lepeBapuBaHme Kpaxmana 1 ravkoreHa

eOyLMPYIOLWWA KOHE

O4Ka BETBIEHWS Ceasb (L 1,6 CerabCL 1,4

(L-amunasa paspisaet
H,O~ L 1, 4-rnuKo3naHyI0
CBA3L

He6onbLuve & &

Monexynb / / / /

[ekctpuHbl

v
H,O-"" | o-amunasa

MankTtoza WMaomankroza

——t— 1

1,4 1,6

Manerasa | > H,O H,O ~7 | Waomansrasa
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Yacts I (mepBsiit cemecTp 06ydenust)

Bropoit komnonenTt kpaxmana — amusiosa (10-30%) siBisiercst
JIMHENHBIM TTosinMepoM D-ririokossl (mpumepro 1000 monomepoB).
Bo-BTOpPBIX, B 3TOIi CXEMe TIPE/ICTaBJIEHbI BCE ATAIIbI U Bce (hEPMEHTDI
MOJIOCTHOTO (JIJ14 0L-aMUJIa3bl) U TPUCTEHOYHOTO (114 Incaxapuias)
pacriaja yrieBosoB. Bee yriieBo/ibl py OJTHOM TiepeBapuBaHuu 00-
pasyioT MOHOCAXapHUJIbl, KOTOPbIE BCACHIBAIOTCS B TOHKOM KHUIIIEYHM-
ke (B Tomelt kumke) (puc. 12/1.1).

{POBEHOCHLI
COCYAMK +’

Puc. 12/1.1. BcacbiBaHne MOHOCaxapngoB B BOPCUHKAX C/IM3UCTON
TOHKOTO KULIeYHUKa

[Ipu Hammuuy y 6OJBHOIO 3B JKeAyAKa caxaposda MoxeT 6e3
pactajia mocTynaTh B KPOBb, 1 ee OOHapysKeHUe B KPOBU CBUIETEb-
cTBYeT 00 9TOM S3BEHHON MATOJIOIHH.

MexanusM BcachiBaHUSA TAIOKO3bI, MPEACTABJEHHBIN Ha
puc. 12/1.2, MoKeT ObITh IBOSKUAM:

a) rpu GOJIBINON 1 YMEPEHHOU KOHI[EHTPAI[UH TJIFOKO3bI B T10JI0-

CTU KHUIIEYHUKA — 3TO obJierderHast 1 dysust Mo rpajneHTy
KOHI[EHTPAIINU TJIIOKO3bI € TIOMOIIBIO GETKOB-TIEPEHOCINKOB
TJIIOT-2 u -5;

6) maske ecJu cojiepsKaHre TIIOKO3bI B MOJIOCTH KATIEYHNKA HEBe-
JIUKO, OHA He JIOJKHA TIOCTYTATh B KaJI; B 3TOM CJIyYae IJII0K03a
BCACHIBAETCS MO MEXAaHU3MY BTOPUYHO aKTUBHOTO TPAHCIIOP-
Ta-CUMIIOPTA C XJIOPUCTBIM HATPUEM IO I'PAJMEHTY KOHIIEHT-
paryu /7151 TIOCJIeTHETO, HO TIPOTUB TPAJIEHTa — JIJIS TITIOKO3BI.

[Tocne BcachiBaHUs B KUIIEUHUKE TJIIOKO32a MTOCTYTAET B MOP-
TaJbHYIO BEHY, /laJiee — B TIeU€eHb, B KOTOPOI MOKeT YJaCTUIHO OCTa-
BaThCsI ¥ TIPEBPAIATHCST B TJIMKOTEH, U HAKOHEII, B OOIIUI KPOBOTOK
LTSI ICTIOJTh30BAHMS B PA3HBIX OPTaHax.
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JHTEpOLMT

O6neryeHHan
Anddoyana

Mnioxosa t

I'nrov.ma*
paHcnopTep —=

o~

Na't
X

Cumnopt

Na' K'-ATdasa

OfoaHaqene: § — Bricokan, § — HU3KaR KOHUEHTPALWA BeLiecTRa

Puc. 12/1.2. MexaHu13Mbl BCaCbIBaHUS TTHOKO3bl B TOHKOM KULLEYHUKE

HAPYLWIEHNS NEPEBAPUBAHUSA YTAEBOAOB

I. HenepenocuMocTh MOJIOKA, a TOUHEE €ro JIAaKTO3bI, BCJIECTBUE
OTCYTCTBUSI WU HEMOCTAaTOYHON aKTUBHOCTHU JIAKTa3bl, KOTOpas
B HOpME KaTaJu3UpPyeT B KUIIEYHUKE PEaKIIUio: JIaKkTo3a + Boja —
IJII0KO3a + TajlaKkTo3a.
[Ipu paccmaTpuBaeMoil TaTOJOTUM JIAKTO3a He paciagaeTcs, Ha-
KaIlJTUBaeTCs B TIPOCBETe KUIEUHWKA U M3-32 CBOEN THAPODUILHO-
CTH BbI3bIBaeT A @y3uio BOJbI U ee MOCTYIJIEHUE B KUIIEUHUK U3
TKaHeii, 4To IPUBOAKT K Auapee. Kpome Toro, Gakrepun KUIedyHnKa
cOpaKMBAIOT JIAKTO3Y € 00pa3oBaHUEM Ta30B, TO BTOPOH CUMIITOM
[aTOJIOTMN — METEOPU3M ¢ GOJIEBBIME OIIYIIEHSIMIA.
[Iprumnbl gedunmTa JaKTasbr:
e MyTallWs reHa JaKTas3bl, B TAKOM cjydae 3abosieBaHMe MPo-
SIBJISIETCST YK€ Y HOBOPOJK/IEHHBIX CPa3y ITOCJe POKIECHUS
(o mpukopMma);

e perpeccus reHa Jaktasbl (Ha ypOBHE TPAHCKPUIIIUH ) IPUBO-
IIUT K TTATOJIOTHN OOBIYHO Y B3POCIBIX JIIO/EH;
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e pa3/IMYHbIE BOCHAJIUTEIbHbBIE U NH(PEKIMOHHDIE 3a00/1eBaHIs
JKEJTy TOYHO-KUIIIEYHOTO TPAKTA BBI3BIBAIOT TTOBPEKIEHUST SH-
TEPOIUTOB U YMEHbIIIEHNE TPOAYKIINYA MU JIAKTAa3bl.

VMeroTcst JaHHBIE O TOM, YTO OKOJIO 25% POCCHSIH CTPAJaloT OT
HETIEPEHOCUMOCTH MOJIOKA BCJIEAICTBUE <«JIAKTa3HOM HEJAOCTAaTOUHO-
CTHU» W TI09TOMY JIMIIIEHBI 9TOTO MOJTHOIIEHHOTO MPOAYKTa. B KoHIe
MPOIIIOTO BeKa (PMHCKUE ydYeHbIe MPEAJOKIIN TEXHOJIOTHIO MeMO-
paHHON (GUABTPAIMHN C LEJbIO TIOJyYeHNs TIPAKTHYECKH 0e3/1aKT03-
HOTO MOJIOKAQ W COOTBETCTBYIOIUX MPOAYKTOB [IJId JeTell U B3pOcC-
JIBIX. DTHU MPOAYKTHI Y3Ke MUPOKO UCITOTH3YIOTCS BO MHOTMX CTPaHax
1 9acTuyHO B Poccuu A1 TpyIHBIX JeTeid.

II. HemocraTouHoCTh caxapa3Ho-M30MaJbTa3HOTO KOMILIEKCA
(epMeHTOB MIPUBOIUT K TEM K€ CUMIITOMAaM, HO TIPOSBJISIETCS Y HO-
BOPOJKIEHHBIX KaK HACJI€JCTBEHHBIN (MYTAI[MOHHbIN ) 1E(DEKT TOJTHKO
nocJse 100aBIeHUsT UM TPUKOPMa, COIEPIKAIIETO caxapo3y M Kpax-
mait. IIpu uHGEKIMOHHO-BOCIIAMUTENbHBIX 3a00/IeBaHIAX KHUIIIeY-
HUKA Y B3POCIBIX YKAa3aHHBIE MUIIEBBIE KOMIIOHEHTHI TAaKKe MOTYT
BBI3BATH JIUCITEIICUIO M METEOPH3M, TaK KaK caxapasa M U30MajIbTasa
(HapsiLy ¢ APYTUMHE JMcaxapuia3aMu ) BIPaOaThIBAIOTCST U CEKPETH-
PYIOTCST SHTEPOITUTAMMU.

METABOAU3M TAUKOTEHA
(Cesepun-ct. C.E.)

CuHTEe3 ¥ pacnajl TIUKOTeHa TTPOUCXO/AT B IIUTO30JIe PA3HBIX
OpraHoB, HO 0OCOOEHHO UHTEHCUBHO B 1iedeHn (Comep:kut 2—6% riu-
korena) u B Mbitiax (0,5-2%). [iukoreH, pa3BeTBIEHHBIN TOJUMED
D-1110K03bI ¢ 60110 MoeKy.IsipHOit Maccoit (105—108 [1a), saBis-
eTCs MEeTMTOHNPOBAHHOM, pe3epBHOUN (hOPMOI TTIOKO3BI U COMEPIKUTCS
B 1MTO30J1e B BUje rpanys. OH obianaer MeHbIneil ruapobuibHo-
CTBIO, YeM TaKO€ JKe KOJMYECTBO CBOOOTHOI TJIIOKO3bI, U TOATOMY,
COXPaHSACh B KJIETKE B BUJIC KOMITAKTHBIX I'PAHYJI, HE BBI3BIBAET €€
OCMOTHUYECKOTO TITOKA.

Ha cxeme 12/1.3 npezcraBiiensbl Bce peakiinu 1 (pepMEHTBI CUH-
tesa rankorena (HoGemresckast npemust 1970 1.).

ITpuBemeHHbIE PEAKIMK TOBTOPSIIOTCS MHOTOKPATHO, obecrie-
guBas MocJaeloBaTeIbHOE TPUCOeIUHEHNE K NCXOMHOM MaJIeHbKOM
MoJIeKyJie TJIMKoTreHa (K 3aTpaBKe-TipaiiMepy) 1Mo OJHOW MOJIeKY.Jie
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9HEPTEeTUYECKN AKTUBUPOBAHHON TJTIOKO3BI ¢ ToMOTIbIo o 1,4-O-rim-
KO3WIHOH CBSI3U K HEPEAYIUPYIONIUM KOHIIAM I'JTUKOT€HOBBIX IIe-
neli. ETMHCTBEHHBIN penyIupyOMuil KOHEl] TAUKOTeHa (CM. CXeMy
12/1.2) ocraercst cBOOOHBIM. JTa aKTUBUPOBAHHASI TJIIOKO3a SIBJISI-
ercst Mmosiekyioit Y JIM-rimoko3sl, /151 06pasoBaHust KOTOPOil U, cJie-
JIOBATEJTHHO, /IS BKJIIOYEHUS B 3aTPABKY OJIHON MOJIEKYJIBI TJIIOKO3BI
Tpebyetcst pacxon aAByx Mosiekysn ATD (peaxriuu 1 n 4). OcHoBHYTO
PEAKITNIO BKJIIOYEHUST TJTIOKO3bI (PEAKIINIO 4) KaTaJu3upyeT peryJis-
TOPHBIN (hepMEHT — TTUKOTEeHCUHTAa3a. BeTBjieHne TJIIMKOTeHa Mpo-
HCXOJIUT TIyTeM TIPUCOETNHEHHST K OCHOBHBIM IIETsIM (DparMeHTOB U3
5—7 0CcTaTKOB I/IOK03bI ¢ 0OpasoBanueM o.1,6-O-TmKo3uaAHolM CBI3K
npu yuactru pepMenTa BeTBIeHus (Peakius J).

Cxema 12/1.3. CuHTE3 rNmnKoreHa

1-a akTuBaums rmoxkoas! (1K)

[ekcoxkvHasa
MK+ AT®G ———— [[IK-6-chocchar + ALD
[MioKoKuHAaza
neveHun
K6 Docdornoko- A
. o —_— -
thochar wyTasa thocdpar
2-a aktveaums MK

1,616 TpaHcthepaaa
MK-1-thoedpar + YT ————— > YO®-rmokoaa + H,P05
Ceasb L 1,4
~
DN NS N
/S A
Mpanmep [TNK]

(aaTpaeka)
(MK

YO®-[TIK +
L]

n+1

mukoreHcmHTasa E-OH

MNpouecc «BeTBNEHUSAN

/ 0O
s7 NH I pand “H
OCTAaTKOB Cenasb CL1,6
MK

DepMEHT «BETBNEHWAY
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KommnakTnas moJsiekyJsia TIMKorena B KaeTke (B TpaHyJiax), SBJs-
SCh JIETIOHMPOBAHHON (HOPMOI XMMHUUYECKON 9HEPIUU, pacliajiaeTcs
1 0CBOOOJK/IAET TIIIOKO3Y P TOJI0Aanu, husmdeckoil paboTe u He-
KOTOPBIX 3a00JieBaimsix. Takoii mporjecc pacna/ia Ha3blBAIOT MOOUITH-
sarueit romkorena (HoGemresckast mpemust 1922 r.), KOTOPYIO MOKHO
pasziesnTh Ha TPU 3Tarla.

Cxema 12/1.4. lNepBbIi 3Tan pacnaga rukoreHa

A
4

~ H3PO, [TK],, + H3PO,

mukorendpocthopunasa

E-OPO3H,

'nioko3o-1-dhocdhar + [[T1K]

I. ITpeacraBieHHYIO MEPBYIO PEaKIIUi0 KaTaau3upyeT rIIUKOTeH-
dochopunaza, KoTopast BEI3bIBAeT Pa3phiB o 1,4-TTUKO3UAHON CBI3M.
Omna gBJisieTcst peryJasiTOpHbIM (hepPMEHTOM BCETO IPOIlecca: akTHBHA
B (hochopumpoBaHHOM BU/Ie I HEAaKTUBHA Kak JehochOopuInpoBaH-
nag popma E-OH. Mbimeunas rankorengocdopuiasa comep:Kut
KoepMenT — mupupokcanbdocdar (Buramun By).

II. Ha ciexyiomiem stame obpasyercs Ioko30-6-gocdar:

dochornokomyTasa
rnoko3o-1-dochar — rIoKo30-6-pocdat

Tak u3 rimkoreHa ocBobosxkgaercs npumepto 90% MoHOMEPOB
B BHUJIe III0K030-6-ocdara. Ero panpHeiimas cyapba pasimyHa:
B MBIIITAX OH He TPeBpalaeTcss B CBOOOAHYIO TIIOKO3Y, TaK KaK reH
ero docdatassr (hocdaraspl TI0K030-6 hocdara) perrpeccupoBat,
1 TJII0K030-6-(ocdar mpsaMo BCTyTaeT B TJANKOIN3, obecreunBas
MblIIILy aHeprueii B Buje moJiekyst ATD. B neyenu aktuBHast pocda-
Taza yaausier docdar, 06pasyst CBOOOAHYIO HE3aPSKEHHYIO TJIIOKO-
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3y, KOTOpast JIETKO TIPOXONT Yepe3 MeMOpaHy TemaToIUTOB B KPOBb
U Jlajiee MOCTYMAET B Pa3Hble OPraHbl U KJAETKU (MO3T, 3PUTPOITUTHI
u z1p.). Ciie1oBaTeIbHO, B MBIIIIAX TIMKOTEH SIBJISIETCS] COOCTBEHHBIM
SHEPreTUYECKUM JIETIO, a TIINKOTEH MeYeHU Mpe/[HA3HAYEH TJTaBHBIM
06pa3oM /ISt SHEPTETUIECKOTO 0OeCTIeUeH sl APYTUX OPraHoB (cxema
12/1.5). Ilpunsito cyuTaTh, YTO AEMOHUPOBAHHBIX 3a11aCOB TJIMKO-
reHa B ITeUeHHW XBaTaeT MpuMepHOo Ha 18—24 4 MOJIHOTrO TroJ0aHus
YyesIoBeKa.

Cxema 12/1.5. Pa3nnune B npoueccax pacrnaga rnKoreHa B NeYeHr 1 B MbllLax

NUKoreH

/ b
AKTUBHas! o A ) AN
chocthatasa <

N
™

/
/— H3PO, \
4

CseobogHas rnokosa [Mukonua

! !

Kpoeb ATOD

ITI. Tperwuii arar. I'yoko3a, IpUKpensieHHast K OCHOBHBIM IIeIsIM
B TOYKaX BETBJICHUS C IIOMOIIBIO o.1,6-TINKO3UIHBIX CBA3€ll, 0OCBO-
6o maercss B HehochOPUIMPOBAHHOM BHjIE MTPH YYACTUN JBOWHOTO
(bepMeHTaTUBHOTO KOMILJIEKCA — <«JIEBETBSIIET0> (PepMeHTa, TJIaB-
HBIM B KOTOPOM sBJIsIeTcs TanKo3uaasa (cxema 12/1.6).

Cxema 12/1.6. Cxema paboTbl «eBeTBALLero» GepmMeHTa

o1, B-rnuko-
angasa




Yacre I (nmepsoiii cemectp 06ydervist)

O PET'YAIUNMN METABOAUSMA TAUKOTEHA

Peryisiniust ocyIiecTBIsieTcst yTeM U3MEHEHUs] aKTUBHOCTHU Pery-
JATOPHBIX (hepMEeHTOB — TauKoreH(ochopuaassl (/715 pacnaia rim-
KoreHa, cxeMa 12/1.4) 1 TINKOTEHCUHTA3BI (/171 CUHTE3a TJANKOTEHA,
cxema 12/1.3).

A. I'mukorendochopuiaza akTuBupyeTcst GochopuampoBaHueM
TIPU YYaCTUH aJ[peHasnHa (MBIIIIIBI, TeYeHb) W IJIoKaroHa (TeyeHn)
1 MHAKTUBUPYeETCs fedocdOopuanpoBaHueM MPU yIacTUHN WHCYJINHA
(™Mbl TTeYenb). [Ipn aToM ajipeHa e B CKeJIETHBIX MBIIIIaX B3a-
HMMOJICHCTBYET CO CBOMMU [3,-aJIPEHOPEIENITOPAMHU B IUTOILIa3MaTH-
4ecKoil MeMOpaHe MUOITUTOB, a B T€TIATOIUTAX — C [3,-PeIenTOpamH,
u B 06oux ciaydasix dpochopunnpoanue riaukoreHdocdopuiaspr
[POUCXOJUT Yepe3 aJeHUJNATIIUKIIAZHYI0 CUCTEMY TPAHCMUCCUU
TOPMOHAJIBHOTO cUTHaJA. Takoi ke KoHeuHbIi (G eKT aapeHasmHa
Ha raukoreHdochOpuIazy JOCTUTAETCS TIPU €TO B3aUMOIEHCTBUN
C 0,4-a/IPEHOPETETITOPAMU TeNATOIUTOB U IIPY Tiepeavye CUTHAA
BHYTPH TEMATONNTOB Yepe3 nHo3uToadochaTHyio cucteMy. Bepo-
SITHO, TIOCJIC/THSST SIBJISIETCS JOTIOJTHUTEIbHOW W Iy OJIMpyIoTeil
CHUCTEMOM /I TenaTtonuToB. Mbrmeunas raukorengocdopuiasa
MOJKET PETYJIUPOBATHCS TaKKe ajmocTepudeckum crocobom. Co-
orBetcTByfomue aktusaropsl: AM®, A/I®, H,PO,, cam rinkoren
u unruourops: ATD, rirroko30-6-docdar. B obuem Buze cucrema
peryJisiiuu 3Toro hepMeHTa-umMepa ¢ KOhePMEHTOM TTHPUIOKCATT-
¢ocdarom npezpcrasnaena Ha puc. 12/1.3.

Kpome Toro, pacraji rIiMKoreHa B le4eHU W MBIIIIAX yCKOPSI-
ercs komiiekcoM 4Ca’ -KanbMOLY/IMH, KOTOPbIH yBeJINYNBAET aK-
TUBHOCTH Ca-KaJbMOYJIMH3aBUCUMOI IPOTeUnHKNHA3bI. [lasee ipu
y4acTuu rocjeaHeit mpoucxoaut GochopuanpoBanmie u aKTHBAIUS
KuHa3bl pochopuIassl TIUKOTEHA, KOTOPas B CBOIO ouepenb (ocdo-
PUJIUPYET U aKTUBUPYET KOHEUHbIH MeTab0IMIeCKUIl PeryIsiTOPHbIii
depmenT — ramkorendochopuiasy.

b. I'mukorencunTaza aktuBupyercs naedochopuanpoBaHuem
(vHCYyJNIMH) M nHaKTUBUPYeTcs dhochopunupoBanueM (apeHaNH,
TJTIOKAroH ).

Pacnan v cuHTe3 TIIMKOreHa 3aBUCST OT (PU3UOJOTUIECKOTO WK
[ATOJIOTUYECKOTO COCTOSIHUS YEJIOBEKA.

1. Boictpast husudeckast pabota, roJiof, CTpecc. AIpeHaynH Ipu

pabote u ctpecce (MBIIIIBI, T€YEHb) ¥ TIIOKArOH IPH TOJI0/E
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(Teyenp ) aKTUBUPYIOT TIIUKOTeH(pOoCchOpUIazy, n OHa KaTaln-
3UPYET PETYJISATOPHYIO PEAKIINIO 1 OCBOOOKIEHIE TIFOKO3BI
mist oopasoBanust AT®D. CunTes rJIMKoreHa OCTaHOBJIEH.

2. Ilpuem mumu. Iluiesas rioko3a KPOBU CTUMYJIUPYET CEK-
PEIuIo UHCYJINHA, KOTOPbI aKTUBUPYET TJIUKOTEHCUHTA3Y
(meTonoMm ee medocopuTMpPOBaHNSA) U CUHTE3 TJINKOT€HA U3
MAIIEBOM TIFOKO3bI. MOOMIN3aIMst TITMKOTeHA He TIPOUCXO/IHT.

3. TIpu puTeabHON HEMHTEHCUBHOM (husnyeckoii pabore B pe-
3yJbTaTe pacraga 60sbioro koandectBa AT®D npoayKTsl
atoro paciaza — AM® u orgactu A/LD u hocdopras Kucio-
Ta aJJIOCTEPUYECKI aKTUBUPYIOT riInKoreHdocdopuiazy 6e3
ee docopunuposanus (cM. puc. 12/1.3), obecneunBas Tem
CaMBIM TIOCTEIIEHHOE OCBOGOKACHIE TIIFOKO3bI U3 TIIMKOTeHA.

HauBonee
AKTUBHBIA (hepmeH

O(P\ 0(’)

AI\‘IL‘L\ D.M""

\ _o®
: J\_/ SN AMo

AM® AMD

HeakTMeHbIi AM‘I’\ P ﬁ

aumep E-OH (

E-AM®
AKTUBHBLIN hepMaHT

Puc. 12/1.3. Perynauma akTMBHOCTU MbllLeYHOW rnkoreHpocopmnasbl

B xauecTBe nTOra — 0 TPEX MYTAX aKTUBAIMH TTHKOTeHbOocho-
puitasbl. Bo-1iepBbIX, ¢ TOMOIIBIO TOPMOHOB (aJpeHaInHa | TJII0Ka-
rona). Bo-BTOPBIX, MOCTYHAIOMUN B CKEJIETHbIC MBIIIIBI HEPBHBIN
HMITYJIBC OCBOOOK/IAET M3 CAaPKOIIA3MATHYECKOTO PETUKYJIYMa HOHBI
KaJIbINs, KOTOPBIe BKAOYAIOT Ca-KaabMOIyTMH-TIPOTENHKUHASHBII
nyTh (cM. Bbite). Oba mpeicTaBieHHbIe TyTH TPUBOAAT K (hocho-
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PUJIMPOBAHUIO U K aKTUBAINHU TIUKoreHdochopuaassl. B-TpeThux,
B CKeJieTHBIX MbiTax AM® annocreprueckt ak THBUPYeT ATOT (hep-
MeHT 6e3 ero ¢hochopuImpoBaHus.

Bce pacemoTpenHble Bbillie TyTH U CIIOCOOBI PETYJISIIINN 0OMe-
Ha TJUKOTEHA U U3MEHEHUS aKTUBHOCTU PETYJISITOPHBIX (DEPMEHTOB
(TTMKOTEHCUHTA3bI U TIIMKOTEeH(MOCHOPUIA3bI) IPU YIACTUHN TOPMO-
HOB (MHCYJINH, aJ[pEHaJINH, TJIIOKAroH ) 1 6e3 ux ydactust B 000011eH-
HOM BU/Ie TIpe/iCTaBIeHbl B cxeme 12/1.7.

Cxema 12/1.7. Perynaunsa obmeHa rnvKoreHa

CreneTHbie MblLLLb! Mbltlsl ¥ NeveHs

AnurensHas Buictpas Crpecc
paBota pabota
\R
\\.\\
ATO— AMD HepaHsbii S Anpenanuy

MMNYNBC

l

Bbixon Cat
"3 augonnas-
MaTHMYeCcKoro
DBTF'!I-::\.fn)’F."!a

B8 LIMTO30Nb

l

Ca”*-kanemonynuH MpoTenHkuHasa A
AT® N \
A &7
Kuhaaa
-

o

E-OH —> E-OPO;H, ™ ViHeynuH
mukorerchochopunasa~_

T~ ——
.
E-OH «— E-OPOH, ~  Pacnan
/ \'\
¥ L |
docarasa nunkorex Miokoza
\\\‘ ) /‘ /
W ;"I
WHCYmH < /

T ~ T AT® prd

\ ¥ TnukorencuHTasa
_ E-OH &———=E-0PO,H,

mwokoaa ¥ \
T . H4PO, N H,0

[puenm nuumn A doccharaza
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HACAEACTBEHHbLIE HAPYLUEHNY OBMEHA
FTAUKOTEHA («TAUKOTEHOBbBIE BOAE3HWU»)

I. Arukorenossl. MyTary reHoB J000ro (hepMeHTa CHHTE3a TJIH-
korena (cMm. cxemy 12/1.3) u 1ecuIuT aKTUBHOCTH TaKOTO (pepMeHTa
MPUBO/ISIT K YMEHbBIIIEHUIO KOJTMUECTBA IJINKOreHa B opranax. Knunu-
YeCKHe CUMIITOMBI (TIPOSIBJISIIOTCST OOBIYHO /10 TIPHeMa TIHIIN ): TOTI-
HOTa, PBOTA, CY/IOPOTHU U JIP.

II. F'MMKOTeHO3bI BHI3BAHBI MYyTAIIMOHHBIM JIe(eKTOM OIHOTO 13
(bepmenTOB pacraja ravMKoreHa W HAKOIJIEHUEM TJIMKOreHa B opra-
Hax. CUMIITOMBI:

® A IMeYeHOYHOU q)OprI — YyBe€JIMUE€HHAadA IE€YE€Hb U TE€ JKe

CUMIITOMBI, KaK TIPU arJIMKOTeHO32aX;

e JIISI MBIIIIEYHOI (hOPMBI — MBITII€YHAst CJT1a00CTh, OOJIM 1 CY10-

pOru B MbIIIIAX MpU (hU3UUECKOI HATPY3Ke.

CymiecTByeT MHOTO BapMaHTOB 3THX 3a00JIeBAaHUN B 3aBUCHMO-
cti oT Buaa gaedektHoro dhepmenta. B yacTHOCTH, TIpU 60JIE3HU
l'upke (rukorenos) ¢ gedumurom docdarassl Ta0K030-6-hocdaTa
CO3/IaeTCsI B TleueHr M30bITOK TIMKOTeHa, TIII0K030-6-hocdara, pu6o-
30-5-hochara, MOUEBOI KMCTOTH M PA3BUBAETCS BTOPUYHAS TTO/IaTpa
(2-it cemectp obyuenust). OOIINM /I BCEX «TJIMKOTEHOBBIX 00JI€3-
Hell» SIBJISIETCS IIOHMKEHHOE COJIEP/KaHUe IJTIOKO3bI B KPOBU (THUIIO-
TJIIOKO3EMMUsST MJIM TUTIOTJIMKEMHUsI) YTPOM 10 3aBTpaKa, 4To u 00y-
CJIOBJIMBAET YacTh M3 YKa3aHHBIX CUMIITOMOB 3aboseBanuii. [Tocse
3aBTpaKa ¥ HOPMAJIN3AIUN YPOBHS TJIIOKO3bI KPOBU BBHIPAKEHHOCTD
OTAE/IbHBIX CUMIITOMOB MOKET YMEHbIIATHCA.



Aekuua 13/1

FAMKOAUTUYECKWUN NYTb PACMAAA
FTAFOKO3bI

(Ho6eAeBckas npemus 1929 r.)

ocJie TIPOIIeCCOB TIePEeBAPUBAHNS W BCACBIBAHUS YTJIEBOIOB
TJIIOKO3a TOCTYIAaeT B KPOBb U Jlajiee TIPAKTUYECKU BO BCe
opranbl. [mokosa aBasgeTcd rupoduabHON MOJIEKYTOH, OHa
OBICTPO PACXOLYETCSI B KJIETKAX U €€ KOHIIEHTPAIINST B KJIETKAX MEHBIIIE,
yeM B KpoBu. [109TOMY TIIIOKO3a TIepecekaeT MeMOpaHbl KJIETOK, KakK
[IPABUJIO, MIOCPEACTBOM MeToa oberdeHHol auddysun ¢ UCI0JIb30-
BanueM Geskos-tiepenocunkoB [JIFOT 1-5, koTopsie co3naior ruapo-
(buIbHBI KaHaJ B IUTOILIA3MaTHUecKuX MeMOpanax (puc. 13/1.1).

paHcnopTep noKo3a
=SS KPOBM
MIOT N\ *

S

InwoKko3a

Karabonuam

Puc. 13/1.1. TpaHCNOPT FNOKO3bl U3 KPOBW B KNETKM CNOocobom obrieryeHHom
Anddysum

Heo6xoanmo BbiienTh 0co6y10 POJIb MHCYINHA, KOTOPBIH CTH-
MyJIUpyeT IPOHUKHOBEHUE IVIFOKO3bL B KJICTKU MHCYJIUH3ABUCUMbIX
OpPraHoB M TKaHeH (MBIIIIIHI, JKUPOBasd TKaHb U TIeUYeHb) TaKKe CIT0-

188



13/1. TnuxonnTndeckuii myTh pacnajaa rJIoKo3bI

cobom obuterdennoii auddysun. Ipeacrasisiio aBa pa3HbIX MPOIEC-
ca COOTBeTCTBYMOIIEN «paboThi» uHcysmHa (puc. 13/1.2 u 13/1.3):
MU —> TIepeBapruBaHye U BCaChIBaHNe — TJIIOK03a KPOBU (TTHIIeBast
WJIM CUHTE3UPyeMasi B OPTaHU3Me ) SIBJISIETCS XUMUYECKIM CUTHAJIOM
711 CEKPEIUU MHCYJIMHA B KPOBb U3 [3-KJI€TOK TTAHKPEATHYEeCKOM JKe-
JIe3bl — WHCYJIVH.

noko3a

KpoBu \
l [mioko3sa

HCYNWH

WHecynue

\\ BKMO4aeT
\ cuHTes MOT-4

Peuentop

Puc. 13/1.2. TpaHCNOPT rAOKO3bl B KNETKMN MbILLL, 1 XKMPOBOW TKaHN
npw y4acTum UHCYNMHa

WHAYKUMA FIIIOKOKMHA3E! WHrubBuposHue
CHMHTE3A IMTIKO3bI

(KONM4ECTBO
YMEeHbLIZeTCA)

mukonua nukorex MexToaodocharHbii
nyTe

Puc. 13/1.3. TpaHCnopT roKO3bl B renaTtouunTbl MPY y4acTUM MHCYNINHA
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Yacrp I (nepsoiii cemectp 06yuervist)

OnHAaKo MHCYJNH YCKOPSET MOCTYTIIEHNE TUTIEBON TJIIOKO3bI U3
KPOBH BOPOTHOI BEHBI B TEMATOIUTEI, TOTHKO €CTN €€ KOHTIEHTPAITHS
B KPOBHU sIBJIsteTCst JocTaTouHo Gosbiioil (6oee 10 mmosn /). Tlpn
HU3KOM COJIEP’KAHUU TJIIOKO3bl B KDOBU U COOTBETCTBEHHO HU3KON
KOHIIEHTPAITNU WHCYJINHA TTUIIeBas TI0K03a TPAHCTIOPTUPYETCS JIa-
Jiee B OOJIBIIOI KPYT KPOBOOOpAIeHUsT, MUHYSI [Ie4eHb, U TOCTYIaeT
B IPyTHe OPTaHbl U KJIETKH, JIJIT KOTOPBIX OHA KpaiiHe HeoOXoanma
(MO3r, 9pUTPOIUTHI U ZIp.). B aTOM ciiydyae MHCYJIMH He UHAYITUPYET
B rermaTonTaxX Ha YPOBHE TPAHCKPUIIIIUN CUHTE3 TIEPBOTO (DepMeHTa
IJIMKOJIN3a — TJIIOKOKWHA3bI ¥ He MHIMOUPYeT CUHTe3 COOCTBEHHOI
TJIIOKO3BI B KJIETKaX edeHn. [loaTomy nmpu HopMabHOM yPOBHE TJTIO-
KO3bl B KDOBM OHA HE yCBAWUBAETCS TENATOIUTAMU, HO OHU aKTUBHO
CUHTE3UPYIOT COOCTBEHHYIO IJIIOKO3Y (CM. CJIEAYIONLYO JIEKIHIO).
YkazaHHOe TOJ0KeHNe BayKHO [T TOHUMaHus OMOXUMUHN caxap-
HOTO /inabeTa, Mpr KOTOPOM MHCYJIMH HE CHHTE3UPYETCsT Wiin (hyHK-
IUOHUPYET cJ1abo.

BHyTpu KJIETOK IIIOKO3a PACXO/LY€ETCST B TIPOTIECCax KataboIn3ma
U B IPYTHUX PEaKINIX, B TOM ducje cunTteTndeckux. CyIiecTByeT 1Ba
Tpoliecca pacrajia riIfoKO3bL:

1) rnukoMMTHYECKUI NN AMXOTOMUYECKUH (TII0K03a — reKco3a

U3 TecTUu aToMOB yriaepoaa 6C mpeBpariaeTcs B IBe TPUO3bI
3C) c uennbio nocaenyiotiero cuareda ATD;

2) armoToMu4ecKuit niam meHTo30ochaTHbI Ty Th C OTIIETIEHN-
eM TI0 OJTHOMY aToMy yriiepoa ¢ obpasoBanuem CO,, meHTo3
u HAJ/IDH.

JlBa BUa TIMKOIN3A:

1) rimkoJin3 aHaspOOHBIN B YCJIOBUSIX HEIOCTaTKa KUCJIOPOjA
(CKeJleTHBIE MBIIIIBI B HAYaIbHbII TIEPU0/] KX PabOTHI, OBICTPO
npordepupyronie pakoBble KJAETKN) WU MIPU OTCYTCTBUHU
B KJIETKE MUTOXOH/IPUT (9PUTPOIINTHI);

2) rJIMKoJIN3 a3pOOHBIN ITPU YCIOBHUH IOCTATOYHOTO KOJTMUYECTBA
KKMCJIOPO/Ia B OOJIBIIMHCTBE OPraHOB; 9TO IJIABHBIH MPOIECC
obecrieuenst opranusama MosiekyiamMmu AT 3a cuer rirroKo3bL.

O6a rimkosm3a coctosaT 13 10 o6mmx peakiuii 1 HEKOTOPHIX
pasJsimyaronxcs peakiuil. S mpejcraBisio mocie0BaTebHbIE pe-
akiuy (MeTaboIMYecKy o 11erb) aspoOHOTO (HA4Yamio — TJII0KO03a,
KOHEIl — MUPYyBaT) M aHadpOOHOTo (HAYag0 — IJIOKO3a, KOHEel —
JIakTat) TAUKOIN30B. CTyAEHTHI JOLKHBI 3HATH 3TU PEAKIIUU U UX
depmentor (cxema 13/1.1).
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Cxema 13/1.1. Peakuyuu rmmnkonMTUYECKOro pacnaga riokosbl

HepreTHYecKan aKkTHBaLMA rMOKo3kLI NYTeM e (POCPOpPUNHPOBaAHKA

Uurosone

Imiokoaa

lMekcokuHasa

MoKoKMHa3a
ALl

CH—0—

Imiokoao-6-thocdat

Fmiokoso-6-chocdpar
w3oMepasa

B)—0—Hy CH,OH

DpyxToso-6-chocdar
H

DocchodipyrTo-

©pyxToso-1,6-Buodocdar MuToxoHapuu
H

A
! Ansgonasa
@

by

I. AnbAONLHOE paciienneHne

v
NAD'" NADH+H

C|:H2-—O—®

c=0
|
CH,0H
Lurinapokecu- Mmuuepansaernn- Imuuepansaera-
aueToHdpocdar 3-chocdpar thoccpat-
Aervoporexasa




Yacrs I (mepBolii cemecTp 06yIeHs)

Cxema 13/1.1 (okOH4aHuMe). Peakuny rMUKOANTUYECKOrO pacnaga rioKo3bl

|
Nakratr H—C—0OH

COOH

(&)
NAD “*~ 4!
R 1\ | Nakratgernaporeqasa
NADH +H" |y
CHy
O6wmit |
nyTe «——— C=0 [upyear
karabonuama
COOH
AT~
lﬁ@)ﬂ MupyesaThuHasa
Alle
Makpoapr
7

doctpoeHon-
nupyear

H;

CH,0H
|

2-thocda-  HC—0—(F)

ranuepar

COOH

GocthornuuepaTtmyTas

C=0 _ Makpoapr

1,2

04®
1.3-Bucdhochornuuepar

B aroii cxeme riMko/M3a HaJ0 BBIJIEJIUTD TPU STAll: SHEPTeTH-
yecKasl akKTUBAIMS TJIIOKO3BI ITyTeM ee IBOHHOrO dhochopunmpona-
nus (peakiuu Ne 1 u 3); arb10bHOE paciieryieHre rekcosbl ((hpyK-
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13/1. I'nmukomMTHYECKNIT TyTh paciaa rIi0KO3bI

T030-1,6-6uchocdara) u nsomepusaryst Tpro3 (peakiuu Ne 4 u 5);
okucienne, hochopuauposanne u cuares ATO (peaxiun 6-10).
[TepByto peakiuio KaTaaIu3UPyIOT ABa M30(hepPMEHTAa — TIIOKO-
KrHa3a (B IIeYeHU U B B-KieTKaX MaHKpeaTUuyeCKO jKesie3bl) U TeK-
COKMHA32a (B OCTATbHBIX KJIETKAX):

rnoko3a + AT® — rnoko3o-6-pocdar + ALD.

CpaBHeHue CBOUCTB 9TUX (PEPMEHTOB IIPEACTABACHO B Tabau-

e 13/1.1.
Tabauya 13/1.1
CgoiicTBa H30()€pMEHTOB T€KCOKHMHA3bI
Croiictso I'mokokuHa3a T'excoxunasa
(u3odpepment IV) (usodepmenr I)
Jlokammzarust lenmatonutsl, B-kiaeTku [IpakTuuecku Bce opraHbl

MOJIKEJTY IOYHON JKeJe3bl

CrentuuaHocTb

AbcomoTHas

OrHocurenbHas (K pa3HBIM
rekco3am)

CpojicTBo K cyberpary

Husxkoe, K,, = 10 Mmmoun /51

Bricokoe, K,, = 0,1 Mmmoub /51

cyterBun adekropa

Db dexTopnr WNucynnn — uHIYKTOP ['mokozo-6-pocdar —
MHIUOUTOP
AKTHUBHOCTb I1PH OT- Huskas Boicokas

Conep:ranue TII0K030-6-ocdaTta TOCTOSTHHO BEJWKO B rema-
TOIUTAX, W MO3TOMY TJOK030-6-hocdaT MOCTOSTHHO ajliocTepude-
CKU MHTUOUPYET reKCOKMHasy nevern. HarpoTus, B Apyrux opraHax
TJII0K030-6-hocdar OBICTPO pacXoayeTcsl U reKCOKMHa3a aKTUBHO
WHUTIUUPYET TINKON3. ['eKCcoKknHasa — AnuMep, COCTOSTITNI U3 JIBYX
1erneii, Kak/aast 13 KOTOPBIX UMEET JJOMEH JIJISI CBSA3bIBAHMSI MHIMOW-

Topa.

[lenTpaibHast poJib rI0K030-6-hochaTta B 0OMEHE TIIFOKO3bI:
1) aTO IEPBBIIT MPOLYKT TIINKOJUTUIECKIX PEAKITUT /T CHHTE3a

ATO;

2) ipu u30OBITKE MPEBPAIIAETCS B TINKOTEH;

3) B MeyeHU MpeBpaniaeTcs B IM0K03y (13 IITUKOTeHa ), KOTopast
MOCTYIIAET B KPOBb JIJIs1 0OECIIeYeH st IPYTHX OPTaHOB;

4) BcTymaet B meHT030(ochaTHBIN My Th;

5) aIocTepruyecKuii MHrHOUTOP TEKCOKMHASBI.

193



Yacts [ (mepBsiit cemecTp 06ydenus)

Wsyuas peakiuu rimkosnsa (cxema), CTyI€HTbI 0JKHbI TOHM-
MaTh U 3alTOMHUTH:

1) XuUMHUYeCKnii CMBIC TPEX ITATIOB TJINKOJIN33;

2) neobpatumbie peakiuu — Ne 1, 3, 10;

3) peakiuu ¢ pacxonoBanueM AT® — Ne 1 u 3;

4) peaknuu ¢ obpazoBanneM AT®D meromom cyberpatHOro (hoc-

dbopumuposanus A/ — Ne 7 u 10;

5) npeairectByfomire peakir Ne 6 u 9 ¢ o6pasoBaHeM MaKkpo-
aprudeckux GocdoaupHBIX CBA3EH y MPeaecTBEHHIKOB
ATO;

6) eMHCTBEHHYIO OKUCJIUTEHHO-BOCCTAHOBUTEIBHYIO PEAKIIUIO
Ne 6, 061y10 /1711 0O0UX TJINKOJIM30B;

7) caMyIo MeIJIEHHYIO peakiuio — Ne 3.

Pasnuuue mexncoy aspoonvim u anaspoonvim eiuKoIU3amu

1. Koner mpoteccoB — mupyBatT aJis nepBoro (peaxnmst Ne 10)
1 JakTaT a1 Broporo (peaknusa Ne 11) rimKoan3oB..

2. AHaspOOHBII TIIMKOJIM3 — CaMOCTOSITEIbHBI TIPOIIece, Xapak-
TEPHBIH JIJIsT YKa3aHHBIX BBIIIE KJIETOK. A a9POOHDII TJIMKOJIM3 — 9TO
TOJIBKO 4acTh OoJiee JJIMHHOTO adpoOHOIo TOJTHOr0 KaTtaboimusma
roko3bl 710 CO,, AT® u Bojibl, KOTOPBIH COCTOUT U3 Tpex (has: ciie-
1uUIecKuii a9poOHbII TIMKOJIM3, OOIIHIL Ty Th KaTaboJIM3Ma U 11elh
nepeHoca ajeKTpoHos (Tabi. 13/1.2).

3. Paznuuue nio merony pereneparuu HAJY, kotopsliit siBiisiercst
KO(hepPMEHTOM JIJIS TTHIEPATbIeTH - 3-(hocdaTaerniporeHassl, KaTa-
Jusupyiomnieit peakiuio Ne 6:

a) pereHeparysi B aHaspoOHOM rimkosinse (peakimst Ne 11, jrak-

TaT/ernporenasa):

lakTatoernaporeHasa 03BPAT B peakuWio Ne g

CHs CH,
| |
2C=0+2HA[H + 2H"<— 2CH—OH + 2HAL"

|
COOH COOH

Mupysat Nakrar
SPUTPOLMTOB M MbILLLL

6) perenepanus B aspobHom raukoause: 2 HATH (npoaykr
peaxiuu Ne 6) mepememniarorcst U3 UTO30Js (TIe 0Opasy-
€TCsI 9TOT BOCCTAHOBJIEHHBIN KO(PEPMEHT) B MUTOXOHIPUH
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13/1. I'nmukomMTHYECKNIT TyTh paciaa rIi0KO3bI

C TIOMOIIIBIO MaJIaT-aCIapTaTHOTO WM TJuiiepodocdaTHOro
«4eJTHOKOB» (/[Ba BapHaHTa Crocoba «4esqHOK» B JIEKIUH He
paccMaTrpuBaeM) W BO BHYTpeHHel MeMOpane MUTOXOHIPUIL
npoucxoaut pereHepanus 2 HA/[" ¢ momonisio kuciaoposa:

2HAOH +2H"+ 0, » 2 HAL" + 2 H,0 + sHeprus — 6 AT®.

I[Tpu aTOoM ocBOGOK HatoIasics aHeprust okuciaenus 2 HAJIH uc-
MoJIB3yeTCst /711 cuaTe3a 2 x 3 = 6 ATD MeTo/10M OKUCTUTETHHOTO
dbochopuauposanus AJ[D.

4. Pazsmuue 1o opraHaMm u TKaHSM [ JIBYX TJUKOJU30B

(cw™. BoIIIIE).

5. Pazmumue 110 JIOKaIM3aI1K B KIETKE — aHa9POOHDIN [INKOJII3
[IPOUCXOUT TOJIBKO B IIATO30J1€, a9POOHbII TJIMKOJIU3 — B IIUTO30JIe
u mutoxouapusx (okuciaenue HAJ/IH).

IHepreTuyeckasi XapaKTePUCTHKA TIIMKOJIU30B

Tabnuya 13/1.2

Kommuecrso morekyn ATD

IIponecc Hauyano — xonerg
CHHTE3 | PACXOJ | BBIXOJ
AnaspoOHblii IJIK ATD 4 2 2
TJIMKOJIN3 2 [IBK - 2 MK
Aspobubrii ka- | TJIK Cco, 40 2 38
tabonuam [JIK H,0
(TTOJTHBIIT ) ATD
1. AapoGHblii IJIK ATD 10 2 8
TJIMKOJIN3 2 [IBK
2. OIIK 211BK 3CO,
4 HAJIH
1 QH
1%5) 2x15=30 — 30
3. 1119 HAJIH H,0
QH, ATO
Ipumeuanue.

1. Cokpamenus: I'VIK — rmokosa; [IBK — nuposunorpaganas kucnora; MK —
MOJIOUHAsI KICJIOTA.
2. Pacuer kosmuectsa ATD caenan st a9poOHOTO TIINKOJIM3a € MaJlaT-aciiap-

TaTHOUM YETHOUHOU CUCTEMOI.

6. 11 Hakonel, camoe TJIaBHOE — pasJjinyne 10 dHePreTHYecKo-
MYy 3HaueHuIo, T.e. 10 Beixoay ATD, koTopoe JeTarbHO OTPAsKEHO
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Yacrp I (nepsoiii cemectp 06yuervist)

B Tab1. 13/1.2. Hazo noHuMarh, BO-IIEPBLIX, YTO B a9POOHOM IJIMKO-
suze obpasyercst Ha 6 AT® GoJibiiie 3a cYeT OKUCTIEHUST B MUTOXOH-
apusix 2 HAJITH. Bo-BTOpBIX, TIPU MOJHOM aspoOHOM KaTtabosin3Me
TJIIOKO3bI (€ y4acTheM MaJjiaT-aclapTaTHON «4eJTHOUHOU» CUCTEMbI)
u3 40 cunresupyembix Mosiekys ATD 34 06pasyoTcst METOIOM OKHC-
JIUTEJILHOTO ¥ TOJIBKO 6 MOJIEKYJI MeTOIoM cyOcTpaTHOro dhochopu-
smpoBarust AJID. Urtoro, ¢ yuetom pacxoja nByx mosexys ATO
B peakiusx Ne 1 u 3 (cxema) «umctbiity Boixog AT mpu mosHOM
pacriajie OJIHON MOJIEKYJTBI TTFOKO3bI COCTABJISIET C YKA3AaHHBIM <UeJi-
HokoM» 38 AT® (cm. Tabu. 13/1.2).

CymmapHuble ypaBHEHNS

1. AHaspOOHOIO TJIMKOJIN3A:

rnokosa + 2 AP + 2 H;PO, — 2 naktat + 2 ATO + 2 H,0.

2. TTostHOTO a9pOOHOTO Kataboau3Ma IJII0KO3bI, BKIOUYas aapob-
HBII TJINKOJINS:

rniokosa + 6 O, + 38 ALLD + 38 H,PO, — 6 CO, + 38 ATD + 44 H,0.

3HaueHue TAUKOIUTUIECKOTO PacTajia TII0KO3bI:

1) sHepreTryeckast poJib 0COOEHHO XapaKTepHa JJIsi a9pOOHOTO
rporiecca. Iyoko3a — ryiaBHbII UICTOYHUK DHEPIUU V1S HEPB-
HOH CUCTEMBI, TIOYEK, TECTUKYJ U JIP., @ TAKXKE eIMNHCTBCHHBII
WCTOYHUK 9HEPTUU [IJIST 9PUTPOITUTOB;

2) mmactTudeckast pojab — U3 MPOMEKYTOUHBIX MTPOAYKTOB KaTa-
60siM3Ma TJTIOKO3bI 00PA3yIOTCst MHOTHE BelllecTBa (AMIUHOKIC-
JIOTBI, KUPHBIC KUCJIOTBI, JKUPbI, X0JIECTEPOJI U JIP.).

HEKOTOPbIE OCOBEHHOCTUA OBMEHA TFAIOKO3blI
B PA3HbIX OPTAHAX

Mose, coctaBiisist MO Macce Tejia YeioBeKka Bcero 2%, moTpedIisier
20% xuciopoaa u 25% TIIOKO3bI TIaBHBIM 00Pa30oM IIPU €€ TIOJTHOM
a9pPOOHOM pactiajie, a TaKKe OTYACTH B MEHTO30(h0CHATHOM My TH.

Ipumpoyumot uctob3yior 90% TI0K03bI B AHAIPOOHOM TJTHKO-
smze u 10% — B nmearozodocharnom myTu.

Crenemuvie moiuypl. B HauanbHbIH 1eprog paboThl IPU HEL0-
CTaTKe KUCIOPO/ia — aHadPOOHBIN TIIMKOIN3, Hajee (Toce mosBe-
HUS a[peHaJIMHA, TAXUKAP/MH, YCKOPEHUsT KPOBOTOKA, YBEIUYEHHON
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13/1. I'nmukomMTHYECKNiT TyTh paciaa rIi0KO3bI

JIOCTABKM KHUCJIOPO/Ia B TKAHM ) IPOMCXO/UT MOJIHBII aapoOHBbIii pac-
T/l TIOKO3BI.

B neuenu Bcerma mocratouno xkuciaoposaa. [loatomy B remaro-
[UTaX MOJKET IIPOUCXOJAUTH IIOJHOE OKHCJeHUe TII0K03bI 10 CO,,
a aHadPOOHBIN rIMKO/IN3 He XapakTepeH. OHAKO B IEYEHH IJIIOK03a
KaTaboJIM3UPYETCs B OCHOBHOM JIJIsi 0OPA30BaHMsI IPOMEKYTOUHBIX
MPOJAYKTOB (M3 KOTOPBIX CUHTE3UPYIOTCS aMUHOKUCJIOTBI, JKUPHbIE
KHUCJIOTBI, XOJIECTEPOJI U 1IP.), a He st cunTeda ATD. Tlocaennss
obpasyeTcsl B renaronuTax B HanOoJIbIell Mepe 3a c4eT aspoOHOTO
MTOJTHOTO OKUCJIEHUST JKUPHBIX KUCTOT (2-i1 cemecTp).

B MemutinHCcKOM TpakTHKe B PsAie CIydaeB UMeeT 3HaAUYeHNE OTIeH-
Ka ypoBHA JlakTaTa (MOJIOUYHON KucaoThl). HopMasibHbIM 1rana3oH
cojiep;KaHus JIaKTaTa B IIa3mMe KpoBu cocrasisieT 1,2—2,1 MMoJIb /71
nim 10,8—18,9 mr/ma. IlpeBbinienrie 3TOro ypPOBHS SIBJISIETCS Map-
KEPOM IMITOKCHK OOJIBHOTO, HATIPUMED, B CJIydae JaKTaTalioTHye-
CKOH KOMBI IIPU caxapHoOM jauabere Win y GOJbHBIX, HAXOISIIXCSE
B JIPYTUX KPUTUYECKUX COCTOSIHUSIX M [IOMEIIEHHBIX B OT/eJIeHUE
peanumaruu. Pe3koe MoBbIllieHne KOHIIEHTPAIMY JIAKTaTa B KPOBU
(/TakTaT-arumIo3) 10 YPOBHSI 5—9 MMOJIB/JT — TLIOXOH MTPOTHOCTHYE-
CKHUI1 TTPHU3HAK.

Dusuosiornyeckrue HOPMbl IJIIOKO3bl B CBIBOPOTKE KPOBHU:

e 60-100 mr/mr nin 3,3—5,5 MMOJIb/JT;

® UK, 110 JJAHHBIM KPYIIHOTO CIENHUAJTUCTA 10 KJIUHUYECKON

naboparopHoii auarsoctuke B. [lonrosa, — 70—115 mr/mn
n 3,9—6,4 MMOJIb /.

HACAEACTBEHHbIE HAPYLLEHUY OBMEHA
MOHOCAXAPUAOB

Curyuan 1o100HBIX HapyIIeHU 0OMeHa TJIFOKO3bl HAM HE M3BECTHBI,
BEPOSITHO, TaKWe HapyHICHHs IPUBOAAT K THOE/IN OpraHu3Ma erie Ha
SMOPUOHAJIBHOW CTAJMN Pa3BUTHUSL.

lasakTo3eMusi y HOBOPOIK/IEHHBIX. ['aakTo3a MmocTymnaeT B op-
raHuaM peGeHKa 1mocJjie nepeBapuBaHust JAKTO3bI MAaTEPHHCKOTO MO-
JIOKA.

B HopmMme ranakTosa mnpeBpaiaercsi B KJeTKaxX B rajakTo3o0-1-
docdar (pepment — razakToKknHa3a), majee B TIOK030-1-docdar
(ramaxtoso-1-docharypuaunrpanchepasa uanuMepasa), TIIO-
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Yacts I (mepBsiit cemecTp 06ydenust)

K030-6-hochat (dochormoromyTasa) u 3aTeM CIeAYET OOBITHBIN
rikosn3 ¢ BoixogoM ATD. Ilpu reHerudeckom aeduiiure rajak-
TOKMHA3bI IMOBBIIIEHO CO/IEP/KAHIE TATAKTO3bI B KDOBU U MOYE, 1103-
JKe pa3BuBaeTcsd Karapakra. [Ipu Mmyranusax u gedurure raaakToso-
1-dbocharypununrpancdepasbl B KPOBU U MOY€ MHOTO TaJaKTO3HI,
B KPOBM — TajiakTo30-1-docdara, mpu 0TCyTCTBUN JI€4eOHON AUEThI
Pa3BUBAIOTCS KATAPAKTA, IUPPO3 TeYEH U, TOPAKEHUE TTOYEK U MO3Ta.
[ToaTomy 110 3aKOHO/IATENBCTBY Y HOBOPOSKAEHHBIX JIOJIKHA TTPOBO-
JIUTBCST IMATHOCTUKA IaJlaTO3eMUN,

Cl-ranakTo3a

DpyKTO3eMUSI MOKET MPOSIBUTHCST Y HOBOPOKIEHHBIX (€cau
OHUM MMEIOT MYTaHTHbIE T€HbI OJHOTO U3 JIByX (DEPMEHTOB) TOJBKO
rocJie Tepexo/ia Ha MPUKOPM, COZIepP:KAInil caxapo3y U (pyKTOBbIE
coku. [Ipu oTcyrerBum myTaruii ppykTosa mpespariaercs Bo hpyk-
T030-1-ocdar (hpykToKMHA3a), a 3aTEM — B JIBE TPUO3BI (AJBI0-
naza ppykro30-1-docdara). Tprossl gajiee OKUCISIOTCS B 00BIYHOM
TJIUKOJIN3E.

-thbpykTo3a

Y neteit ¢ nechekToM (PPYKTOKUHA3BI KIUHUIECKIE CHMIITOMBI
OTCYTCTBYIOT, B KDOBU U MOY€ — TIOBBIIIEHHbIN YPOBEHb (DPYKTO3bI.
[Ipu nacnencrtBerHOM AeduruTe BTOporo pepmenTa (aabI0s1a3bl) —
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13/1. I'nmukomMTHYECKNiT TyTh paciaa rIi0KO3bI

B KPOBU U30BITOK (PpyKTO3BI M (PPyKTO30-1-hochaTa, HO KOMIIEH-
CaTOPHO MOHWKEH YPOBEHb TJIIOKO3bl KPOBU BCJIEICTBHE IMJIOXOTO
yCBOEHUsI KJieTKaMu (PPYKTO3bI, YBEJIMUEHHOIO PACX0/ia TJIIOKO3bI
U yrHETEHUs Paciiajia TJinKoreHa. B jajnbHelineM BO3MOKHO TTOpa-
JKeHUe TiedyeHu (ee yBeJndeHune) u movex.

DpyKTO3EMUST SIBJSAETCSA OUEHDb PEKUM 3a00JIeBaHIEM, U 110 CO-
crosinuio ua 2011 r. ono 3aperucrpuposano B PD Bcero B 10 cembsix
(nannbie MeiMKO-TeHETUYECKOTO HAYYHOTO TIEHTPA).

Ecii Mbl 3aTpoHy i BOIpoc 0 MetabosimsmMe (hpyKTO3bl, TO HAJL0
1106aBUTh, UTO, BO-TIEPBHIX, €€ COJepPKaHNe BHYTPU KJIETOK 00ObIY-
HO HeDOJIBINOE, U MOITOMY OHa MOCTYIAET U3 IPOCBETa KUIeYHUKA
1 U3 KPOBH B KJIETKU CIIOCOO0M 006JierdeHHoil quddysun ¢ 6enkom-
neperocykom [JIIOT-5. Bo-BTopbIX, EPBBINA (hepMEHT YCBOEHUS
(OPYKTO3BI B KJIETKAX — (DPYKTOKUHA3A UMEETCST B SHTEPOIUTAX KH-
IMEYHNKA, B TIOYKax u B redenn. Ona o6agaet abCoMOTHON ClIeru-
dbuyHOCTBIO K cBOeMy cybcTpaTy (PpyKTO3€e) Kak ¥ IJIIOKOKHHA3a
(K TTI0K03€), OZTHAKO B OTJIMYNE OT MOCTeHeN WHCYJIUH He BJIUIET
HA AaKTUBHOCTD (PPYKTOKMHAZBI, HO YBEJIMUUBAET AKTUBHOCTH TJIIOKO-
KIHA3bI TEIATOIUTOB HA YPOBHE TpaHckputiiuu. Eiite oo pasinuve
9TUX (PePMEHTOB MEUEHH 3aKJII0YAETCS B TOM, YTO CPOJICTBO IIIIOKO-
KMHa3bl K TJII0Ko3e Huskoe (eMm. Tabur. 13/1.1), a cpoactBo dhpykTo-
KUHa3b! K ppyKTO3e Bhicokoe (Benmunna K, Hebosbimast). [Toatomy
muteBast GpyKTO3a GBICTPO METabOTU3UPYETCS 1 €€ COlEePKAHTE
B KPOBH JIOCTaTOYHO OBICTPO YMEHBINAETCS KaK Y 37I0POBBIX JIHO/IEI,
Tak 1 y GOJBHBIX caxapHbiM qraberom. Ha aTux GHOXUMUYECKUX pas-
JIMYUSX B METAOOJIM3ME TJIFOKO3bI 1 (DPYKTO3bI OCHOBAHO HAa3HAYEHUE
(PYKTO3BI yKazaHHBIM OOJIbHBIM B KauecTBe O0JIee JIerKOyCBOSIEMOTO
U 9HEPreTHYECKH MOJIE3HOTO YTIeBOJIA.



Aekuuna 14/1

TAFOKOHEOTEHE3. PETYASILUA
TAMKOAU3A UTAIOKOHEOTIEHE3A

€JIOBEK CUHTE3UPYET IHJOTEHHYIO TJII0KO3Yy B KOJUYECT-
Be 80—100 r/cyT. CuHTE3 MPONUCXOAUT B Pa3HbIX OpraHax,
0CcOOEHHO MHTEHCUBHO B IIEYEHH, B KOPE MOYEK U B KJIETKAX
KUIeYHUKa. VIcCTOUHUKAMU JIJIST 9TOTO CUHTE3a SIBJSTIOTCS MOJIOY-
Hast kucjaoTa (JIaKTaT), HEKOTOPbIE TJIMKOTeHHbIe aMUHOKUCJIOTHI
U TIAIepos1. YacTh peakiuil TIoKoHeoreHe3a UJAeHTHYHA PEAKIUSIM
[JIMKOJIN3a, HO OHU WYT B 0OpaTHOM HarpasjieHuu (BCIIOMHUTE pe-
aKIMHU TJINKOJIN3a B IIPEABIAYIIEN JEKIIMU U UX HyMepaIluio).
MoJtouHast KUCJIOTa MOCTOSTHHO HAXOJUTCSI B KPOBU Y€JIOBEKA,
Ky/Ja OHa MOCTYIAeT U3 IPUTPOIUTOB, U3 OBICTPO M MHTEHCHUBHO
paboTAONMIMX MBIIII U U3 OIYXOJEBbIX KJIETOK, T.€. KaK KOHEYHbIi
NPOJAYKT aHaspoOHOTOo TirKoau3a. [Iytn MeTabosmamMa MOJTOUHOI
KHUCJIOTHI TIpeJicTaBaeHbl Ha cxeMe 14/1.1.

Cxema 14/1.1. MeTabonn3m MONOYHOWN KUCNOTbI

AHaspobHbLIA IMWKONWE B KNeTkax

v

MonouHan kucnoTa Kposu
- N “a\\ —
N -
e EY “a
Meverb  Mouku

OBWmiA NyTe kaTabonuama [MoKoOHeoreHes

' ,

Lens miokosza
nepeHoca
ANEKTPOHOB
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14/1. I'mokoneorenes. Peryaanns raukosnsa n TiaioKoHeoreHesa

[TepBas peakiusi CMHTE3a IJIIOKO3bI HA OCHOBE JIAKTATa — 9TO €10
npeBpaienue B nupyBaT: peakiug Ne 11 B iurosoure:

3 CHjy vpyeat

akrar (|JH—OH +HAL® «—> ? =0+HAOH +H

Depment — nakrataeruaporenasa (JI/II), koropast cyiecTBy-
€T B OpraHM3Me YejioBeKa B Bujie NATH n3odepMeHToB (exinnn 4/1
u 8/1), B yacrnocty, B neuenn — nsodepment JI/IT's (M,), B Muoxap-
ne — nzobepment JI/AT, (H,).

Bésbiast yacTh MOCITEAYIONNX PeakIfii IIIOKOHEOTeHe3a SB-
JisieTcst 0OpPaTUMBIMU PEAKIIUSAME TJIHKOJIM3a, KPOME TPEX ero Heob-
patumbix peakruii Ne 1, 3, 10 (aexmua 13/1). Bmecto ykazaHHBIX
HeoOPaTUMBIX PEaKIUi MIMKOJIU3a B TIIIOKOHEOTEHE3€e MPOUCXOSAT
apyrue yetbipe HeoOparumbie peakimuu (Ne 12—15, cxema 14/1.5).

Peaxtuss Ne 12 (BmecTo peaktiun Ne 10 ramkosmsa):

3 Okcanoaueta

|
C:O + C02+ ATD + HQO — C[Hz + Aﬂ,q) + HqPO4

(o=={8]

@epmenTt — nupyBaTkapbokcuiaza (KohakTopbl — OMOTUH
n Mn?"). Dta peakius uaeT B MUTOXOHAPUSAX, BCE OCTAIbHBIE TIPE/I-
HIECTBYIOINUE U TIOCTE/LYOINe PeaKIuu TJI0KOHeOTeHe3a — B IUTO-
30171€.
Peaxnms Ne 13 (takske Bmecto peakinu Ne 10):
o]
l
CH, CH,

[ Il
C=0 +[T® —> C—0 ~POH, +CO, + [M®

I
COOH /

. / ATa
ocoeHonnupyBear
® pysat /\/7
~

.f ™~ Kunaas
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Yacrs I (mepBolii cemecTp 06yIeHs)

DepmenTt — kapOoKcrKnHa3a GochoeHOIpyBaTa.
Peakiusa Ne 14 (BmecTo peakiun Ne 3):

,03POH,C° CH,OPO3H,

+ H,0— dpykroso-6-thocdar + H,PO,

®epment — GpyrTo30-1,6-6uchocdarasa.
Peakiust Ne 15 (Bmecto peaxiuu Ne 1):

+ H,0— rmiokoaa + HyPO,

DepMmeHT — TJI0K030-6-(ocdaTasa.

Jlist cunTesa oiHOI MOJIEKYJIbI [JIIOKO3bI U3 JIBYX MOJIEKYJI I1-
pyBaTa HaJl0 3aTPATUTh SHEPTHUIO B BUjIe TiecT MoJiekys ATD. B ne-
tassx atot pacxox ATD npencrasien B tabm. 14,/1.1.

Tabnuya 14/1.1
Pacxox AT® B peakuusix riIi0OKOHEOreHe3a

Peaxkuus Pacxopn
Ne 12 neobparimast 1 ATO
Ne 13 neobparumast 1 ITO — 1 I'/1D, nanee perenepaius
ITo:
I1D + ATO - I'TO + ALD
Ne 7 obparumast 1 ATD
Utor 3ATO x2 =6 ATD
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14/1. Imoxoneorenes. Perynsaius TanKkoan3a 1 TII0KOHEOTeHe3a

OOGrast peakiust TIIIOKOHEOTeHe3a U3 MTUPyBaTa:

2 nupysat + 2(HAOH + H*) + 6 AT® + 4 H,O — rntokosa + 2 HAL® +
+ 6 H;PO, + 6 ALD.

Pacemotpes B nipezabiaytieil 1 B HACTOSIIEN JIEKIUSIX Iy TU TJIUKO-
JIUTUYECKOTO Pacliajia i CHHTEe3a III0KO3bI, 1[eJIeCO0OPa3HO CPABHUTH
0COOEHHOCTH COOTBETCTBYIOMMX peakiuii (Tabi. 14/1.2). B ykazan-
HOI TabJuIle TIpe/IcTaBIeHbl HoMepa HeoOPATUMBbIX 1 PETYJIUPYEMBbIX
peakIuii IJIMKOJIN3a 1 TJII0KOHeOoTreHe3a, HoMepa Peakiinii, B KOTOPBIX
pacxogayercst u cunresupyercst ATD u 061as OKUCIUTETBHO-BOC-

CTaHOBUTEJIbHaA peaKIusd.

Tabnuya 14/1.2
CpaBHuTe TbHASA XapaKTePUCTHKA PeaKIMii TIIHKOJIH3a
U TJIIOKOHEeoreHe3a

TeJIbHbIE:

IIpouecc
Peakuuu
[JINKOJIN3 [JIIOKOHEOTeHe3
HeobGpatumbie 1, 3,10 12,13, 14, 15
Perynupyembie 1,3, 10 12, 13, 14, 15
C pacxomom ATD 1,3 7,12, 13
C ob6pasosanue ATD criocobom: 7,10 —
a) cy6erpatHoro dochopusiu-
pOBaHIsT
6) oxucaurenbHoro gpocdopu- HAIH, o6pasoBanublii —
JIUPOBaHKST — JIJIs1 a9POOHOTO B peakiu Ne 6, okucsiser-
TJINKOJIA3a Cs1 B MUTOXOH/IPUSIX
OKUCTUTENBHO-BOCCTAHOBH- 6

a) B aHAYPOOHOM TJIMKOII3e

6, 11

6) B a9pOOHOM TJIMKOJIV3E

6 1 peaxifisi OKMCIEHUsT

B MuToxoHapusix HAJ/IH,
06pa3oBaHHOTO B PeaKIUU
Ne 6

IMougarue o riaoko3ogakTaTHoM Iukiae wian nukiae Kopu (Ho-
GeneBckast npemust 1947 r.). Bo BpeMst GbICTPON U MHTEHCUBHOM
MBIIIIEYHON paboThl TIaBHBIM HcToUHUKOM AT® st paboTaonmx
MBIIIIIT SIBJISIETCS] aHadPOOHBIH rmkosm3. Ho oH aHepreTryecky Ma-
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Yacts [ (mepBsiit cemecTp 06ydenus)

soahderTrBeH U aeT TOJAbKO /Be MosieKyJsbl AT npu pacnaje
OJTHO# MOJIEKYJIBI TJIFOKO3bI. [109TOMY KOHEUHBIN TIPOIYKT aHaspoO-
HOTO TJIMKOJIN3a — HEOKUCJIEHHbBIN /[0 KOHI[A JIAKTAT — MOCTYIaeT
yepe3 KPOBb B IT€YeHb U TaM TIpeBpaliaercs B roko3y. llociaennss
[OKHUJIAeT TENaTOUThl U IPOHUKAET B MBIIIIIBI JIJISI JIAJbHEUIIero
ux obecredenuss AT® u npogomkenus Gusmueckoit pabotsr (cxe-
Mma 14/1.2).

Cxema 14/1.2. [Nioko30naKTaTHbIN (F10KO30aNaHNHOBDIN) LUK

MbILubl

Pacnapn 6enkoB MbilUL NpW ronoge, caxapHom guabere

Bropoe HazBaHue MUK OOBSICHSAETCS TEM, YTO aJlAHUH YCKOPSIET
MePeHOC HEJTOOKNUCIEHHBIX TPEXYTJIEPOIHBIX (DParMEHTOB M3 MBITIII]
B [IEYEHb U TEM CaMbIM YCKOPAET CUHTE3 TJIIOKO3DI.

Jpyrue MUCTOYHUKU [IJIsE CUHTE3a TJIIOKO3bl (AMUHOKUCJIOTHI,
TJIUIIEPOJT) MOTYT MCIOIB30BATHCSI BO BPEMS TOTIOMAHNUS, CAXapHOTO
nuabeTa U IPU APYIHX MMAaTOJOTHUECKUX cocTossHuAX (cxeMbr 14/1.3

i 14/1.4).

Cxema 14/1.3. CuHTe3 rNioKo3bl N3 6enkos

Benku MbILLL W APYTUX OpraHoB

Pacnan

AmMMHOKMCNOTH <—— | YyacTue KopTulona

204



14/1. I'mokoneorenes. Peryaannsa rankosnsa n TiaioKoHeoTeHesa

Hanpumep:

Okcanoauerar

Imiokoaa

Hauanpnasg peaknms dochopuampoBanms ranieposia, KaTam-
3upyeMasi TJIUIEPOJKUHAZOM:

|
CHOH + 2AT® —> 2CHOH + 2A[

| |
CH,OH CH,0PO3H;

nuuepon

[Toceanuii aTan cMHTE3a TJIIOKO3bI U3 IJIHIeposa boJee Mmoj-
pobHoO:

2 rmuuepon

2 rnuuepon-3-chocchar

2 gwrugpokcuauetoHdo (OAD)

rmuuepansaemna-3-toctar (FTAD) ®pyrTo3n-1,6-6ucdiocdar
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Yacrp I (nepsoiii cemectp 06yuervist)

Ha cxeme 14,/1.4 Takke oKa3aHo, YTO JKUPHBIE KUCIOTHI HE MO-
IyT MpeBpaIaThcs B rIIIOK03Y (B cxeMe mocrasiieH 6J10k). CTyaeHTbI
JIOCTATOYHO YACTO YTBEPIKAAIOT 0O6paTHOE.

PEF'YAGUNA TAUKOAUIA U TAIOKOHEOTEHE3A

[uKoJIU3 U TII0OKOHEOTeHEe3 SIBJSIIOTCS IPOTUBOIIOJIOKHO HAIIPaB-
JIEHHBIMU TIPOIIECCAMH, W TTOATOMY CYIIECTBYET UX PETYJISAIHSA B CO-
OTBETCTBUU € (DUBUOJOTMUECKUM WJIU TATOJOTHYECKUM CTaTyCOM
4esoBeKa. B IPOTUBHOM cirydae MPOUCXOM Obl XaOTUYHBIH Me-
TabOJIM3M TJIIOKO3BI, IPUBOASAIINIT TOJIBKO K pacxoxy ATD. [lus
KOOPAMHUPOBAHHON PETYJIANNN TPOTUBOMOJIOKHBIX MTPOIECCOB
B KJIETKAX MMEIOTCS PETyJsITOPHbie (DEPMEHTHI UX PETYJISTOPHI
(akTUBATOPHI M MHTUOUTOPBI), NMpejacTaBaeHHbie B Taba. 14/1.3.
[Ipu Takoii cucteMe KOHTPOJA U peryasanuu GyHKIUOHUPYIOT
WJIW TJIMKOJIN3, WJIH TJIIOKOHeoreHes. B camoii tabuuie (kpaTko,
B BU/Ie WH/IEKCOB) M B IPUMeYaHUU K TabJnIle YKa3aHbl MOJIEKY-
JIIpHbIE MEXaHU3MBI PETYJISAIIUT aKTUBHOCTU (hepMeHTOB. M HCcynmH
[OBBINIAET aKTUBHOCTh HEKOTOPBIX (PEPMEHTOB B KJIE€TKE BeChbMa
cBoeobOpasto. Hampumep, 11 MUPyBaTKUHA3SHI 9TO ABOWHON MM
ay6nupytomuii Mmexanusm: aedochopusnpoanue pepMeHTa 1 NH-
IYKIU Ha yPOBHE TPpaHCKpUNIUU. VHCYJ UH TOBBINIAET aKTUB-
HOCTh (pochopyKTOKMHAZH IO HEMIPSIMOMY MEXaHU3MY: BHauUaJe
OH aKTUBUpPYeT KuHa3y OudyHkiuonaabHoro Gepmenrta (B1D)
crnocobom ee gedochopunupopanus, gaaee sta kunasa b
KaTajusupyer obpasoBanue Gpykroso-2,6-6uchocdara (cxema
14/1.6), KoTOpPBIll alnocTepudecku akTuBupyet gochodpyxro-
kuHasy (cm. tabu. 14/1.3).

Cxema 14/1.5 oTpaskaer BCIO paCCMaTPUBAEMYIO CUCTEMY pery-
JISTIUY TJINKOJIN3a U TJTIOKOHEOTeHe3a B JIETANISAX, TI0JI0KEHNe pery-
JISITOPHBIX (DEPMEHTOB B 9TOW CHCTEME ¥ TaK Ha3blBaeMble TPH Cy6-
CTPaTHBIX IHKJA. [IPOTHBOIIONIOKHO HalpaBJeHHbIE HEOOPATHMbIE
peakiuu 3TUX [UKJIOB KATAJTU3UPYIOT PEryJsTopHble (hepMeHTbI
WJIA TJIUKOJIN3a, UJIN TJIIOKOHEOTeHe3a, a aKTUBATOPBI JJIS OJTHOTO
poitecca sIBJISIOTCS Jallle BCero MHruOUuTopaMu JIJist IPyroro mpo-
necca. Ecoin 661 ogo0Hast peryJisiiist OTCYTCTBOBAJIA, TO PEaKIuu
poTeKasy Obl TOJBKO M0 ATUM [UKJIAM ¢ XaOTHYHBIM HapyIIEHUEM
MeTabosiM3Ma IIII0K03bI U ¢ Gecriosie3HbiM pacxogom ATO.
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Yacrs I (mepBolii cemecTp 06ydIeHs )

Cxema 14/1.5. Perynaumsa metabonv3ma rioKo3bl, TpM CyO6CTpaTHbIX UMK

Fnukonus

niokosa
lexcaiamas 1 18 Lmkn 15) lniokosc-6-chocaraza
MOKOKKMHa3a
N,
Fniokoao- \
1
<

6-thocdar

Dpy 30- i
B-chocdpar ,/ +
/
2-01 LmKn 14 PpykToao-1,6-Buctoctharaza
*

~,

docdodpyrTo-
KMHA3a

DPpYKTOZ0-
1,6-Bucchoccpar

PocchoeHon- ik g

nupyeat A KapGokcukuHasa
N, thochoeHonnupysata
Tl LMK e =
10 3= unkn T
auera WHcynuH

P

12
'_,/ Mupysatkabokcunasa
-
nIokaroH Mupyaat “"\-.,j‘
S
TnioKaroH

FmokoHeoreHea

3HaKM «+» 1 «-» 0603HaYaloT yBeIMYEHNE U YMeHbLUEHVE aKTUBHOCTU dep-
MEHTOB MOJ, BAVAHNEM FOPMOHOB.

Lindpbl cootBeTCTBYIOT HazBaHMAM GepMeHTOB (cM. Tabn. 14/1.3).

Bormte (8 taba. 14/1.3 1 1o TeKeTy) yiKe YIIOMUHAJICSA HECKOJIb-
KO HeoObIuHbIl Oubynkimonansubiii hepment (BUD-bepment),
KOTOPBIN UMeeT /iBe (hepMEHTATUBHbIE aKTUBHOCTH U KaTaJU3U-
pyer aBe peaknuu. Bo-mepsbix, knHaza bUM karanmusupyer 06-
pasosanue Gppykro30-2,6-6uchocdara us Gpykrozo-6-docdara.
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14/1. I'mokoneorenes. Peryaanns raukosnsa n TiaioKoHeoreHesa

Bo-Bropsix, pocharaza BUD naobopoT KatasusupyeT pacraj
dbpykroso-2,6-6ucdocdara g0 Gpyrroso-6-docdara (cMm. cxe-
my 14/1.6). @pykro30-2,6-6uchocdar sSBIsIeTCs aI0CTEPUUECKIM
aKTUBATOPOM (hepMeHTa rInKoau3a — gochodpykrokunassl (pe-
akist Ne 3 tabu. 14/1.3) u ajrocrepuyeckuM HHrHOUTOPOM hep-
MeHTa TJIoKOHeorenesa — (Gpykro3o0-1,6-6ucdocdaraspl (peaxius
Ne 14 Tabs. 14/1.3). Cxema 14/1.6 gemoHcTpUpyeT B 11ei0M paboTy
B D-depmenTa u BiMssHUE TOPMOHOB HA €r0 aKTUBHOCTD: MHCYJIMH
aktuBupyet kunazy bU®D u, cienoBareybHO, TAUKOJIU3; TJIIOKArOH
akTuBupyer docdarazy bUD, uro ymeHbIIaeT KOJN4ecTBo QpPyK-
T030-2,6-6uchocdara (MHrHOUTOPA TIIFOKOHEOTEHE3a) U COOTBET-
CTBEHHO YCKOPSIET TIIOKOHEOTEeHE3.

Cxema 14/1.6. Lnkn pabotbl 61dyHKLMOHaNbHOro depmMeHTa

AT H;PO, &
/
¥

Kunaza BUD —» <+—— GQociarasa bBU®

AlD

®pykroao-2,6-bucthocdar » | FNioKoHeoreHes




Aekuunga 15/1

NEHTO30®POCDATHBIN NYTb
MPEBPALLUEHUSA TAFOKO3bl. OBMEH
FTAKOKO3bl B PA3HbIX TKAHAX.
U3SMEHEHUE YPOBHS TAOKO3bl KPOBU
B HOPME U MNMPUN NATOAOTNNA

NEHTO3O®OCDATHbIA NYTh

Hapsny ¢ TamkoanTHIecKuMy WiN AUXOTOMUYECKIMU Ty TSIMH Pac-
majia TIIOKO3bI CYIIECTBYeT Takske TIeHTo30(hochaTHBIN MyTh ee Me-
TaboJIM3Ma, PU KOTOPOM KaTaboJIU3M TJIIOKO3bI TIPOUCXOIUT TIPU
HOCJIEZIOBATENHHOM OCBOOOKIEHUN 13 HEe 10 OHOMY aTOMY YTJIepo-
na c oopaszosanuem CO, (amoromuyeckuii myth). [Ipu aToM cuHTE3U-
pyIOTCst HEOOXOIMMBbIE /I MHOTHX TipoiteccoB mentossl 1 HAJIMH
(Oureabrapar B.A.).

ITaIbl ITOr0 METabOIN3MA.

I. ITpensapurenpnas daza — dochopuampoBanme TIOKO3bI:

rekCokmHasa

rmoko3a + AT® — rnioko30-6-dpocdart + AAD.
rMIOKOKNHa3a

II. TlepBast HeoOGpatuMast (haza — OKUCIUTENbHBIN Ty Th:

___,.::__.O
ﬁ; S OH
HC — OH
|
HO—CH  + HAQOH + H
|

|
HC —OH

|
H,;COPOZH,

KOHOBEA
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6-choccporniokonosas HAO®® — HC — OH + HAL®H + H + CO-

Kncnora /

'

rMIOKOHATASTMEporeHasa HC —OH

|
H,COPO,H,

CymmMmapHOe ypaBHEHUE TIepBoii (a3l

6 rnoko3o-6-docdar + 12 HAAD* + 6 H,0 — 6 neHTo30-5-docdar +
+6 CO, + 12 (HAL®H + H).

ITI. Bropast ob6paTiumast HeOKHCIMTeIbHAs (hasa:

pnbynoso-5-pocdat — prnbdo3o-5-pocdar...—...dpykT030-6-dhocdar

[Mocnepyowmne peakunm
CUHTE3a HYKNEeOTUAO0B,
PHK, AHK rnko30-6-docdar

CymmaprOe ypaBHeHUEe BTOPOH (Dasbr:
6 neHTo30-5-dpocdar + H,0 «> 5 rnokoso-6-pocdar + H;PO,.

ITa (aza BKIIOYAET MHOKECTBO PeakInii rmepeHoca (parmen-
TOB U3 JBYX M TPEX aTOMOB yrIjiepojia ¢ oOpazoBaHueM (pparMeHToB,
comepxkamux 3, 4, 5, 6 1 7 atoMoB yriepoja. Koneunsiit mpoayKT
nMaHHo (assl — TIII0K030-6-ocdar.

ITpu oO6beputennn ABYX (a3 obpasyercst meHTo30(hochaTHbIil
K (cxema 15/1.1), cocrosmuii u3 1eBoit HeoOpaTUMON 1 IPaBOi
obparumoii ¢as. IlocieaHion nHOrAAa Ha3bIBaOT HeHTo30(ocdar-
HBIM IITYHTOM.

OO0r1iiee ypaBHEHNE BCETO ITUKJIA:

rnoko30-6-docdar + 12 HAAD + 7 H,0 —
6 CO, + 12 (HAL®DH + H*) + H,PO,.

Xapaxmepucmuxa nenmo3soghocpaminozo nymu u yuxia

1. Ilocse omHOTO TOTHOTO TUKJIA TTPOUCXOAUT TTOJHBIN pacmaj
OJTHO¥ MOJIEKYJIBI TJIIOKO3bI ¢ 0OpPa30BaHUEM MIECTU MOJIEKYJ YIJie-
KHUCJIOTO Ta3a.
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2. IlepBast dasa abcomoTHO HeoOXoAUMa IJIsT (PYHKITMOHUPO-
BaHMS 9PUTPOLINTA, TaK Kak B aToi (ase cuaTesupyercst HAJDH,
KOTOPBIiT 3aIUIIAET TEMOTTIOONH U MEMOPAHY 9PUTPOIIUTOB OT OKHC-
JIEHUS. DPUTPOIUT pacxoayer okosio 10% riiokossl B mento3odoc-
darrom ytn 1 90% — B aHAIPOOHOM TIIMKOJIU3E.

3. ITeHTO3BI MOTYT 06PA30BLIBAThCS B 00eHX (hasax IMKIIA: B rep-
Boll dhase (mo cxeme 15/1.1 ceBa TPOTUB YACOBOM CTPENKN) U BO
BTOpOIT o6paTuMoil (hase (crpasa 10 YacoBoii cTpesike). Takas He-
06XOIMMOCTD BO3HUKAET B YCIOBUSIX, KOT/IA KJIETKE HY KHbBI TIEHTO3BI
B 6ousbiiom Kosmyectse aust cunresa PHK u [THK (pocr, passutne
OpraHm3Ma, pereHeparys TKaHei).

4. B cTapbIX 1 OTMHUPAIONINX KJETKAaX MPU pacrajie HyKJIEenHO-
BBIX KHCJIOT OCBOOOKIAIOTCS TIEHTO3bI, KOTOPbie TpaHCHOPMUPY-
I0TCs B IJTI0K030-6-ocdat (Bo BTOpoii npsimoii dase). Ilocrennnii
BCTYMAET B TJIMKOJIN3 U 00ECTIEYNBAET ATH KJIETKU JOMOTHUTETBHON
sHeprueil B Buge ATO.

5. [TosHblil MK TPOMCXOMUT B TAKUX OPTaHax, Kak MedeHb, Hajl-
MTOYEYHUKH, JKUPOBAsk TKaHb, ITOJOBbIE 1 MOJIOUHBIE JKEJIE3bI.

6. Kak BaMm y>ke M3BeCTHO, MHCYJIUH YCKOPSIET TTPOIIECCHI MCTTIOTh-
30BaHM U PACTIAJA TAIOKO3bI: IIIMKOJUTHYecKue myTH (Jexmms 14/1,
tabu. 14/1.3) u nenroszodocdarhpiii myTh KaTaboJN3Ma TIIOKO3HI,
a IMEHHO B TIOCJIE/THEM CJIyYae UHAYIUPYET PETyISTOPHBIN (hepMeHT
HEePBON OKUCIUTETbHOM HeoOpaTuMOi (hasbl r1oK030-6-hocdare-
TH/[POTEHA3Yy.

buoxumuueckoe 3aavenne meaTo30¢hochaTHOTO ITUKJIA CBI3AHO
¢ poJibto cuHTe3upyoimxcs B HeM meHTo3 1 HAJIMH. [lenTosbr uc-
noJb3ytoTest st obpasoBanust nykiaeoruaos, PHK, JIHK, uykieo-
tugabix Kopepmertos (HA/L, HAL®, DMH, DA/, kodhepment A).
HAJ/I®H 1eo6XoanmM B peakIisiX BOCCTAHOBUTEILHBIX CHHTE30B KakK
JIOHOD BOJIOPO/Ia ¥ SHEPTUH, B PEAKITUAX ETOKCUKAIIUN 9H/[OTCHHBIX
(6umpyOUH) 1 9K30TEHHBIX BemlecTB (KCEHOOMOTUKH, KaHIIepore-
HBI), B peakiusx OnoTpancGopMaIiuu JEeKapCTB ¥ Ui 3allUThI Te-
MOTJIO0MHA U MeMOPAHBI APUTPOIMTOB OT OKKcaeHus1. Kak mpasuio,
y yestoBeka u kuBOTHBIX HAJIDMH (8 otiimune ot HA/IH) He siBjist-
eTcst ICTOYHUKOM aHepru st oOpasoBanust AT B ey mepetoca
anexTpoHoB. OIHAKO yueHbIe TPE/IIO0JIaraioT, YTo B HaYaje 3BOJIO-
IIOHHOTO Ty TH (OPMUPOBAHUST OMOJOTUYECKUX BUIOB MEHTO30(oC-
(aTHBII TyTh MCTIOAB30BAHUS YTJEBOAOB (B OTJIUYME OT TJIMKOJIH-

212



15/1. IlentozodocdaTHblil MyTh MPEeBPAIEHNUS TTIOKO3bI

tudeckux myteit) 611 octoBubiM, HAJIOH u HA/[D-3aBucumbie
JleriIporeHasbl BBITIOJIHAIN [JIABHYIO HepreTuyeckyio posb. [Tocte-
IIEHHO B IIpoliecce 9BoJonu ata poJb nepenia K HA/IH n k HA/I-
3aBUCHMBIM JIETHPOreHA3aM.

Cxema 15/1.1. lNeHTo30d0ChaTHDBIN LKA

rnoKosa IMOKD30-

Ty i«

6 rmoko3o-6-thacdhar

5 rnoko3so-6-choccpar

1-a HeoBpaTtumasn
thasa

5 dpykrozo-B-thocda

2-7 obparumasn
thasa

PparmeHTh!
6 CO, C3-C4-Cs-Cs-C7

6 nexTo30-5-chocthar

OCOBEHHOCTUN OBMEHA YTAEBOAOB

B PA3HbIX TKAHAX

Tabauna 15/1.1 gaer oupezpeseHHOe IPEACTABICHUE O PA3IMUUIX
B OOMeHe TJIIOKO3bI U IJIMKOTeHa B Pa3HbIX TKaHsX. B MHCY/IMH3aBM-

CUMbI€ OPTaHbl U TKAHU (MBIIIIIbI, SJKUPOBAsI TKAHb, I€YE€Hb ) TJTI0KO3a
MOCTYMaeT u3 Kposu (obmerdentast quddysust) Ipyu yIacTHH HHCY-
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JIMHA TI0 PAaCCMOTPEHHBIM B Jekiun 13 /1 mexannamam. B octanbrbie
WHCYJNHHE3aBUCUMBbIE OPTaHbl M TKAHU TJIIOK03a TaKyKe MTPOHUKAeT
criocoboMm obsterdenHoi auddysnn, Ho 6e3 ydacTuss WHCyJInHA. Bo
MHOTHUX KJIETKAX TI0K03a BBITIOTHSET (B PA3HOM COOTHOIIEHUH ) 9HEP-
retudeckyio Gynknuio (cuare3 ATD) u/min mIacTUIECKYIO POJib,
obecrieunBast CHHTE3 TaKUX BEIIECTB, KaK aMUHOKHCJIOTBI, X0JIecTe-
pout, KupbI 1 jp.). OCcOOEHHOCTH TIIMKOJIUTHYECKUX MyTel pachaia
TJTIOKO3BI B OpraHax M TKaHAX paccMoTpens B Jekinn 13/1. Cunres
9HJIOTEHHOM TJIFOKO3bI UIET TJIABHBIM 0OPa30M B TIeY€HH 1 B MEHBIIIEH
Mepe — B apyrux opranax (qexnus 14/1). Cunres u pacmnaz riu-
KOreHa TakKe MPOUCXoaT auddepeHnpoBaHHO B OOJIBITNHCTBE
opratos, ocobeHHO B meueru u Mbimmax (rexuus 12/1). Ilerroso-
docdarnbiii myTh KaTaboJIM3Ma IJIOKO3bI TIPEJCTABJIEH BbIIE B Ha-
CTOSIIEN JIEKIUH.

B mpeapiaymux JeKnusx mMoApoOHO PaccMOTPEHBI 0COOeH-
HOCTH OOMEHa YIJIEBOJIOB B I€Y€HH, OY€Hb KPaTKO, 6e3 peTaneiil —
B MBIIIIAX, B 9PUTPOLUTAX U B HEPBHOU TKaHWU. B HEpBHOI TKaHU
(cm. Tabu. 15/1.1) riokosa siBIsSIeTCsE OCHOBHBIM MCTOUYHMKOM DHEP-
MK U B IIPOLIECCE MOJHOTO ad9pobHOro KaraboamaMa obecrednBaer
obpasoBarre ATD s kaeTok Mosra. Mo3sr dejioBeKa, COCTaBIst-
o1t 2% ot Maccsl Tesa, norpebdasier 25% raokossl u 20% Beero
kucsopoza. [Ipu aTom 3anacoB TJII0KO3bI U KUCJIO0PO/Ia B MO3TY TIPaK-
Tryeckr HeT. HeGoIbIy o 9HepPreTHYecKyIo poJib MOTYT BBITOJIHSITH
B MO3TY TJIyTaMIHOBAs KHUCJIOTA W IJIUKOTEH (Co/epsKanme Moce]-
Hero Beero Jjinmib 0,1%).

PEF'YAGUUSA YPOBHS TAFOKO3bl KPOBU

Conep:kamme rIOKO3bI B KPOBH CTPOTO IMMHUTHPOBaHO: 60—100 mr/ 171,
nin 3,3—5,5 MMouib /i1 [1pu cHUsKeHnN KOHIIeHTpamy Huske 40 Mr /11
(TUIIOTJIMKEMUST ) MO3T YeJIOBEKA HEME/IJIEHHO PeAarupyeT, U MOKeT
BO3HUKHYTH TUMIOTTUKEMITYECKasT KOMa, a Tpu 20 MT/I71 — CMepTh.
lunepramkeMus Tak:ke TPUBOAUT K pasandnoil matoxoruu. Ilo-
ATOMY CYIIECTBYET CJIOJKHASI CUCTEMA PErYJISIIIUY YPOBHS [JIIOKO3bI
B KPOBH, IIpeJIcTaBieHHas Ha cxeme 15/1.2, ¢ yuactuem WHCYJIMHA,
IJII0KaroHa, KOpTU30J1a, a/[peHAJNHA B COOTBETCTBUY C PA3JIMUYHBIM
pU3NOTOTUYECKUM UJIN MATOJTOTUUECKUM COCTOSHUEM UYesIOBEKa.
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Tabauua 15/1.1

OcoGeHHOCTH MeTa00IM3Ma YII€BOI0B B Pa3HBIX TKAHSIX

I'moxo3za I'mukoren
ITenTo3o-
OpraHn wiu TKaHb ocdar-
p Kara6oausm b . ¢
Cunre3s Cuntes | Pacnaa | wpiii myTsh
(rIMKoIHu3)
ITeuenn +++ ++ +++ +++ +++
JKupoBas Trkanb - ++ - - +++
M bIIIbI — +++ +++ +4++ +
ODPUTPOIUTEI — +++ + + +++
Mosr — +++ + + +

Tabauvua 15/1.2

MeTa00113M III0K03bI ¥ IIIMKOTeHa IIPHU Ppa3HbIX
(I)I/I3I/IOJIOFI/I‘{CCKI/IX COCTOAHHUAX YE€JIOBEKa

IlepeBapu-
Duzuueckas
Ilokazarenn BaHMe MUIIH Tonon Crpecc
paGora
U BCacbIBaHUe

I'maBmbit ropmon Wucynun [mokaron | Axpenamin Anpenanun
B KPOBU Koptuzoun Koptusoan
Konrenrparus T N ™ T
TJIIOKO3BI B KPOBU
I'moxoneorenes \ 0 - 0
Pacnajn rimukorena \ 0 0
CuHTEe3 T/IMKoreHa 0 \2 3 -
Tmikonus 0 d T 0
OG6uuii yTh KaTa- T N T T
GosaMa

Hpu/ueuauue. T — yBeJin4yeHue, \L — YMeHblIEeHUe.

WNucynmun (cexpeTupyemblii B KPOBb TIOCJ€ TIPUEMa YTIEBOJI-
cofiepsKaleil MUTIA) YMEHbBINAeT KOHIIEHTPAIINIO TII0KO3BI KPOBH,
a TmoKaroH (ToJiofane), KopTu3osr (rojiojlaHue, CTpecc) U ajipeHa-
sl (usudeckas pabora, CTpecc) yBEINYNBAIOT YPOBEHD IITIOKO3BI,
YCKOPSIST HJTH 3aMEJIJISIst CKOPOCTh COOTBETCTBYIONMINX OMOXUMUYECKUX
IIPOIIECCOB B KJIeTKax U B opranax (cxema 15/1.2, tabm. 15/1.2).
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Cxema 15/1.2. Perynaumna KOHUEHTPaLnm rioKO3bl KPOBU

l l

Koptnaon -=— CHWKEHWE KOHLEHTPALMN
MHKO3k

}

Pacnap 6enkos IniokaroH
e N

I'e 4
AMUHOKUCNOTEl —> CuHTE3 Pacnapg Pacnag
ITHOKO3k! rUKoreHa HUpoB

NS |

Dusmueckan pabora, /\\ muuepo
cTpecc Imiokosa N l

l A nell CunTes
< CUHTE
AfpeHanuH 60-100 mr/an, IMIOKO3bI
l \ 3,3-5,5 mmone/n

T
A X

FJDMDI’KE‘HHQ CHUHTE3a TODMOL‘KEHHE pacnaga
MMHKO3kI rmuKoreHa
1\ /g
. P

\
WHeynux

!

MoBbilEHWE KOHUEHTPaLIMIM [MHKO3b

Pacnag
rmuKoreHa

METABOAU3M TAFOKO3bl U TAUKOTEHA MNPU
PA3HbIX PUINOAOTMYECKUX COCTOAHUNIAX
YEAOBEKA

CyriecTByeT crienuajbHbIi KIMHUYECKUIT TECT — «caxapHas Harpys-
Kay JIJIs1 TOUHOM OIEHKU ITMHAMUKHY TJIIOKO3bI B KPOBU B 3aBUCUMOCTU
OT BPEMEHH I10CJIe TIPUEMA per 0S TII0K03bI (13 pacueTa 1 T riIoKo3s!
Ha 1 KT Maccel Tena).
OreHka pe3yJabTaToOB MPOBOJIUTCS TI0 YETHIPEM KOHTPOJIBHBIM
Toykam (cM. HoMepa Ha puc. 15/1.1):
1) MCXOAHBIN YPOBEHb IJIIOKO3bI HATOIIAK JOJKEeH ObITh B IIpe-
7ieslaX HOPMBI;

216



15/1. IlenrtozodocdaTHblil yTh IPEBPAIEHNUS TTIOKO3bI

2) MakCHUMyM KOHIIEHTPAIINH 32 CUEeT TUIIEBOU TTIOKO3bI — MTPH-
MepHo uepes 1 u;

3) yBesimueHue ypoBHS TJIIOKO3BI Ha 1 4ac K MCXO/AHON ee KOH-
neHnTpau — He 60siee yem Ha 30—50%;

4) CHU)KeHMe KOHIIEHTPAIUK TIIOKO3bI 10 MCXOJHOTO YPOBHS
WJIN JIasKe HECKOJIBKO HIKE — KO 2-My 4Yacy.

CaxapHeii anabe

r'd

B KPOBY

MHeynuH

]
=
-
3
=
L
=5
=
XL
©
=
z
Q

3

& MmiokaroH

'f 0 ! 2 vac
3,3~-5,5 Mmons/n MNocne npuama rmoKkoas!
650-100 mr/,

Puc. 15/1.1. KnuHnyecknin Tect — «caxapHasa Kpusasa»

OHOBPEMEHHO € YBEeJUYEHUEM KOHIIEHTPAIH IJIFOKO3bI B KPOBb
CEKPeTUPYETCsT MHCYJINH, [ajee MHCYJIUH CHUMKAET 3Ty KOHIIEHTpa-
I[110, CTUMYJIMPYSI TIOCTYIIJIEHUE TJIIOKO3bI B opranbl. Eciin ypoBeHb
IJIIOKO3bI CTal HUKE UCXOAHOIO, TO CEKPETUPYEMBIN TIIOKaroH BOC-
CTaHABJIMBAET MCXOIHYIO KOHI[EHTPAIMIO TJIIOKO3bI 32 CYET paciaja
riaukoreHa. TakoBa KapTUHA J1JIsI 3[0POBOTO YeJI0BEKa.

B cayuae caxapHoro auabera, B TOM 4HUcie CKPBITOro (6e3 Ku-
HUYECKMX CUMIITOMOB), «CaXapHas KPUBas» U KOHTPOJIbHbIE TOUKU
HAXOJSITCST BBIIIIE.

PaccMOTpuM HEKOTOPbIE CUTYallMOHHbIE cIydau. IIpu HopMalib-
HOM PEKMMe MUTaHKs cpasy Tocie npuema muiy (abcopOTUBHBIIM
[Iepro/]) TOBbINIEHHbII YPOBEHb MUILEBOI TJIIOKO3bI B KPOBU CTH-
MYJIUPYET CEKPEINI0 WHCYJINHA, OH YCKOPSIET CHHTE3 TJIMKOreHa
1 TOPMO3UT €ro paciaj, akTUBUPYeT IJINKOJIN3 U 3aMeJIJIsieT CHHTE3
TJIIOKO3BI, IEHCTBYSI 4epe3 peryassTopabie hepmenTsl (cxema 15/1.2,
tabus. 14/1.3 B mpepbiayIneii mexnnn). B konie abcopOTUBHOTO TIe-
pHo/Ia mepe/l OYepeHbIM TIPUHATHEM TUIIKH (TT0CcTabCcOPOTUBHBIIT
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epuoi) HEKOTOPOe CHIKEeHWE KOHIIEHTPAINU TJIOKO3bI B KPOBU
BBI3BIBAET CEKPEIMIO TJOKATOHA, KOTOPBI aKTUBUPYET pacraj
[JIMKOTEHA TeYeHU W MOJIePKUBAET HEOOXOAUMBI YPOBEHD TJIIO-
KO3BI.

IIpu rosomarvu (OTCYTCTBUU TUTAHUS B TeUEHUE OTHUX
u GoJiee CyTOK), KOT/la 3amachl IIMKOTEHA B EYEHH MPAKTHYECKU
MCUYEPITaHbl, TIIOKATOH U KOPTU30JI CTUMYJIUPYIOT CUHTE3 TJIIOKO3BI
He TOJIbKO M3 JIaKTaTa, HO U U3 aMUHOKHUCJIOT U n3 rauiiepoa. [lo-
CJIEIHMI OCBOOOKIAETCST M3 JKUPOBOTO JIETIO PU YYACTUH IJIIOKAro-
Ha, a aMMHOKKCJIOTHI — 13 GEJIKOB IIPU UX J€TPaIallui ¢ y4acTHeM
KOPTHU30JIA.

ITpu MHTEHCUBHOI 1 CPOYHOIT PUBNYECKON paboTe HAAIOYEUHN-
KU BBIIEJIIOT aJ[peHaINH, KOTOPBINA, BO-TIEPBHIX, YCKOPSIET KPOBOTOK
U cojiepKaHue KUCJI0POo/ia B TKaHSIX. Bo-BTOPBIX, B IleYeHU a/ipeHa-
JIMH CTUMYJIUPYET Paciiajl TJIMKOreHa 1 0CBOOOKIEHUE TIIOKO3bI ISt
MBI, 3PUTPOIMTOB, MO3Ta U IPYTUX OPraHoB. AJIpeHanH nepesa-
€T CBOU CHUTHAJI B TE€MATOIUTHI Yepe3 aJIeHNIATIIUKIA3HYI0 CUCTEMY
(By-azpeHopenenTopsl) UM BUANMO peske — uepe3 MHO3UTOIhOoC-
(hatay10 cucremy (o -pereritopsr). OHOBpEMEHHO 3TOT TOPMOH OC-
TAaHABJINBAET CUHTE3 TJIMKOTeHA. B CKeJIeTHBIX MBINIIAX aJ[PeHATNH
YCKOPSET paciia/] IJInKoreHa 4epes 3,-aJipeHOPerenTophl ¥ afleHnIaT-
[IUKJIA3HYIO CHCTEMY, OCBOOOJK/Iast TJIFOKO3Y /IJISI MBIIIEYHO PAOOTHI.
Kpome Toro, 6iarogapsi HEPBHOMY UMITYJIbCY U3 9HIOIIa3MaTHye-
CKOTO (CapKOTIa3MaTHYECKOT0) PETUKYIyMa MUOIIUTOB B ITUTO30JIb
BBIXOJUT KaJbLUN, KOTOPBIIA BK/IIOYAET COKpalenue MuogpuopuiL,
1 jlajiee KOMILJIEKC KaJbIIMH-KaJIbMO/YJIMH aKTUBUPYET IITUKOTeH-
dochopunazy, 9To TPUBOAUT K AOMOTHUTETIBHOMY Paclaay TJIUKO-
reHa.

[Tpu ymMepeHHON 1/Win JJIUTETbHOM (hrsndeckoil paboTe Mbl-
nmevHas rankoreHdocdopuiaza akTUBUPYETCS aJIJIOCTEPUUYECKN
¢ nomortipbto AM®, 1 IPOUCXOAUT MeJIEHHOE OCBOOOKIEHUE TIII0-
KO3bI U3 TJIIMKOT€HA MBIIIIII.

B rmagxux MpInmax, HampuMep Mpu cTpecce, a[peHaTnH yepes
0L4-aJIPEHOPEIENITOPBI 1 HHO3UTOJI(hOChATHYIO CUCTEMY YBEIMUNBAET
B IIUTO30JI€ COMIePKAaHUEe KAJIbINS, KOTOPBIM BBI3BIBAET COKPAIlEHIE
TJIAJIKOT MYCKYJIaTyPhl COCY/IOB, IOBBIIIIAET apTEPUAJIBHOE JIaBJI€HIE
U TaKyKe MOXKET CTUMYJIUPOBATh Paclaj TTUKOTeHA KaK MCTOYHUKA
HEPTHUU.
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HAPYLUEHUY OBMEHA YIAEBOAOB

[Tepeuncium Bce n3BeCTHbIE HAM CJIYYal TAKOU TATOJOTHH.

1. Hapymenus nepeBapuBanus yriaeBonos (yexiug 12/1).

2. B xavecTBe yCJIOBHOI MATOJOTUU B OT/IEIBHBIX CTPAHAX HHOT-
7la paccMaTPUBAIOT CE30HHOE PACCTPONCTBO YEJOBEKA, CBSI3AHHOE
C TIOBBIIIIEHHBIM BJIeYeHUEM K YTJIEBOIaM. Y HEKOTOPBIX JIO/IEN CIIajl-
Kast, boraras yrieBoJaMu THIIA B BEYEPHIE YACHI JIH B OCEHHE-31M-
HUE Ce30Hbl YMEHBIIAET MJI0X0e HACTPOEHUE, BSLIOCTD, JENPECCHUIO.
KpaTtko Mexaun3m: u30BITOK TITIOKO3bI 1 COOTBETCTBEHHO MHCYJINHA
U3MEHSIIOT TPAHCTIOPT B MO3T aMUHOKHCJIOT U YBEJIUYUBAIOT B MO3TY
CUHTE3 M3 TpUnTodaHa CEPOTOHNHA — FTOPMOHA XOPOIIET0 HACTPOe-
Hust. IMeIoTcst uHTepecHble JaHHbIE O TOM, YTO BO3MOKHO COUeTaHIe
MOBBIIEHHOTO BJIEYEHNUS JIIOJIEN K YIIeBOaM M K aJIKOTOJTIO.

3. Hapymienust metabosama Tpu caxapHoM auadere u osKupe-
HUW BPaYy MbITAIOTCS YMEHBIIUTD [TyTeM OrpaHUYeHMs yroTpebdie-
HUST TJIIOKO30CO/IEPKAIINX YIJIEeBO/I0B. VHIeKe caaiocTu muieBoi
caxapoasl npuHUMaeTcd Kak 1,0. PekomeHayembie 3aMeHUTENN ca-
xaposbl: ¢pykrosa (uugekc 1,7), keuaur (0,4), copbur (0,5). Bee
OHU BCACBIBAIOTCS U MeTAOOTM3UPYIOTCST ME/IJIEHHEE, YeM Caxapo3a
U TJII0K03a, U TI0ATOMY HazHadaiorcst naiuentam. B PD paspernien
NI NCTIOTb30BAHMUSA B TeX JKe Tesax u acnaptaM (unmaekc 200,0), aB-
JISTIONIUIICS He YTIeBOIOM, a JIUTIENTH/IOM.

NH, —Acn — ®eHn — C=0
\OCH

3

4. Tamaxrozemus u ppyxrozemus (mexiusa 13/1).

5. CaxapHblil U cTeporIHbIN ArabeTsl (2-i ceMecTp 0Oy4eHUs).

6. Hapymienus o6mena rimkorena (aekmust 12/1).

7. Bosbitie /103bI a7TKOTOJIST YTHETAIOT TJIIOKOHEOTeHe3 1 TPUBO-
ST K TUIorinKeMut. [Ipu OKncIeHnn 9TaHoIa B edeHn 00pasyeTcst
muoro HA/TH:

_H
a)CH, — CH, — OH +HA]' - CH, — C =0+ HAJH + H";

aTaHon aueTanbaoerng,

H
7
6) CH, —C=0+HAL" +H,0 - CH, — COOH + HAJH + H".

yKCycHas kucnora
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Yacrp I (nepsoiii cemectp 06yuervist)

HA/IH casuraetr paBHOBecue peaknuil MUPYBaT <> JIaKTaT
u JIA® < T'D B cTopoHy yBeMueHus Jakrata u riuieposihocda-
ta (I'D). [losToMy B TIedyeHN yMEHbIIAETCS CO/epKaHue MUpyBaTa
u puruapokcuarerondocdara (JIAD) — cyberpaToB st CHHTE3a
TJTIOKO3BI:

nupysat + HALLH + H" ———— nakTat + HALI"
miokosa
\ DAD + HAOH + HY ————T® + HAL'

Broprnuno BosHmKaeT sakrtar-anuao3. [Ipyrue ciayuan HeHa-
CJIEZICTBEHHOTO U HACJIEJCTBEHHOTO JIAKTAT-AIN/[03a MBI PACCMOTpe-
s B teknmax Ne 11/1 w13 /1.

8. HacnenctBennoe HapyieHue meHTo30¢gpochaTHOTo MyTH Ka-
TaboJIN3Ma TJIFOKO3bI, BbI3BAHHOE MYyTallMell TeHa TJIoK030-6-doc-
(haTmermaporenassl, JOKATN30BAHHOTO B X-XpOMoOcoMe. ITO camast
pacrpocTpaHeHHast PelleCCUBHAS MYTaIls B YEJIOBEYECKO MTOTTYJIs-
11K, TPUBOJIAIIAS K cyliecTBoBaHmIo 6osee 100 nsohopm ykazaHHO-
ro (pepMeHTa, MHOTHE M3 KOTOPBIX UMEIOT CHIKEHHYIO aKTUBHOCTD.
B rakom cayuae obpasyercs mano HAJIMDH. Bosuukaer 3a6ose-
BaHUe, CBSI3aHHOE C MATOJOTUEN TOJBKO IPUTPOIUTOB, B KOTOPbIX
B OTJINYHE OT APYTUX KJIETOK eAMHCTBeHHbIM ucTounrkom HAJ[DOH
sBJigeTcs eHTo30(ocdaTHbIil MyTh. B APYTUX KIETKaX, MMEIOTNX
muToxoHpun, iprMepHo mo 50% HAJIMDH o6pasyeTcst B meHTO30-
ochaTrOM TTyTH, U B pe3yabTaTe OKUCJIEHUS MajiaTta U U30IUTpaTa
MUTOXOHIPUATBHOTO TTpoucxoxaeHud (mexiug 11/1). Knuangecku
JTAaHHAST TIATOJIOTUS TIPOSBJSETCS B OCHOBHOM Y MY>KUYNH-TEMU3UTOT
U 3aKJTI0YAETCS B PAa3BUTUU OCTPOTO WJU XPOHUUYECKOTO TeMOJN3a
(paspyl1eHus apUTPOIUTOB), KOTOPBIH YCUINBAIOT BENECTBA-OKHC-
Jutesn (HUTPUTBI ), HEKOTOPBIE JIEKAPCTBA U MUTIIEBbIe KOMITOHEHTHI.
[Tpuunna — Hepoctarok HA/IMH B apuTpoiutax cCHIKAeT KOJue-
CTBO BOCCTAHOBJIEHHOTO TJIyTaTHOHA — KOMEPMEHTA Ty TaTHOHIIe-
POKCH/Ia3bl. Y MEHbIIIEHNE aKTUBHOCTU TOCJIe/IHero (hepMeHTa Tpu-
BOJIUT K HAKOTLJIEHUIO B OPUTPOIUTAX U3OBITKA MEPEKICH BOIOPOJIA
U TH/IPOTIEPEKHCET JKUPHBIX KUCJIOT MEMOPaH, 4TO BBI3HIBAET FEMOJIN3
u anemuio. Kpome toro, negocratok HA/IMH siBsisiercst npuanHoit
(hopMUpPOBaHUST arperaToB OKUCIEHHBIX MOJIEKYJI TEMOTIOONHA THTIA
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15/1. IlenTtozodocdaTHblil MyTh IPEBPAIEHNUS TTIOKO3bI

Hb-S-S-Hb (renbia Xaiinia), koropbie 1ehopMUPYIOT MeMOpaHy
SPUTPOIMTOB U TaKKe YCUIUBAIOT TeMoJin3. VIHTepecHo, 4To Jioan
C TaKOW 1ATOJIOTMEN YCTONYMBBI K MAJIAPUNHOMY [LJIA3MOJIUIO U K Ma-
JISPUM BCJIEJICTBUE HEAOCTATKA SPUTPOIMUTOB — KJIETOK, B KOTOPBIX
mrazMoanii paamHoskaercs. [losTomy B palioHax MaJIgpuu 9acToTa
BBISABJIEHNS MYTaHTHBIX M30(hepPMEHTOB TIJTI0K030-6-hocdaraerui-
pOreHasbl sIBJISIETCS] BBICOKOI.

B saksiouenne nukia JEKIUN 110 SHEPreTHIEeCKOMY OOMeHY
1 OMOXMMUK YTJIEBOZOB CYMTAI0 HEOOXOAUMBIM OT/ATh JaHb yBa-
JKEHVS BBIIQIOIINMCST OMOXMMUKaM, paboTaBIINM Ha Harei kades-
pe — akagemukam AH CCCP C.E. Cesepuny-crapmemy u B.C. I'y-
nesuuy. Iociaeanuii — 3aBepyronuii Hamell kadeapoil GUOXUMUK
B 1907—-1933 rr. B 1900 r. OTKPBLI B MBINIIAX TUCTUANHOBBIN (UMU-
NA30JIBHBIN ) TATIENITU] — KAPHO3WH:

| a B
,,‘—CHQ— CH—NH— CO — CH,—CHy—NH

Muaason | l

CH3 ™~

AH3epuH TCTUaMH

B 60-¢ roxpr mpormioro seka C.E. CeBepuH-crapiimii moapo6Ho
U3YYUIT POJIb UMUA30JICOIEPIKANUX JUTENTU/IOB (KAapHO3WHA U aH-
3epyUHAa) U TI0Ka3aJl, YTO OHU Yepe3 PepPMEHTHI aKTUBUPYIOT dHEpTe-
TU4eCKU 0OMeH (TJIMKOJINS, [IIMKOI€HO/IU3, IUTPATHDII UKL, OKUC-
sutenbroe dochopunuposanue AJ[D), nentozodochaTHbIil UK,
HEWUTPAIN3YIOT JIAKTAT B MBIIIIAX U ABJSAIOTCA aHTUOKCUIAHTAMMU.
B 6uoxumiyeckoil HayqHOU JIUTEpaType ONMUCAH COOTBETCTBY O
(benomen CeBeprina: KapHO3UH U IPYTHe UMH/Ia30JbHbIE TTPOU3BOJI-
HbIe BOCCTAHABINBAIOT (DYHKIIMOHATBHYIO aKTUBHOCTH MBITIIT (TT0CTE
WX YTOMJIEHUS WJIH JIeHCTBUS MUOPETaKCAaHTOB) IIyTeM MOBBIITEHUS
BBIOpOCA AIETUIIXOJIMHA B CHHANITUYECKYIO TI[eJb MapacuMIiaTiye-
CKOTO CHHATICa.



ANekuunga 16/1

MEXKAETOYHbI MATPUKC

TAEJbHBIE KJIETKN WJIN TPYTIITHI KIETOK HAXOAATCS B TKAHIX

B OKPY:KEHUM MeKKIeTouyHOTo MaTpukca (MM), KoTopsiii

0 cBOeMY (PHBUUYECKOMY COCTOSTHUIO MOKET OBIThH JKUIKUM
(11a3mMa KpoBHM, CTEKJIOBUIHOE TEJIO IJ1a3a), BOJOKHUCTHIM U (hub-
PUJLTAPHBIM (COEAMHUTETbHAS TKAHb) U TBepAbIM (KocTH ). OcoObIit
koMmIoHeHT MM — 6aszasibHble MeMOPaHBL

Oynkinuu MM:

1) cozmaeT kapkac TKaHW, IpUAaeT eil ompeneneHHYIO GopMy
(CTpyKTypHas poJib);

2) yyacTByeT B Pa3MHOXKEHUU KJIETOK U B auddepennmanuu
KJIETOK ¥ TKaHel;

3) BBITIONHAET creluduyecKe s cBoeil TkaHu (yHKINU, Ha-
npuMep, 06eCIeYnBaeT 3MACTUIHOCTD U TIPOYHOCTH CBSI30K,
XPpsiliieil ¥ KPOBEHOCHBIX COCYIOB; TYProp KOXKHU; aMOPTU3a-
IIMOHHBIE CBOICTBA CYCTaBHOH KMIKOCTH.

MHorouncieHHble (QYHKIIH T1JIa3Mbl KPOBHU OYIYT PACCMOTPEHBI

BO BTOPOM CEMECTpe.

Tpu KOMIIOHEHTA MEKKJIETOYHOTO MATPUKCA!

1) ubpuispbie Genku (KoJIareH, sJacTuH);

2) KoMILIeKChl (arperaThbl) MPOTEOTJIUKAHOB € TMAJTYPOHOBOM
KHUCJIOTOI;

3) HepubpuLIpHBIE TIUKOIPOTEUHBI ((PUOPOHEKTUH, TAMUHIH

1 7Ip.).
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16/1. MeXKIeTOuHbIi MaTPUKC

KOAAATEH

BakHelmuM BeIecTBOM MEKKJIETOYHOTO MaTpukca (0COOEHHO
COEJIMHUTETHHON TKAHW) SIBJSIETCS KOJIJIATeH WJIM TPOTIOKOJLIA-
reH — 6e/10Kk GUOPUIISPHBIN, CIIOKHBIN, OJTUTOMEPHBIN (C BbICIIEH
YeTBEPTUUHOU CTPYKTYPoit). OH COCTOUT UX TPeX MOJUTIETTH/IHBIX
nerneit (mo 1000 aMMHOKHUCIIOT), CBSABaHHBIX MEXK/IY COOOIl B OCHOB-
HOM HEKOBaJICHTHBIMU BOJOPOIHBIMU CBSI3SIMH 3a CYET OOJIBIIOTO
cofiepkauus Tuapokcurnposnia (I'mpo) u nmpu yyacTun pajuKaib-
HBIX (DYHKITMOHAJBHBIX TPYIII APYTUX aMUHOKHUCJIOT. B camoMm mMesk-
KJIETOUHOM MaTPUKCE OT/EJbHbIE MOJIEKYJIbl KOJIJIAT€HA COE/ITMHEHBI
MEKIY coO0il KOBaJIEHTHBIMY CBA3SIME, 00pasyst (pruOPUILIbI U CBOE-
00pasHyIO CEeTKY WJIM PEIeTKY.

Opna noJiumenTuHas 1elb KoJjiareia BKJIIOYaeT 0OueHb MHO-
ro rimnuHa (30%), a takxke amanwn (10%), mpoaun (I11po) u rumpo-
Kkeutposine (25%), musun u rugpoxkcususut (Inus) (1%). [Ipusoxky
(hopMyJIbI TOCTATOUHO PEKUX M XapaKTEPHBIX JIJIs1 KOJIJIAT€HA aMU-
HOKUCJIOT.

Mapokeu- NuanH (1nz) Mapokcu-
ponuH (npo) nuauH (Fnua

ITH aMUHOKHCJIOTHI 00Pa3yioT B OTAEIBHBIX IEMSAX KOJIareHa
xapakrtepublie Tpuaabl: —{Imu—IIpo—I'npo nimm I'nmus}, —. Koanaren
He CONePKUT IMUCTeWHA U TPUNTodaHa, MOITOMY TIoJIydaeMast U3
KoJIJIareHa sKeJaTHHA UCIOJIb3YeTCss B yueOHONH OMOXUMUK TIPU T10-
CTaHOBKE I[BETHBIX PeaKI[Ui Ha OEJIKM 1 aMUHOKUCIOTHL. [TouTi Bech
TUAPOKCUIIPOJIMH B OPraHu3Me 4ejloBeKa HaXOJUTCS B KOJIJIareHe.
ITO UCIIOIH3YETCSI B OHKOJOTUH MPH JIAGOPATOPHOIN UATHOCTUKE
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Yacts [ (mepBsiit cemecTp 06ydenus)

paka COeMHUTENBbHON TKaHu (paKka KOCTeil) 1Mo U30BbITKY BbIeIsie-
MOTO C MOYOH THIPOKCUTIPOTTIHA.

OjHa 1enb KoJitareHa oOpasyer JIeBO3aKPYUYEHHYIO CITUPAJIb,
B KOTOPOI1 HA OJIUH BUTOK CITMPAJIN TIPUXOIUTCS TPU OCTATKA aMMU-
HOKHUCJIOT B OTJIMYKE OT KJIACCHYECKO MpaBO3aKpydeHHON OoJiee
KOMITAaKTHO#T a-crimpasii 6eskoB (3,6 octaTkoB Ha BUTOK ). Biiarogapst
TUIPOKCUIBHBIM TPYIIAM THAPOKCHIN3WHA 00pas3yioTest O-TankKo-
3UIHBIE CBS3W C TEKCO3aMHU, T.€. KOJJIAreH SABJSETCS TJINKOTPOTEH-
HOM — CJIOKHBIM OEJIKOM.

N

NaKTO34

CymectByeT 0K010 30 pa3jMYHBIX OT/AEIBHBIX TIeTIell KoJrare-
Ha C HECKOJIBKO OTJnyYaiolleiicss IepBUYHOM cTpyKTypoii. M3 Hux
npu 00beAMHEHUN 110 TPH TN (HOPMUPYETCS] KOHEUHAST MOJIEKYJIa
TPOTIOKOJIIareHa Win KoJitareda. OHa npezcTaBisieT us ceds mpa-
BO3aKPYUYEHHYIO CyNepCupalib, B 00pasoBaHUU ILJIOTHOM YHAKOBKH
KOTOPOiT 6ostbIast postb mpuHaiexkut rauimny (30%) ¢ ero MajieHb-
KUM PaJIUKAIOM.

Buaroiapst 00be/IMHEHNIO Pa3HBIX TOJUIENTUIHBIX TIeNeld B Op-
ranuame 4yesjoBeka opMupyercst 0koso 19 pazHbIX THIIOB TPOIIO-
KOJIJTareHa, XapakTepHbBIX JIJIs1 KocTel, jeaTnHa (Tur 1), 11 Xpsiei
U CTEKJIOBUIHOTO Tesa ra3a (TUM 2), I COCyI0B, TIeYeH!U, TT0YeK
(tum 3), s 6GazaabHbIX MeMOpaH (THIT 4). ITO HOJTUMOPHU3M MO-
JIEKYJT TPOTIOKOJIJIaTeHa.

B MexkieTouHOM MaTpUKCce MOJIEKYJIBI TPOITOKOJLIATeHA COeIH-
HEHBI TPOYHBIMUA KOBAJIEHTHBIMU CBS35IMU TPEX BUIOB. YKe MOCJe
CUHTE3a OT/IEJIbHBIX TOJUIENTHIHBIX Tlereil B pubocoMax Jajiee BHE
KJIETKY €-aMUHOTPYIIIIbI JIN3WHA ¥ THAPOKCUJIM3UHA B cocTaBe (hub-
PUJLT TPOTIOKOJLTATEHA OKUCISIOTCS ¢ 0OPa30BaHUEM aJIbIETH/HBIX
rpyni (hbepMeHT JTU3NITaAMIHOOKCH/a3a). DTH aJbJAeTHIHBIE TPYTITIHI
cchopMUpPOBaBITUXCA MOJIEKYJT AJITU3WHA W THIPOKCHAIJIN3UHA JIaf0T
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16/1. MeXKIeTOuHbIi MaTPUKC

CINWBKMU C COCETHUMU MOJIEKYJIaMU TPOTIOKOJIJIar€Ha, a UMEHHO C pa-
AUKa/JIaM1 OCTAaTKOB JIM3WHA U TUAPOKCUIN3NHA. O6pa3yIOTC${ CBA3U
THUIIa HH/Iq)(bOBbIX OCHOBaHHﬁ, a]Ib]IOJIbHOﬁ KOH/JZIEHCallUU 1 ITUPUAN-
HOBbBI€ CBA3KHU (HI/IpI/IlII/IHO]H/IHI)I " ,Z[eSOKCI/IHI/IpI/IlII/IHOJH/IHI)I), BKJIIO-
Jaolune NupunHOBbIE TE€TEPOIUKIIbI.

CBA3u TUNa WnddOoBbIX OCHOBAHUIA
MeX[ly COCeiHMYM MOSIEKYlamy TPOMOKosareHa

oKmnceHHbI M3nH — CH = Ne — CH, — nun3uH
ofiHOV Uenu (annun3mnH) BTOPOW Lenu

rll/lpl/lp,l/lHOBbIe CBA3KN
MeXxay Mmonekynamuy TponokosinareHa

Kaskmast MosteKyJra TpOIOKOJIIareHa MpeICTABIISIET 13 ce0s1 orpe-
JIEJIEHHOW MTPOYHOCTH TSK. DTH MOJIEKYJIBI CIIOHTAHHO OO BEIMHSIOT-
cs1, 00pasyst MUKPOGhUOPHUILIBI, KOJITareHOBbIe (hHOPHUILIIBI M BOJOKHA
WJIN ceTeBble CTPYKTYPBHI € XapaKTePHOI NCUEPUEHHOCTBIO 32 CUeT YK-
Jajikn 60K B OOK MOJIEKYJI KOJIJIareHa ¥ CO3/IaHusT UX TTapaJiieIbHbIX
PSIIOB €O CABUTOM Ha !/, OZIHOTO psijia 1O OTHOIIEHUIO K IPYTOMY.

OtnenpbHbBIe peakiy, XapakTepHbIe s MEXKKJIeTOUHOTO MaT-
puKca.

1. Tuapoxcunuposanue [Ipo n JIuz (B coctaBe OTAENBHBIX Ii€-
nei KoJulareHa) MpouCXOAUT B IIUTO30JI€ U B 9HAOILIA3MAaTUYECKOM
petukyayme (IP) o Mepe BbIX0/]a OTJEIbHBIX 1eTeld KoJiareHa u3
prbOCOM.
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Yacts I (mepBsiit cemecTp 06ydenust)

3+
Fe
AcKopBUHOBAA KUCNOTA &~

HerupgpoackopBuHoBas
KucnoTa Fe?*

Kodakrop

™

)

rapokcunaaa (Fe°

AN N

Mpo (u3) + 02 + O-keTornyrapart —»

rnpo + CO;p

(Frm3) + cykumna
Lens

Tponokonnarexa

Mpumedanue: —SH — BoCCTaHOBNEHHbLIW MYTATUOH

Manee B mosoctu P cunTesupoBanHbiii Ipo yyacTByeT B 06-
pasoBaHWN BOJOPO/IHBIX CBSI3EH BHYTPU MOJIEKYJ TPOMOKOJIJIATEHA,
a ['7u3 iprcoeimHsieT rekco3nl (IPoIece TIIMKO3UIMPOBAHUS ), U Jla-
siee I3 m JIus BHE KyeTKM (hOPMUPYIOT KOBAJICHTHBIE CBA3W MEXKTY
MOJIEKYJIaMU TPOTIOKOJIIaTreHa.

B mpuBenennnx peakmugax rugpoxcuanposanus [Ipo n JIn3
yUYacTBYIOT ackopbuHoBas kucjaora (Butamud C) Kak JOHOD 9JIEK-
TPOHOB JIis1 BoccTanosaenust Fed™ B Fe'. Tlocnenuuii siBasiercst Ko-
(akTopoM 75 KaTAIU3UPYIOIUX JAHHYIO PEAKINI0 TUAPOKCUIIA3.
[Tpu mmmeBom Hemoctatke BuTaMuHa C yMeHbBITAETCS KOJTUIECTBO
kodakTopa Fe?" 1 cooTBETCTBEHHO yMEHbBINAETCS aKTUBHOCTD THI-
poKcuas u copepkanue B Kosutarene I'mpo u I'mus. IToatomy Ha-
pymaercst Kak 00pasoBaHKe BOAOPOIHBIX CBSI3€H BHYTPU MOJIEKY.JT
TPOIOKOJIJIATEHA, TaK U 00pa3oBaHie KOBAJEHTHBIX CBSI3EH MEKIY
MOJIEKYJIaMU TPOIOKOoJIareHa. BeJsencTBue 3TOro yMeHbINAeTCs
MPOYHOCTD KOJIATEHOBBIX (DHOPUILI, BOJTOKOH M CETEBBIX CTPYKTYP
B KPOBEHOCHBIX COCY/IaX U KaIlWJLISIPAX, UTO MPUBOJUT K UX PA3PbIBY
7 K MHOTOYMCJICHHBIM TeMopparusaM (B KoKe, CIU3UCTHIX, IeCHAX).
TakuM IBJIIETCS MEXaHU3M PasBUTHA U3BECTHON HuHrH (ckopbyTa)
npu runoButamunose C.

2. Bropas peakiiusi TPOUCXOIUT BHE KJIETOK IPU yYaCTUU BHe-
KJIETOYHON JTU3MIAMIHOOKCHIA3HI (¢ KohepMeHTaMu Ha OCHOBE BUTa-
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16/1. MexXKIeTOuHbIi MaTPUKC

muHoB PP, By u Cu?"), karaausupyoleil OKMCIeHUe g-aMUHOTPYIITL
panukasos JIuz u I3 B coctaBe He3peJsbIX MOJIEKYJI TPOIIOKOJLIA-
reHa, ysKe COCTOSINX u3 Tpex tereil. OOpa3oBaBIIecs] PeaKIoH-
HO-aKTUBHBIE aJIb/[ETU/IHBIE TPYIIIBI AJUTM3UHA W THIPOKCUATIIN3NHA
(hOPMUPYIOT PACCMOTPEHHbIE BBIIIE KOBATEHTHBIE CBSI3W MEKILY MO-
JIEKYJIaMH1 TPOIIOKOJLJIareHa.

Llene ¢ octatkamm
annuanHa
W MUADOKCHANIU3NHE

Ternepb paccMOTPUM TOJHYIO CXEMY CUHTE3a TPOIOKOJLIareHa
(puc. 16/1.1). B miepoxoarom IP hubpobacToB, ocTeob1acToB,
XOHIPOOIACTOB U APYTHX KJIETOK 00Pas3yroTcsl OT/IebHbIE KoJiiare-
HOBBIE TIOJIUTIETITH/IHBIE TIeTTH. B 1iuto301e 1 B mosioct I P mpoucxo-
aut rugporcuanposanue [Ipo u JIus B coctaBe atux neneil. Kaskaas
KOJIJTareHoBas 1enb MPOHUKAET B MOJI0CTh D P, HaunmHaeTcs aTo miepe-
MeriieHre ¢ N-KOHIIEBOTo THAPO(HOOHOTO CUTHAJIBHOTO YYaCcTKa 1eTn
(u3 100 amunokucsot). [Toce ynanenus mocaennero B AP riankosu-
jupyetcst M3 v TPy OT/iesIbHbIE TOJIUIENTH/IHBIE TIeT 00bheANHS-
I0TCS C TIOMOTITHIO BOZIOPO/IHBIX CBsI3eil B mpokoJiaret. [Ipokosmaren
CEKPETUPYETCSI B MESKKJIETOUHOE TIPOCTPAHCTBO, IJI€ TIPOKOJLIAreHIIeTI-
THIa3a yaasugeT ero HecrimpasindoBanubie N- 1 C-koHIeBble (hparmen-
TBI, B UTOT€ CO3/IA€TCSI TPOIIOKOJIJIATeH, 1 TT0cJe 00pa3oBaHUsI B HEM
AJTB/IETU/IHBIX TPYTIT AJIJTU3WHA W TH/[POKCUAIIN3NHA KOBAJIEHTHBIE
CBSI3U COEJIMHSIIOT OT/IEJIbHbIE MOJIEKYJIbI TPOIIOKOJIareHa, (hopMu-
pPys BOJIOKHA ¥ CETEBBIE CTPYKTYPHI.

KaTabosmam KoJmareHa siBJIsieTCsi I0CTaTOYHO MeJIJIEHHBIM TPO-
I[ECCOM W3-3a €r0 YCTOWYMBOCTH KO MHOTHUM TKaHEBBIM IIPOTEa3aM.
Tosbko Zn-cojiep:kaiiasi MeTaJIJIONPOTENHAZA UJIU TKAHEBAS KOJIJIa-
reHasa CrocoOHa KaTaJM3UPOBATh OJMH PA3PbIB MENTHIHON CBI3U
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16/1. MexXKJIeTOUHBII MAaTPUKC

Cpa3y B TPEX MOJIMIIENTUAHDIX MEIAX MEXK/AY TJIUIUHOM 1 HeﬁHHHOM
(uzoneiinaom), obpasys aBa pparmenTa gauHOR 75 1 25%. [aee
9TU PparMeHThl PACTIalaloTCs O IEMCTBUEM JIN30COMATIbHBIX TTPO-
tennas. OpHako GakTepraibHble TPOTENHA3bI KJIOCTPUIMIT — BO3-
Oyauresieil aHaspOOHBIX HH(BEKIUIT 061aa10T OOJIBITIM CPOJICTBOM
K KOJIJIaTeHy ¥ MOTYT TTPOu3BoANUTH pa3pbiBbl B 100—200 Toukax 1emnu
Kostarena. ITostomy atu Gakrepun OGbICTPO paspymraior MM npu
COYETAHHOM JIEUCTBUM KOJLIAreHas, ruajypoHua3 1 MPOHUKAIOT
riyOOKO B TKAHW, BBI3bIBasI Ta30BYI0 TaHTpeHy. Ha aTOM Ke 0CHO-
BAaHO MCIOJIb30BAHKE KOJIJIareHa3 /sl OYUCTKU THOWHBIX PaH, /st
00pabOTKU KOKH II0CJIE OKOTOB 1 OOMOPOKEHHI M B KOCMETHYECKUX
IeJISX JUUISL YJIydIeHUs BU/Ia WK JIJIsT MACKMPOBKU PyOIIOB.

[Toutu Bech ['mpo HAXOAWTCS B OpraHU3Me YeToBeKa B KOJIIareHe.
[Toaromy copepskanue ['TIipo B KpOBY U MOYE SIBJISIETCST MHIUKATOPOM
KaTaboJIM3Ma KoJIJlareHa B COeJIMHUTENbHON TKanu. B ciydae paka
KOCTell, peBMaTH3Ma, FUIIePIapaTHpPen3a, TMIePTUPe03a yBeIudeHme
cozmepskanust [TIpo B MOUe CITYKUT AMATHOCTUYECKUM TTpr3HakoM. [1o
Mepe CTapeHUs 4esloBeKa B KOJIJIaTeHe YBeJNYMBAETCS KOJUYECTBO
MOTIEPEYHBIX CBSI3€U M CITUBOK U C BO3PACTOM TIPU OTCYTCTBUU yKa-
3aHHOM T1aTOJIOTUY BbiJlesieHre [TIpo ¢ MOYOI yMEHbBIITAeTCsI.

OO6MeH KoJiareHa MOKeT ObITh HAPYIIEH VN SIBJISIETCST TPUYK-
HOIT HECKOJIbKUX 3a00s1eBaHnil. YacTh M3 HUX MbI YK€ PAaCCMOTPEJIH
BBIIIIE, B TOM 4uc/Ie UHTY. [Ipr XpOHUYECKOM aIKoTOoJIM3Me U30bI-
TOYHBIN alleTaIb/Ieru/] AKTUBUPYET B TleYeHU CHTEe3 KOJIJIareHa, 4To
MPUBOANT K IUPPO3y Tedenn. [Ipr 3aKMBIEHNN paH B KOXKE MOKET
CUHTE3MPOBATHCS AHOMAJIBHBIH TI0 CTPYKTYPe KoJiiareH, (hopMupyio-
it pyO1Ibl, TpEOyIONIe KOCMETHYECKOI KoppeKIu. MyTaliu B re-
HAX Pa3JINYHbIX TleMeil KoJtareHa BbI3bIBAIOT Psijl HACJE/ICTBEHHBIX
6oseaHeit. Harrpumep, MyTaliuu, puBO/SIIIE K 3aMeHe CaMOil TJIaB-
HOW aMUHOKHUCJIOTHI — IJIMIMHA — HA JPYTHE AMUHOKHUCJIOTBI, ITPH-
BOJISAT K Pa3HO00OPA3HON MATOJIOTUM KOCTHOM TKaHu. MyTanuu reHa
JIN3UJIAMUHOOKCH/IA3bI YMEHBINAIOT IIPOYHOCTH KOJIJIATEHA U 3JIaCTH-
Ha (CM. HI)Ke) U BBI3BIBAIOT PA3PBIBBI KPOBEHOCHBIX COCYIOB.

SAACTUH

IDJIACTUH SIBJISIETCS BTOPbIM 3HAYUMbIM OEIKOM MEKKIETOYHOTO Ma-
TPUKCa, O6JIaZIaIOH.II/IM OOJIBINOI ITACTUIHOCTBIO 1 XaPaKTEPHDbIM /1JIA
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COCYJIOB, JIETKUX, CBSI30K. OH MMeeT BBICIIYIO TPETUYHYIO CTPYKTY-
Py, T.€. COCTOUT U3 OJHON IMOJMITENTHIHON IeNU, MPHOOPETAIOIINi
hUOPUIIAPHYIO TPETUYHYIO CTPYKTYPY TPU (PU3MYECKOIT HATrPy3Ke.
benkoBas 1ienb comep:xut oko0 800 aMUHOKHUCIIOT, CPEAN KOTOPBIX
MHOTO TUAPO(GOOHBIX aMUHOKUCIOT (70%), 0COOEHHO BaJIiHa, MAJIo
UAPOKCUIIPOJIMHA U OTCYTCTBYIOT THAPOKCUJIN3UH, IIUCTENH, METH-
onuH, Tpuntodan. [locie cunrtesa B KjeTKe Mpe/iecTBEHHUKA-TPO-
MT03JTACTUHA €T0 MPOJIMH TUAPOKCUIUPYETCS U Jajiee YKe BHE KJIeT-
KW B JIM3UHE OKUCJISIETCS palMKajbHAsi aMUHOTPYIIIIa 1 0OpasyeTcst
aJIbJIETH/IHAS TPYIIIAa B COCTaBe aJlIM3MHA. AHAJIOIMYHbBIE PeaKI[Un
[IPOUCXO/ST U 11pU (hOPMUPOBAHUU KoJLIAareHa. biarojapst amim3uny
Jajee MeXKIy OTHAEJbHBIMU IEISIMU 3JIaCTUHA 0OPa3yIoTCst CBI3KU-
CHIMBKU C pajiuKajaMu Jiu3uHa. Mexy IByMsi IENsIMU 3JIaCTUHA
0bpasyeTcst IM3UHHOPJIEHITINH, a MEKIY YeTBIPhMS IETSAMU — JIeCMO-
3UH C TUPUIUHOBBIM IreTePOIUKIOM. /lecMO3UH sIBJIsSIETCS pe3yJibTa-
TOM KOH/IEHCAI[UHU TPeX LEeMNel ¢ aJbAeruIHbIMU MPYIIIaAMU aJIM31HA
U YETBEPTON 1eMH ¢ HEOKUCJIEHHBIM Jin3uHOM. CpaBHUTE, YTO TaKue
JKe MUPUINHOBBIE CBSI3KKM 00Pa3yIoTCS MEKIY MOJIEKYJIaMU TPOTIO-
KOJLJIareHa.

CHIuBKY MeX1Y OT/EJbHBIMU IIeTISIMU 3J1acTUHA (POPMUPYIOT
B MEKKJIETOYHOM MaTPUKCE XapaKTEPHYIO CEThb, KOTOPasl IIPU OTCYT-
CTBUU HArpy3KW Ha TKaHb IpejicTaBisieT 6echOpMEHHYIO CTPYK-
Typy-

Bes Harpyaku

—_—
PactaxkeHue




16/1. MexXKIeTOuHbIi MaTPUKC

[Ipu pacTsa:keHUU MBITIIEYHO-CYCTAaBHON CBA3KW WU PacIliupe-
HUM apTePUil 3IaCTUYECKOTO TUIIA IO/l Harpy3KOol cucreMa mpuoo-
peraer CTPOITHYI0 PE3MHONOA0OHY0 KOH(DOPMAIIHIO, a IeNn 9JIacTH-
Ha — GUOPUILISPHYIO TPETUYHYIO CTPYKTYPY, OCTaBasICh CBSI3aHHBIMI
MESKIy cOOOM MUPUANHOBBIMU ciTuBKaMu. [lociie CHATUS HAarpys3Ku
MOJIEKYJIbI 3JIACTUHA BO3BPAIIAIOTCS B UCXO/IHOE XaOTUUHOE COCTOSI-
HUE.

FTAMKO3AMUHOTAUKAHDI

[mukozamunoraukanst (AL, nam Mmykomonancaxapuzibl, LU reTepo-
MOJTUCAXaPU/IBI, IBJISIIOTCS TMOJTMMEPAMU, COCTOSATNMHA U3 TTIOBTOPOB
WIEHTUYHBIX [ICaXapy/I0B, ¢ GOJIBIIOI MOJIEKYJISIPHOM MacCoi 1mo-
paaka (n x 108 [Ja). [Incaxapubl COCTOAT MX Pa3HBIX MOAU(DUIIN-
POBAHHBIX T€KCO3, COJEPKAIIUX ATOMbI CEPbI UJIM a30Ta, U COOTBET-
CTBEHHO TIO/IPA3/IeNIIIOTC HAa THATYPOHOBYIO KrcsoTy (cxema 16/1.1),
rerapuH, XOHIPOUTHHCYIbGAT, IepMaTancyabdat, kepaTaHcyabdar,
rernapancyabdar.

Kasknprit mucaxapus ruaIypoOHOBOM KUCIOTHI COAEPKUT TIIOKY-
POHOBYIO KUCJOTY M N-alleTUJITIIOKO3aMUH, CBA3aHHBIX O-TJINKO-
3usiHOM cBs3bio (B1 — 3).

Cxema 16/1.1. [manypoHoBas KucnoTta

nanypoHoBaa KMCnoTa

6 CH,OH

NH—CO—CHs

[NioKypoHOEas KuenoTa N-aueTunrnioko3aMmH

I'mamyponoBas KMCIOTA HAXOAUTCS B COCTABE MEKKJIETOYHOTO
BeIl[eCTBAa MHOTUX TKaHEW U CIYKUT OCHOBOU /s (pOPMUPOBAHUS
CJIOKHBIX arperaToB MEKKJIETOUHOTO MaTpuKca (CM. HUXKE).
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pyroil Xoponio u3BeCTHLIN B MEIUITMHCKON TTPAKTHUKE ITpera-
paT — aHTUKOATYJSHT Tenaput — Takxke sapiasgercsd Al On cunre-
3UPYyeTCsT TYIHBIMU KJIETKAMU TIeUYeHU, JETKUX, KOKU W HaXOAUTCS
B HUX B BuJ/le rpanyJi. [[ucaxapuinublii MOHOMEDP 3TOro IoJuMepa
TaKKe COCTOUT M3 JABYX MOAMMDUIIMPOBAHHBIX TEKCO3 BapradebHO-
rO COCTaBa: a) IJTI0KO3aMUH, Y KOTOPOTO 4acTh (PyHKITMOHATbHBIX
IpyI cyabhaTUpoBaHa MU alleTUANpoBaHa; 6) WAYPOHOBas KUC-
gora. O6a KOMIIOHEHTa COeMHEHBI 0. 1,4-TJIMKO3UIHBIMU CBSI3SIMU.
Tepanestuuecknii apdekT remapuHa — yMeHbBIIEHNE CBEPTHIBAHUS
KPOBM — JIOCTUTAETCsI OJiarojiapsi €ro CrocOOHOCTH CBSI3bIBATh aH-
turpoMOuH 111 U ycuamBaTh aKTUBHOCTD TIOCJIEIHETO — BBI3BIBATH
nHaKTUBaIMIo TpoM6uHa (pakrop I1a crcTeMbl CBEPTHIBAHUS KPOBH)
(nexrum 4/1 u 17/2).

ABngsch BaKHbIMU KOMIIOHeHTaM MM 1 coeTuHUTEIbHOM TKa-
HU, TeTEePOTIOJUCAXAPUIBI UCTIOAB3YIOTCS B KaueCTBE JEKAPCTB IS
JIeYeHUsI apTPUTOB U apTPO30B (IJIIOKO30aMUH, XOHJAPOUTHUHCYIb-
daT) m 1719 yeKopeHus 3aKUBIEHNS paH (THATYPOHOBAS KUCJIOTA).

MPOTEOTAUKAHDI

ITpoteornukannt (III') — 31O rpoMajiHble TIOJUMEDDI, COCTOSIIIIUE U3
AT (90-95%) u Genka (5—10%), KOTOpbIe CBsI3aHBI MEKIY COOOI
CIeMyToNMMI KOBAJIEHTHBIMY cBsA3IMU (cxema 16/1.2):
1) O-rmukosunnasa cBsasb Mexkay C, rexcos m OH-rpymmoii ce-
pUHa U TpeOHUHA OesTKa;
2) N-rimkosnnas ¢Ba3b Mexkay C, TeKco3 n aMUIHOH TPYIIIoi
acmaparmHa.

Cxema 16/1.2. CtpoeHue npoTeorinkaHa

N

KosaneHTHan cBA3L

\ )
~80,H---Na"
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16/1. MeXKIeTOuHbIi MaTPUKC

[lng cpaBHeHU U MOBTOpeHMs. Panee MBI HEOTHOKPATHO pac-
CMaTPUBAJIM [TIMKOIIPOTEUHBI (HAIIpUMep, aHTUTea, KOJIJIareH U JIp.),
KOTOPbIE TaKKe COCTOAT M3 Oesika U yriaeBonos. B otimume ot 1T
TJIKOITPOTENHBI, BO-TIEPBBIX, BKIIOYAIOT, KaK ITPABUJIO, OOBIYHbIE He-
MOANGUITNPOBAHHBIE TEKCO3bI (TIIOK03Y, TATaKTO3y) U, BO-BTOPHIX,
COOTHOIIIEHNE B HIUX KOMITOHEHTOB oOpaTHoe: 10 5—10% yrieBonoB
u 60stee 90—-95% Oelka.

Conepxanune IIT 0ocoGeHHO 3HAYNTENHLHO B AaHATOMHUYECKUX
CTPYKTYyPaX, MOABEPTraeMbIX (hU3MIeCKUM Harpy3kam u medopmarn-
M, TJIe OHU UTPAIOT «PecCOpHYIo» podib: B xpsiax (IITI' — arpekan),
CBSI3KaX, CYXOKUIMX, B KOXKe.

Cuenyiommas eie 6osiee coxkHasi cTpykrypa MM — arperatsr
[T n TAT (cxema 16/1.3).

Cxema 16/1.3. ArperaTbl rmanypoHOBOW KNCIOTbl 1 NMPOTEOrVKaHOB

HexoBaneHTHbIe

CTrepskHEM TaKOTO arperara SBJISIETCS T'MaJypOHOBAas KHUCJIO-
ta — TAT (10°-107 [Ia), k koTtopoii B Bume 100—150 «BeTouek»
MPUCOeNHEHbI HEKOBAJIEHTHBIMK CBA3SIMU MPOTeoTIMKaubl — [1T7

233



Yacre I (nmepsoiii cemectp 06ydervist)

¢ pazmmynpiMu pyrumu AL B momosnene xk ceTeBbIM CTPYKTypaM
koJimareHa B MM 1nipeicTaBIeHHbBIE arperaTbl CO CBOUMU MTOJISIPHBIMU
TPyINaMy YTIAEBOAOB U ¢ MHOTOuNCHAeHHbIME annoHamu (SO,H™)
CO3/1aI0T JIETIO, B KOTOPOE TOCTYTIAIOT U YI€PSKUBAIOTCS JIUTIOJIH BOIHI,
katronbl Na™ u Ca?". Iloatomy B esiom cucrema IAT, IIT u arpera-
TOB BHITOJHSAIOT B MM cieprytomue (pyHKIUN:
1) amopTusanmnonnsie cBoicTBa, Typrop MM u Tkane#t, Hampn-
Mep KOKH, «pPeccopHbley (QYHKIIUU B CyCTABAX;
2) cBsi3bIBaHMeE 1 CBOEOOPA3HOE IEMTOHUPOBAHIE BOJBI U COJIET;
3) 3a1uTa OPraHoB IMyTeM OrpaHwdeHus qud@ysnu B TKAHIX
MOCTOPOHHUX BEIIECTB, HATIPUMED SII0B, KCEHOOMOTUKOB U J1a-
JKe KpacuTesen.

ITpu peiicTBUM Ha TKaHU OaKTEPUATbHBIX KOJLJIATEHA3 W THAJY-
poHM/Ia3 9TH (HYHKIUU 0CTaOEBAIOT U MPOSIBJISIIOTCS TATOJOTTIECKUE
addekrsr Gakrepuii Ha MM U Ha OpraHbi.

Karabosnsm HeoObuHbIX 110 coctaBy AT TpeGyer Hammuus
B JIN30COMAX KJIETOK 0COOBIX (DePMEHTOB — TJIMKO3M/Aa3 ¥ CyJIbha-
Ta3, Kotopble KaTanusupyiot pacnan AL, IIT, arperatoB u yckopsi-
10T ux o6HOBIeHue. [Ipyu MyTaIusix TeHoB 3TuX (HepMeHToB Katabo-
susm Al 3amezisiercst, 4To MPUBOMUT K MX HAKOTIEHUIO B TKAHSX
1 K TTPOSABJICHUIO IPYTOH crenmryecKoi MaToJOTHN — MYKOIIOJIH-
BHCIIE/I03AM.

HE®UBPUAAIPHBIE HEKOAAATEHOBBIE
FTAMKOMNMPOTENHbDI

DOubOpOHEKTHH, CHHTE3UPYEMbBIH BMeCTe € KoJilareHoM B (hubpo-
6Jlactax M IPyTUX KJIETKaX, — 3TO OYeHb OOJIBIION JOMEHHbBIH OJIU-
roMepHbIil 6esok, raukonporent (1-30% yrieBogoB), COCTOANINI 13
NIBYX MOJUTENTUIHBIX TeTell ¢ MoJieKyIsIpHOl Maccoit mo 230 x/la.
Ilenu cBsizabl AUCYIbGUAHBIMU CBsI3sIMI. DUOPOHETHH HAXOANUTCS
B MM 1, nmest 7—8 11eHTPOB CBI3bIBAHUS JTUTAHIOB B KaXKIOU 1ETIH,
BBITIOJIHSAET (DYHKIIMU MHTErPAIbHOTO OesiKa, 0ObEAMHSIIONIETO BCE
koMmoHEeHTH MM. A uMeHHO cBOMMU ABYMSI KOHIIJAMHU OH TIPHUCO-
elMHeH K MeMOPaHHBIM IJINKOJUIUIAM U TIINKOTIPOTEMHAM TOBEPX-
HOCTHU Pa3HBIX KJIETOK, a B caMoM MM 0H cBS3BIBAeTCS € THATYPO-
HOBOIT KUCJIOTOI, TenapaHcyJib(aTcomep:KaniiMi TPOTeOTTNKaHaAMH,
¢ KoJtareHoM 1 ¢ HepuOpusuistpabiMu 6eikamu MM (¢ JTaMUHUHOM
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16/1. MexxKJIeTOUHBII MaTPUKC

u HugoreHoM ). DUOPOHEKTHH UMEET TakKe TOMEH JJist (hepMeHTa
TpancriaytamMmunasbl (pakrop XIlla crcTembl cBepThIBaHNS KPOBH),
KOTOpasi KaTaJu3upyer oOpazoBaHue TMPOYHOIN U30IENTHIHON CBsi-
31 Mexky pasibiMu Gesikamu B MM, B TOM dnciie B r1a3Me KPOBHL.
ITO AOMOJHUATENBHO TleMenTupyeT MM 1 yKpemiseT crycTok KpoBu
(bubpun-TI0IMMEp) HA MOBEPXHOCTH MOBpexenHoro cocyna. Cy-
IECTBYET HECKOJIBKO n30(hopM (hrOPOHEKTHHA KaK CJIEICTBUE allb-
TEPHATUBHOTO CIVIAHCHHTA ¥ HOCTTPAHCISIIMOHHON MOIN(MUKAIIIL.

Urak, GubPOHEKTHH COBMECTHO C IPYTHMHU KOMIIOHEHTAMH CO-
3/1a€T ONPEIEJIEHHYIO JKeCTKOCTb MEKKJIETOUHOTO MaTpuKca U (uK-
CUpYyeT B HeM KJETKW, YMEHbIIas NX MOJABWXHOCTD W yBEJINYNBAS
ux aaresuio. IIpy HEKOTOPBIX MyTalUSIX KOJTMYECTBO WM KayecT-
BO (UOPOHEKTHHA CHUIKAETCS, KJIETKU MPHOOPETAIOT MOABUKHOCTD
1 BO3pacTaeT X MeTacTaTHYeCKNii KaHI[ePOTeHHBIi moTeHnuat. [lep-
BUYHBIH (MECTHBII ) PAKOBBIH ITPOIIECC B OPTaHe MEePeXOUT B CTaINN
MHBA3UM U METACTa3UPOBAHMSI.

B MM muwmerotca u ipyrue HEKOJIJIareHOBbIe TITUKOTPOTENHHI,
obsaaomue Kak u GrOPOHEKTHH are3NBHBIMU CBOiicTBaMU (J1a-
MWHUH, HUJOTEH) WIN aHTHAJATE3MBHBIMU 0COOEHHOCTSIMU (0CTEO-
HEKTHUH, TeHACIIH ), (DYHKIIMOHUPYIOIIHE HA CTAMSIX HMOPHOTEHESA,
Moporenesa u Mpu OITyX0OJIEBOM POCTE.






YACTb Il
(BTOPOW CEMECTP OBYYEHUS)







ANekung 1/2

AUMUADI: CTPYKTYPA, DYHKUNMN,
MEPEBAPUBAHUE N ACCUMUAILNA

['py1ina JUMup0B COCTOUT U3 PA3HOOOPA3HBIX XUMUYECKHX BEIIECTB,
HO BCE OHU MMEIOT HEKOTOPbIe 00Iie CBONCTRA:

1) Mostekysia Junuaa SIBJASIETCS WM [EJTUKOM TUApOodOOHOI
(Kak HaIIpUMep JKUPBI), WM YaCTHIHO THAPOGOOHON B cirydae
dhochonunumaos; nmocjaeHNe MPEACTABISAIOT U3 cebst ampu-
(buIIbHBIE MOJIEKYJIBI, T.€. YACTh ATOMOB rUAPO(hOOHA, a 4aCTh

TUAPODUIbHA,;

2) IoaTOMY JIMTH/IBI HE PACTBOPUMBI B BOJIE;
3) unuabl coepsKaT B CBOEM COCTABE JKMPHbIE KUCIOTHI MK
CUHTE3UPYIOTCA U3 HUX.

Tabnuua 1/2.1

Knaccndukanus mMnuaon

Kiace iunuaos

@DyHKIHUH

Tpuanuiariuieposnt 1. Mcrounnk aHeprum.
2. MexaHnunueckast 3aliuTa TKaHeil 1 OPraHoB.
3. YMeHbIIeHne TTIOTEPU TEeTJIOTHI OPTaHU3MOM
Dochomnmust CTpyKTypHbIE KOMITOHEHTBI MEMOpaH
ko

Bocka (achupbl JKUPHBIX KUCTOT
(KK) u jummHHOIIEIOYe HBIX
CITUPTOB)

KommoneHT K0sKHOTO JKHPpa 4yeJioBeKa

Crepou/ibr:

— XOJIECTEPOIT;

— JKEeJIYHBbIE KUCTIOTBI;
— TOPMOHBI

Komnonent mem6pan u unonporennos (JIIT)
[Tects dynkimii (cM. HIKE)
Criertmasibable GyHKIINT

JKupopactBopuMble BUTAMUHbI
A, D E K

Crenuanbuble GyHKIIUN

IUKO3aHOUIBI

Crenuanbuble GyHKIUN
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Yacrp IT (BTopoii cemecTp 06ydenust)

XWPbI

JKupstl, nnn tpuanuarauieposbl (TAL), — aTo adups! riuieposta
U JKMUPHBIX KUCJIOT.

(v}

H,C— O—CO—R;
|
Ry—CO—0O—CH

H,C—O—CO—Ry
o

CnoxkHoacmpHas CBA3b

Hymepauus atomos yrnepoga:
1,2, 3vmm o, B, a

Tabnuya 1/2.2

®opmbr TAT
YacrtHoe IIpeoGaanaomue | Musuyeckoe cocrosi-
Bup TAT o
Ha3BaHHeE SKHPHbBIE KHCJIOTHI nue npu 25 °C
TAT uenoBeka Kupbr Hacwimennasie Tepnoe
SKMBOTHBIX
TAT pacrennii Macia Henacplimenubie JKuakoe

Cy1iecTByeT /1Ba UCTOUYHUKA KMUPOB YEJIOBEKA:
1) mumeBwie JKUPHI, cyTouHasd HopMa — okoJsio 100 T B cyTKH;
2) KUPBI, KOTOPbIE CUHTE3UPYIOTCS B OPTaHU3MeE UesIoBeKa IaB-
HBIM 00pPa30M B JKUPOBOII TKAHU ¥ TIEYEHU.
B cpemHem xupbr obecriednBaoT 35% 9HEPreTHYECKUX TOTPed-
HOCTEeI opraHnusma.

NMEPEBAPUBAHUE MULLEEBbLIX XXNPOB

[TepeBapuBanme MUIIEBBIX SKIPOB MTPOUCXOINT B TOHKOM KUIITETHITKE
B3POCJIOTO YesioBeKa. IIpudymHa 0cOOEHHOCTEN 9TOTO MepeBapuBa-
HUsT (B OTJIMYME OT TIePEeBAPUBAHUS YTIEBOMOB U OEJIKOB) — JKUPHI
HEPACTBOPUMBI B BOJIe, a IJIaBHbBIH (hepMeHT, HEOOXOAUMBIN [JIsI UX
repeBapuBaHns, — MaHKpeaTnyeckas JHa3a — PacTBOPUM B BOJIE.
[ToaTOMy HEOOXOANMO YUacCTHe JKeTIH, KOTOPAsI:
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1/2. JIunnzapr: cTpyKTypa, GYHKIINY, TepeBapuBanye U aCCUMUIAINS

1) ynyumaet B3aumoneiictsue TAT ¢ mumaszoli; aMyabrupyet
JKUPBI, YBEJIMYMBAS IOBEPXHOCTD UX COITPUKOCHOBEHUS C JIH-
nasoii npumepno B 104 pas;

2) akTUBUPYET TAHKPEATUUYECKYIO JINTIA3Y;

3) obecrieynBaer BcachiBaHUE MPOAYKTOB nepeBapuBanust TAT
B CTEHKY TOHKOTO KUIIIEYHUKA.

CocraB keuu: MPOCTbie MUIEJLIbI C TJIABHBIM KOMIIOHEHTOM —
sKeTgHbIMEU Kucaotamu (exema 1/2.1), Boza, cosin, KIeTKu, GUanpy-
6uH. CylecTBYIOT pasHble skeuHbie Kucaotsl (nexius 4/2). Tpen-
CTaBJsAI0 (POPMYJTY OJTHOM M3 HUX — XOJIEBOH KMCJIOTHI:

Cxema 1/2.1 packpbIBaeT CTPYKTYPY MPOCTHIX MUIIENT JKeJTIn
U CJIOKHBIX MUIIEJLI, B KOTOPBIE YIIAKOBBIBAIOTCS MIPOAYKTHI IIEpPeBa-
puBanug qunuaoB (KK, MAT, XC, 9XC).

Cxema 1/2.1. [NpocTble 1 CMeLLaHHble MULLENSTbI XKenyu
Muuennel ___
- -“H‘H“"‘L
MpocTeie CmewaHHble

thocchonunmpoel ~ 15%

N+

XBOCTbI
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Tpu MOBEepXHOCTHBIX KOMIOHEHTA MUTEIT (’KETYHBIE KUCTOTHI,
ochosunupl, X0IECTEPOT) YMEHBIIAIOT TIOBEPXHOCTHOE HATSIKE-
Hue Orarogapst cBoeit aMupUIbHOCTH ¥ 9TUM 00JIer4aloT 9MYJIbTH-
pOBaHMe KUPA B BOIHOI (hase MOJ0CTH TOHKOTO KUIIIEYHUKA U B3aK-
mozeiictue TAI ¢ mnmasoii.

Tabruua 1/2.3

Jlunaspl, KATATM3UPYIONIHE PACHA]] 3KUPOB B TOHKOM
KUIIEYHUKE, B KPOBH U B JKHPOBOH TKaHH

Jlunonpoteun- T'opmoHnuyB-
Ilankpearuyeckas
XapakTepuCTHKa Mnasa Jmnasa CTBUTEJIbHAS
(JIII-nuna3sa) TAT-muna3za
Mecro katannsa ITosmocts Tonkoro | Kposb (anporesmit) | AmumonnTo
KHUITeYHUKA
Axrusarop, Kemnup, komunaza | lenapun, anoC-11, Anpenainu,
WHYKTOD MHCYJIMH TUIIOKAroH
Cyb6erpar [Iuiessie sKUpbI TAT B cocrae XM | TAT sxuposoit
st (pepmenta n JIOHII TKaHU

['naBHbIE TIPOYKTBI
peakuuu

JKupnbie KUCIOTHI,

B(2)MAT

JKupHble KUCa0THI,
LJIALEPOJT

JKupnble xucimo-
TBI, TJIUIEPOJT

Cynbba npogyKToB
peaxiun

BceacpiBanue B ciu-
3HCTYIO0 TOHKOTO

[TponukHoBeHUE
B KJIETKU OPTaHOB

Boixoj B KpoBb

KUIIeYHUKa

[Tankpeatmyeckas numnasza (tabu. 1/2.3) cunresupyercst B moj-
JKETYZIOUHON JKeJie3e TTPaKTHYeCK B HeaKTUBHON (hopMe, HO B TOH-
KOM KHUIIEYHUKE OHA CTAHOBUTCSI aKTUBHO OJIaro/iapst CJIeyonmm
KOMITOHEHTaM:

1) xxemub, kKoTOpas hopMupyeTcs B IEUCHH;

2) xonmmasa, KoTopasg CUHTE3UPYETCS B TOMKETYyT0OTHOH XKe-
Je3e B opMe HeaKTUBHOW KOJHUIIA3bl, HO MOCJE YaCTUIHOTO
MIPOTEO0JIN3a TIOL /ICHCTBUEM TPUTICHHA B KUIIIEYHUKE ITPEBpa-
maercst B akTuBHY10 (opMy (1P YTEHUU JIEKITUH T OOBIYHO
TIPE/ICTABJIAIO CJIOKHBIN PUCYHOK B3aMMOJICHICTBUS JTUTIA3bI,
KOJINTIa3bl U JKEeJTUN );

3) 6ukapboHaTHI 00PA3YIOTCS B MOKETYIOYHON JKeJie3e 1 B Ku-
MIEYHUKE HEUTPATHBYIOT JKeTyI09HyI0 coutsiiyio kucaoty HC,
coszasas caaborenounyio cpety ¢ pH 7,5-8,0, onrumasbHyo
1711 GYHKIIMOHUPOBAHUS MTAHKPEATUICCKON JIUTIA3bI.
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1/2. JIunnzaer: cTpyKTypa, GYHKIINY, TTepeBapuBaHye U aCCUMUIAINS

B atux 1mporeccax yuacTBYIOT JiBa MECTHBIX FTOPMOHA, KOTOPbIE
CUHTE3UPYIOTCS B IBEHAIIATUIIEPCTHOM KHUIITKE.

1. Cexperun: HCl crumynupyer BbiieJieHUEe CeKpeTHHA B JiBe-
HA/IIATUTIEPCTHOM KUIITKE, OH Yepe3 KPOBb MOCTYIAET B ITOIZKETYI0Y-
HYIO JKeJIe3y, BbI3bIBast TaM CeKpelnio OGukapboHaTa, 1, KpoMe TOTo,
YCUJIMBAET OTTOK JKEJIYN B KUIITECUHUK.

2. [TumeBbie KOMTOHEHTHI CTUMYTUPYIOT B TIOIKETYTOYHOMN JKe-
Jie3e CeKPEITNIo XOIEIUCTOKMHIHA, KOTOPBIH YCUJINBAET COKPAIICHIE
JKEJTUHOTO TIY3BIPsl, CEKPEIUIO JKEIUU U CEKPEIUIO «ITUIIEBAPUTEb-
HBIX» (PEPMEHTOB U3 TTOJKETY/IOYHOI JKeJIe3bl.

Nrak, mankpearnueckas JuIasza KaTaau3upyeT B yKa3aHHbIX OIl-
TUMAJIbHBIX YCJIOBUSAX CIEIYIONIYI0 PEaKIINIO:

I'naBubie mpomykTel aTolt peakmuu — KK, B(2)MAI. Kpome
TOr0, 06pa3yTcst HeOObIINE KOJUYECTBA CBOOOIHOTO TIIHIEPOJIa
npu ydyactuu aByx ¢depmenton: PMAI — kuiieunas nzomepasa —
oaMAT — makpeaTuyeckas Jumnasa — TIUINEPOJT —> KPOBb —> MTEYEHb.
[mutieposr mocTymaeT B KallUJISIPBI BOPCUHOK CTEHKH TOHKOTO KHU-
HIEYHUKA U Jlajiee B KPOBb U ME€YEHb.

Y MaeHbKuX feTell UMeIoTCs U DYHKIIMOHUPYIOT JINTIa3a KOPHSI
sI3BIKA U JIUTIA3a JKEeJTYIKA, KOTOPbIE KATATU3UPYIOT TUIPOJIU3 JKUPOB
MOJIOKA, JIJIsT KOTOPBIX XapaKTePHbI JKUPHBIE KUCJIOTBI C KOPOTKUMU
U CPEJIHUMM TI0 JIINHE KUPHBIMU KUCJIOTAMU.

Odenb MajJeHbKHE KaIlJA MHUIEBOTO JKUPa Pa3MepoOM OKOJIO
0,5 MKM MOTYT BCAChIBaThCS B CTEHKY KUIIEYHUKA Oe3 NX THAPOJIN3a
MaHKpeaTuyecKou JTUIa3ou.

g mpodunakTUKU WU JeYeHUS OXUPEHUS PEKOMEHAYIOT
nperapar KceHukas (OpJaucTar), KOTOpblii HeOOPaTUMO UHIUOUPYET
MAaHKPEATUIECKYIO JINTIa3y U YCBOEHUE MUIIEBBIX JKUPOB TIPU YCJIO-
BUU OTPaHUYEHUS WX KOJUYecTBa. B IPOTUBHOM cirydae mpernapar
HeadexTuBeH. HernmapoansoBaHHbIE JKUPBI BBIBOIITCS C KAJTOM.
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Yacts II (BTOpoii cemecTp 06ydemHs)

BCACBbIBAHUE U ACCUMUAILUNA NMULLEBBIX XXUPOB

ITpoxykrer mepesapuBanus nuiesbix aunugos (KK, MAT, cso6ox-
ubiii XC) BHEAPSIOTCS B IPOCTBIE MUTIEJLTBI, KOTOPBIE TPaHCHOpMHU-
pyloTcs B cMentannbie Muiesibl (cxema 1/2.1). Ilocnennne abcopbu-
PYIOTCS KJIeTKAMU STMUTEINS TOHKOTO KUIIETHUKA (9HTEPOIIUTAMH )
U PacIajiailoTcsd TaM Ha CBOM KOMIIOHEHTBI:

TAT — (mepeBapuBanue) KK, MAT' — mpocTtsie Mutiesisr —
cMelTanHble Mullesasl — auTeporuTsl — KK, MAI — pecunres
TAT B sHTeponMTaX ¥ 0Opa3oBaHUE XUJIOMUKPOHOB — XM, cozmep-
skarue TAT, HaxoasaTess BHYTPH SHTEPOIIUTOB — XM ToCTymaior
B KPOBbD.

B 1muTososie aHTEPONUTOB U3 MPOAYKTOB IT€PeBapUBAHUS KUPA
npoucxoauT pecunTes xxupa (TATD).
1. AxtuBanms ;KK (RCOOH):

-CHTETa3a
R— C ~ SKoA + AM® + H,P,0,

@]
Aumn-KoA

KoA-SH sBusiercst kodepmenToM (Ha Gase BUTaMIHA [TAHTOTE-
HOBOU KUCJIOTBI) /i (hepMeHTa arnni- KoA-cuHTeTa3bl.
2. Co6CTBEHHO PECHHTES:

ALnn-KoA

N

B(2)MAI

E, n E, — aro ammmrrpancdepassbl.

Koneunbrii IpoiyKT pecunTe3a siBJsSIeTCsI [0 CYIIECTBY THUIIEBbIM
JKUPOM, HO OH HECKOJIBKO OTJINYAETCS TI0 COCTABY M3-3a MT€PECTaHo-
Bok /KK mpu pecunTese u u3-3a Toro, 9to yacth /KK MoxeT cunTe-
3UPOBATLCA B AHTEPOIUTAX U3 TJIOKO3BI.

OcnoBHas vacTh pecuntesupoBanHoro TAI BxoauT B cocTas
dbopmupyomuxcs B auTeponnutax XM, a oueHb HeOOJIbINAS YaCTh
(< 5%) — B JIOHIIL. Jamee XM u JIOHII mocTymatoT u3 aHTEPOIIH-
ToB B MMy ¥ B KpoBb (cxema 1/2.2).
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1/2. JIunnzaer: cTpyKTypa, GYHKIINY, TTepeBapuBaHye U aCCUMUIAINS

Cxema 1/2.2. PecuHTes Xu1pa B SHTEPOLMTaX U GOPMMPOBaHME XMITIOMUKPOHOB

SHTEPOLMT HTEPOLMT HTEPOLMT

.

e 2 ‘\ s
/' CumewaHHsie \] WK, MAL ( TAT nocne
MULLENNE /- 3XC \ pecuHTe3a

\‘\.,,___,_,/ S~ = ’ \‘--._\___/
SHTEpPOLMT Heapenwin XM

d npf.nnpoBaHue /""F'__""“‘

—

— Jlumda

XM garsrorest oxnoit 3 gopm JIII (cxema 1/2.3, puc. 1/2.1).
Bce JIII kauecTBEHHO OJIM3KK 1O CBOMM KOMIIOHEHTaM, HO UMEIOT
3HAYUTEJbHbIE KOJIMYeCTBeHHbIe oTinuust (cM. Tabu. 1/2.4).

Cxema 1/2.3. Tunosoe cTpoeHune nunonpotenHa (J1)

+
" @ocdonunm,
epubepuieckuit (/ N ¥ &

anollmn \: // \\

MHTerpansHeIn {
anolin —

N

Buyrpennue komnonerTtst JITT (TAT, 9XC) tenmkom ruapodoo6-
ubl. [Tosepxuocrubie kKommnonenTsl (XC, MJI, 6enkn) ampuduabHbl,
T.€. UX BHYTPEHHSIS YaCTh SABJSAETCS THAPOGDOOHOM, a HAXOSIIASICS Ha
nosepxuoctu JIIT yacts rugpodunbia 6aarogapst MOJ0KUTEIbHBIM
U OTPHUIIATETBHBIM 3apsaaaM (71 hocharnanaxoanna, pochaTuani-
cepuHa U 151 6eaK0B) WK Garogapst TUAPOMPUIbHON He3apsIKeH-
Ho#l rugpokcuibHon rpynne (g XC). benxn JIII nim amosmmo-
nporeunnbl (anoJIIT) MoryT 6biTh nepudepryeckuMu (¢ CyMMapHbIM
OTPUTATETTHHBIM 3aPSI0M ) UM WHTETPATbHBIMU (cM. cxemy 1/2.3).
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Yacts II (BTOpoii cemecTp 06ydeHs)

HaaBaHue CokpalweHue Copep-
KaHue,

XUNOMUKPOHE!

NunonpoTenHisl Mpe-f3- noHn | vLbL
OUEHE HINIKON NUAGNPOTEUHBI
NAOTHOCTY

TunonpoteunHs -
HU3KOIA NUNONPOTENHB!
NMNOTHOCTH

NMronpoTerHsl -
BLICOKON NANONPOTENHE
NNOTHOCTW

Puc. 1/2.1. Jlunngorpamma mnnv snekTpopoperpamma MnnmngoB CbiIBOPOTKN KPOBU
yenoseka B MOIMAKPUIAMULHOM refne

Poub anoJI1I: ctpykrypHas, ¢pepmentatuBuas (Harnpumep, dep-
MeHT JIXAT), perynsaropuas (anoC-II, anoA-I) u B kauectBe Mu-
IeHn A7 KJIeToUHbIX perienTopoB (amoE B XM mia E-perentopa
renaToIUTOB).

IToctynawomue B kpoBb XM, cojepskaiiue IMUIIEBOR Kup,
MOJIBEPraloTcsl B KpoBU TpaHchopMaruu (Co3peBaHMIO), 3aKI04a-
I0IIeMYCs B IPUOGPETEeHNN UMU JOTOJHUTENbHBIX allOJHUIIONPO-
tenaoB — anoC-II u anoE, nonopamu kotopsix siBasiorcs JIBII
(cxema 1/2.4).

Cxema 1/2.4. Co3peBaHMA XUIOMUKPOHOB B KPOBMU

-1r1|:)f' i

Heapenuin XM \

Capepiut TAT, . 3pensiin XM anoE <—— JBN

anoA, anoB = /
anoA
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1/2. JIummagpr: cTpyKTYpa, GyHKINY, TTepeBapuBaHie U aCCUMUIAINS

[lanee 3penbie XM ¢ IAIIEBBIM KUPOM OTSITH MOJBEPTAIOTCS
B KPOBU ITOCJIEYTOTIEN MOIUMUKAIINHN [T/ IEHCTBUEM JTUTIOTIPOTENH-
aunassl (JIII-mumaser). ITOT dhepMeHT CUHTE3UpyeTcsT B Pa3HBIX
KJIeTKaX, uMeloTcs ero nsodepmenTsl. s JIII-nmumassr agumonm-
TOB WHCYJIWH SBJAETCS WHAYKTOPOM, YBEIUIUBAIOMINM Ha YPOBHE
TPAHCKPHUIIIUN KOJUYECTBO MOJIEKYJ 9TOTO (pepMeHTa TIpu n36bI-
TOYHOM BBICOKOKanopuiinoM nutaruu. JI11-mmmasa ntokanmsyercs Ha
MMOBEPXHOCTH IHAOTENNS KATUJIJISIPOB € TIOMOIIBIO TeTEPOIToJIncaxa-
punHOi HOKKU (puc. 1/2.2) u kaTamu3mpyeT pacnaj Kupa BHYTPH
XUJIOMUKPOHOB, KOTOPBIE TIPU 3TOM TIPEBPANIAIOTCS B OCTATOYHBIE
i peMHaHTbie X M.

-Nvnasa B Kpoau

OcratouHsie XM Bes TAI | —»

JITT-nmunasa u XM cbamxkaiorest B Kposu (cm. puc. 1/2.2). OJI
nosepxHocT XM obGecnieunBator csizbiBatine JIII-munaser ¢ XM,
a 6es10k osepxHoctu XM anoC-11 akrusupyer JITI-1unasy, kotopast
KaTamuaupyet nonauerii pacnan TATL saytpu XM:

TATl + 3 H,0 — ranuepon + 3 XK.

OcBOGOIUBIIHUIICS TJIUIIEPOJT IOCTYIIAET Y€Pe3 KPOBb B MEYEHb,
a JKK — Bo MHOTHE ApyTHE Oprambl KaK UCTOYHUK IHEPTUN WU KaK
cybeTpar Uist CMHTe3a JK¥pa B JKMPOBOM TKaHW. VICKJIIOUeHNE COCTaB-
JITIOT HEPBHBIE KIeTKU, B KoTopble KK He mpoHMKAIOT.

OctaTounbie XM NPOHUKAIOT B TEMATOITUTHI C IIOMOIIBIO Peller-
TopHoTO 2HM0TMTO3a. [[7151 aToTO E-perenTop renaTonuToB B3anMo-
neiictByer ¢ anioE Ha mosepxuHoctu octarounoro XM u obecrieunBaer
€To TPAHCIOPT BHYTPb rematoruTa (cxema 1/2.5).

Cxema 1/2.5. PeLienTopHbIA SHAOLMTO3 OCTAaTOUYHbIX XUIIOMUKPOHOB
renatoumTamm

Ocrarosmbin XM

[enartounT
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Yacts II (BTOpoii cemecTp 06ydeHs)

BryTpu rematoruta mponcxXoauT pacia octaTounoro XM u oc-
BOOOJKIEHIE JKUPOPACTBOPUMBIX MuUIleBbIX Butamuuos A, D, E, K
u rigesoro XC.

Huxe na puc. 1/2.2 B 060611eHHOM BIe OXapaKTePU30BaHbBI
repeBapruBaHue U yCBOeHUe MutieBbIX JunnioB. [Tokazansl Bce pac-
CMOTpPEHHbIE ITAITbl U, TJIABHOE, KOHEYHBII 9Tall — JIOCTaBKa B opra-
HBI MUTIEBBIX KOMITOHEHTOB: JKUPHBIX KUCJIOT — B Pa3JINUHbIE OPTaHbI
(a mpu M30BITKE MUIIEBOTO KUPA MPEKIE BCETO B JKUPOBYIO TKAHb),
TJIUIEPOJIA, JKUPOPACTBOPUMBIX BUTAMWHOB U XOJIECTEPOJIa — B Tie-
YeHb. IDTO U ABJSETCS TJIABHOU 11€JIbI0 HACTOSIIEH JIEKITUH.

Muuessie PecuHTes > 3xpotenui Muweson
Kb TAl O a XC,
u IXC n IXC BUTaMUHL!

# O anoC-l A, D, EK

WHCYIWH

O @/ renapuH
O~~—@ r/

NM-nunasa

nvnasa
xonecrepon-

acTepaaa
\\\"‘“‘_‘_“- p

®
ol
2
o
@
T
=
=
@
]
=3
=
T
©

=

anoC-Il

c:>'<l'&ﬁ-l\1r ‘ éma‘rquble
B! XM

3XC
\H l N
S \k/
CmeliaHHble MK Fnuuyepon Mmuuepen
MULIenTIbl -

Oprantl

Puc. 1/2.2. O6uas cxema acCUMUAIALNN NMULWEBLIX TNNNAO0B

CpaBHenue coctaBa 1 HeKOTOPbIX cBoicTB XM u JIOHII nipen-
craByieHo B Tabu. 1/2.4.
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1/2. Jlunuast: cTpyKTYypa, QYyHKINH, HepeBapuBaHue U aCCUMUJISIIIS

Tabruva 1/2.4
CpaBHUTEbHAS XaPAKTEPUCTHKA XUIOMUKPOHOB
¥ JIMIIONPOTEMHOB OY€Hb HU3KOM MIIOTHOCTH

Ilokxazarenn XM JIOHII
Copnepaxanne TAT 90% (muiessie skupsr) | 50% (SKUPBI, CHHTE3H-
pyeMble B TIEUEHH, 1 He-
GoJIbIIas 1015 TIUIIEBBIX
SKIPOB)
Coznepskanue cBOOOIHOIO 6% 20%
X0JIecTeposia 1 ero aupon
Conepskanue 6eJIKOB 2% (amoB-48, anoC-11, | 10% (amoB-100,
aroA, arnoE) anoC-II, anoE)
Conepsxanue dhochoanimiaos 7% 18%
Pasmep (nnamerp, HM) J1o 500 Mo 75
[InoTHOCTB, T/CM? <0,95 1,0
Bpewms sxusnu (1o pactana) | Hebosbinoe, He6oubioe, 0,5-2,0 yaca
0,5-2,0 yaca
DiiekTpodhopeTruecKast [Tpaktuueckn orcyT- | Mimeercs, nBuskenue
MOJIBUKHOCTD CTBYyeT K TIOJIOJKUTEILHOMY 3JIEK-
Tposiy

HAPYLWIEHNY NEPEBAPUBAHUA U ACCUMUAILNA
MULLEEBBIX XXUPOB

I. Henacneacrsennbie 3a001eBaHus

1. JKesrunokaMeHHas GOJIE3HD, WIN XOJIEJIUTUA3, ABJIACTCS, KAK
[IPaBUJIO, HEHACJIEACTBEHHBIM 3a00/I€BaHIeM, BbI3BAHHBIM Pa3/iny-
HBIMU HapyTeHusiMu Gasarca B o6MeHe XC U JKeTIHBIX KUCJIOT 1 CO-
IIYTCTBYOMIUMU BOCIIATUTEIbHBIMU TIPOIECCAMU B JKEITYHBIX MY TSX.
M36bITOUHOE CoflepKaHue B JKETUN XOJECTepPoIa u, peske, Ouampyon-
Ha IPUBOAUT K 0OPa30BAHMIO JKEJTYHBIX KaMHell, K 3aKyIOPKe JKeJ-
YHBIX TTyTel U K HEIOCTATKY KeJYU B IBEHAIATUIIEPCTHON KUIII-
ke. Hapyiiensl 1nepesapuBanue 1 BcacbiBanue ;kupoB. CUMITOMBIL:
creaTopes, T.e. TIOCTYIJIEHUE JKIUPOB B KaJl, KOTOPbIil mprobperaer
SKUPHBIN TJIMHUCTBII BUI; TIeYeHOUYHbIe GOJIN.
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Yacts II (BTOpoii cemecTp 06ydeHs)

2. OcTphiil TAHKPEATUT TPUBOAUT K YMEHBIIEHUIO CUHTE3A
U CEKPELNN MTaHKPeaTHYEeCKOU JIMIAa3bl ¥ K aHAJOTMYHOMY Hapylie-
HUIO TIePEBAPUBAHUS U BCACKIBAHUsI JKUPOB. CHMIITOMBI: CTeaTopest,
ab/IOMUHATbHBIE OOJTH.

O6a 3abosieBaHUs TIPU JJIATEIbHOM TE€YEHUU MOTYT BbI3BaTh
npedunuT xupopacTBopuMbix ButamMmuuoB A, D, E, K u nonunena-
CBITIEHHBIX JKUPHBIX KICJIOT, KOTOPbIE YeTOBEK He CHHTE3upyeT (JTu-
nosteBast KK C18:2 u a-nmunonenosas KK C18:3), ¢ cooTBeTcTBYI0-
MUMA CIENUPUIECKUMU CUMIITOMAMU aBUTAMITHO30B.

II. Hacaencrsennoe 3a0oeBaHiue — 9TO MUIIEPXUIOMUKPOHE-
MUST WU THTIEPJIUTONPOTENHEMYsT | THTIA, WU TUTIEPTPUTIIUTIEPH-
JIEMUSL.

KoHueHTpauus BonkHow

TAI B kpoBK

3poposkii I
A

Yacwel nocne aasTpaka

lMpumevaHne.

1. A — 3T0 nuLLeBbIe XMpbl B cocTase XM.

2. Hatouwiak (otmeTka 0 4acoB) Xupbl KpoBu HaxoaaTcs B coctaBe JIOHIM (TAI co-
ctaBnsoT 50%), JIHM (7% TAT), NIBMN (5% TATI).

Puc. 1/2.3. InHammKa n3meHeHA KOHLEHTPaLMN X1pa B KPOBM YenoBeka
nocne efpbl

3abosieBanye BbI3BAHO Yallle BCETO MyTallveill reHa u aedurim-
ToM akTuBHOCTH JIII-s11aser, peske — HacaeICTBEHHBIM 1e(DUITUTOM
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1/2. Jlunuasl: cTpyKTYypa, QYHKINH, HepeBapUBaHue U aCCUMUJIISIIIS

axtusaropa JIIT-mumaser — Genka anmoC-I1 wim KakMMU-TO HEBbISIC-
HEHHBbIMU HapyIIeHUsMHU T1polieccoB co3peBanust XM. JITI-numaza ve
(bYHKIIMOHUPYET WK paboTaeT ciabo, U MOITOMY B KPOBU GOJBLHOTO
HaxoauTcd MHOrO XM u numieBoro skupa. ChIBOPOTKA MAIUEHTOB
Jlake HATOIIAK sIBJISIETCS] MyTHOM M3-3a M30bITKa )Kupa: XM comepikat
oko0J10 90% skupa, 1 OHU UMEIOT GouibIe pasMepsbl (cM. Tabu. 1/2.4),
moaToMmy XM pacceuBaioT cBeT. [Ipu Bbiiep;KUBaHUM TaKOW CHIBO-
POTKHM B TedeHNe HECKOJbKUX 4acoB XM BCIIbIBaIOT ((JIOTUPYIOT),
TaK KaK UX IJI0THOCTh MEHbIIIE, YeM Y BOJIbI, I Ha TOBEPXHOCTHU JKUJI-
KOCTH (hOPMUPYETCST KUPHBIN CMETaHOOOPA3HBII CJIIO.

CuMIITOMBL: 9pyITUBHBIE KCAHTOMBI Ha KO’KE, YBEJMUEHUE Cele-
senku u nouek (lipemia renalis), XpoHNUeCKUN MaHKpeaTUT, aOIOMU-
HaJIbHBIE OOJIM, MHOT/IA MIJIOX0€ 3PEHUE U YXY/IIIEHUE TTaMSITH.

Ha pucynke 1/2.3 npuBesienbl KpUBbIlEe AMHAMUKN M3MEHEHUS
konteHTpanun TAT B KPOBH 30pOBOTO 1 GOJIBHOTO YeIOBEKA TTOCIE
npuema Muiy.



Aekuuna 2/2

BUOCHUHTE3 XXUPHbBIX KNCAOT
N XXNPOB

XWUPHBIE KNCAOTHI

[Tpesxie Bcero Hamo BeIyuuTh Kpatkie (popmyasl KK. 3anommuuTe:
1. HazBanme KK, nampumep, cTeapuHOBast JKUpHAST KUCIOTA.
2. Kox sroit 7JKK:

C18:0 < 4yncno HeHacbILWEHHbIX ABOMHbIX CBA3EN

4Yncno aToMOB yriepoaa

3. Kparkue ¢hopMyJibl MOKHO PacCYMTaTh B COOTBETCTBUM € Tab-
qmneit 2/2.1.
Tabruya 2/2.1
Kparkue ¢popMyibl :KUPHBIX KHCIOT

Kpartkas ¢dopmyiia ;KUPHOU KHCJIOTbHI Yuciao ABOUHBIX CBA3€N
Hacpumennasa KK C H,, ., )COOH 0

Henacoimennnre JKK:
CnH(Zn - 1)COOH
C,He, 3)COOH
CnH(Zn - S)COOH
C,He, ;)COOH

W N~

IIpumeuanue. N = n + 1 — 310 obiee uncyo aromoB yriaepona B JKK.

I/ITaK, CTeaprHOBasd KUCJIOTa:

17" '35

C,H,.C—OH
I

0]
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2/2. buocunTe3 JKUPHBIX KUCJIOT 1 JKUPOB

sKupHnag kuciora

Tabruua 2/2.2

Kupnas kuciora

Kox

| Kparkasa popmyna

)Kupubze Kucjiomol Hacvlennovle

ITanmpmMuTHHOBAS C16:0 C,;H;,COOH
CreapuHoBas C18:0 C,;H,;;COOH
MupucriHoBast C14:0 C,;H,,COOH

}Kuprte Kucjiomol Henacovlennole

[TanbmuTooIenOBas C16:1 C,sH,,COOH
Outennoast C18:1 C,;H;,COOH
Jlunonesas C18:2 C,;H;,COOH
Jlunosnenosas C18:3 C,;H,,COOH
ApaxuonoBas C20:4 C,oH;,COOH
iikosanenTtaeHoBas (min teMHozonosast) | C20:5 C,oH,,COOH

CsotictBa /KK uenoBexa:

1) ob1ree uncsio atomos yriepoga N = 12—24; nnsa rnasubix KK
N=16u 18;

2) ymucyo atoMoB yrieposaa napuoe (12, 14, 18...);

3) KK suneiinbie, 6e3 pa3BeTBICHUII;

4) konmuvectBo HachimeHHbix KK HECKOJIBKO MeHblile, yeM He-
HACBIIIEHHBIX, B 3aBUCUMOCTU OT OPraHa 1 TKaHU;

5) nenacoiniennbie KK B OMOXUMUYECKUX CTPYKTypax MMeEIOT
[C-KOHMUTYPAIIHIO, TPU MeTaboIM3Me MOy T 00Pa30BbIBATh-
cs u tpanc-sKK:

6) kaxgasa mosekysa TAD comepxkut cmech pasubix KK, mpu
3TOM HEHACHIEHHbIE KUPHBIE KUCJIOTHI 3aHUMAIOT MTPEUMY-
IEeCTBEHHO TTO3UINI0 B(2).

JKvpHBIE KUCTOTBI HAXOATCS:

1) B coctaBe TATI, 9XC, pocdoaunuaos, rIMKOJNINIOB, CMe-
MTAaHHBIX MUTIEJLT;

2) B KpoBH B (hopMe KOMILJIEKCOB € allbOYMUHAMU B KOJIMYECT-
Be 10—30 Mr//1; y 6epeMEHHBIX JKEHIIIMH — JOTOJHUTETHHO
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Yacts II (BTOpoii cemecTp 06ydemHs)

B (hopMe KOMILIEKCOB ¢ 0-(heTOIPOTENHOM; ATO TPAHCIIOPT-
ubie popmel KK 1o kposm.

Uctounuxu KK vemoseka:

1) nuieBbie JKUPDI;

2) KK, cunTesaupyemMbie U3 TIIOKO3bI.

BUOCWUHTE3 XUPHbIX KUCAOT

(HobGenesckas npemus 1964 1.)

Cunres KK mponcxoant B 1IUTO30J1€ MHOTUX OPTAHOB ITPU YCJIOBUHT
Hasnmuust cyocrpara (anermn-KoA) u sueprun (ATD).

Mupysat<— ( T )<— Mupyeat

rnoko3a
-

Auetun-KoA

i
= Oxcanoatertar<—( | )< Oxcanoauerar
® |/ '@
¥

Uutpal ——» T) —— Llutpar

@

Auetun-KoA

-~
Liutoszonk CuHTes XC u MK

== -
f\T ) Tpaxcnoprep (Tparcnokasa) |  Mutepmeguars:
Puc. 2/2.1. MNoagrotoBuTenbHble 3Tanbl cHTe3a KK 13 rnoKosbl

IIpedsapumenvivie peaxuuu

/C"SKOA + C=0 + H,0—— C(OH)—COOH + KoA-S
o

O

s

COCH

ALeTun-KoA Okcanoauerar

®epmeHT E1 — untpaTtcmHTasa
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2/2. buocunTe3 JKUPHBIX KUCJIOT 1 JKUPOB

II. UnTpaTt + AT® + KoA-SH — auetun-KoA + okcanoaueTtart +
+ALD + H,PO,

®depmeHT E2 — untpatnmnasa

Henocpedcmeennwvie peaxuuu cunrtesa ;KK na mpumepe 6a30Boi
HaJIbMUTHHOBOW KMCJIOTHI B yCJI0BUSX U30bITKA areTni-KoA u ATDO
(HarpuMep, rmocJjie n30BITOYHOTO MPHeMa MHUIIN ).

1. IlepBag dhasa u3 ofHOU peakIuy, KaTaTU3UPyeMoil areTuI-
KoA-kap6okcmnazoii (kodhepMeHT GHOTHH), 3aKaHYNBAETCST CHHTE-
3om manoani-KoA (3C):

aueTun-KoA + CO, + AT® + H,0 - COOH-CH,—CO~S-KoA + A0® + H,PO,
ManoHun-KoA

2. Bropag ¢asa u3 1mecTu pasHbIX peakiuil (KaTaTu3nupyeMbix
onauM depmentoMm E — cunTazoir JKK), KoTopble MUKINYECKU TTO-
BTOPSIOTCST ceMb pa3 (cxema 2/2.1) B cryyae cUHTe3a MaJbMUTH-
HOBOH KUCJOTHL. UMCIO IUKJIOB PACCUUTHIBAETCS s pasHbix /KK
o opmyse m = N/2 — 1, e N — obiiee 41cjio aToMOB yriepoja
B manaon JKK. /Iy mampmMutuHOBOM KMCAOTBI M = 16/2 — 1 =17,

Cymmapnas peaxius BTOpPoil a3l

6 peakuuin
7 manoHun-KoA + auetnn-KoA + 14(HAO®H + H)—————
—> C,,H,,COOH + 7CO, + 8KoA-SH + 14HAL®* + 6H,0 7 upnknos

Hexoropas peranuzanms:

a) TePBBIN MUK (U3 TEeCTU PeaKInii) BTOPOi (a3bl — KOH/IEH-
carus aByxyriepoanoro amnetmi-KoA (2C) u TpexyriepoaHoro mMa-
goumna-KoA (3C) ¢ ocBobosxkaernem CO,:

6pasHbix o0 sH
peakummn
depmeHT E + auetnn-KoA + manoHnn-KoA %» oytupun-E
(6]0)

2

Tak o6pasyercs dyerbipexyriepoanas Gyranosas KK B komi-
nekce ¢ pepmertom — Oytupui-E (4C-E).

6) BTOPOIi MK Konaencauu Oytupui-E ¢ manonuia-KoA paer
AHAJIOTUYHBIM CIIOCOOOM MIECTHYTIEPOAHYIO KAITPOHOBYIO KUCJIOTY
(6C-E).
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Cxema 2/2.1. Bropasa da3za cMHTE3a NaNbMUTUHOBOW KNCOTbI

oy ®
HS/O“SH

CH4COSKoA

\. H,0
HS\\O/SH

C3H—CH=CH ~COS/O“~SH

KoASH HALGH + HT
CH:‘COS\O/SH ® (

HAQ®"
HS/O‘“SH

HS\O/SH

COOH—CH,~CO—SKoA O
CH3—CH;~CH,—C0S~ "~ SH
KoASH gy i

OSSO COOH—CHy—~CO-SKoA @

COOH-CHE—COS/O‘“SH KoASH
COOH —CHQ—CO—S\\O/SH

pse ¥ e CHy—CH,—~CH,— cosfo“*SH
‘--\O/
©)

H3C—CO—CHE—COS/O‘“‘~SH CO,

@ C HAO®H + H” S\O,SH

.
! RARS /3/ SSH
HS\OfSH CHa—CHz—CHy—CO—CHy~CO

(pomomsar]

3C—CH—CH2—CO—8/O‘~SH ;
(EJH ManomuTUn-E

6)

O\ o,

lMpumeyarue. Lindpbl yKasbiBaloT HOMepa peaKkLnil 1 YacTHble Ha3BaHUA KaTanum3u-

PYyIOLMX UX aKTUBHbIX LLeHTPOB cuHTa3bl KK: 1 — auetuntpaHcdepasa; 2 — mano-

HunTpacdepasa; 3 — PB-keToaumncmnHTasa; 4 — B-Ketoauunpeaykrasa; 5 — eHoun-
rmpapatasa; 6 — eHownpefyKTasa; 7 — TMo3CTepasa.




2/2. buocuHTe3 JKUPHBIX KUCJIOT 1 KUPOB

N tak npoucxoisT ciegayioniye msTh IUKJI0B, KaK/IbII U3 KOTO-
PBIX BKJIIOYAET IECTh PEaKI[Ui, ¢ KOHEYHBIM 00Pa30OBaHUEM TTaTbMU-
trnoBo# kucsorsl C16:0, C:H,; COOH.

CunenoBarenbHo, cunre3 KK ocytecTBisieTcst myteM mocsiesio-
BaTEJIbHOTO JI00ABJIEHUS IBYX aTOMOB yTJIepojia 3a cueT aneTua-KoA
(uepe3 masoanI-KOA) B KaXK/IOM TIHKJIE.

[l cunTe3a 0IHON MOJIEKYJIbl AJbMUTUHOBOM KUCJIOTHI He-
0bxoamMo m3pacxogoBath ceMb Mosiekya AT®D (o omroit ATD
Ha KaykJblil IUKJ st oO6pasoBanust ManoHui-KoA); 14 mouexyr
HAJI®H (1o 2 HA/IOH nHa Kaskabiil UK B peakiusx Ne 4 u 6
cxeMbl 2/2.1); BoceMb MoJieKyJ1 aneTui-KoA.

Bce peakmiu BTopoii aspl kaTammsupyer moaudyHKIIMOHATb-
HbIN (pepMeHT — cuHTaza /KK mim magpMuTHICHHTAa3a, KOTOpas
BKJTIOUAET:

1) koepmenT 4’-pochonanrterenn (Ha 6aze BUTAMMHA — IaH-

TOTEHOBOI KUCJIOTDI);

2) JiBe UJICHTUYHBIX TTIOJTUIIEIITU/IHBIX [IEITU IOMEHHOTO CTPOEHUSL.
Kaskmas 1erb coiepsKUT MeCTb OCHOBHBIX aKTHBHBIX IIEHTPOB
(co cBouMu crienmMUIECKUMI HA3BAHUSIMU ) JIJIST MECTU pac-
CMOTPEHHBIX PEAKIHNI B KayKIOM IUKJEe U 7-W MEeHTP — THO-
acTepasy, OTAEJSIONIYIO KOHEUHYIO MTAJIbMUTHHOBYIO KUCJIOTY
oT pepmenTa E (cMm. cxemy 2/2.1), a TaksKe BCITIOMOTATETbHBII
ALUIIIIEPEHOCAIUN OEIOK,

Cunrasa J)KK (c105KHBII, JOMEHHBIH, 0JIUTOMEPHBII HEJI0K) Me-
eT JeThIpe meHTpa cBa3pBanusd ¢ SH-rpymmamu dochonanTeTenna
(®IT) u crenna (Iluc) (puc. 2/2.2), KoTopbie 06eCEYNBAIOT O/I-
HOBpeMeHHbIN cuHTe3 ABYX /KK ¢ AByX cTOpOH aTOTO (hepMeHTa.

Puc. 2/2.2. Kpatkoe cTpoeHune cnHTasbl KK
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Yacrp IT (BTopoii cemecTp 06ydenust)

Tunbr xuMuIecknx peaxiuii BTopoit dassl (cMm. cxemy 2/2.1):
konmeHcaius (peakiuu Ne 1, 2, 3); nermaparanust (Ne 5); Boccra-
HosJsieHue ¢ nomombio HAJJMH (Ne 4 — BoccTanoBsienre Kap6o-
HUJIBHOM IpyTiibl, Ne 6 — BoccTaHOBJIEHNE IBOIHON HEHACHITIIEHHOM
cBa3n); Ne 7 — rupporutudeckoe pasaenerne KK u depmenta E.

HA/IMDH, yuacTByomnii B peakiiusiX BOCCTAHOBUTEIbHBIX CHH-
Te30B, SBJAIETCI UCTOYHUKOM U 9HEPTUU, U aTOMOB BOJOPOJA TS
aTuXx peaknuii. HamoMuuM, 4To B KJeTKax (KpoMe 3pUTPOIUTOB)
50% HAJIDH ob6pasyercs B merTozodochaTHOM MyTH paclaja
[JIOKO3bI 1 ocTasbible 50% — B PeakiusgX OKUCJIEeHUs U301UTPaTa
u MasaTa B riurtososte (srexknun 11/1 u 15/1).

PEFT'YAGUUA CUHTE3A XWUPHbIX KUCAOT

NurtencuBrocTh cunTe3a KK B opranmame peryaupyercs: B 3aBU-
CUMOCTH OT (DU3MOJIOTUYECKOTO MU TATOJOTUYECKOTO COCTOSTHUS
YeJ0BeKa.

I. TTocsie mpueMa BBHICOKOKAJIOPUIHOI muty (1mocTabcopOTHB-
HBIU TIEPUOJ) CO3/AeTCs MOBBINIEHHBIN YPOBEHDb TJIIOKO3bI KPOBH,
KOTOpast, BO-TIEPBHIX, CAYKUT cyoerparom st cunTesa KK 1 TAT,
a BO-BTOPbIX, CTUMYJIUPYET CEKPEINIO MHCYJINHA.

Wncynun ycxopseT MOCTyTIeHNE TJITOKO3bl B KJIETKU WHCYJIMH-
3aBUCHUMBIX OPTaHOB, B TOM YHCJIE B JKUPOBYIO TKaHb (Jyekiug 13/1)
1 aKTUBUPYET MHOTHE PETYJIITOPHbIE (DEPMEHTHI:

e HeKOTOopble (hepMeHTHI TJIMKOJIn3a W IeHTo30¢hochaTHoro
nytu, obecneunBaiomue cunres AT® u HAJIOH coorser-
CTBEHHO;

e cunrazy /KK (Ha ypoBHE TpaHCKPUTITUH, T.€. MHAYKIINN );

e arnerni-KoA-kapbokcniasy (Ha ypoBHE TPAHCKPHITIIUU MU
criocobom aedochopuimposans E-OH).

Jlist anerni-KoA-kapOOKCHIasbl MIMEIOTCSI, KPOME TOTO, aJljio-
crepudeckue aktusatopsl (nurpar, ATD) u unruduropsr (ALD,
camu JKK B akTUBUPOBAHHOM BHjIE, T.€. artuii- KoA).

[Tose3wo BeIeUTH posib TTUTpaTa B cuHTede KK kak:

e yCTOYHMKA dHepruu A obpasopanus ATOD;

e TpaHcropTepa aneTna-KoA m3 MUTOXOHAPHUI B IIUTO30Jh

(cMm. puc. 2/2.1);
e axtuBaTopa arerui-KoA-kapOoKcuiasol.
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2/2. BuocunTe3 JKUPHBIX KUCJIOT 1 JKUPOB

I1. TIpu uHTEHCUBHOIT (hUBMUECKON paboTe (CEKperrst aipeHaIu-
Ha), [P TOJIOIAHUHN U caxapHOM jinabere (OTHOCUTENbHBIN H30BITOK
TJIIOKArOHA) YKa3aHHbie TOPMOHBI (hohopuanpytoT areTuia- KoA-kap-
6okcumazy (uepes AILC) u atot pepment E-OPO,H, Tepsier akTus-
noctn. Cunres JKK u TAT npexpamaercs uam ociabeBaert.

[TaTbMUTHHOBAsT KMCJIOTA SIBJISIETCSE OCHOBOI IS CHHTe3a GoJiee
nmuHHEbIX KK 1 Henaceienapx KK B 9HA0TIIA3MATHIECKOM PETH-
KyJIyMe TIPU Y4acTHW MHOTHUX JIPYTUX (hepMeHTOB (3JI0HTa3bI, /leca-
Typasbl).

CymiectByIoT Takske osmHeHachiennbie KK, koTopbre B opra-
HU3Me YeJI0BEKA He CUHTE3UPYIOTCSI, HO OHU TIOCTYIAIOT € HUIIEN KaK
HeOoOXOMMbIe HYTPUEHTHI Ha MpaBaxX BUTAMUHOB. JTO JIMHOJIEBas,
OL-JIMHOJIEHOBAsT KUCJIOTHI ¥ YCJOBHO He3aMeHUMasi apaXu/0HOBast
kucsora (tab. 2/2.3).

Tabruua 2/2.3
HOJII/IHeHaCbI]J.leHHbIe JKUPHbIE€ KUCJIOTbI
®6 JKUPHDBIE KUCTOTHI ®3 JKUPHBIE KMCJIOThHI
CH,-CH,---CH=CH-CH,---COOH CH,-CH,-CH=CH-CH,---COOH
ol 02 06 o7 ol 02 03 o
smnosieBas C18:2 (9,12) o-murosteHoBast C18:3 (9,12,15)
C;H;,COOH C,;H,yCOOH (B pacTuTembHbIX Maciax,
(B pacTUTEJIbHBIX MacJjax) 0COOEHHO B JILHIHOM MacJie)

v

y-minosenoBast C18:3 (6,9,12)

C,;H,,COOH
(B pacTUTEIbHBIX MACJIaxX)
C18:4
C20:3 C20:4
BO3MOJKEH CUHTE3 B OPraHu3Me 9UKO3aIeHTAeHOBAST
yeIoBeKa C20:5 (5,8, 11, 14, 17)
apaxuyonosas C20:4 (5, 8, 11, 14)
C,,H;,COOH C,,H,,COOH
(apaxuc, hochoumuapl Msica (M3 MOPCKOTO IIJIAHKTOHA TIOCTYTIAeT
¥ TIeYeHN ) B PbIOBI U B )KUBOTHbIE CEBEPHBIX
\ / ¥ JIATbHEBOCTOYHBIX MOPEN )
DMKO3AHON/IbI
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Cxema 2/2.2. CuHTe3 XMpa 1 ero perynayma

Kpoeb

MeHTo3odhocdaTHbIA NyTh
miokoaa mwkoag —mM8M8M8M8M8m™»

&
WHeynuH

Mmukonus — ATO

P MeueHb, XMPOBaA TKaHb

rd
Hc|:=o H,C—OH HAagH H,C—OH
HC—OH +—= C=

H,C—OPOsH,  H,C—OPO;H, H,C— OPO3H,

Mmuuepanegerva-3- [AurngpokcuaueToH-3- muuepon-3-
thocchat [eslelelest doccpar
I'4 7
TAT ——m«— ATO
MMuuepon-
/ﬂO HM KuHa3sa

Heno xuposoi 4 peak
aKLnmn
TKaHW e

Kposb

n
AT® HALOGH \ e

CH3—CO ~SKoA A N Auun-KoA muuepon

Auetun-KoA Auetunn-KoA- (PKK)
Kapbokcunaaa

WHeynuH miokaroH Mmuuepon
appeHanuH KPOBK

— AkTuBauyus — WHrnbuposanue



2/2. buocuHTe3 JKUPHBIX KUCJIOT 1 KUPOB

BUOCUHTE3 XUPOB (TAD)

[Tocste 06UIBHON MUK ¢ U3OBITKOM TJIIOKO3bI HAYMHAETCS] CUHTE3
JKUPHBIX KUCJIOT U KUPOB B PasHbIX OpraHax, HO 0COOEHHO B JKUPO-
BBIX KJIETKAX U B TIEYECHM.

PaccmoTpurte riiaBHyio cxeMy CUHTE3a U IETOHUPOBAHUS JKUPOB
(cxema 2/2.2).

Moutekyiia xupa oOpasyercst U3 IBYX KOMIOHEHTOB — U3 JKHP-
HBIX KUCJIOT U U3 TJIUIIEPOJIa, TouHee, U3 anui-KoA u rimiepo-3-
docdara. ITH ABE YACTU COECAMHSIIOTCS GJIATOAPS YETHIPEM peak-
USM:

2 auun-KoA E, |

Mmuuepon-3-chocdar +> CH—O—COR, —*
|

2 peaxumn 2 KoA-SH

®octhaTtuaHas kucnota

CH,—0— COR,
| aunn-KoA E,
CH—O—COR, —\\—> TAT

H4PO, | KoA-SH
CH,—OH

E ;-thoctparasa DAl

I'naBHBIE (hepMEHTBI B 3TUX peakiusx — anuiarpancdepassl E,.

Bce KOMIIOHEHTDI [JIsI CHHTE3a JKIpa 00pasyioTcst B pe3yJIbTaTe
karabosmama riaokossr: anetui-KoA, AT®, HAJ®H, raunepos-3-
docdar.

B ta6umie 2/2.4 u B cxeme 2/2.2 oTpaskeHbl HEKOTOPBIE OCO-
OEHHOCTH W Pa3JNIMsa B CHHTE3€ KMPOB B MEUEHU W KUPOBOI TKa-
HU. DTU Pa3JIN4us CBSA3aHbBI C TIPEINIEeCTBEHHUKAMU 715 artni-KoA
u st Tmtepodi-3-ocdara. Hanbosiee cyiecTBeHHO Cremayroliee.
B azunorurax rauteposi-3-ocdar 06pasyercst TOJIbKO U3 TIIOKO3bI,
a B TIeYeHN — U U3 TJTI0KO3BI, U U3 TIOCTYTAIOIIeTo B TIeYeHb U3 KPOBU
ryiepodia. B 1meueHun TOJIbKO TJIOK03a SBJISIETCS TIPEIIeCTBEHHU-
koM JKK (ammua-KoA) (em. cxemy 2/2.2), HO B XKUPOBOH TKaHU [T
JKK mosker 6bITh Tpu rcrounuka (riokosa, muiesbie KK u KK,
CUHTE3WPOBAHHBIE B TICUEHN ).
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Yacrp IT (BTopoii cemecTp 06ydenus)

Tabruya 2/2.4
Ucrounuku MPEANIECTBEHHUKOB /IJIsI CHHTE3a KHUpa
IpenuecTBeH- Ileuenn sKupoBas Tkaup
HUK IIpequecTeeHHUK 0Opasyercs U3
['nmunepoi-3- 1. I'moko3bLI. ['mokosbr
docar 2. Tnunepoaa
Arnnin-KoA TmoKo3b1 1. ['110K03bI1.
2. [TumeBsIX KUPHBIX KUCTOT, TOCTABJIS-
eMbIx XM.
3. CUHTETHYECKUX JKUPHBIX KUCJIOT, /10-
craBasgembix JIOHII u3 neuenn

HeobxoauMo TaksKe OTMETHTD Pasindus B Cyab0e JKupa, CHHTe-
3UpOBaHHOTO B pa3ubix opranax: 1) sxkup (TAI') agumnornuros ocra-
eTCs B JKUPOBOU TKaHU B KaUeCTBE PE3ePBHOTO Kupa (1o Kupa);
2) XKUp TeYeHu 3J0POBOTO YesioBeKa BKIodaetcst B coctaB JIOHII,
KOTOpBIE TTOCTyNnaioT B KpoBb. [loguepkuBaio, uro JIOHII asagetcsa
TPaHCIIOPTHOM (hopMOii (110 KPOBU ) SHAOTEHHOTO JKMPA, CHHTE3UPY-
emoro B neuern. Kak s ykaspiBas B jiekiuuu 1/2, ouerb HeGOIbIIOE
kosanyectso JIOHII obpasyercss B 9HTEPOIUTAX, BKJIIOUas B CBOM
coctas nniesoii sxup. [lamee JIOHII B kpoBu nmopBepraeTcs aeicT-
Buio JIII-smnasel aHamornyHo elicTBUIO MocjeaHero dhepMeHTa
Ha XM (sexnus 1/2). Bosiee moapo6HO 9TOT aTam oTpakeH Ha
puc. 2/2.3.

Ha HeM 1oKa3aHo, 4To B TIe4eHH U3 M30bITOYHOMN TJIFOKO3bI CHHTE-
supyercs xxup (TAT) u xonecrepos (XC), KoTOpble yIIaKOBBIBAIOTCST
taMm ke B JIOHII. ITocsennue Briouaot u numesoir XC, ocBobo-
JIUBIIHUICS B TIEUeHN TTPU pacrajie ocTaTouyHbix XM (Jekius 1/2).
[TosTopstio: JIOHII neyenn kymyaupyer B cebe CUHTE3UPOBAHHbIIT
B [T€YEHU JKUP, a TAKKe CUHTE3UPOBAHHBIN B IT€YEHU XOJECTEPOJI
u uteBoit xosectepo. [locae meperoca B kposs JIOHII moasep-
rafoTcs TaM Katajutudeckomy getictsuio JIII-mumnassr ¢ pacnagom
GOJIbIIIEN YACTH COAEPIKAIIETrOCs B HUX JKUPA 10 MEXaHU3MY, OIH-
caHHoMYy BbIIIe it B3auMozeiictus XM u JITT-nunasst. [nuiepoat
BO3BpaIiaeTcs B euenb, a KK TpancnopTupyioTcss BoO MHOTHE opra-
HbI U KJIETKH (KPOMe HEePOHOB U 3PUTPOIUTOB) B KAYeCTBE UCTOYU-
HUKA 9HEPTUU TOcJIe X okucaerusd. B skuposoii Tkanu KK (Tounee,
aruia-KoA) ucnosnb3yiores aas obbequHeHNs ¢ riniepoi-3-goc-
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2/2. bruocuHTe3 JKUPHBIX KUCJIOT U KUPOB

darom, 1 TakuM 00Pa3oM CHHTE3MPOBAHHbBIE B IEYECHU 30POBOTO
gesioBeka JKK (113 M30BITOUHON TUIIOKO3bI) YBEIUYUBAIOT KUPOBOE
JIETIO B aIUTIOIUATAX.

KpoBb XupoBas TKaHb

JHaoTenun
[miokosa g mioko3za

(aTaHon) nn-nunasa
/ \ Mmuuepon-3-
cocdar
TAI
/ KupHble

anoC-li KUCTOTH!

TAl \

IXC CuHTes
TAT

/  nown | l

XC nuwieson HOero xupa

TAl
OpraHsbl
mioko3a” (Kpome HepBHOIA
TKAaHW K

Mmuuepon OpraHbl 9pUTPOLIUTOB)

Puc. 2/2.3. TpaHcnopT (8 coctase JIOHIT) cMHTe3MpyeMoro B neyeHn xmpa B apyrue
opraHbl

PETYAGUUA CUHTE3A XUPA

Perynsaius cunTesa Kupa IpOUCXOUT aHAJIOTUIHO U TTAPAJLIIETIBHO
c perynanueii cuaTesa JKK (cM. BoIe).

I. TTocse mpoiiecca BBICOKOKAJIOPUMHOTO MTUTAHUS U TTOBBITIIE-
HUS YPOBHS TIIOKO3BI KPOBU CEKPETUPYEMBITT WHCYJINH, BO-TIEPBBIX,
CTUMYJIUPYET TIOCTYTLIIEHUE TIIOKO3bI B KJIETKU WHCYJINH3aBUCUMbIX
opraHoB. Bo-BTOPHIX, OH yBeIUYNBAET aKTUBHOCTH (PEPMEHTOB HEP-
reruyeckoro oomena u ¢pepmentos cunresa JKK. B-tperbux, uncy-
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suH waru6upyer TAT-nunasy (cM. cJeAyonyio JEeKIU0) U aTUM
OCTaHABJIMBAET PaCTa/l KUpPa B JKUPOBOI TKaHMU.

1. Ilpn ronoganum (TII0OKaroH) v MHTEHCUBHOW (PU3WUECKOM
pabore (azpeHanH) MPoUcXoauT dhochopuarpoBane U HHIHOM-
poBaHue peryagaropaoro depmenta cuaTe3a KK 1 cooTBeTCTBEHHO
topmoskenne cunreda KK u xupa, a Besenctsue docdoprmmposa-
nus TAT-1umnasel JKUPOBOI TKAHU YCKOPSIETCS B HEW pacmaj] Kupa
(crenyromas nexius). Cexkpenusi MHCYJIWHA TTPAKTUYECKU OTCYT-
cTByeT U ero Biustaue Ha oomen TAT we mposBisiercst.

O6mas kapruna cunresa KK, TAT u peryasius aTux mnpoiec-
COB TIPE/ICTABJIEHBI Ha cxeme 2/2.2.

XHUPOBbIE AEMO

1. MobuibHoe feno — 310 Kup, cogepskamuiics 8 XM u JIOHII kpo-
Bu. Maccosaga noag TATD B stux JIII cocraBigeT cOOTBETCTBEHHO
90 u 50%. B teuenne gaus sxup atux JIII mogsepraercs pacmamy mosu
nevictBueM JII1-nunasel, 1 TPOAYKTHI THAPOIN3a NCIOJIB3YIOTCH Op-
raHaMy Kak UCTOYHUK SHEPTUU U JJist Ipyrux 1eseit. [loatomy mpo-
JNOJKATeTbHOCTE cyiectBoBanus XM u JIOHTI B kpoBu HeGobIIAas
u He npesbimaer 0,5-2,0 4.

2. KoncepBaTuBHOE JIETIO — 3TO KUP AUTIOIUTOB, KOTOPBII CO-
cTaBJIsieT TIpuMepHo 15% 0T Macchl TeJia 3710pOBOTO YeJoBeKa 1 00-
HOBJIgEeTCST 0ueHb MemieHHo (okoso 100 aueit). CymecTBeHHOE yBe-
JIMYEHUE MACCHI JKUPA B a/IUIOIUTAX IPUBOJIUT K OKUPEHUIO.

3. Jlns komreTeHIuu OyayIIUX Bpadeil cyeyeT BblIeTUTh Tak-
JKe JKMUPOBOE JIETI0 aJIKOTOJIMKA, U HE TOJBKO B )KMPOBOI TKaHU, HO
u B iedenn. OKUpEHKe MeYeH! MPU CUCTEMaTHYeCKOM yroTpebJie-
HUM QJIKOTOJIbHBIX HATIUTKOB BBI3BAHO KOMILJIEKCOM TIPUYUH: YCH-
sgensl cunaTe3bl B edenn JKK, TAI u xomecteposna, a BeiencTsme
HapyIIeHUs CUHTe30B Oesika 1 (hocoIMnumIoB 3aMeieHo 00paso-
Banue B iedenn JIOHII, koTopbie B HOpMe 0CBOOOXKIAIOT TIEYEeHb
OT M30BITOYHBIX JIMITUAOB. BO3HUKAET OKMPEHUE TIEYEHH, KIPOBOIT
Ternaro3 u T.JI. BIIOTH 10 IIUPPO3a.

OXWPEHUE

He BmaBasgch B KIMHUYECKUE AEeTaTU O PAa3HBIX BUIAX OKUPEHUS,
BBIJIEJIUM TOJIbKO HEKOTOPbIE IIPUYUHBI HTON YCJIOBHOI MATOJIOTHH.
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2/2. buocunTe3 JKUPHBIX KUCJIOT 1 JKUPOB

HenacsienicTBenHbIe MW BTOPUYHBIE (DOPMBI O;KMPEHUS CBSI3AHBI CO
caboit (hu3MIecKoil aKTUBHOCTHIO U BBICOKOKAJIOPUITHBIM TTHTAH-
eM (cyrounoe morpebsenue ;kupos mnpesbimaer 80—100 r, yriaeso-
noB — 500 r). Hexoropbie 3ab60/ieBaHus, HapUMep caxapHblii guader
2-TO THIIA, COMTPOBOXKAAIOTCS UJTH TIPEINECTBYIOT UHOT/IA OXKUPEHUIO.
V3 reHeTHYECKUX TIPUYUH OMOXUMUKH ¥ SHIOKPHUHOJIOTH JIHOOSIT
BBIJIEJISITD CETO/HS, BO-TIEPBBIX, MyTAI[MU T€HOB TOPMOHA JIEITHHA
U/WJIN €T0 PEIENTOPOB B THITOTAIAMYCE C TOHMKEHIEM CITIOCOOHOCTH
JIETITUHA YTHETATh IeHTp anmeruta. benok gentun (145 amunokuc-
JIOT) CUHTE3UPYETCs B QJNTIONUTAX U SBJSETCS B HACTOSIIEE BPEMSI
00BEKTOM JIETATHHOTO U3yYEeHUsT BIUIOTH /10 CO3/IAHUST COOTBETCTBY-
fotiiero JiekapceTBa. OIHAKO BBISIBJIEHO, 4TO JI06ast (hopmMa MyKCKOTO
OKUPEHUS MPUBOJUT K YCUJIEHHON TIPOIYKIINH aJUIIOTTUTaAMU HOP-
MaJIbHOTO JICNTHUHA, KOTOPBIN 110 KAKUM-TO MEXaHMU3MaM TOPMO3UT
BBIPAGOTKY TECTOCTEPOHA, U TOATOMY BO3HUKAET MMIOTEHIINST, XOTSI
CBSA3b O’KUPEHMS U UMITOTEHIINH U3BECTHA YiKe aBHO. BTopas rpyrmma
HACJIE/ICTBEHHBIX IPUYUH OKUPEHUS CBSI3aHa C HAPYIIEHUSIMU 9HEP-
reTHYECKOro 0OMEHa: CHJIBHOE CONPSIKEHUE OKMCIICHNST METabOINTOB
¢ okucaurebbiM hochopunuposannem A/ID u ¢ obpasoBaHueM
AT® cbeperaer y 4esoBeKa TJIIOKO3Y M CO3/Ia€T €€ U30BITOK, PACX0-
IyeMblIii fiajiee /7t cMHTe3a sKkupa. HarmpoTus, HEKOOPIMHUPOBAHHbIE
U [IOBBINIIEHHBIE CKOPOCTU MPSIMBIX U OOPATHBIX PEAKIUl TaK Ha3bl-
BaeMbIX CyOCTpaTHBIX HUKA0B (Jekius 14/1) NpuBOAAT K pacxomy
AT® u K yMEHbBITIEHUIO PUCKA OKUPEHS.
[Ipodunaktura u sevenne ORUPEeHUT KaK MOIUGDAKTOPUATD-
HO M IMTOJTUTEHHOI TTATOJIOTHH B COBPEMEHHON MEIUIINHE HAXOASATCS
B COCTOSTHUM TIOCTOSHHOTO MOMCKA. MOMKHO TEepedncanuTh COOTBET-
CTBYIOIIME HarpaBJieHust Oe3 yKkazanust nx a(hHeKTHBHOCTH.
e OO0pa3s KU3HU U TTHTAHSL.
Kcenukan (opJsiicrat), TOpMO3SANIUI TlepeBapuBaHue TTHIIe-
BBIX JKUPOB, KaK MHTUOUTOP JIUTA3BI B TIOJOCTH KUIEYHUKA.

e UIHrubuTOpHI armernta — JenTuH (B MEePCHEKTUBE) U yiKe
ceroHst — 1posak ((HayoKceTuH) Kak MHIHOUTOP 0OPaTHOTO
3aXBara CEPOTOHWHA B CHHATICAX.

o [Ipemapatel, yCKOPSIOIIE OKUCIUTETHHBIN PacIa/] sKUPHBIX

KUCJIOT, HAIPUMEP KapPHUTUH — aKTUBATOP [B-OKUCIEHUS
KK.
o @Dubparser — akrusaTops! JITI-imassr.
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e PasjumuHble XUPYPruuyecKue MeTo/Ibl BILJIOTh JI0 OTPAaHUYEHUS
WJTM YMEHBIIEHUsT 00beMa JKeJTy/IKa.

e VHAMBUIYATbHO UCIIOJIB3YETCS METO TIPOO 1 OMIMOOK: eCIIv
TIpU O’KUPEHNH YeJI0BEKA BBISIBJIEH HU3KU YPOBEHb TOPMOHOB
HUTOBU/IHOM sKeJsie3bl, TO Ha3HAavyaloT HOATUPOHUHBI KaK YCKO-
puTes KatabGoIM3Ma; eCJIU IPU MYKCKOM OKUPEHUH CHUKEH
YPOBEHb TECTOCTEPOHA, TO B T€X K€ 1eJIsIX IPOBOUTCS KypC
AHIPOTEHU3AIUN.



ANekung 3/2

MOBUAU3ALNGA XXUPA N KATABOAU3M
XUPHbIX KUWCAOT. KETOHOBBIE TEAA.
3NKO3AHOUADI

WPBI, COJIepIKaIIecs B aANTIONUTAX, ABIAIOTCS NCTOTHH-

KOM 9HEPIUH W PACXOYIOTCS B CIydae roofanusi, pusu-

4ecKoil paboThl U psiga 3aboseBanmii. [Ipu aTux cocrost-
Husax vesnoBeka cuHTe3 TAID ocrtanaBnuBaercs, a pacnan TAI win
MOOUIM3AINS JKUPa CTAaHOBSITCS nHTeHcuBHBIME. Kak? Braromaps
rOPMOHAM — TJIIOKarOHY U aJ[peHaIMHY. JTU TOPMOHBI aKTUBUPYIOT
peryasaTopHbiii hepmenT MoOuM3aIny skupa — TAT-mmasy croco-
60oMm ee hochopumposanus yepes AIIC (puc. 3/2.1), u oHa Karajm-
3UPyeT CYMMapHYIO PeaxIinio:

TATl + 3 H,O — rnuepon + 3 RCOOH.

Heramuzanus: nomaeiii pactag TAT nmpoucxoauT B TpU CTaIuH
C yJ9aCTHEM TPEX JINTa3, U3 KOTOPBIX UMEHHO TIepBasi — FOPMOHYYB-
CTBUTEJIbHAS JINIA32 — AKTUBUPYETCSI TOPMOHAMU.

Ha pucynke 3/2.1 nemoHCTpUpYyeTCs aKTUBUPYIOMUI ahheKT
azpeHannna (depes P4-aJpeHOPerienToPsl aUTIONNTOB) U IJIT0Ka-
rona. HampoTtus, nHcynun (mocse npuema numm) aedochopniim-
pyer n unaktuBnupyer TAT-1munasy HenpsaMmbiM 1myTeM (aKTHUBAIIMSA
dbochomauacrepasor (D), koTopast katanusupyer pacrag HAMD,
MHAKTUBAINS TPOTEHHKIHA3BI A). O/1HA U3 9K3aMEeHAITMOHHBIX 33/1a4
TpebyeT OT cTyzieHTa 00bsICHEH S, ToYeMy 4aii, Kode, KodenH, Teod-
POMUH U JIPYTHUE JIEKAPCTBA TTOBBIAIOT (PU3UIECKYIO U YMCTBEHHYIO
aKTUBHOCTH yesioBeka. OTBet: atu (haktopbl mHrnOupyior M/1I, yBe-
JIMYUBAIOT TIPOJOJLKUTENBHOCTD fAeiicTBst TAM®D, nmpoTenHKnHa3bI
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u cootBeTcTBeHHO TAT-1mma3zsr u rimkoreHdochopurassl. [loatomy
B KPOBU U OpraHax IMallieHTa IMOBBIIIAeTCs ColepKaHue JKUPHBIX KHC-
JIOT ¥ TJIFOKO3bI, 006€CIIeYnBAIOIIIX BBICOKYIO PabOTOCIIOCOOHOCTD.

Wucynux

l

PeuenTop TAl-nvnasa-OH
AT eakTURHER
MpotenHkuHaza
ANO aKkTUBHas
TAr-nunasa-OPO,H, N\

/ aKTueHas IJ.AM‘D

TAl-nunaza-OH
HeaKTWBHas

TAI + 3H,0—— ]'nwuepon + J)FK
/ /
PeuenTop

P3AR
MeyeHs

PeuernTop

KK + anbbymux

OpraHs!

[ntokaroH

Puc. 3/2.1. Mo6unvsauus xupa B aaunoumntax

Ocnosras Macca KK (110xo pacTBOPUMBIX B BOTHBIX CPeax)
TPAHCIIOPTUPYETCS TI0 KPOBU B KOMILJIEKCE C aTbOYMIHOM U TIPOHU-
KaeT B Opraibl ¥ KJIeTKu (KpoMe HEHPOHOB U 9PUTPOIUTOB), IIPE/iBa-
PUTETBHO OCBOOOAUBIINCH OT CBOETO TPAHCIIOPTEPA.

Ounkosoruyeckasi narosiorus — ¢dpeoxpomoinuroma u ¢eo-
xpomo6iactomMa. ITo 100pOKavYeCTBEHHAs] WU COOTBETCTBEHHO
3JI0KQYeCTBEHHAsT OITYXO0JIM MO3TOBOIO BEIHIECTBA HA/[IIOYEYHUKOB,
MPOYIMPYIONIETO B 3TOM CJydae YBEJIMYEHHbIE KOJTMYECTBA ajipe-
HaJIMHA WK HopaapeHasuHa. [Ipu usbbIiTKe ajgpeHainia y 60JIbHOTrO
MOBBITIIEHHBIN YPOBEHb B KPOBU TJIIOKO3bI M JKUPHBIX KUCJOT, TIPU
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TUNIEPIPOAYKIIMK HOPaAPEHATNHA — CUMIITOMBI TUIIEPTOHUYECKOM
00JIe3HMU.

OKNCAUTEABbHBbI KATABOAU3M XUPHbIX KUCAOT
B MUTOXOHAPUAX

OKUCIUTENbHBIN KaTaOOTM3M JKUPHBIX KUCJIOT B MUTOXOHAPUSIX
siBJisietcst porteccom mosaoro okucienus KK mo CO,, H,O ¢ 06-
pasoBatneM AT, 1.e. 910 sHEpreTHYecKuii aapobHbIil Tporecc. OH
[IPOUCXOUT BO MHOTUX OPraHax U KJIEeTKaX, KPOME:

® SPUTPONUTOB (HEe UMEIOT MUTOXOH/IPHH );

e HepsHOU cuctembl (KK He mpoHUKaoT Yepes remaroanieda-
JIMYecKuii Gapbep).

[Momnoe oxucaenne KK cocTout u3 Tpex aTamos.

1. Cnemuduyecknii atam uin B-okucjienne, KOTOpoe HAUNHA-
erca ¢ JKK, rounee, ¢ arun-KoA u sakanumsaercst o6paso-
Bannem HAJ/IH n QH, n anternn-KoA. [lng npodumaktuiu
CTY/IEHYECKUX OMMUOOK: ATOT JTAIl HE JaeT 00pasoBaHUsT HU
onHo# MosiekyJbl ATD.,

2. O6uwii myth katabosmama (OIIK), a Todtiee ero Bropast 4actb, —
IUTPATHBIN TMKJ: Hayano — c aneTui-KoA, konerr — CO,,
HA/IH, QH, (um ®A/IH,), oxra mosnexyaa ATD, obpasy-
fomfasicst crocobom cyberparaoro docdopunuposanus ALD.

3. lens nepenoca anextponos (11113), B koTopoii mpu morore-
HUW KHCJI0poaa u okucsiennu Bogopoaa HA/ITH u QH, obpa-
3yercst MeTabosmyeckast BoJa ¥ OCHOBHOe KosmdecTBo ATM
(crocobom okucmrenbHoro gochopunuposanus ALD).

Karabosmsm KK mporcxoauT MuKIaMu Iy TeM 10CIe[0BaTe b

HOTO OT/IeJIEHNS IBYX aTOMOB yrJiepozia B Bujie aneTui-KoA. B kak-
JIOM TTUKJIE YeThIPEe PEaKINy, YUCII0 ITUKIOB (Kak 1 1pu cunTtese sKK)
m=N/2 — 1, tne N — obuiee uncao aromos yriaepoga B KK (ek-
nus 2/2). Tak kak rmaBHOE Ha3HAYEHUE PACCMATPUBAEMOTO TIPOIIeC-
ca — cunte3 AT®D, To Ha/I0 YMETh paccunThIBATh KoruecTBo ATD,
ob6pasyroreiicst uz oxnoit mosiekysl KK (RCOOH), mo dhopmye:

yreso ATO = [(N/2 — 1) x5+ N/2 x 12] — 1.

Hanpumep, anst 6a3oBoil manbMuTHHOBON KucaoThl C16:0
(C5H;,COOH) m = 7 u uncmo mosexyn AT® = 130.
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[TepBoIit aTam — B-oKKCAEHE HAYMHAETCS CO CJIOKHOTO TIepeMe-
mennst KK u3 kpoBu B MuTOXOHIpUN KJIeTKHU (puc. 3/2.2).

KpoBes
p Uutozons

KK — RCOOH MuTtoxoHapus
s ansByMuHoM (KK)

l

AnsBymuH

R—CO—SKoA
auun-KoA

Hapyxuan
memBpana
MHWUTOXOHOPWW

KapHuTuH

MaTtpukc

MWTOXOHAPWA R—CO—SKoA

BHyTpeHHAnA g

membpana s

MUTOXOHAPWMK x
[}-oxmenenune

(cxema 3/2.1)

Knetka

Puc. 3/2.2. Hauyano cneumndunyeckoro stana oKMCIUTeNbHOro Katabonusma MKK.
lpumeyaHue. T — TpaHcnokasa; E1 — aunn-KoA-cnHTteTasa; E2 — KapHUTUHauun-
TpaHcdepasa | (n3opepmeHT I); E3 — KapHUTMHauunTpaHcpepasa ll (n3opepmenT Il)

JKupHas kucmoTa, 0cBOGOAUBINNCH OT aabOyMUHA, TIPOHUKAET
B IIUTO30JIb KJIETKK cIIocoboM mpoctoii auddysun. Iocae aktua-
I[MY Ha BHEIIHEH MOBEPXHOCTH HapY’KHOW MeMOpaHbl MUTOXOH/I-
puti pepmerTom El sxuprasg xucmota B popme armi-KoA mpoxoaut
dyepe3 HapyKHYI0 MeMOpaHy B MeKMeMOpPaHHOE TIPOCTPAHCTBO, T/Ie
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Cxema 3/2.1. Peakumm B-OKNCNEHMA XXUPHbIX KUCNOT ¢ nocneaytowmmy ONK
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ybcTpathl
l [3-atom
\
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Aumn-KoA
¥

/ YBuxunHoH Q ~ @ O

- QHy
una B

“~
2ATO

TpaHc-eHoun-KoA
@
B(3)-ruapokcu- P
-auun-KoA

OH
HALD'—

- HAOH + H
una
-
3 AT® !
B(3)-keto- F
-auun-KoA

0

Paapeis

KoA-SH—

Aumn-KoA R—CO—SKoA

~
. [Bes gsyx atomos

N yrnepogaa

",
N

Q MoaTop veTbipex

peakUWi 12 ATO

R—CH=CH—CO—
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C OMOIIIBIO BTOPOTO (hepMeHTa HapysKHOI MeMOpanbl E2 mipesparia-
eTcs B aruikapauTiH. [locseanmii uepe3 BHyTPEHHIOI0 MUTOXOH/[PH-
aJIbHYI0 MeMOpaHy MepeMenaeTcss B MaTPUKC MUTOXOHAPHIA U [TPH
yuyactuu hepMeHTa BHyTpeHHel MeMOpanbl E3 BHOBB ITpeBpaiiaeTcst
B anuii-KoA (cMm. puc. 3/2.2). ITU CIOKHOCTU CBS3aHbI ¢ HEMPOHU-
[[aeMOCThI0 BHYTpeHHe# MeMOpanbl st aiini-KoA B oTiimuue ot
aIMJIKApHUTUHA.

Peaxmms snepretndeckoii aktusaruu sKK ¢ hepmerToM — arm-
KoA-cunTeTasoii:

Mg2+
RCOOH + AT® + KoA-SH — R-CO~SKoA + AM® + H,P,0,.
aumnn-KoA

[lasee B MaTpuKce MUTOXOH/IPUI MPOUCXOAAT IUKJIAMU Peak-
un B-okucaeHus aruia- KoA — 1mo 4eTpipe peakiini B KaKI0M ITUKJIe
(cxema 3/2.1). B pesyabrate B-metunenoas rpymnma ;KK npesparia-
eTcst B B-KapOOHUIIBHYIO TPYIITY, 4TO U 00YCAOBUJIO Ha3BaHKe MPo-
niecca. [Tocite kaxoro mukIa obpasyoruiics arerusi- KoA Berymaer
B OIIK u B 11113, a ykopouennas na n1a atoma yriaepoaa KK (amm-
KoA) MoBTOpHO TPOXOUT YeThIPe PEAKIINU B-OKUCTECHUS.

CyMmMapHast peakiiust -OKHUCJIeHUs] aKTUBUPOBAHHOM MaJIbMH1-
TUHOBOU KUCJIOTBI

C,5Hay-CO-S-KoA + 7Q + 7THALL * + 7KoA-SH + 7H,0 —
— 8 CH;-CO-S-KoA + 7QH, + 7(HAOH + H*).
aueTtun-KoA

Xouy 1OMOYb CTYyJ/IEHTaM, 10/ICKa3aB, KaKie BUTAMUHBI U KO-
(bepMeHTBI HEMMOCPEACTBEHHO YYACTBYIOT B PEAKIUAX B-OKUCTEHUS
(cm. cxemy 3/2.1): Butamun B, u @A/l (peakiust 1), HHKOTUHOBAs
kucaora u HAJI" (peaknus 3), nantorenoBas kucjaora u KoA-SH
(BO BcexX peakIngx).

Wctionb3yst MPUHITUATIBL PAcUYeTa, N3JI03KEHHbIE B AHEPTETUUECKOM
obomene (nexryu 10/1 u 11/1), u gaxe Ge3 mpeCTaBIEHHON BbIIIE
(hopmyJibl, cyMMapHasi peakiiusi I03BOJISIET BBIYUCJIUTD, UTO TIPU T10JI-
oM okucsenuu najgbMutona-KoA (sximouas OITK u ITTID) o6pasy-
erca 131 monexysna ATO.

Oxucaenne KK — tmportecc aspoOHbBIiA, TPeOYIOMNNA HATUIS
KUCJIOPO/A, XOTS TOCJHEHNUI OTCYTCTBYET BO BCEX IPUBEIEHHDIX
BhIIe peaknusax. Kucnopon yuactsyet B I[I19, a mmMeHHO B peaxiiu-
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sx okucaenuss HA/TH u QH,, o6pasyiomumxcst B caMOM B-OKUCTIeHUN
(peaxtiuu Ne 3 u 1, cxema 3/2.1) 1 B IUTPATHOM ITUKJIE;

HALH + H* + 0,5 0, — HAL" + H,0,
QH,+ 0,50, Q + H,0.

Oxucaenne KK — mporiecc perysmpyemsiii, CKOPOCTh KOTOPOTO
M3MEHSIETCS B 3aBUCHMOCTH OT 9HEPIeTHYECKHX TTOTPEOHOCTEN opra-
Hu3Ma. Perymsanus Bo3amorkHa kak Ha BTopoM atane — OIIK (sexmms
11/1), Tak u Ha 9Tare B-OKUCIEHUS TTOCPENCTBOM M3MeHeHUsT ep-
MEHTATUBHOI aKTUBHOCTH KJIETOK.

PerynsitopabiM epMeHTOM B-OKUCIEHUS SIBISETCS KapHUTH-
Harnuatpancdepasza I E2 napy:kHoit MeMOpaHbl MUTOXOHAPHiT (CM.
puc. 3/2.2), Kataausupyromas B Me;KMeMOPaHHOM TIPOCTPAHCTBE
MUTOXOHIPUH PEAKITHIO:

aumn-S-KoA + KapHUTUH — aumnkapHuUTuH + KoA-SH.

Perynaropsl kapautunanuatrpancdepassl 1 (E2, puc. 3/2.2
u3/2.3):
1) amnocrepuyeckue aktusaTopbl — U30bITOK KK (amma-KoA),
AlDO, AMOD;
2) aKTUBATOPBI C HETIPSIMBIM MEXaHU3MOM JIEUCTBUST — [JIIOKArOH
u azpenasuH (depe3 MamoHUI-KoA, cM. HILKe);
3) amnoctepudeckne HHrHOUTOPHl — MaJgoHUI-KoA, ATD;
4) UHrUOUTOP C HETPSIMBIM MEXAaHU3MOM JIEHCTBUS — WHCYJINH
(uepe3 masonm- KoA).
[Tepeunciennbie peryasTopbi-adeKTopbl HYHKITMOHUPYIOT
B COOTBETCTBUY C HEKOTOPBIMU MPUHITUITAME. JIOTHYHO, YTO M30BITOK
cybeTpaTta (BKMPHBIX KHCJIOT) JUIsT TIpoliecca cOOCTBEHHOTO KaTtabo-
JIU3Ma JIOJDKEH aKTUBUPOBATh TOT WJIM WHOU (DepMeHT 9TOro KaTa-
6osmmsma. M36bitok AID u AM® npusoaut K aHegoctatky ATD
(CyMMBI 9THX TPeX HYKJEOTU/IOB B KJI€TKE MMOCTOSIHHBI), U IO3TOMY
AID u AMD — aktuBatopbl, a AT® kak HOCUTENb GHOXUMUYECKOI
DHEPrUuK — MHTUOUTOP TIpoliecca coOOCTBEHHOrO cuHTe3a. AJpeHa-
JIVIH W TJIIOKaroH HHIMOUPYIOT, MHCYJIMH aKTHBUPYET PEryJIsiTOPHBIN
depment cunresa manonui-KoA — anerni-KoA-kap6okcunasy E1
(puc. 3/2.3, a B mpeapiaynieit geknun 2/2 — cxema 2/2.2), 1 B 9TOM
3aKJII0YAETCS YKA3aHHbBIM BbIIIE HEMPSIMON MEXaHU3M PeryJsiiuu
[-okucyieHNs C TOMOIIBIO TPEX TOPMOHOB.
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Imiokosa
MuToxoHapus UnTo3zons o
Mupysat <—— <—[upysar <— Miokosa ¥

Auernn-KoA

Lmtpar Lurpar

o WHeynus
AueTtnn-KoA

AgpeHanm

rHOKaroH
KeroHoeble

TENa %
,

\A ok Manonun-KoA
LUEeTHUN-RO. /

D)

)

" T / [Curres K
[-okmcnenve Auun—&w\ ¥
WK
T Aunn-KoA

AnpeHanuH, rmiokaroH

HKupogas TkaHb

Puc. 3/2.3. lMpoueccbl CMHTE3a 1 pacnaga »KUPHbIX KACNOT B rematoumutax u nx
perynaums.
lMpumeydaHue. PerynatopHble depmeHTbl: E1 — aueTtnn-KoA-kapbokcunasa; E2 —
KapHUTMHauunTpaHcpepasa |; T— TpaHCnoKasa; «+» uim «—» — 0603HauveHne
aKTMBALUMM U MHTMOUPOBaHNA pepMeHTa

Pucymox 3/2.3 mo3BoIsIeT JIETKO periaTh CUTyallMOHHbIe (9K3a-
MEeHAIMOHHbBIE) 3a/1a4.

1. [Turanue — TJII0KO3a B KPOBU U KJIETKAX —> CEKPEIHs UHCY-
JIMHA —> cuHTe3 MaJoHII-KoA — MHrubupoBaHe KapHUTHHAIWLII-
tpaucdepassl [ (E2) u B-oxucaenus.

[Muranune — raokosa — cunres AT® — unrubuposanue Kap-
nutnHanuatpancdepassr I (E2) u B-okucaennsa JKK.

274
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2. Tonon u pusnueckast pabora: MaJIo TIIOKO3bI B KPOBY U KJIET-
KaxX — MaJio IuTpaTa — Majo anetuyi-KoA — mano mamonmi-Ko —
aktuBarys E2 u yeunenue B-okucienust — cunred ATD, neobxo-
JIMMOW TIPU TAHHOM CUTYAIlUU TOJIOMaHMs UJIU (GU3NIeCKOil paboThI.
Cunres KK ocramaBimBaeTcst m3-3a HeOCTATKA MUTPATa U U3-3a
uHTuOUpoBaHus peryssitopuoro depmenta cunresa KK (amern-
KoA-kap6okcuiassl E1) mocie ero dhochopuanpoBanust rioKaro-
HOM WJTH QJIPEHATITHOM.

HAPYLLEHUS B-OKUCAEHUSG XUPHbBIX KUCAOT

CymecTByeT HeCKOJBbKO BUIOB aniii- Ko A-nernaporenas (peakius 1
Ha cxeme 3/2.1) nana KK c pasnoii anunoi nenu. [Ipu myrammsax
rena epmenTta, geruapupyiomiero KK Monoka co cpenneii 1anHOMN
I[EIT1, YMEHbBIIAETCSI BO3MOKHOCTD MCIIOJIb30BAHUSI MOJIOUHOTO JKUPa
KaK MCTOYHMKA dHeprun. Y OOJIbIIMHCTBA AeTeil MOJIOKO SBJISETCS
OCHOBHBIM MCTOYHUKOM JKHMPA, TIOITOMY B CJIydae MyTalllil y TAKUX
JeTell KOMIIEHCATOPHO MPOUCXOIUT YCUIEHHBIN KaTaboIM3M IIII0KO-
3bl U BO3HUKAET IMITOTJIIOKO3EMUSI C COOTBETCTBYIOIIEN KIMHUYECKOI
CHMIITOMATHKOI, HO 6e3 KeToHeMuu (KeTOHOBbIE Tesla 00pasyloTcst
npu MHTeHCUBHOM KaTtabosmame JKK).

Kapuutuh, HeOOXOAUMBII /U151 B-OKUCIEHNsT, CHHTE3UPYETCS Ha
OCHOBE JIM3UHA U METUOHUHA. BO3MOKHbBI Pa3/inuHble HACJIEJICTBEH-
Hble WJIN HeHacJeZICTBEHHbIEe HAPYIIeHsT cuHuTe3a Kapuutuna. [1pu
caxapHOM Jirabere TIPOUCXONT yIaleHI e U3 OPraHu3Ma OCHOBaHMsI-
KapHUTHHA TTOCJIE €T0 HeHTPpaan3aliii KeTOHOBBIMU TeJIaMU-KHUCJIO-
tamu. Bee 910 TOpMO3UT B-okuciaenne KK 1 mpuBOAUT K MbITTIEYHOM
c1abocTh. AHAJIOTUYHYIO CUMIITOMATUKY MOJKET BbI3BaTh MyTallli-
OHHBII AedeKT KapHuTUHALUATPaHchepasbl WIK €€ MHIMOUPOBa-
HUe CyJb(POHNIMOUYEBUHON — TPerapaToM sl JedeHnus caxapHoro
nuabera 2-ro TUIA.

[Ipu pasiMuHBIX HAPYIIEHUSAX B-OKUCITIEHNS M 0COOEHHOCTSIX
CTPOEHUST PA3BETBIEHHBIX MUNIEBBIX pacTuteabHbix KK ux pacman
MOJKET TIPOUCXOANUTD APYTUMHU TIyTAMHU (®-, 0-OKUCTIeHNe) Oe3 CIH-
tesa ATO.

Oxkucrienne HenacoineHubix KK takke nmeer cBou 0cO6EHHO-
ctu. IIpu B-okucnenun nenacoienunx KK Heobxoaumbl 101101-
HUTEJIbHBIE PEAKITUH, CBSI3aHHBIE C IIMC-TPAaHC-U30MepPHeil, 1, KpoMe
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toro, BbIx07l AT®M HECKOJIbKO MEHBIIIE: IPUMEPHO Ha /[BE MOJIEKYJIbI
ATO® na oxny nBoitnyio cBsa3b B KK. Bo3aMoskHbl BapuaHThl OKHUC-
nenust HeHacoieHHbix JKK 6e3 cunresa ATD: dhepMeHTaTHBHOE
OKHCJIeHHE B ciiydae 0Opa3oBaHust 9HKO3aHOU/IOB U MIEPEKUCHOE He-
(bepMeHTaTUBHOE OKUCJICHKE JIMTTUI0B MeMOPaH.

KETOHOBbBIE TEAA

[Tpu JMTEIbHOM TOJIOIAaHUM, caxapHOM jauabeTe, a TakyKe 1P WH-
TEHCUBHON U UINTENbHON (DU3MUecKoil paboTe MPOUCXOAUT YCUIIEH-
ueiii pacnag TAT u JKK. O6pasyercst usbbitok areruia-KoA, kKoTo-
PBII He TOJBKO BCTYTAET B IIUTPATHBIN ITUKJI, HO W MPEBPAIlaeTCs
B MUTOXOH/IPUSX ITeYeHU B KeTOHOBBIE Tesa (puc. 3/2.3).

KeTtonoBeie Tera — 9TO aleToOH U IBe OPTAaHWMYECKHe KUCJIOTHI,
KOTOpPBIE MPHU IUCCOIUAIIE OCBOOOK/IAIOT MTPOTOHBI U MOHMIKAIOT
snavenne pH xumakocreii opranusma. 1loaToMy y AJMTENHHO TOJIO-
Jaronero 1y 60JbHOTO caxapHbIM JHabeTOM Yel0BeKa BO3HUKAET
aIi/Io3 € 3aITaXoM alleTOHA OT TeJia U BhIIBIXaeMOTO BO3yXa.

1. Ameroarnerart

3. Armteton

CH3— ﬁ—CHg
(0]

CuHTe3 KeTOHOBBIX Tes (CcM. cxeMy 3/2.2) HauMHAETCSI B MU-
TOXOH/IpUAX TledeHn (Tosbko medenu!) c ametua-KoA, koTopsrit
obpasyercst rmaBHbiM oOpa3oM u3 JKK u oryacTu M3 KeTOreHHBbIX
AMUHOKHUCJIOT, a TAaKKe U3 AJKOTOJSI PU er0 CUCTEMATUYECKOM
yrnorpebsiernn. KetoHoBbIE TeJia JIErKO MPOHUKAIOT B KPOBb 1 JlAJIee
B Pa3Hble OPraHbl, SIBJIASCH XOPOITUM 9HEPreTUYeCKIM UCTOYHIKOM
(KpoMme areTona) B YKa3aHHDIX BBIIIE HKCTPEMATHHBIX WU TTATOJO-
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FMYECKUX CUTyalusX. B KjeTkax KeTOHOBbIE TeJia MPEeBPAlIA0TCs
B anetni-KoA u manee B iurparHoM 1ukie u IIT1D obecrneunsaror
cunte3 ATO®. [Ipu MOJHOM OKMCJIEHUM alleTOYKCYCHON KUCJIOTBI
cunresupyercst 23 mosexyasl ATD, a B ciydae B-rupporcubyTrpa-
ta — 26 AT®D, uTo BBI MOJKETE JIETKO PACCYNTATH caMu. J[Ba Bra KJe-
TOK He MOTYT HUCITOJIb30BaTh KETOHOBBIE TeJIa KAaK UCTOUHUK SHEPTUU:
aputponuTs! (He nMmetoT MutoxoHapuii 171 OIIK u [{119) u remato-
UTHI (He IMEIOT aKTUBHOTO hepMenTa cykimnui-KoA-tpancdepa-
3bl, HCOOXOMMOIA J1JIst KaTaboIM3Ma KETOHOBBIX TeJI ).

Cxema 3/2.2. CnHTEe3 KETOHOBbIX TenN

ybcTpaThi

HKUpHBIE KMCNOTHI,

KeToreHHbie 2 auetun-KoA

—_—
AMWUHOKMCNOTEI J
Sraran KoA-SH //1 Tuonasa

Auetoauetun-KoA—- CH3—CO—CH,— CO ~ SKoA

H20 MMr-KoA-
Auetun-KoA <~ KoA-SH -CMHTa3a

OH

|
MMr-KoA HOOC—CHs—C—CHy— CO ~ SKoA

| &
CH3

MIr-KoA-
Auetun-KoA -nuaza

AuemauiTaT//CHg— CO—CH;—COOH
/ HALH + H Hervppore-

H3z—CO—CHg N s Hasa
ALETOH / OH HAR

|
/  CHz—CH—CHy— COOH
COg 3-rupipokenByTupar

HpeI/IMyHIGCTBa KETOHOBBIX T€JI KaK UICTOYHHKA 9HEPTUHU 110 CpaB-
nenuio ¢ ;KK IIpU YKa3aHHbIX CUTYallUAX: 9TO HeboIbIHIe MOJIEKYJIbI,
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pacTBOpPUMbIE B KPOBH, JIETKO MPOHUKAIOIINE B KJIETKU U OBICTPO TaM
oxkucisgronuecs. B oramune ot JKK KeToHOBBIE Tea MCTIOMB3YIOTCS
HEPBHOI CUCTEMOI U CIIy:KAT JIJIsi Hee MICTOYHUKOM 3HEPTUU HAPSY
C TJTIOKO30¥ TIPU 9KCTPEMATIBHBIX UJTH TTATOJOTMYECKUX CUTYAITUSIX.

HemoctaTku KETOHOBBIX TeJI: KAK KUCJIOTHI IPU OOJIBIITON KOH-
IEHTPAIMU B KPOBU W JKUIKOCTSX BBI3BIBAIOT alM/I03 U JIeTH/IpaTa-
I[UI0 OPTaHM3Ma — CHMIITOMBI Y HEJIEYEHOTO CaXapHOTO AuabeThKa
U Yy JUINTETHHO TOJIOAIOIIETO YeIOBEKA.

Peryngaropustit pepmenT cHTE3a KETOHOBBIX TN — B-THAPOKCH-
B-metunrayrapun-KoA-cunraza (I'MI-KoA-cunrasa). Ero akTus-
HOCTH MOTYT yBesanunBaTh camu JKK Kak mcxomHbie cyocTparThr st
006pa30BaHUsT ITUX TeJ, TaK U [JIIOKArOH KakK TOPMOH, XapaKTePHBII
JUISE TOJIOJIAIOIIETO ¥ caxapHoro auabernka. Bosbiime KosndecTBa
KoA-SH amnocrepuueckn unrubupyior I'MT-KoA-cunrasy: mocie
rpueMa JJ0CTaTOYHOM 110 KaJOPUWHOCTH TIHIIU TJII0KO3a Y0BJIETBO-
psieT OCHOBHBIE HHEPreTHYeCKUe TOTPEOHOCTH OPraHu3Ma, B-OKc-
senne JKK sBiisiercst crabbiM ¥ TIO9TOMY B KJIETKAX OCTAETCSI MHOTO
cobonroro KoA-SH — unruburopa. Haobopot, npu rojoganuu
u nateHcuBHOM P-okuciaennn KK KoA-SH cBszan ¢ anguabHbIMET
1 areTuAbHbIMU TpymmaMu, 1 [MT-KoA-cuHTasa ctTanoBUTCS aKTHB-
HOI, o0OecrieqrBasi CUHTE3 KETOHOBBIX TeJl.

B 3akstoueHme pacCMOTPEHHBIX BBIIIIE BOITPOCOB O MOOVIIU3AITHH
&upa, B-oxucierun KK 1 0 KeTOHOBBIX Tesiax 1erecooOpasHo Bbi/e-
JIUTB POJIb TOPMOHA IIFOKArOHa TIPH TOJIOAHUY 1 CaXapHOM [rabeTe.
['mokaron mpsiMoO MJIM KOCBEHHO M3MEHSIET aKTUBHOCTD CJIEYIOINX
PETYJISTOPHBIX (DEPMEHTOB ITEPEUUCIECHHBIX TIPOIECCOB.

e [Ipsamo moBeImTaeT akTHBHOCTD (pepMenTa smmonnsa — TAT-
JIMTIa3bl — TyTeM ee (HochOpPUINPOBAHNS U ATUM yBEJTUUNBa-
et kosmmyecTBO cBoGoaHbBIX JKK B KieTke.

e [Ipsimo unrubupyer arermi-KoA-kapOoKcuiasy Takke myTem
ee hochopuIMpoBaHN U 3TUM YMEHBITAeT KOJNIeCTBO MaJIO-
Hui-KoA B k7etke.

e KocBeHHO akTuBUpYyeT KapHUTHHaUJATpaHchepasy I Gia-
rojlapsl YMEeHbIIEHUIO KoJndecTBa MajmoHuaI-KoA B kireTke
1 3TUM ycKopsieT B-okucienne sKK.

e Kocpenno aktusupyet ' MI'-KoA-cunrasy (Kak TOJIbKO UTO s
OOBSICHIIT) ¥ 9TUM YBEJIUYMBAET CHHTE3 KETOHOBBIX TEJL.
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3MNKO3AHOUADI

(HoGenesckast npemust 1982 r.)

INKO3aHOUIBI TIPEACTABISIOT U3 cebst MPOM3BOHbBIE TOJTMHEHACHI-
MIEHHBIX KUPHBIX KUCJAOT (Tabu. 2/2.3 jgexmnu 2/2). HKO3aHOU/IBI
CUHTE3UPYIOTCS BO MHOTMX BUJIAX KJIETOK U BBITOJTHSAIOT (DYHKITUN
MECTHBIX TOPMOHOB, JIEWCTBYIOIINX HA COOCTBEHHYIO (ayTOKPUHHBIIN
addexT) mrm cocennion KIeTKy (mapakpuHHbI apderT). VX BTO-
poe ysKe ycTapeBiiiee Ha3BaHKe — rpocTtariananHbl. OcoOeHHO Bbijie-
JISTIOT 9UKO3aHOU/IbI, 00PA3YIONIUECsT B 9HAOTETMH (ITPOCTAIIMKIMHBI
PG), B rpomboiuTax (Tpombokcanbl TX), B eiikonuTax, Mmakpoda-
rax, Ty9Hbix kietkax (setikorpuensl LT u munokcunsl LX). B cokpa-
eHHbIX obo3Hauenusx Oykeol (A, E, F...) onpexensior pasHoBuj-
HOCTb 31KO3aHOU/IA, a Ipa YKa3bIBAET HA YHCJIO IBONHBIX CBI3€i
B pajiuKae.

BriiesigioT 1Be oCHOBHBIE TPYIIBI 9iK03aHOUAOB. 1-4 rpymma
obpasyeTcst U3 HCXOAHOM m6-apaxuI0HOBON KUCIOThI, HAXOASIIEHCST
B hochonmnugax KaeTouHbx memopan (cxema 3/2.3).

B aroii Tpy1iie ®6-TIpOM3BOAHBIX TIPU YIACTUN YKa3aHHBIX B CXe-
Me 3/2.3 dhepMeHTOB 00pasyIoTcst JEHKOTPUEHDI, TIPOCTAIIMKIIITHBI
1 TPOMOOKCAHBI €O CBOMMU crierubudeckumu GyHkuusmu. [Ipo-
cranukanH PGI, nmeer ymMepeHHOe aHTHATEPOTEHHOE /leliCTBUE:
pacHmpsieT cocybl, HHTUOUPYET arperaruio TPOMOOIUTOB H, KaK
coieficTBrE, cBepThiBaHue KpoBu. Tpombokcan TXA, obmamaer mpo-
TUBOIOJIOKHBIMU BBIPAKEHHBIMU aTEPOTEHHBIMU CBOWCTBAMMU, U OH
o6pasyeTcst B OCHOBHOM Y TOKIJIBIX JIO/IET TTPH TOBPEKIEHISI 9HI0-
Tesus (HallpuMep, aTepoCKIePOTHYECKON OJIAIIKOIT) U TP aKTHUBa-
1n TpoMGOITOB. [1py TpaBMUpOBaHIY TKAaHEN, 00Pa30BAHII PAHBI
TXA, 6marogapst cBonM aderram (CysKeHHe COCY/I0B, YBelTndeHne
CBEPTHIBAEMOCTH KPOBH ) OCTaHABJIMBAET KpoBoTeueHue. MHorue 9ii-
KO3aHOUIB M6-P/a ABASIOTCA MeIMaTOPaMi BOCTIAIEHNS.

Hnzubumopot cunmesa paccmompenoix 3uko3anoudos

1. DHIOTEHHbIE TJIIOKOPTUKOUJIBI U PA3JIMUHBIE JIEKAPCTBA HA MX
ocHoBe uHrHbUpyor Gochoaumnazy A, (cMm. cxemy 3/2.3), 0aTOMY
YMEHBINAIOT CUHTE3 BCEX MENATOPOB BOCIAJICHUSI.

2. AciupuH — HeoOPaTUMBIH UHTHOUTOP IUKJIOOKCUTEHA3bI |
(mexius 4/1) n3buparebHO YMEHbBITAET CHHTE3 TOJIBKO HEKOTOPHIX
MECTHBIX TOPMOHOB 3TOW TPyMIibl. Bo-1epBbIX, OH MogaBJsieT 06-
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Cxema 3/2.3. dKo3aHOMAbl — NPOK3BOAHbIE apaxMAOHOBOW KNCNOTbI (06-KK)

Muwa
(cm.Tabn. 2/2.3

\ nexkuun 2/2)

Docdronunasa Az—a\

le \

WHrubutopel — ApaxwaoHosas
{OpTUKOCTEpOUOHLIE kucriota C20:4
nexapcrea C49H31CO0OH

s _Luknookcurenasa

TunookcureHasa _/

~ _ WHruButop —
acnupuH
Mepokcwpasa \\

N N\ Mennarope

L Y
BOCNaneHns

TpomBokcuHel TX | «—— | lMpoctaumknuHel PG

Tpombokcan TXAz Mpoctauvknux PGl

pasoBaHUe MeJIMaTOPOB BOCHATIEHWS U SIBJISIETCST MTUPOKO U3BECT-
HBIM IIPOTHUBOBOCHAIUTEIBHBIM TIPEIapaToM. Bo-BTOPBIX, aCIUPUH
YMEHbIAEeT Wi mpeaynpeskaaer cuuares TXA, u 6maromapst atomy
OKa3bIBaeT aHTUATePOreHHbIN 2(h(heKT (yMEHbIIIAET arperaiuio TpoOM-
GOIMTOB ¥ CBEPTHIBAHWE KPOBU, HECKOJIBKO PACIIUPSET COCYIBI).
[ToaTomy BTOpOE TIpefiHa3HAUEHUE ACIIMPUHA — B MAJIBIX 032X OH
PEKOMEH/TYeTCs TIOKUJIBIM JIIO/AM JUUIsT TIPOGUIAKTUKE WH(pAPKTA
MUOKap/a 1 NHCYJIbTA.

Bropas rpymnma afikozanon1oB — mponsBoabie 03-7KK, koTopbie
B OPTaHM3M 4eJIOBeKa MOTYT MOCTYIINTD TOJBKO C OTIPE/IeJICHHO TTH-
meit (em. Tabar. 2/2.3 nexnun 2/2) uian B Buje hapmmpenaparos. 13
9IKO3aMIeHTa€HOBOM KMCJIOTBI B 9HJOTEINN CUHTE3UPYIOTCS TIPOCTA-
mksnHbl PGl 1 ipyTHe, KOTOpbIe 001aal0T MOTITHBIM aHTHATEPO-
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reHHBIM 9 dekToM (yMEHBITIEHNE CBEPThIBAHNS KPOBH, PACIIUpEHTE
COCY/I0B), IIPEBOCXO/SIIIUM aHajornuHoe jeiicrsue PGI,. Arepo-
reHHoe JeiictBue apyroro npoussoaHoro ®3-KK — rpombokcana
TXA, — craboe. [Toaromy aiiko3arneHTaeHOBast (UM TEMHOZOHOBAST)
KUCJIOTa, COIEPIKAIIUE €€ MTPOLYKThI 1 OMOJOTHYECKU aKTHUBHbIE J10-
6aBku k nuie (BA/L) cerojiast paccMaTpUBAIOTCST KAK OTHOCHTETHHO
MoJIe3Hble 715 MPOoPUIaKTUKU arepockiaeposda. CoOOTBETCTBYIONINE
npenapatbl (IOJMeH, SIKOHOJI, MaKcela, OMeraHoJI) ¢ 100aBIeHIeM
BuTaMuHa E Kak aHTHOKCHIaHTa TPOM3BOISTCS Ha OCHOBE JKUPa Pbid
Y JKMBOTHBIX XOJIOJTHBIX CEBEPHBIX U /IATbHEBOCTOUHBIX MOPEH.



Aekuuna 4/2

XOAECTEPOA U ETO ®YHKUUU

U JINTIONIPOTEenHOB KpoBU. O MeaunmHckoM 3HaueHnn XC
CBUIETETBCTBYIOT YeThipe HobemeBcKre peMin, PUCy K-
nenuble B 1927, 1928, 1964 u 1985 rr.

} : osecteposi (XC) — crepoui, BasKHBII KOMIIOHEHT MeMOpaH

OcwnoBoii ero opmyasr (Hobenerekas mpemmst 1928 r.) sBaster-
Cs SIIPO — TUKJIOTICHTAHTIEPTUIPOEHAHTPEH, COCTOSIIITUN U3:

a) ¢enantpena (ks A, B, C);

6) nuknonentana (muka D) u ammdarndeckoro pajukaia u3
BOCBMU aTOMOB YTJIEPO/Ia TLTIOC 3-TUAPOKCHIIA.
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4/2. Xonectepos u ero pyHKIINT

B 6okoBoii ipoeknun crpykrypa XC:

9TO «BEePXHASA» 3-MOBEPXHOCTb
OH CH CH,

| ]
3C—10C—13C
Ito npupoanbiii XC — f-u3omep B oTIMune OT KOHMUTYpaIun
NIPYTUX M30MePOB (0L-3IUX0JIECTEPOJIA).
Moutekyoa npezcraBieHHoro cBoboaroro XC sisiercst ¢iiabo-
amuduIbHON 3a cueT 0CHOBHOTO ruAPodOOHOrOo sapa 1 caaborui-
podunbHoTo 3-ruapokcuia. Ha ocose cBoboanoro XC obpasyercst
nostHoCThI0 THAPodobHBIE adupbl XC (I9XC) ¢ pasubimu JKK, B oc-
HOBHOM ¢ osienHoBoii kucsaoroit XC-3CH-O-CO-C;H,,.
B opranmsme uesnoseka cogep:kurcst okosno 150t XC: 90% —
B OpraHax u KJjeTkax (B MeMOpaHax H B I{uTo30Je Kak gerno IXC)
1 10% — B KpoBU Kak KoMToHeHT junonpotenron (JI1T).
Crobonubiii XC HaXOUTCS B:
e MeMOpaHax KJIeTOK, 0cOOEHHO MHOTO €ro B IIUTOIIa3MaThye-
CKUX MeMOpaHax 1 0COOEHHO B HEPBHOM CHUCTEME;

o B JIII u B Mumessax kequu Kak ux rnepucdepudecKuii KOMIIO-
HEHT;

® B CTEPOMJIOTEHHBIX OpPraHax M TKaHSX, CUHTE3UPYIOIUX U3
XC creponsinble TOPMOHBI, BUTaMIH Dy 11 JKeTqHbIe KUCJIOTBL.

IXC Haxomarcs B:

o B JIII 1 B MuIe/Iax JKeJYM KaK UX BHYTPEHHUIT KOMIIOHEHT;

e B I[UTO30JI€ KJIeTOK Kak gerno XC.

Jlvanas3oHbl HOpMaJbHOTO cojepskanust obmero XC KpoBu
y TpaKTHYeCKn 370poBoTO 4emoBeka: 150-250 mr/mm nan 3,9—
6,5 MMOJTb /1. B yCIOBUSIX KIIMHUKHI TIPOBOAUTCS GOJIee TOHKAs WH/IH-
BUjlyasibHas olleHKa ypoBHs XC U CTENeHU TUIepX0JeCTePUHEMUN
(coemyrotast JIEKIIHS ).

BAAAHC XOAECTEPOAA Y 3AOPOBOIO YEAOBEKA

C kanom yzassiercst cam XC u ero hopma, BoccTaHOBJIeHHast GakTe-
pUaThbHBIMU (hepMEHTAMH KUIIETHNKA, — KOTPOCTEPOJI, KOTOPBII,
B otsimune ot XC, He crmocoOeH BCAChiBaThCSI B CTEHKY KHUIIEYHUKA

(puc. 4/2.1).
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WUcTounukmn XC

P T

Muwa (0,3-0,5) — cpeatee 0,4 + 0,8 cpenHee «—— CuHTEs
8 opranuame (0,5-1,0

1,2

}

/ OprEHH ("] KpOBb\_\‘

Pacxof: CMHTE3b! KENM4HbIX YaaneHue u3 opraHuama
KMCIIOT, TOPMOHOB ™

v BuTamMuHa D,
0.6 C kanom C X1pom Koxm

\ 05 0,1
S 2‘/

1

Puc. 4/2.1. banaHc xonectepona y 340p0oBOro yenoseka (r/cyT)

ACCUMUAIUNG (YCBOEHME)
MALLEBOTO XOAECTEPOAA

[Tuma )KUBOTHOTO MPOUCXOKAEHUST (MSICO, MOJIOKO, TIeU€Hb, MO3T,
JKEJTOK KypuHOTO stifna) comep:xkat Mmuoro IXC u mMano cBoOOIHOTO
XC. Peaknuu rnepeBapuBaHus B TOHKOM KHUIIEUHUKE:

1. DepmeHT XOJIECTEPOJIDCTEPA3A:

XC—O—CO—R + H,O — cBoboaHbI XC-OH + xunpHas kucnota (XKK).

XoJtectepoJiacTepasa COAEPKUTCS B KUIIIEYHOM COKE U B CEKPeTe
MOJIKEJTYIOUHON KeJIe3bl.

2. anee ceobonubiii XC u HeOoubime koandectBa DX C BKIIIO-
YAIOTCS B CMENTaHHbIE MUTIEJIJTBI JKEJTUN U TPOHUKAIOT B SHTEPOIIUTHI.

3. Pecunres IXC B anTeponuTax (11ocjie akTHBaIUu CBOOOIHBIX
KK — cm. mexmuio 1/2):

depmeHT aumn-KoA-xonectepon-
auuntpaHcdepasa (AXAT)
XC — OH + aumn-KoA — XC — O — COR + KoA-SH.

IXC u neboapue koanvyecrsa csoboauoro XC BHEAPSAIOTCS
B XMJIOMUKPOHB! (XM).
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4/2. Xomectepos u ero GyHKINN

4. lanee nmumesoit XC B coctae XM moctynaer B anMody,
KPOBbB, U, HAKOHEII, ocTaTouHble XM /I0CTaBJSIOT €T0 B MeveHb (JIeK-
s 1/2).

Cremyer oxuaaTh BHEIPEHUS B IIPAKTUKY HOBBIX JIEKAPCTB —
unrn6uTopos AXAT (Tuira 3eTus), KOTOPbIE TOPMO3ST BCACHIBAHIE
nutieBoro XC B CTEHKY KUIIEYHUKA.

BUOCUHTE3 XOAECTEPOAA

(HoGenesckast npemust 1964 r.)

Metabonusm XC mporcXoAUT MHTEHCHBHO BO MHOIMX OpraHax
1 B MO3T'Y Y JIeTeil 1 JOCTaTOYHO MeJJIEHHO B COeIMHUTENbHON TKa-
HU ¥ B HEPBHOW crcTeMe B3pocbiX. [ledenb HakarimBaer GOJIbINON
doHa nuIeBoro u co6cTBEHHOro cunrerndeckoro XC, u MoaTomy
oHa cHabKaeT Apyrre TKAaHu A0MoJTHUTEaAbHbIM X C.

NcrounukoMm g cuaresa XC gaBigercs rirokosa.

[TepBorit aTamm cuHTE3a — OT TJTIOKO3BI 10 MeBaJOHATA.

=

OCTpaThbi

[nioko3a (aTaHon)
N

Y
2 auetun-KoA

Tuonasa
Auetoauertun-KoA

Auetun-KoA H20 MMIr-KoA-
KoA-SH -CuHTasa
FMr-KoA COOH—CHQ—'C—C(:;AQ— CO ~SKoA
C[H 3
2(HAODPH + H")—
2 HALIO" < KoA-SH
OH
M T COOH—CHQ—(:S—CHQ—CHQOH
CH
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Bropoii aTanm — peakinun KoMOUHAIMKA HEOOBITIX (GParMEHTOB
(6C, 5C) B ckBaseH (30C), karajusupyeMble JUTa3aMu.

6 mesanoHar (6C)
> 18 AT®
6.002 \C 18 Afld
Sa
6 naoneHTeHunnupodocdar (5C)
\50 +5C

Mepanunnupodpoctpar (10C)
\J0C +5C
@apHeaunnupochocdar (15C)

//1 5C + 15C
+

> 5

CksaneH (30C)

Jranel 1 1 2 IPUCXOAAT B IIUTO30JI€ KIETKH.

Tperuii sTan — peakuy OKUCACHUS U IUKJIN3ALUN JIOKAIN30Ba-
HBI B 9H/I0IJIABMATHYECKOM PETUKYJIYME, U4TO CBSI3AHO € THAPOGhO6-
HOCTDBIO ¥ IIJIOXOH PAaCTBOPUMOCTBIO CJIELYIONUX IIPOLYKTOB!

CksaneH (30C)

20—

HAOOH + H*

HAO®™
WKNusayms —— \

NarocTtepon (30C)

H—COOH « | 30,

MypasbWHas kucrnora

4(HAOQDH + HY
- (HALIOH

2C02 s 4HADD"

Xonectepon (27C

Wror: 4yTo6bl cMHTE3UPOBaTh OfHY MoJekyay XC, Hajno 3aTpa-
tuth 18 mosekys aretun-KoA, 18 AT® u 18 HA/IDH. Bce atu
Ipe/IIIeCTBeHHUKN uan cyberpaTsl st cunresa XC obpasyiorcs
TPy pacmazie TIoK03bl. JamomunuTte: XC He CUHTE3UPyeTcs 3a CUeT
pacraaa JKupHbIX KucaoT. [Tocaename takxke o6pasyioT ameria-KoA
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4,/2. Xonectepos u ero pyHKIINMI

u AT® 1pu cBoeM KaTaboJIM3Me, HO OHU MCIOJIB3YIOTCS B 9HEpTe-
TUYECKUX TIeJIsIX, HAIlPUMep, 1pu rosoganun. [Ipu natosornyeckom
XPOHIYECKOM JTKOTOJIN3ME M30BITOUHBIE KOJIMYECTBA ITAHOIA TAKIKE
naiot o6paszoBanue anerusi- KoA, KOTOPBIN BCTyIaeT B pa3Hbie peak-
1in, B ToM uncte mpespaiaercs B XC, KK u TAT (mexrus 15/2).

PET'YAAUNA BUOCUHTE3A XOAECTEPOAA

(Hobesnesckast mpemust 1985 1.)

Perynaropusim dpepmenTom saistetcst [MI-KoA-penykTasa, karamm-
3UPYIOIIAs PEAKINIo 00pa30BaHKs MEBAJIOHATA HA TIEPBOM HTalle.

@epmenT 3adukcupoBan B MeMOpaHe 9H/OMIA3MaTHYECKOTO
PEeTUKYJIyMa, HO KaTaJM3upyeT peakiuio B iurososne. Ou pabora-
€T TOJIbKO B JlechocoprImpoBaHHOM BUJIE, a (ochOopuInpoBaHHAS
dhopma E — OPO,H, neaktusna.

Cunraetcs, 4To MakCUMaIbHbBIN cHTe3 XC MPOUCXOANT Y Ye-
JIOBEKA BECHOI 1 JIETOM, a TaKJKe B [TOJHOYb. Y TPOM Iepeji 0ObIYHO
c/layeil KPOBYM Ha aHAJIN3 CUHTE3 YMEHbBIIIAETCS.

ounorenneie peryasatopbl [MI-KoA-penykrassl u ux MoJexy-
JISPHBIN MeXaHW3M TIpejacTaBieHbl B Ta0m. 4/2.1. Tlepeuenp aTux
PeryIsiTOPOB COOTBETCTBYET (DU3MOJIOTHYECKOMY WJIN TTAaTOJIOTHYe-
CKOMY COCTOSTHUIO YejioBeKa (TIpUeM THIU — WHCYJNUH, U30bITOK
XC; roston v caxapHblii [uabeT — TI0KaroH U KOPTU30JI U T.IL.).

IK30reHHbIe MHTHOUTOPBI — JIEKAPCTBA THTIA CTATUHOB (JIOBACTHH,
30KOP, JIECKOJI ¥ JIp.) — OJM3KU 10 CTPYKTYPE K MEBAJIOHATY U S1B-
JISIOTCST 00paTUMbIMKM KOHKYPeHTHBbIMU nHrnouropamu ['MT-KoA-
penykTaspl. ITo camble 3 PeKTUBHBIE THIIOX0JIECTEPUHEMUYECKIE
rpernaparsl, cHrzkatoine yposenb X C kposu Ha 20—-40% (sexiium 5/2
u 15/2). Bee anporentibie uHrHOUTOPDI TabI. 4,/2.1 1 TOPMOHBI IIIUTO-
BUTHOM KeJie3bl (9HJOTEHHbIE U 9K30TeHHbIe B (hopMe JieKapCTBeH-
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HBIX ITPENapaToB) Takke yMeHbIaloT KoHtenTpannio XC. Mexannsm
JNENCTBUST HOATUPOHUHOB SIBJISIETCSI KOCBEHHBIM, 1 T10po0Hee oH Oy-
JIET PacCMOTPEH B JieKIi 5/2. Brpartiie: HOATHPOHUHBI BBI3BIBAIOT
unaykiuio JIHII-perienitopa u 70-ruipoKcuiiasbl B TeNaTonuTax, 4to
u camkaer XC kpoBu. B ykazanHOI Jiekin Takke OyIeT paccMoT-
peHo u3MeHeHue peryJdin cunre3a X C, cBSA3aHHOE C 9CTPOreHaMHU,
Y XPOHUYECKOTO aJTKOTOJIMKA W Y KEHIIVH /IO W [T0CJe MEHOIAY3bl.

Tabauya 4/2.1
Iunorennsie peryiasaropbl IMI-KoA-peaykra3sbl

MoexkyasipHbIii MEXaHU3M

Peryaaropsl o
ux peiictBus Ha pepMeHT

Hnzubumopo:

1. Bosbimue xosmuectsa XC 1 okwc- YrHeTeHue TPAHCKPUITIIK
sennble gepusarol XC B opranax (kpo- | (pempeccust)
Me KUIIeYHUKA)

2. Kemunble KUCIOTHL Penpeccusa
3. Koptusour (1ipu rosiofanum) Penpeccus
4. 'moxaron (I1pu roJofanumn) Pemnpeccusa
Axmusamopot
1. Mucynun (mocse ezpr) Jedochopunuposanue (Henpsamoit
MEXaHU3M JIeVICTBUS)
2. DcTporenst AxTuBanus TPAaHCKPUTIUN (MHIYKITHS )

3. Hemocrarox XC B opranusme, B ToMm | MHIYKIIMS
4yHUCJe y BereTapuanilen

W Bce-taku peryssainna cunresa XC y yesoBeKa OTHOCUTEIBHO
cabast, TI03TOMY JIIOJIel mopaskaeT aTepockaepos. [t HEKOTOPBIX
JKUBOTHBIX (KPBICHI, KOIIKH, COOAKN) aTePOCKIEPO3 HE XapaKTepeH
B ¢Bs13u ¢ Gostee ahdeKkTuBHON y HUX peryJsiueil oomMerna XC.

TPAHCIMOPT XOAECTEPOAA

CymectByeT nBa Buma TpaHcmopra (motoka) XC:
1) IpsIMO# TPAHCIIOPT MHUIIEBOTO U CUHTE3UPYEMOTO B OPraHmu3-
Me XC B opransi;
2) o6paTHBII TpaHCHOPT M30OBITOYHOTO 1 «BpeaHoro» XC us
OPraHOB W TKaHEW B NeYeHb U jlajiee B KaJ B BUJIE KETUHBIX
kucyot u camoro XC.
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4/2. XomectepoJ u ero GyHKINN

IIpsimoii Tpancnopt XC

Muweson XC OcraroqHbie XM CunteTn4eckuin XC ne4eHn

ObpasoBaHve NMNoONpPoTenHOB O4eHb HU3KkoWn nnotHocTy (JTOHTT),
COAePKALLMX NULLEeBOIN U cuHTeTUYeckuid XC (tabn. 4/2.3)

MocTynnexswe B KpoBb W coapeeanue JTOHT]
(npuoBpeTenue anok w anoC-ll ot JIBM)

/lasee B KPOBUM MPOUCXOUT CJEAYIONMAA PEaAKINd THAPOIN3a
sxxupa BayTpu JIOHII anamornuno peaknum ¢ XM (sekmus 1/2),
katasusupyemas JITI-numnasoii:

TAT + 3 H,0 — ranuepon + 3 XK.

Onnospemenno JIOHII npeBpainaercs B IUTIONPOTEUHBI HU3-
ko mtotHocTr (JIHIT) ¢ nuamenenunem copepskannst B Hux TAT u XC

(1abm. 4/2.2 n4/2.3):

JIM-nnna3a
JIOHM ——J1HMN
copepxaHve %
TAI 50 7
XC 20 50

Teneps JIHIT npuobperaor GyHKIMIO TPAHCIOPTHOM (hOPMBI
nuieBoro n cuaTeTnYeckoro XC B 1pyrue opradel u TKanu. Kax?
C OMOIIBIO CcOoepKalerocss B IUTOIIa3MaTUYeCKOl MeMOpaHe
Kj1eToK TpaHcmembpanHoro JIHII-perenropa, oCyiecTBIAIONIETO
penterrtopubiil aH01IMTO3 JIHIT ¢ ero XC BHYTPH KJIETOK.

JIHII-perienTop B3anMoIeHiCTBYeT CBOUM BHEITHUM N-KOHIIOM
¢ nepudepuyeckumu O6enkamu arnoB-100 u anoE B cocrase JIHII,
JIHII nponukaer B kJ1eTKy 1 ocBoboxaaer coit XC. lanee KaeTku
HCIIOJIb3YIOT TPAHCIIOPTUPOBAHHBII 1 cobcTBeHHbIN X C 71 TIocTpoe-
HUsL MeMOpaH U CUHTE30B CTEPOUIHBIX BEIECTB.
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Cxema 4/2.1. PeuentopHbin sHgounTto3 JIHM

~peuenTop PeuUenTopHeIn 3HA0LMTO3

Knerka, nornowawiwas NHM w XC

Konuuectso JIHII-perenrtopoB Ha MOBEPXHOCTH KJIETOK OPTAHOB
1 COOTBETCTBEHHO KOJIMYECTBO MOCTyMalolero B kiaetkn XC perym-
PYETCs CEAYIOMNUMEI CIIOCOOAMMU:

1) cam BHyTpuKkieTouHbii XC npu ero 60JbIIOM KOJUYECTBE
MHTEOUPYET Ha YPOBHE TPAHCKPUIIINKA CHHTE3 PEIENTOPOB
(peripeccus);

2) HanpOTUB MOATUPOHUHBI U 3CTPOTEHBI YBEJUUYUBAIOT CUHTE3
JIHII-perienrTopoB Ha ypoBHE TPAHCKPUIINHN (MHIYKITNA );

3) JmekapcTBa — CTATUHBI — TaK)Ke YBEJUYNBAIOT HA TOBEPXHOC-
TH renatonuToB KosaunudectBo JIHII-perrentopoB HenmpsmMbIM
myTeM. [loaToMy cTaTUHBI B UTOTE YMEHBITAIOT KOHIIEHTPA-
o XC KpoBU ABYMST CITOCOOAMMU, TTOBBITINAST COEpPKAHTE
JIHII-perenrropos 1 unrn6upys cuares XC.

B cremytomeii jekiuu 6ygeT paccMOTpeHa HacJjeCTBeHHast
ceMelHas TUIIEPXO0JIeCTePOIeMns — HacjaeCTBeHHas (opma aTepo-
CKJIepO3a, BbI3BaHHast myTalusamu rera JIHII-perenrropos.

Oo6parubiii Tpancnopt XC

O6patHbiil Tpancmopt u3bbITouHOro U nimHero XC HeoO6Xo-
JIAM TIPU HEKOPPEKTHOM TtuTaHuu, oborameHHoM XC, 1 Y TIOKHMIIBIX
amoneit. OH peasn3yeTcs ¢ TOMONIBIO PAa3HOBUIHOCTEH JTUTIONPOTe-
MHOB BBICOKOI motHocTr — JIBIIL. B meuenu obpasyiorcst mpe-
mectBernuky JIBIT, moutu 6e3 XC, 1o comepskaiiue docdommnu-
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nbl u benku (cxema 4/2.2). B xposu JIBII,, BbimosHsist (byHKITHIO
noHopa, cuab:kaior XM u JIOHII ceonmu 6esrkamu aroC-11 u anoE.
Hanee JIBIIL, Bzanmonerictsyior ¢ JIHII kposwu, ¢ kreTkamu opra-
HOB ¥ 3aXBaTbIBAIOT Y HUX JuIIHUI XC ¢ IIOMOIIBIO CIIEeNNaJbHOTO
mexanusma. O6pasytorcst JIBII,, oboramennsie XC. Ha mocearem
atane JIOHII u XM nepenaior yacts cBoux TAI B coctas JIBII,,
KOTOPbIe HaKOHeI IIpeBpatatoTcs B 3pedibie JIBII, nim npocro JIBII
(cMm. cxemy 4/2.2, 1abn. 4/2.2 u 4/2.3). Dt JIBII ¢ u36bITOUHBIM
XC, B ocnoBHOM B (hopme IXC, HaXOAANNXCS BO BHYTPEHHEM TH/I-
poboOHOM sIfipe, MOCTYHAIOT B F€MATONUTHI TledeHu (HECKOTbKIMU
My TSAMM).

Cxema 4/2.2. O6paTHbIi TPAHCMOPT U3OLITOYHOrO XoNecTepona

Qocharnaunn-
XOIMWH

N*

anoC-Il

anoC-I
anoA
anokE

JIXAT ——

OcsoboauBmuiicss B 1uTo307€e renaroiuToB XC BKIOYAETCs
B 06umii pong XC 9TUX KJAETOK, KOTOPBINA CKJIAABIBACTCS U3:

1) mumesoro XC;

2) cuntetnyeckoro XC;

3) XC, mocTynuBIIero B remaTonuThl B cocTase JIBIL;

4) XC, mocrynusiiero B renaToltuTel B coctase JIHIL.
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I1oT doua XC TenaToruToB PacXOAyeTCI UMU Ha:

1) dopmuposanue JIOHII;

2) dopMupoBanue cOOCTBEHHBIX MeMOPaH,;

3) HA CHTE3 JKEJTYHBIX KUCJIOT.

Yacth n36bITOUHbBIX /st TenaTorTa XC 1 06pasoBaBIINXCST U3
HETO JKEJTYHBIX KUCJIOT YIAISAETCS Yepes Keaub — KUIEeTHUK — (e-
KA.

MexanusMm 3axsara jguindero X C us kiuerok un JIHII ¢ momonbio
JIBII, (cMm. cxemy 4/2.2): B mepudepuueckom cioe JIBII nmerorca
depment senurnxonecreponaiuarpancdepasa (JIXAT) u ero ak-
tuBaTtop amoA. JIXAT karanusupyeT mepeHoc 0HOTO OCTaTKa SKIp-
HOIT KUCI0THI 0T hocdoummga Ha cBoboaubii XC:

xonectepon-OH + dodatnannxonmd —
— adup XC + nusodpochaTtnannxonmH.

O6pasoBasuiuiicst MOJTHOCTHIO THAPOhoOHBIN IXC mocrynaer
BHYTpb JIBII, a Ha ero MecTo B moBepxHOCTHBIN cyioit JIBIT meTomom
maddysun neperocutest csoboaubiii XC us kiaerok u JIHIT kposw,
neperpyskeraHbsrx XC. B utore B knetkax u B JIHII ymenbimaercs xo-
smdecTBO cBoboaHoro XC u IXC.

B sakuiouenue 3Toro pasjesna mpuBoXKy B Ta0J. 4/2.2 cpaBHU-
tesbHyto Xapakrepuctuky JIHIT u JIBII, a B tabu. 4/2.3 — obuiue
CBOMICTBA M (PYHKIIUM BCEX PACCMOTPEHHBIX JIUTIOMPOTENHOB.

Tabruya 4/2.2
Cpasuenne cocraBa u coiicts JIHII u JIBII

ITokxasaresn JIHII JIBII
Mecto ¢hopmuposanus | Kposs: JIOHIT — JIHII [leyenn, KpoBH M OpPTaHbI
Kupsl, % 7 5
Xoumecrepout, % 50 10-28
Benxu, % 25 35
Dodomumnuast, % 21 25-42
[LnoTHOCTS, T/CM® 1,00-1,06 1,06-1,21
YcToitunBoCTb, CyT Jo 2,5 o 2,5
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Tabruua 4/2.3

JIunonpoTreuHsl
Bug JIII | OcoGenHocTu cocraBa DyHKIHH Mecro gop-
MHUPOBaHUS
XM TAT — 90%; XC — 6%; | Tpancnopt nuieBbIx ODHTEPOLUTBL
Genkn — 2% TAT n XC u3 KUIeyHn- | CTeHKU KUIIey-
Ka B OpraHbl HUKa, CO3peBa-
HUEe B KPOBU
JIOHII TAT — 50%; XC — Tpaucnopr TAT u XC u3 | [levenn
22%; Genkn — 10% [IEYCHU B KPOBb
JIHII TAT — 7%; XC — 50%; | Tpamncmnopt XC u3 kposu | Kposs
6enku — 25% B TKQHH U OPTaHbl
JIBIT TAT — 5%; XC — Tpancnopt XC us kposu | [leyenn, kposb,
10-28%; Gesikn — 55% | 1 U3 opranoB OpraHbl
B 1ieuenb. JloHop anosm-
HOIPOTENHOB

XEAYHBIE KUCAOTHI

(HobGenesckast npemust 1927 r.)

JKesmunbie KucaoThl ObLIN 0OBEKTOM M3YYEHHUS €IIle IEPBOTO 3aBE/Ly-
fo1iero Hatieit kadeapst 6uoxumun A Jl. Byabiruackoro B konie XIX
1 B Hauase XX B. ITU KUCJOTHI ABJSIOTCS TJIABHBIM KOMIIOHEHTOM
sxeman (80%), TTOTHBIN cOCTaB KOTOPOU NpuBe/ieH B jekiun 1/2.

[Teuenn curresupyer n3 XC oxomo 300—500 MT JKeTUHBIX KHC-
JIOT B CYTKH B XOJI€ CJIEIYTONUX PEAKIIHIA.

1. JlonosHuTenpHoe ruapokcurposanne XC ¢ oOpasoBaHreM
HOBBIX TH/[POKCUJIBHBIX TPYIITI 110 aToMaM yrieposa 7 u 12 mpu yvac-
TAN 70-TUAPOKCUIA3LI M 120-THAPOKCHIIA3HI:

XC-3C — OH + 0, + HAO®H + H* — XC{C — OH +H,0 + HALL®".
7C —OH

2. Boccranossienune nenacoiiennoi csazu H5C = 6C.

3. Okucnenne n ykopodenne anudarndeckoro paankama 20C —
27C npu 17C aapa XC. 8-useHHBIN pauKaJ YKOPauyUBaeTCs 0
5-4JIEHHOTO ¢ KOHEYHON KapOOKCHIBHOM TPYIIION B MOJOKEHUH 24.
Tak dhopMuUpyIOTCS TIEPBUYHbBIE JKETIHBIE KUCJIOTHI (X0JIeBas 1 Xe-
HOZIE30KCUXO0JeBas ).
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Yacts II (BTOpoii cemecTp 06ydemHs)

4. KoHbIOTMPOBAaHHBIE JKENYHbIE KHCJOTHI 0OPa3yioTCsT MyTeM
norosinuTesbHoro nmpucoeantenus k 24 COOH ruapoduibHbIX MO-
JIEKYJI TJIAIUHA WK TAYyPUHA, YTO PE3KO TOBbIIaeT aMOupuibHOCTD
HEKOHBIOTUPOBAHHBIX JKEJTUHBIX KUCJIOT U MX CITOCOOHOCTD MTOHMUKATh
[IOBEPXHOCTHOE HATSKEHUE U OMYJIbIMPOBATH JUMU/BL Takux Kuc-
JIOT YeThbIpe, HAIPUMep TIJIMKOX0JIeBasi, TAyPOXEeHOAE30KCUX0IeBast
" 7Ip.

Bce paccMmoTrpennble peakIiuy UAYyT B Teraronurax. B kumeunn-
Ke IpU yyacTuu GaKTepuabHbIX (PePMEHTOB, BO-TIEPBbIX, TPOUCXO-
JIAT IIEKOHBIOTAIINS, & BO-BTOPBIX — BOCCTAHOBJIEHNE THIPOKCUIBHOM
rpymmbl 7C—OH. Tak 06pa3yioTcsi BTOPUYHBIE JKETYHbIE KUCTOThI
(n1e30KCcUx0JIeBas U JINTOXOJIEBAs ).

Cxema 4/2.3. CuHTe3 1 pa3Hoobpasne KenuHbix KUcioT (PKJ1K)

MuTtepmeanatsl 3C—0OH, TC—OH

e
e —
i

XeHogesoxkcuxonesan HINK Xonepas MKNK [epenuHbie
3C—0H, 7C—0H 3C—0OH, 7C—0H, 12C—0H WK

-

F 3
KonsiornpoeaHHsie XTK|

IuToxonesan MIK Oesokcuxonesas KK Bropudrsle
3C—0OH 3C—0H,12C—0H K

PerysisitopibiM (hepMEHTOM CUHTE3a JKEJTUHbIX KUCJIOT SIBJISIET-
cd 7o-THApoKCcHuIasa, Kotopas (pyHKIIMOHUPYET TOIBKO B hocdo-
pummposannoM Buse E—OPO,H,. Ee aktusarops: XC u itoatupo-
HUHBI — 110 MEXaHU3MY MHAYKIMK TPAHCKPUNIIUUA. VIHrMOUTOpPHI:
CaMU JKEJYHbIE KUCJOThI U 3CTPOTeHbl — 110 MEXAHU3MY PEeIlpeccuu
TPAHCKPUIIIUU.

Kemub comepkuUT cMech MePEUYNCIEHHBIX JKETIHBIX KHUCJIOT.
[Tociie cekpenyn Keaquu B KUIIEYHUK OKOJIO 95% JKENTUHBIX KUCIOT
BCAChIBAETCS B TIO/IB3/IOIIHON KUIIIKE U [TOCTYIAET B IIeYeHb JIJIsI TIOB-
TOPHOTO HcToJib3oBaHusd. Co3/iaerTcs MUK — dHTEpOrenarnyeckas
MUPKY AN SKeJTIHBIX KUCJIOT: TIeYeHb — TOHKUI KUIIEYHUK — BO-
poTHas BeHa — TiedeHb. Kaxkasd MoJieKyia sKeJTTHON KUCTOThI MOJKET
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4/2. Xonectepos u ero pyHKIINT

UPKyIupoBatb 5—10 pas, BbIOJMHSIS CBOM (DYHKIIUU, U [Jajiee 10-
CTyTaeT B aKCKpeMeHTHI BMecTe ¢ XC 1 KOIPOCTEPOJIOM.

[MonBenem utorn o GyHKINAX KETIHBIX KUCIOT.

e Tpu yHKIUM 15 TIepeBapUBaHUS KUPOB PACCMOTPEHBI
B jekmmu 1/2.

o JKemunpie kucaoTel noanep;kuBaioT XC Keuu B IICEBIOCO-
JIOOUTM3UPOBAHHOM COCTOSTHUY B MUTIeJLTaX ke, [Ipu He-
nocratke aTuX Kucaotr XC obpa3yeT KaMHU JKETYHBIX Ty Tel.

e buaromaps KequHBIM KHCJI0TAM YMEHBIIAETCS Co/lepKaHue
us6birouroro XC B opranusme yesioBeka: XC mpeBpaiaer-
€S B JKEJTYHBIE KUCJIOTHI, KOTOPBIE YIAIAIOTC C (peKanmnsamu
Bmecte ¢ XC (mmpumepno 1o 0,5 r/cyT). MeroTces crenuaib-
HBIE JIEKAPCTBA — CEKBECTPAHTHI JKETIH, YCUTUBAIOIINE TAaKON
mpollecc 1 yMeHnbIamotue cojep:kanre XC B opranusme ge-
JIOBEKA.

e JKesatble KUCTIOTHI SIBJISTIOTCS. HHTHOUTOPAME PETYJISATOPHBIX
epmenToB 7a-ruaporcunassl 1 [MI-KoA-pemykrassr.

[Tatosorust oOMeHa JKeJYHBIX KUCJIOT — KeTIHOKaMeHHast 60-

Jie3Hb OblJIa paccMoTpeHa B JieKIn 1/2, a B moc/eayonei JeKIum
5/2 GyayT JaHbl Pa3bsACHEHUs, IOYEMY YacTOTa 9TON OOJIE3HU BbIIIIE
Y JKEHIUH (10 MEHOTIAY3bI ), YeM Y MY>KIHIH.



Aekuna 5/2

NMATOAOIN9 OBMEHA AUTTUMAOB

T/eJIbHBIe 3a00JIeBaHN, BI3BAHHBIC IATOJIOrHE oOMeHa

JINTTU/IOB, MBI YK€ PACCMOTPEJH B IIPEABIIYINX JEKIU-

SIX: HAPYUIEHUsI [lePEeBApUBAHUS JKUPOB 11PU MTAHKPEATUTE
U JKeJYHOKaMeHHOI GosesHu (sekiust 1/2), jkeryHokaMeHHast 60-
aesnb (nexknusa 1/2), runepxunomukponemus (jexnus 1/2), na-
pyuieHus B-oKUCIeHUs JKUPHBIX KUCTOT (JeKnus 3/2), okupenve
(mexmusa 2/2). B macTogmieit JeKIUU MBI COCPEIOTOUNMCS HA THU-
MEePIUTOTTPOTENHEMUSX, TIPU KOTOPHIX B KPOBH TTOBBINIIEHO COJIEP-
JKaHue JINIIONPOTEUHOB, WM WHAYe — HA TUIEPJIUIIUIEMUSIX, [IPU
KOTOPBIX B KPOBM yBeJMUY€HA KOHIIEHTPAIUS KUPOB (3TO TPUAIUJI-
TJIATIEPOTIEMUS, WU TPUTJIUTIEPUIEMIUS ) UK X0JiecTepoJa (TUIIEPXO-
JiecTepoJieMust). YUUThIBast pa3HOOOpasue KINHIIECKUX (DOPM ITHX
3aboseBanuil ¥ pasHooOpasue TEPMUHOJIOTUU B OOLIEH U KIMHUYE-
ckoit 6uoxumumu, /{. DpegapruKkcoH U COABTOPHI MPEIOKUIN KIACCHU-
(buKkaIuio MATU TUIIOB «TUIEPJIUIIONPOTEUIEMUIT> C IIPUCBOEHUEM
Ka)k/[OMY THITy CBOETO HOMepa B PUMCKUX Iudpax. B psage kianHUK
Ha OCHOBaHW K JJaGOPATOPHBIX ¥ KIMHUIECKUX MOKa3aTeIel y Kaxk/I0-
ro 6OJILHOTO U B Psijie KIMHUYECKUX OMOXUMUYECKUX JIabopaTopHii,
B TOM unuciae 1-ro MTMY, B 61anke aHanusa 1 B ©ICTOPUU OOJIE3HU
yKasbIBaeTcst Tuil natosiornu no Opeapukcony.

Knaccudpuranma Opegpukcona nosxe ObLia pacliupeHa u J10-
MOJTHEHA KOHKPETHOI MHMOpMaIeil B OTHOIIEHUH TIEPBUYHBIX Ha-
CJIe/ICTBEHHbBIX 3a00/eBaHNil — [ucumnonporentemuii (tabi. 5/2.1).
B tabauie 5/2.2 npencrasiena KiaccuduKays BTOPUYHBIX HEHa-
CJIEZICTBEHHBIX 3a00JI€BaHMIT — JAUCIUITOTIPOTEMHEMUH, CBA3aHHBIX

296



X II-Doue
— BNILOQ WIFH M9ERTIUL -]/ IMO(OT NITHHOMITRLATA I BUWOHOAMUWOLMXADIINI BRHIOINO))
puwonndLodnonnirdonmy
++ I[THOI ¥ (0T-OLe £9LHID UITHHOIIIIEO0]] AL BRHHRIOAMHNQIWON BRHIOWI))
eenronndgud onHaL BUWa(e)[[]/-darmt
4+ -OHIA ‘()[[]/ 9HOg0dA 1 £3LHUD UIHHIIIIIEO]] - BRHUONA))

X 4 [THOI/ X[ 9HIHeHWod Wwenr
-0QeRLR UIIHHOUTOWRE ‘[[H O]/ ouHegogedgo (DX ] BeHLHEHWA)
++ QOHHOIMIA ‘FJOLR BUHOHIWEN SIIHHOMIIRLAA 111 BUNOHUOLOAIONNIIRLIQOUY BRHIONA))
+4+ LIHI, 00T-gOue exIrag 1Mo(AT NIIHHOUTRLAJ eIl DX ] BRHUOWS))
++ BeHLOIMe0daLaT —
S+ BBHLOIMEONOL —
(DX 1) suwarrodaroarroxdarmt
edoLuonad-[H ]/ 19T YIIHHOUTIBLAA e[l BRHIOWID BeMIOhUIIRIY]

wogodaryd Anooxmd
eeodaroodoLe — nnioroLen eHUhHA]] QuUHedERH J0HdIrenandy,
-odaie 5 aga) -rad¢p om umj,

yUWIHHALOdIONUIrONY — ([1I7]) UuwoHudLoduonnrdonnl XiHhuadon MLHended OUMIIOhULIHI |

L°¢/¢ vhnrgn]




Yacrp IT (BTopoii cemecTp 06ydenust)

C aTePOCKJIEPO30M. Y KazaHHbIe KaaccuuKanum HeoGX0IMMO aHa-
JIMBUPOBATH IIPUMEHUTENLHO K KOHKPETHOMY GOJIbHOMY, 3Hast HOPMbI
(muamason) comep;kaHUd B KPOBU 3[I0POBBIX Jiozieit mummaos u JIII
(1abu. 5/2.3). B KIMHUKO-OMOXUMIYECKYIO TPAKTUKY BBE/IEH J0TI0JI-
HuTebHBIN (110 oTHOIIEHUIO K DPEeIPUKCOHY) TeEPMUH — JIUCJIUTIO-
MIPOTENHEMUH, KOTOPBII OXBATHIBAET BCE PA3HOBUIHOCTH KAU€CTBEH-
HBIX U KOJndecTBeHHbIX nudMenenuii JII1, T.e. He TompKO yBenmuenme
MJIM YMEHBIIEHWE WX CO/IePKaHMsT B KPOBH, HO U UBMEHEHUE UX CO-
craBa. [Tocenee 0cOGEHHO AKTyaIbHO Ha COBPEMEHHOM JTAlle yde-
HUS 06 aTepocKiepose.

Amepocknepos — nHensbeRHOE ¢ BO3PACTOM MATOJOTHYECKOE U3-
MeHEeHUe MHTUMBI 1 YaCTUYHO MW apTEePUH 9J1aCTUYECKOTO TUTIA,
HPUBOJISIIEE K HAPYIIEHWIO PabOThI Cepiilla, MO3ra, MOYeK, a0PThI
(HGAPKTHI, UHCYJIBTHI, TAHTPEHBI HUKHUX KOHEUHOCTeH u /1p.). Oc-
HOBHOT TATOJIOTUYECKUI 3JIEMEHT — aTePOCKJIEPOTHIECKAst OJISIIKA,
cozepekaiias aupsl xosaecrepoa (OT rped. athera — xammna), TAT,
TIMKO3aMUHTJINKAHBI, KAJIBIINH, KOJJIATEH U 3JIaCTHH, IUTTODYCIIUHBI,
JKUBBIE KJIETKU W WX JIETPUT U JIa’ke XJIAMUJIUUA U BUPYCHI Teplieca.
Karncysna GpubposHbIx GJIsiiieKk MOKET paspbiBaThest, 0OHaxkas IXC
U MHYIPYsT arperamuio TpPOMOOIMTOB U TPOMOO3 cOCy/a.

Tabauya 5/2.2
BropuuHbie HEHACIECTBEHHbIE 3200I€BaAHUS —
JMCJIMIIONPOTEHHEMHH, CBS3aHHBIE C aTEPOCKIEPO3OM

CB#3b c ate-
3aGosnesanue IIpuyuna narosoruu —
pOoCKJIepo-
WM CHHAPOM aTepocKIepo3a
30M
Caxapublii guaber: [nukoswamrpoBanue Geska
— 2-ro THIA anoB-100 JIHIT wim Geska JIHIT- +++
— 1-ro Tuna pereniropa® +
l'unorupeos Topmoskenue mpeBpaieHus Xo- +
JiecTepoJia B sKeTYHbIe KUCTOTBI
B [I€YEHU U 3aMeJJIEHHE PelelTop-
Horo snztonmrosa JIHII n3 kposn
B relaToIUThI
Cunznpom X uim MHOKeC- Jucnunonporennemus, UHC/, ++
TBEHHBII MeTabOIMIECKUit OKMPEHNe, TNIePTOHNUS
CHHJIPOM

TU IPUYUHBI OTHOCATCS K n 2-TO THTA.
* O Cllu2
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5/2. Ilatosorust oGMeHa JIUIMUI0B

Tabnuya 5/2.3
Jlnana3oH cojiep;kaHusl B KPOBU 3/I0POBBIX Jio/Aeil
JIMMIONIPOTEHUHOB, X0JieCTepoJa JUNONPOTEeNHOB
Y anoJIMIONPOTENHOB

KoHuenrpanus B KpoBu
XosecTepoJs U JUNONPOTEUHbI
Mr/ 1t MMOJIb /JI
Xonecmepon
O6uuit XC 150-250 3,9-6,5
XC JIHII 135-155 3,5-4,0
XC JIBIIL:
— MY’KYUHBI 35-70 0,9-1,8
— JKEHII[ITHBI 40-80 1,0-21
Jlunonpomeunvt xposu, v/
JIHIT 3,0-4,5
JIBII:
— MY>KUNHBI 1,2—4,2
— JKEHIUHbI 2,5-6,5
JIII(a) 0,2-0,3
aroB 0,6-1,8
armoA-I 1,1-2,2

Arepockiiepos — nosndakropuanbHOe 3a00I€BaHIE,  TOITOMY
B [TPOIECCE €T0 U3YUYEHUS TTOSIBIJINCH Pa3Hble TUIIOTE3bI 1 (hakThI 00
€ro aTHOJIOTUH ¥ TIaToTeHese, 00berHeHHbie akagemukom A.H. K-
MOBBIM B €/IJUHYIO HHTETPAIBHYIO MOJIENb, KOTOPYIO 5T PACCMATPHUBAIO
OAPOOHO B CBOEM 3JIEKTUBHOM KypCe JIEKIIUIA 10 OMOXUMUU JIJIsST
cryzenros (http://salebook.ru/index.php?cd=2819). Kpatko ato
CJIe/IyIOIe TUTIOTE3bI, CIIPABEJINBbIE B COBOKYITHOCTH: OCHOBHAS
XO0JIeCTEPOJIOBast, TPOMOOTEHHAs!, KIOHaIbHast («MHOMa» COCy/a),
AyTOMMMYHHAsI ¥ EePEKUCHAST.

I'mmepxosecteposemus — moBbinienHasd KoHieHTpanug XC
B KPOBU SIBJISIETCSI HECOMHEHHBIM aTOreHeTHYeCKUM (HaKTOPOM
PasBUTHSI COCYANUCTOM OJIAIIKY ISt JIFO/IEi JII0OOT0 BO3pacTa U 9THO-
JoruyeckuM (haKTOPOM aTepOCKIePO3a MOJIOJBIX (HACTECTBEHHAS
cemeitnast [XC — Ila, tabx. 5/2.1). TloaToMy B 1epBoM TIPUOJIHIKE-
HuK aTepockiepo3 — ato [XC, onennBaemasi 1o o6memy XC KpoBu
(em. tabu. 5/2.3). Oxnako He Beer/a moBbieHHbiil yposerb X C Kpo-
BU [IPUBOJIUT K TOSIBJIeHMIO OJistiiiek. BoJiee crporoe onpeenenne —
aTepPOCKJIEPO3 COMPSKEH C AUCIUTIONPOTENHEMUEH, TOUHEe — C yBe-
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Yacrp IT (BTopoii cemecTp 06ydenust)

sudennem gosn ateporeHHsx JIHIT n JIOHII u ¢ ymenbniennem
nosu antuateporenusix JIBII. B ¢Bg3u ¢ aTuM MO# PyKOBOAMTEDb
(1o Hay4HOIi pabote Ha Kadenpe Onoxumur BoeHHO-MeIUIIMHCKON
akazemun) akajzieMuk A.H. KaumoB BBeJ B KITMHUYECKYIO TPAKTUKY
CCCP u PO unzekc aTeporeHHOCTH, IO3BOJISIONINIA 110 JTabopaTop-
HBIM JIAaHHBIM BEPOSITHOCTHO OIIEHUBATh PUCK Pa3BUTHUSA aTePOCKJie-
po3a y IaHHOTO TTaIMeHTa.

XCJHIH +XCJIOHH — XCoGumf{ + XCJIBII < 3
XCJ‘IBH XCJIBI‘[

Jlato 0ObsICHEHME CMBICIa WHIEKCA aTepPOTeHHOCTH, 3HaYeHHe
KOTOPOTO He TOJKHO CYIIECTBEHHO TMPEeBBIMIATh Beqmunny 3. [Ipn
HOpMasibHOM ypoBHe 001ero XC KpoBH cojiepsKaliiie ero 0CHOBHYIO
maccy (70%) JIHIT BBITOJHAIOT CBOIO OOBIYHYIO (DH3HOJOTHYECKYIO
poib — TpaHcropT XC B KJIETKU OPraHOB W TKaHEH MPU y4acTuu
JIHII-penieniropa (1ipezpiaymas gexiust ). OpHaKo Mpu MOBBIIEHHOM
cogepskanuu B kposu obuiero XC u, coorsercrsenno, JIHII u ero
npenmectBenunka — JIOHII Bce atu JIII n ux XC paurteapHO TUP-
KYJIUPYIOT U TIOJIBEPraloTCs XMMUUECKOM MOUMUKAIINY B KPOBSTHOM
pyciie (okucienwue, raukosuanposanue anoJIl1, obpazoBanme KOMII-
JIEKCOB ¢ COOCTBEHHBIMU aHTUTEJIAMHU ¥ JIp. ). TaKoil aTeporeHHbIN U3-
Menennbrit XC n ateporentble MoguduinpoBanibie MJIHIT aktusHO
[IOTJIONIAIOTCS. B KPOBU apTepPUil MOHOIUTAMU U 9HIOTEJIUEM Yepes
ux 0coOble HeperyIpyeMble CKeBUH/IKEP-PEIENTOPDI, U OHU TPaHC-
HOPTUPYIOTCST B UHTUMY st (hopMupoBanust OJstiiek (puc. 5/2.1).
B atom miane ocobeHHO BpeaHbl AepuBaThl okuciaeHHoro XC, o6pa-
3YIOIIMECs B OPraHU3Me YeJI0BEKa, a TAK)Ke MIPH JIJTUTEJIbHOM, Hellpa-
BUJIBHOM XPaHEHWH TIHIINEBBIX MPOAYKTOB (CyX0e MOJIOKO, SUIHBIN
TTOPOIIOK, MSICO, MAallOHEe3) U MPU BO3/IEUCTBUN OU€Hb BBICOKUX TEM-
meparyp B Ipoliecce TIPUTOTOBJIECHUS TTHTITH.

Hamporus, antuareporenusie JIBII moromaoT u30bITOYHbII
u «Bpenubiity XC u3 JIHII kpoBH, KI1eTOK UHTUMBI U OPTaHOB (Me-
XaHU3M — B IIpeAbIyIelt Jeknun) u yepes craguu JIBIL,, JIBII,,
JIBII, mepenocsiT ero B mapaBa3ajbHbIe COCY/IbI, B INMQY, KPOBD,
nedenb, rae u36orrounblii XC mpeBpaiaercs B KeJIYHble KUCIOTD
" yrasisercs ¢ KajJoM. TakoBbl OCHOBHBIE, HO He eJIMHCTBEHHbIE Me-
XaHU3MbBI aTePOTeHHBIX U aHTHaTeporeHubix coticts JIHIT u JIBIL.
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5/2. Ilatosorust oGMeHa JIUIMUI0B

nmcpa —> KpoBb —[leyeHb

Puc. 5/2.1. TpaHcnopt ateporeHHbIx JIHI 1 aHTnaTeporeHHbix JIBI B cTeHKe
apTepun

CyiectByer eme oJMH MUHOPHBIN TUII CYTIepaTEPOTEHHbIX
JIIT — JITI(a), xotopsie oTmmuaiorcs ot JIHII magmanem ma mosepx-
HOCTHU OJIHOW WJIU JIBYX MOJIEKYJ JPYTOTO TJTUKO3UJIUPOBAHHOTO
aTfOJIUTIOTTPOTeNHA — amno(a), CBA3aHHOTO MUCYIb(MUIHON CBI3BIO
c annoB-100. Y soneit ¢ HAaCIEACTBEHHO IETEPMUHUPOBAHHBIM TIOBbI-
meHHbIM yposheMm JITI(a) 6iaokupyercs pubpunosms (aexmus 17,/2)
U YyCUJIEH aTePOTeHHBIH 3(D(EKT MOBBIIIIEHHOTO CBEPTHIBAHMS KPOBH,
YTO SIBJISIETCST TPUYMHO 00001 (hOPMBI TEPBUYHOTO ATEPOCKIEPO3A
(cm. Tabm. 5/2.1).

Haubouee nsydennas Kiraccudeckast HaCJaeJCTBEHHAST cCeMeitHast
runepxojecreposuemus (tun I1a) gereil 1 MOIOABIX J0AEl 06YCIOB-
Jena paznoodpasubiMu (0k0s10 300) MyTanusiMu B pa3HbIX JOMEHAX
rera JIHII-penienitopa (19-s xpomocoma). MyrtanTubiit JIHII-pernen-
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Yacrp IT (BTopoii cemecTp 06ydenus)

TOP TIJIOXO BBITTOJHAET (PyHKIMIO «Hacoca» XC m3 KPOBU B MapeH-
XMMATO3HbIE OPTAaHBI BCJIEACTBUE HAPYIIECHUS KOMIIJIEMEHTAPHOCTU
B3auMozetictBus ¢ JIHII, uTo mpuBOAUT K MOBBIIIEHUIO KOHIIEHT-
parun XC B kpou g0 1000 Mr/m1 y TOMUHAHTHBIX TOMO3UTOT | 110
500 Mr/mi y rereposurot. 3abosieBaHue ObICTPO MPUBOAUT K KOPO-
HAapHOMY aTepOCKJIEepPO3y U MOUTU HE IOJAeTCs AMEeTO- U dhapma-
KOTEpaIuu B CIy4ae TOMO3UTOT. Y OOJIbHBIX caXapHbIM AMa0eTOM
Takxke Hapyiaercss ahheKTUBHOCTh PadOThI «HACOCA» BCJIEACTBUE
rimkosnanposanusa JIHII-pentenrropa nim amoB-100 JIHIL, n y aTux
GOJIBHBIX Pa3BUBAETCS BTOPUYHASI AMCIUTIONPOTENHEMUS U ATEPO-
cksepo3 (cM. Tabu. 5/2.2). Tlpu runotupeose TakKe MOBBIIIACTCS
ypoBetb XC (cM. JIEKITUIO 4/2) 1 BO3MOXKHBI aTEPOCKIEPOTUUECKIE
CUMIITOMBI,

[l 3akperienns wHOOPMAIIUN TIPEBIAYINEH JIEKITUU O PEry-
sty cuHTe3a XC, PO TOPMOHOB U JIEKAPCTB-CTATUHOB B CBI3H
C IaTOJIOTHEN T0JIe3HO paccMoTperh puc. 5/2.2. Cunres XC, xerd-
ubIx kucyaoT u JIHII-perienTtopoB mponcxoauT moa KOHTPOJIEM psaa
AJJIOCTEPUYECKUX W TOPMOHAJIBHBIX (PAKTOPOB MO PA3HBIM MOJIe-
KYJIAPHBIM MeXaHusMmaM (JIexins 4/2). AKTUBHOCTD PeryIsaTOPHO-
ro ¢epmenta cuntesa XC 'MI-KoA-penykrassl E; ymenbiaercs
oz BaugHUuEM caMoro XC ¥ JIEKapCTB-CTATUHOB W YBEJIUUUBACTCS
ACTpoTeHaMHU. B reueHu 1oj| BIAUSHUEM 3CTPOTEHOB 3aMeJISAeTCs
npespanienne XC B jkeqdnble KUCJAOTH (depe3 E, — peryasaropusrii
(hepmeHT 70-THAPOKCUITA3Y), a HOATUPOHUHBI HA0OOPOT YCKOPSIIOT
sty tpanchopmanuio. M36srtok XC B KIE€TKE Pelpeccupyer CuH-
Te3 B aToi kieTke JIHII-perienTopoB, HO aCTpOreHbl, HOATUPOHUHbBI
U CTATWHBI YBEJTMUUBAIOT HA TOBEPXHOCTH KJIETOK TAPEHXUMATO3HBIX
OPraHoOB KOJMYECTBO ATUX PEIENITOPOB U MIO9TOMY YMEHBINAIOT B KPO-
Bu cozpepxxanure XC u JIHIL. Ilepeiinem x maTtomoruu. PaccMoTpen-
Hble GakTOPbl 0OYCIOBIUBAIOT Y JKEHIIUH B JIOKJTMMAKTEPUIECKOM
MePUOJIE MEHBIYIO YaCTOTY aT€POCKIEPO3a 1 OOJIBIITYIO YaCTOTY JKeJ-
YHOKaAMEHHO#T 00JIe3HM, 4eM y My;K4uiH. [[epedntaiiTe MOBTOPHO 9TOT
ab3ait, YTOOBI TTOHSATH MPECTaBICHHBIE TIOMOKeHNsT (CM. prc. 5/2.2).
[Tocsie MeHOTIAY3BI TIPU OTCYTCTBUY 3aMECTUTEIBHON 3CTPOTeHOTEpa-
MUY SKEHIIUHBL HE OTJUYAIOTCI OT MYKYUH 110 CKOPOCTH TIPOTPECCH-
POBaHMs aTEPOCKIEPO3a. Y MYKUYUH € AJIKOTOJIBHOM GOIE3HBIO MO/
BJIUSTHIEM HTAHOJIA TOPMO3UTCS B TECTUKYJIAX CUHTE3 TECTOCTEPOHA
U YBEJIMYUBAETCS OTHOCUTEIbHAS 07151 3cTporeHoB. [loaTomy y HUX
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5/2. Ilatosorust oGMeHa JUIHI0B

HacTymaeT BHeEIHAA (1o ¢hopMe JuIa U Tea) u PyHKITNOHATbHAS
(hemuHM3aIMs, 1 UHOTIA TIPOSABISETCS TECHACHIIMS K TOPMOMKEHUIO
Pa3BUTHUSI aTEPOCKJIEPO3a C YMEHbIIEHUEM WH/IEKCA aTePOTeHHOCTH,
HO TOJIBKO /IO CTAJUU BO3HUKHOBEHUS BUCIEPATHHOTO AJTKOTOJTN3-
Ma. U Hakomer, u3 puc. 5/2.2 u JeKun 4/2 ciemyer, 9T0 TOPMOHBI
ITUTOBUIHOMN KeJe3bl yMenbInaoT conep:kanue JIHIT u XC kposu.
[ToaTomy 1pu runoTupeo3ax MOKET BTOPUUHO Pa3BUBATHCS aTE€PO-
ckJepo3 (cm. Tabm. 5/2.2), a Ipu TUIEPTUPEO3aX CHUKAETCS YPO-
Berb X C, KOTOPBIN HEOOXOIUM OPraHU3MY JIJIsl BBITTOJTHEHUST MHOTHUX
byukmmit (rexnus 4,/2).

miokoza ---»Auetun-KoA - }— »XC —1: =»enyHsle KUCnoTeL

"
S

E; =

@
© ®T S)

CraTuHbl— 3CTpPOreHs HonTtupoHuHsl
® |® @

JIHM-peuenTopsl

S

Puc. 5/2.2. Perynauna cuHtesa xonectepona, JIHM-peuentopos v »KefnuHbIX KNCNOT.
MpumeyaHue. E;, — TMI-KoA-pepykTasa; E, — 7a-rmppokcunasa; «—» — UHrMbupy-
oW 3GPEKT; «+» — aKTUBUPYOLNIA SPPeKT

Ecau y Mononpix miofeit puck pa3BUTHS aTEPOCKJIEPO3a U BO3-
HUKHOBEHMsI COOTBETCTBYIOIINX GOJIE3HEN HAIIPSIMYIO CBSI3aH C My-
TAIUSMU HEKOTOPBIX TeHOB (M. Tab1. 5/2.1), TO ¥ TOKWMIBIX JTIOeiH
CYIIECTBEHHYIO POJIb UTPAET IEJbIN Psiji ¥ IPYTUX HPUKU3HEHHO
pruoOpeTeHHbIX (haKTOPOB, CBSABAHHBIX ¢ 00Pa3OM KU3HKU U BO3pa-
cToM (Tabm. 5/2.4).

Bce aTu Bpennbie hakTOPHI TPUBOAAT K YCUJIEHUTO TIEPEKNUCHBIX
MPOIIECCOB, AYyTOMMMYHHBIX PEaKIil, K XUMUUeCKOU MOANMDUKAIINN
XC u JIHII, x moBpeXAeHUIO HIOTENN, K TIOBBIITIEHNIO CBEPTHIBA-
HUSI KPOBH, K MI3BMEHEHUIO TOPMOHAJIBHOTO CTATyCa, YTO YCKOPSIET
(dhopMuUpoBaHUe aTePOCKIEPOTHYECKUX OJISIIEK U YCUIUBAET TPOM-
603 coCy/10B ysKke 0e3 JKeCTKOI CBSI3U € COCTOSTHUEM TeHOMa YeJIOBEKA.
IToatomy mpoduIakTHKa BO3PACTHOTO aT€POCKIEPO3a A0KHA OBIThH
HalpaBJieHa Ha KOPPEKTUPOBKY obpasa sKU3HU U (haKTOPOB PHCKa
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(cm. Tabm. 5/2.4) v oAKpEIIeHa TIEPUOIUIECKUM JTadOPaTOPHBIM
U KJIMHUYIECKUM KOHTPOJIEM 3/[0POBbsI MAIIUEHTOB.
Tabauya 5/2.4

MdakTopbl, NOBHINAIONIKE PUCK 3a00I€BaHMIl, CBSI3aHHbIX
C aTepPOCKIEPO30M

Hemomuduuupyemsie

Moauduuupyemsie paKkTopsl baxTop!

Buoxumuyeckue u ¢u-
3uoJornyeckre HpakTopsl

Poccus, 1996 2.

Boicokokanopuitnoe | ['mnepxosnecreposiemust 3a | Bozpact — ¢ Bo3pacTom Bo3-

O06pas :Ku3Hu JIMYHOCTHbIE ApPaMeTPhI

nuTa"ue ¢ moseieH- | caet JIHII pacTaeT puck

HBIM coziepskatrieM | Aprepuasibiast rutiepro- | ITos — y Myskuun puck 60Jib-
SKHUBOTHOTO JKUPA HUS mre

u XC Huskuii yposenb B kposu | Hannuue y 6;1mskux poji-
Kypenne JIBII CTBEHHWKOB KJIMHUYECKUX
V36biTouroe notped- | TuneprpuraunepuieMust | IpOsIBIEHUIT aTepoCcKIeposa
JICHWE aJIKOTOJIS Osxupenne (st MysK9uH — 710 55 Jier,
Cumkennast pusu- CaxapHblii guader TSI SKEHIITTH — 710 65 JieT)

YyecKad aKTUBHOCTD Tp0M6OFeHHI)I€ q)aKTOpI)I Hanmane B cembe it
C I‘I/IIIep]H/IIII/ILleMI/IEI'/JI

CIIIA, 1993 a.

Bospact — st Mmyskaun crapiie 45 et

Bospact — is1 JKeHIIH cTapiie 55 JieT Wi paHHss MeHolaysa 6e3 Tepanum
ACTPOTEHAMHU

Hasnuue B ceMelHON MCTOPUU MIIEMIYECKOT GOJIE3HH cepIia

Kypenne

ApTrepuasibHasi TUIIEPTOHUS

Caxapublii auaber

OcHOBOII J1TabOpaTOPHOIT OGUOXUMUIECKON JTUATHOCTUKY SIBJISI-
eTCcs TaK HasbIBAeMbIil JUIUAHBIN KoMmILIeke: obmuit XC KposH,
XC JIBII, XC JIHII, XC JIOHII c pacueTom mHIeKca aTepOTEH-
HOCTH, KU (TPULIULEPUABI) KPOBU U B OJMzKalIeil IepCreKkTy-
Be — JIpyTHe TT0KA3aTeN!, YaCTh U3 KOTOPBIX MBI PACCMOTPENH WJIN
paccMOTpUM jlajiee B Hammx Jekiusax (anoB, anoA, JITI(a), romo-
nucTend u ap.). O1eHKa KadeCTBEHHBIX M3MEHEHNH MOANMPUITHPO-
BaHHBIX cynepareporeHHbix MJIHII gaBasieTcs nist coBpeMeHHOM
MEJMIMHCKON MPaKTUKK MaJIoBepOsATHON. B OyayiieM yke B MO-
JIOJIOM ¥ CPEJIHEM BO3PACTe YEJIOBEK MOKET UMETh CBOCOOPa3HbBII
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5/2. Ilatosorust oGMeHa JUIHI0B

MeJUIUHCKUN MAaCHOPT, XapaKTePU3YIOMUil ero MapKephl pHUCKa
M MapKepbl aHTUPHCKA MPOSBJIEHNS Y HETO aTePOCKIepo3a B BUJIE
nHbapKTa MUOKap/a, HHCYJIbTA, TIePEMEKAIONIENCsT XPOMOTHI, 60-
JIE3HU COCY/IOB MOYEK U T.JI.

NMPUHUUNBbI NPOPUAAKTUKN U AEYEHUS
ATEPOCKAEPO3A

[TpuHIUIIBI TPOGMUIAKTHKI U JIEYEHHST aTEPOCKIEPO3a MOTYT ObITH
M3JI0JKEHBI B pAMKaX Kypca OMOXUMUHU OYeHb JTAKOHIIHO.

1. Koppexmuposxa duemwt. ITO NEPBBLIl 1Iar, IPELyCMaTPUBATO-
muit HopMasusannio ypoBHA XC nim sxupa, nian 1 X C, 1 skupa B CIry-
vae HeoOxoaumocTr. Creryer orpanndnTh cojep:kanne XC B cyTou-
HoMm parmone 70 100 MT mpm HaceCTBEHHBIX (hOopMax MaTOJOTUN
u 710 300 MT TpY BTOPUYHBIX JIUCJIUTIOTIPOTENHEMUSX. Y Bpaveii mMme-
€TCSI TPOMA/IHBII KOMILJIEKC COOTBETCTBYIOIIUX PEKOMEH/IAINIA.

2. Cmamunwl, ”THTUOUTOPBI CMHTE3a 9HA0TeHHOTO X C, SABJISIOTCSI
ceroiHst caMbIMU 9 (HEKTUBHBIMU JIeKapCTBaMu, KOTopbie Ha 20—40%
camkaroT XC KpoBu. 3a TIOCJIeTHUE TO/IbI CO3/IaH «apCeHa» TPUPOJL-
HBIX, MTOJYCUHTETHYECKUX U CHHTETUYECKUX CTATUHOB, TPEOYIOIIIX
u He Tpebyonmx onoTpanchopMaI B OpraHusMe.

3. Cexgecmpanmol Jcenunvix kuciom (X0JeCTUPAMUH U JIp.), yC-
Kopstotue obpaTHblil TpaHcopT XC 1myTeM npepbiBaHMs SHTEPOTe-
naTuaeckoi mupkyaannn XC 1 jKeJTIHBIX KUCJIO0T U TaKXKe yMEHbITa-
tore ypoenb XC KpoBu.

4. Quopamol u nepopanvrvle zenapunsvl, YyCKOPSIONINE PACTIA]L
JIOHII (nmpenmectBennnkoB JIHIT) 3a cuet aktuBammu JIII-numaser
anjoTenns. 'emapuHbl AOMTOTHUTEIBHO YMEHBINAIOT CBEPTHIBAHNE
KPOBHU.

5. Aumuoxcudanmot (Butamun E, mpoOyKosr), TOPMOBSIIIE OKKC-
sgenue XC u JIHIL

6. Huxomunosas xucioma u ee npoussooHvie, CHUKAIOIIIE
cexkpenuio JIOHII B kpoBb u 3amemisioniue pacmaz JIBII, a rakke
yMeHbImatone yposenb JII1(a).

7. Ilpu neapexTnBHOCTH NMEeTO- 1 (hapMaKOTEPAIUH, YTO Xa-
paKTepHO /71T HACIEICTBEHHBIX (JOPM aTEPOCKJIEPO3a, TOKA3aHa IKC-
TPaKOPIIOPaJIbHAS TePAIUs ¢ 1esbio yaanenus us kposu JIHIT u xu-
pyprudeckoe 4acTHUHOE uieonryHTHpoBanne. Cresanbl MOMBITKA
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[epecajiku 3JI0POBOI MeUeHU WM aHAJIOTUYHASI TeHHO-UHKEeHePHAs
npolierypa BBefiennsi HopMasibHbix renoB JIHII-perentopa.

BoJiee noapobHOE n3J10KeHne GHOXMMUYECKUX aCIIeKTOB aTepo-
CKJIEpPO3a, B TOM YHCJIE METO/IOB IUATHOCTUKH, TPOMDUIAKTUKY 1 Jie-
YEHUSI, IIPE/ICTABJIEHO B CJEAYIONIUX MOUX JIEKIUSX U CTAThSIX.

1. Jlekuus B skypHasie «Borpocsl 6101, MejL., hapM. XUMUK». —
1999. — Ne 1. — C. 49-55.

2. T'nasa (B coaBropctse ¢ A.E. TybapeBoii) B yueOHOM 110cOOUT
JUISL CTYJIEHTOB «broxuMuueckrie OCHOBbI TIATOJIOTMUECKUX MTPOIEC-
coB». — M.: Meannna, 2000. — C. 122—-154.

3. AyZIMONIEKINS B MOEM 9JIEKTUBHOM Kypce Kadeapbl OUOXMMUT
«Kmuanyeckas 6uoxumus»: a) kuura DV D usgarenbcrsa « PaBHoBe-
cue». — M., 2011; 6) unrepHeT-pecypc usaaresabcTsa « Papnosecres»
http://Salebook.ru/index.php?cd= 2819.



ANekung 6/2

NMEPEBAPUBAHWE BEAKOB.
KATABOAU3IM AMNHOKUCAOT
(36apckun b.N.)

accmarpuBast oOMeH 6esikoB 1 amuHOKKCIOT (AK) Bo 2-M ce-

MecTpe 00ydeHust, HeOOXOAMMO BCIIOMHUTD JIBE YiKe U3Yy4eH-

Hble BaMu B 1-M cemecTpe knaccudukanmu AK: XuMmaeckyro
Kaccudukammio ¢ popmyiaMu 1 GU3UKO-XUMUIECKYIO KIacCupu-
Karuio cBoiicTB paankanos AK (smexnmsa 1/1).

Tperbsa knaccuduranusa quddepentnmrpyer AK 1o BO3MOKHOCTH
UX CHHTE3a B OPraHu3Me YesloBeKa.

1. Hesamenumbie AK He MOTYT CHHTE3UPOBATLCSA U TIOCTYTAIOT

B OpraHu3M ToJbKo ¢ nutieit: Tpe, JIuz, Met, Bam, Jleit, e,
Den, Tpu (8 AK).

2. Ilna samerumbix AK cuaTes Bosmoxen: Ama, Acn, AcH, [y,
Lmn, Toa, Cep, 1Ipo (8 AK).

3. Yactuuno 3amennmMbie AK cmHTE3UpYyIOTCSA, HO B HEIOCTATOY-
HOM KoJImuecTBe, ocoberno y gereii (Apr, T'uc).

4. Ycnosno samennmble AK (Iuc, Tup) cunresupyiorcs npu
YCJIOBUM HAJMYUS COOTBETCTBYIONIUX UM NCXO/HBIX He3aMe-
nnmbix AK.

VY nereii TIepBBIX MECSIEB KU3HHM, OCOOEHHO Y HEJIOHOIIIEHHBIX,
MPAKTUYECKU He3aMeHUMbIMU SIBJIsIoTCsT Takke 1luc u Tup, a B me-
puon 1o ojHoro roza u ['uc.

Yetseptyio kraccndukarimio AK MBI H3y4uM B ciIeyioniel Jex-
IUN.

OcuoBHON ncTOUYHNK BceX AK U eTMHCTBEHHBIN MCTOUYHUK He-
sameHnMbix AK — mmmia. CyiectByeT moHsTre 0 «OMOIOrHIeCKOit
HeHHOCTH OeJIKOB muIn». I1oHOIeHHbIe OEJIKN JKUBOTHBIX, TITHII,
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KYPUHBIX SIUI[ ¥ COU COJE€P:KAT BCE He3aMEHUMbIE JIJIsI YesioBeKa
AK B oTmure oT pacTUTENbHBIX 6enKoB (KpoMme con). Hexoropbie
IPYIIIBL JIIOJEH BBIHYKIEHBI TUTATHCS PACTUTEIbHBIMU TTPOAYKTA-
MU, 9YTO MOKET ITPUBOIUTH K OEIKOBON HEOCTATOYHOCTH U K MATO-
Jgoruu (kBamuopkop B Adpuke). OnHako MHIEHIIB SMITUPUIECKI
HAYYHUJTMCH CO3/IaBATh NCKYCCTBEHHYIO ITOJHOTIEHHYIO PACTUTEIHHYIO
CMeCh — CYKKOTAIII, COCTOSAMLYI0 13 60608 (Mano Tpu u muoro JIus)
1 KyKypy3bl (cootHorerre AK o6patHoe).

OpraHusM yesoBeKa COAEPKHUT OKOJIO 15 Kr GeIKOB, a KoJmde-
ctBO cBOobGOAHBIX AK B KpoBu cocraBisier 35—65 mr/mi. O6mmmit 6a-
ganc AK (MCTOYHUKYM ¥ ITyTH WX MCIOJb30BAHUA) TIPE/ICTABJIEH HA
cxeme 6/2.1.

Cxema 6/2.1. banaHC aMMHOKMCOT B OpraHr3me yenoBeka
(4mdpbl — KONMYECTBO r/cyT)

NeTounmkm AK

1. Muwessie Genkw 2. Tranesble Benku 3. CuHreanpyembie AK
nepeeapueaHne pacnag 6

!

80

CeoboaHuie AK
30-35

yTH ucnonsb3osanua AK_—
B THKaHAX
"/

1. BuocurTes Benkos 2. ObpasoBaHue HeGenKoBbIX 3. KaraBonuam AK
400 B30TUCTLIX COBAMHEHWA 70
e ~
(rem, HYKNeoTuakl, KPeaThH, - S~
¥

.
KpeaTvHH 1 ap.) s

AmMmMuar KeTokucnoTsl
Ve
r'e Y
MouesuHa Imiokosa KetoHoBb!
Mgl

R

B TKaHsAX M OpraHax MOCTOSIHHO TIPOUCXOAUT OOHOBJIEHUE OeJi-
KOB, T.€. X pacmaj u cunTe3. [lepeuncimm NpuYnHbI U Ty TH pacmaaa
TKaHEBbIX OEJKOB.

e Paspyuenue v rubesb KIETOK.

e YacTtuuHblil mpoTeou3 mpodepMeHToB, (aKTOPOB CBEPTHIBA-

HUST KPOBU ¥ IPYTUX GEJIKOB B IIPOIlecce X aKTUBAIK (JIeK-

s 4,/1).
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e VY3HaBaHue KaTabOJU3UPYEMbIX OEJTKOB «KUJIIEPHOH» MeT-
Koit — Geskom youksutunom (HobGenesckas npemus 2004 r.).
He6ouabimoit youksutun (76 AK) npucoeantsieTcst aMuaHOM
cBasbio (110 JIus) k karaGoausupyemomy Oenky. Jlaee Tkane-
BbI€ [TPOTEA3bI-KATEIICHHbI Pa3pPyIAIOT 9TOT OEJIOK, a YOMKBU-
TUH OCBOOOK/IAETCST ITPU YIACTHN aMU/Ia3bl ¥ (DYHKIIMOHUPYET
MOBTOPHO. DTOT MEXaHNU3M MMEET PA3TNIHOE 3HAUEHHUE, B TOM
YHCJIe 1T KOHTPOJISI KAUeCTBA CUHTE3MPYEMbIX OEJTKOB U pas-
pyiieHust 1eeKTHBIX GeJIKOB, JAJIsI PETYJISIIE KJIETOUHOTO
IUKJIA 1 UMMYHHOTO OTBeTa U JIp.

AzoTtucTblii 6asaHc. JTO MOHATHE CBI3aHO C CYyAbOOIN OENKOB

B OpraHu3Me, a IpuUjiaraTeJibHOE TEPMUHA OTIPE/IENISIETCST TeM, UTO
6enxu comepxar 95% BCEro a3ora OPraHoB U TKaHell. YpaBHEHUE
a30TucToro bajaHca:

GasraHc A = a30T MUK — yAAJISeMbII 13 OpraHu3Ma a3oT (¢ KajioM,
MOYOH, BbIJIBIXaeMbIM BO3/[yXOM, TIOTOM ).

Ecmu:

e A =0 9T0 a30THCTOE PaBHOBECHE Y 3[0POBOTO YeJIOBEKA 3pe-
JIOTO BO3PACTA,;

e A >0 9TO MOJOKUTETBHBIN a30TUCTBIN OalaHC, XapaKTePHBIIT
IS PaCTYIIUX IeTelt, GepeMeHHbIX KeHIINH 1 IS TI0Ae [Py
BBI3/IOPOBJICHUY TTOCJIE TSKEJIBIX OOJIe3HEi;

e A <0 3T0 oTpUIATEIbHBINI OanaHC BO BpeMst OOJIe3HEN, [11-
TEJILHOTO TOJIOJAHUS ¥ TIPU HETIOJHOIEHHOU PACTUTENbHOI
e (6e3 con) ¢ gedururom HesameHnmbix AK. OrcyrerBue
B ITUIIE [Iake OJ[HOI HesameHnMoi AK MoskeT nmpuBecTH K 0T-
PUIATETIBHOMY a30THCTOMY OaJIaHCy.

NEPEBAPUBAHUE BEAKOB

[TepeBapuBanuie GEIKOB MPOUCXOINT B JKETYI0YHO-KUIIETHOM TPaK-
Te (B JKeJIy/IKe ¥ TOHKOM KHIIEYHHUKe) ¢ MOMOIIbIO Habopa MpoTeo-
JuTAYecKux (epMeHTOB (TIIpOTEa3 UM MenTuaas), Ko-

g H,0

TOpBIE KaTaJU3UPYIOT paspylieHne MenTHIHbIX CBs3eil Y

B OeJkax. l |
[TepeBapuBanue GEJKOB BbI yKe U3ydasd B IIKOJAb- — C—N—

HOM M BY30BCKOM Kypcax ¢usnosoruu. Hama rimaBnas
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3ajlaya — PaCcCMOTPETh CJEAYIOIIe CBOMCTBA IIPOTEa3 JKeJIy/10UHO-
KUIIEYHOTO TPaKTa.

I. Kmacc mpoTeomutnieckux ¢hepMeHTOB — TUAPOJIA3HI, KAaTaJIN-
3UPYIONIe Pa3pPhiB MENTUIHON CBI3K TIPU YYaCTHH BOIBI ¢ 0Opaso-
BaHUeM OJIUTOIIENTUAOB (I sHpoIenTuaas) u ceoboaubix AK (s
AK30TIETITH/IA3).

II. Ontumy™m unnekca pH a7 skexy09HOTO TIeTICHHA — OKOJIO
1,5-2,0, a st kumedHsix mporteas — 7,5-8,0.

[I1. /Inddepentmariusg mporeas Mo MeCcTy UX JAeHCTBUS BHYTPH
MOJIEKYJIbI OeJTka:

SHABNENTUAA3E! KATANUAUPYIOT PAIPEIE S3KA0NBNTUAAGK PAIPBIBEIT TEPMUHANEHEE
BHYTPEHHWX NENTUAHEIX CBA3eR caRan ¢ oceoboXaeHNEM
HBpazoBaHnem nenTaHeIX hparmeHTon CBOBOAHLIX BMUHOKUETOT

cTa3d,

peHHuH (V AsTen)

IV. Knaccudurainusa hepMeHTOB IO MECTy UX CHHTE3a U 0 UX
AKTUBHOCTU HEIIOCPE/ICTBEHHO TI0C/IE CUHTE3a:

a) aKTUBHbBIE IIPOTEa3bl: aMUHOIIEIITUAA3HI, SHTEPOIIEIITUIA3A,
IUIENTHAA3bl CHHTE3UPYIOTCSI B BHTEPOIIUTAX TOHKOTO KH-
MIEYHIKA; DPEHHUH JKeJy/IKa JIeTel;

6) HeaKTHBHBIE MTPOTEasbl 0Opa3yoTcst B hopme mpodepMeHTOB
(tabu. 6/2.1) 1 gasee aKTUBUPYIOTCS B TOJIOCTH JKEJTY KA UIIH
TOHKOTO KUIIEYHUKA METOIOM YaCTUYHOIO IPOTeosn3a (JieK-
s 4/1).

Tabauya 6,/2.1
MecTo cHHTE3a M aKTHUBAIMS HEAKTHBHBIX PO} EPMEHTOB

Cunreaupy- MecTto AxTtuBaius npo¢pepMeHTOB (3MMOTE€HOB)
oI HH ACHCTBUA i A Ha3sBanue akTUBHOTO
opran dbepmenta podepMeHT | AKTHBATOP depmenTa
['naBuble [Tonocts [Tenicunoren | Consnas [Tenicun (ynanenst
KJIETKH CTEH- | JKeJy/IKa KHUCJI0Ta, 1a- |42 AK)
KU JKeJTyIKa Jiee TIeTCUH
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Cunresupy- Mecrto AxTuBanus npoepMeHTOB (3MMOTEHOB)
IOIIHH ACUCTBUA I A Ha3Banue akTHUBHOTO
opran dbepmenta podepmeHT | AKTHBATOP bepmenta

[Momxeny- ITonoctsb Tpurnicunoren | durteponen- | Tpurcun (yaaneHsl

JIOYHAs TOHKOTO TH/A3a 6 AK)

] Y C
Kenesa KAMETHIKA | X yviorpuren- | Tpuncus XUMOTPUIICUH
HOTeH
ITpokap6okcu- | Tputicun Kap6okcunentuasp
MeNTUIa3bI Aub
Aub
IIpoanacraza | Tpuncun dJracraza

V. Criertucpmanoctsb (hepMeHTOB. ITO CIOKHBIN BOITpoc. Bo-1iepBbIx,
aT1 (hepMEHTBI CrelU(UIHBL, TAK KAaK OHU KaTaJIM3UPYIOT Pacria/l TOJIb-
KO TIENITUIHBIX CBsI3eil. Bo-BTOPBIX, aTa CHEMM(UIHOCTh OTHOCUTEh-
Hast, TAK KaK PaspyIlaloTcsi CBSA3H, 00pa3oBaHHbIE PA3HBIMU 1 JIFOOBIMI
AK. U Bce ke, B-TpeThUX, MPOTEA3BI TUAPOTUIYIOT C MAKCUMATHHON
CKOPOCTBIO CBSI3U ONPEAETIeHHBIX «106uMbix» AK, uto mpubimka-
er uX K pepMerTaM ¢ abCoOTHON crelnpuyHocThio (cxema 6/2.2).

Cxema 6/2.2. CneynduryHOCTb NpoTEa3 XeyLoUYHO-KULWEeYHOro TpakTa

Paspblieaemas nenTwaHas cBAdb

[nA Tpuncuua
R4 ato [lua v Apr

/
Ans xumoTpuncuHa
R4 arto ®eH, Tup, Tpn

Ans nencuHa

R4 310 ®eH, Tup

P

P
m )"///
o

C-koHe

NH—CH—CO

|
Rz

Ons nencuHa
Rz ato ®eH, Tup

MencuH

3nacrasa
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Yacrp IT (BTopoii cemecTp 06ydenus)

Ocobennocmu nepesapusanust 6e1K08 6 Jceayoxe

1. I'naBHble KIETKU CAU3UCTOH JKeNyIKa CHHTE3UPYIOT HEAKTHUB-
HBIH TIETICUHOTEH TIPU CTUMYJIMPYIOIEM BIUSHUU AlleTUIXOJINHA,
rUCTaMUHA W, TJIABHOE, MECTHBIX TOPMOHOB — ractpuHoB. [locres-
Hue — onuronentunsl n3 14—17 AK — perynmpyioT cuHTe3 merncu-
HoTeHa 4yepe3 MHO3UTOJIDOChATHYIO cUCTeMY, aKTUBUPYS TpaHCc-
kpuninio. MexaHndeckre U XUMUYECKUE MTUTIEBbIE PA3IPAKUTENN
CTEHKH JKeJy/IKa BKJIIOYAIOT ATOT CUHTE3 U CEKPEIUIO METICUHOTEHA
B TIOJIOCTb JKey/iKa. B mosocT MpoucXoauT YaCTUUHbIH MTPOTEOTN3
nercuHorena (cM. Boimie Tabi. 6/2.1 u mexnunio 4/1) ¢ obpasoBarHeMm
AKTUBHOTO TETICHHA.

2. CoJsiHy10 KUCJIOTY MPOAYIUPYIOT apueTaIbHblie U 0OKJIa-
JIOYHbIE KJIETKH CTEHKHU JKeJIYKa MOl KOHTPOJIEM, TJIABHBIM 06Pa3oM
rUCTAMWHA, a TAKJKe TacTPUHOB U areTunaxosnua. Ha cxeme 6/2.3
MOKA3aH TOT MPOIECC, B KOTOPOM TJIABHBIM SIBJISIETCST 00pa30BaHIe
U TIEPBUYHO aKTUBHBIA TPAHCIIOPT MPOTOHOB U3 CTEHKU JKETY/IKA
B €T0 TI0JIOCTH TIpu yuactuu kapOoanruapassl, H' /K*-AT®Massr ¢ pac-
xoiom ATO. [lepekauka aHHOHOB XJIOPA U3 KPOBU B KJIETKH — BTO-
PUYHO aKTUBHBII TPAHCIIOPT 110 MEXaHU3MY aHTUTIOPTA ¢ OIKapOOHa-
ToM. TeparneBThI-racTpOIHTEPOIOTH Ha3bIBAIOT yKazannyio ATMazy
«IIPOTOHHOUN TOMIIOW» U IIPU TUIEPAIUIHOM TacTPUTE U TIPU SI3BE
JKeJly/iKa HazHavyaloT JekaperBa — uHrnbutopsl H /K -AT®asbr s
CHW)KEHUST KUCTIOTHOCTH JKEeTYIOUHOTO COKa. V3 aThX JiekapcTB BbI-
JEJISTIOT «30JI0TON CTaHIapT» JiedeHus 3a60JeBaHU — OMEIpasol,
HEOOPaTUMBINT MHTHOUTOP MPOTOHHON moMiibl. M3Becten u Hosee
HOBBIN Tipenapart (pabernpaso).

3. Jlist mepeBapuBaHusi OCHOBHOTO XOPOIIO PACTBOPUMOTO Oe-
Ka MOJIOKa (Ka3enHa) y IPYAHBIX [eTeil B JKeTy/IKe BhIpadaThiBaeTCst
mpoTeasa — PEHHWH (XMMO3UH ), KOTOPBIH KaTaIu3upyeT OTpaniu-
YeHHBIH TTPOoTeo N3 Kazenna. DparMenTsbl MOCTeHETO CBI3bIBAIOT
KaJIbIHii, 06pasyeTcst GEJKOBBIN CIyCTOK («CTBOPasKUBAHKE MOJIO-
Ka»). CTyCTKU Me/IJIEHHO TPAHCIIOPTUPYIOTCS 110 JKENYIKY pedeHKa,
1 9TO obecTieunBaeT AaJbHEHIINIT IPOTEOIN3 Ka3enHa MaJTOaKTHB-
HBIM METICHOM JIeTeil. Y B3POCJIbIX JIO/El CTBOPAKUBAHUE MOJIOKA
npoussosat HCI u encum.

Ecnu ysx Mbl 3aTPOHYJIN HEKOTOPBIE BOIIPOCHI TIATOJIOTUU U JIET-
CKOH (husmooruu, T0 HeoOXOAUMO ellle cKadaTh 06 0OPaTUMBIX
KOHKYPEHTHBIX MHTUOUTOPAX MPOTEA3 KeJTYI0UYHO-KUIIETIHOTO
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6/2. llepeBapuBanue 6eakoB. Katabommam aMUHOKUCIOT

TpakTa — aMpOTUHUHAX — U PAa3HBIX COOTBETCTBYIONINX Iperapa-
Tax (KOHTPUKAJ WU TPAcUIoN U ropaokc). OHM Ha3HAYAIOTCS TIpU
HaHKpeaTHTax M MaHKPEOHEKPO3ax Jisi MHIMOMPOBAHUST TPUIICUHA
HEIIOCPEJICTBEHHO B CAaMOM TIOJKEeJIY/IOUYHOH sKeJie3e, rjie TPUIICUHO-
TeH aKTUBUPYETCS MPEXIEBPEMEHHO B Pe3yJIbTaTe, BEPOSTHO, Ta-
TOJIOTHYECKOTO 00paTHOTO 3a6poca SHTEPOIENTH/IA3bl U3 MOJOCTH
IBeHAIIaTUTIepCTHON KUKy, [Ipemaparsl ahheKTUBHO yMEHBITAIOT
camoriepeBapuBaHue TO/KeNYI0YHON JKese3bl, G0Jb 1 BOCTAJIEHE.

Cxema 6/2.3. O6pa3oBaHue 1 CEKpeLrs COMSIHOW KUCOTbI B XKenyaKe

paHcropTep
aHWOHOB

O6knagovuHan
Knevka

XNOpHLIA
KaHan \
kS

HenypouHbin
COK
B NONOCTH
wenynoka

BcacbiBaHue POAYKTOB NepeBapuBaHusi OEJIKOB — CBOOOIHBIX
AK — mpoucxoauT B BOPCUHKAX CJTU3UCTON TOIIENH KUIITKH, Kak Tpa-
BIJIO, € OeJIKaMU-TIEPEHOCYNKAMHU U C 3aTPATON SHEPTUH, T.€. ITO aK-
TUBHBIN TPaHCITOPT. MIMeeTcs HECKOIBKO TPAHCTIOPTHBIX CUCTEM JIJIST
pasubix AK. Bo-1iepBbIX, BO3MOKEH BapuaHT MEPBUYHO aKTHUBHOTO
TpaHcropTa ¢ pacxogom AT s HelTpabHBIX He3apsKeHHbIX AK
C yYacTUEM y-TIJIyTaMUJITPAHCIIENTHIa3bl. BO-BTOPBIX, C IOMOIIbIO
MeXaHW3Ma BTOPUYHO aKTHBHOTO TPAHCIIOPTA — CHUMIIOPTA C XJIO-
puctbiM HaTpueM (JTeknus 9/1) — B CTEHKY KUIIEUHUKA TTOCTYTIAI0T
HebospIme Heirpanbubie AK, Mmetnomms, amunoxuciaora Ipo. TTpu
u30bITKE THIIEeBbIX cBOGOAHBIX AK B IOJI0CTH KHIIEYHMKA BO3MO-
JKeH UX TPAHCIOPT B 9HTEPOIUTHI CII0COO0M 0bJIeryeHHoit quddysuu
¢ nepeHocuynkamu, Ho 6e3 3arparel sneprun. AK nponukaior B Kier-
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Yacts II (BTOpoii cemecTp 06ydemHs)

KU CJIM3NCTON KUIIEYHNKA U Jjajiee 4epes MOPTAIbHYyT0 BeHy — B Iie-
4eHb 1 001 KPOBOTOK. Bodmosken iiMdOTeH bl Ty Th TPAHCHIOP-
Ta (cxeMa BOPCUHKHU KuleuHnka — Ha puc. 12/1.1 mexrun 12/1).

Y HOBOPOXK/IEHHBIX JeTeil cabast aKTUBHOCTD MPOTEA3 JKey-
JOYHO-KHUIIEYHOTO TPAKTA He 0OECIIeUMBAET MOJHOE PACIIEIIeHIe
qysKepo/iHbIX 6eKkoB 10 cBoboanbix AK. Obpasyioniiecs: KpyIrHbie
(pparMeHTBI M OJTUTOTIETITH/IBI BCACHIBAIOTCS B KMIIIEUHNUKE U WH/TYTIH-
PYIOT ay TOMMMYHHBIH CTaTyc pebeHKa, eCJIi rpyiHOe BCKApMJIBAHITE
JKEHCKIM MOJIOKOM OTCYTCTBOBAJIO. B fasbHeiinmem aTo MOXKeT ObITh
HPUYNHON BO3HUKHOBEHWS Y MOJIO/BIX JIIOZIEll caxapHoro anabdera
tina 1 (aexnmsa 13/2). Beaxn KeHCKOTO MOJIOKA WM TTOTHOCTHIO
TU/IPOJIUBYIOTCS 10 ¢BOOOMHBIX AK, Miin MX OJUronenTu/ibl He Bbi-
3bIBAIOT ayTOUMMYHHOU IIEPECTPONKH Y JAETEH.

BHYTPUKAETOYHbIA KATABOAU3IM AMUHOKUCAOT

[Tocse mocTyneHnst B KPOBb U Jlajiee B KJIETKU OPTAHOB MHUIIEBbIE
AK mnoxsepraiorcsi kKatabosiM3My, KOTOPbIil COCTOUT, BO-TIEPBHIX,
B II0TE€pPEe UMW aMUHOTPYIIIBI U, BO-BTOPBIX, B IIPEBPAIIEHNN KETO-
KHUCJIOT B TJTIOKO3Y WJIM KeTOHOBBIE Tesa (cM. cxemy 6/2.1).

Y naneraue aMmuHOTpYyIN U3 MOJIeKyJT AK TpoucxoanT aByMms 1y-
TAMU — TPaHCAMUHWPOBaHWeM (TlepeaMUHUPOBAaHNE) W Ie3aMUHMN-
POBaHUEM.

TpancamMuHUpOBaHHE — 3TO MTPOIIECC TIEPEHOCA OL-aMUHOTPYTITIBI
AMUHOKHCJIOTHI Ha O-KETOKUCJIOTY, Yallle BCETO Ha YHUBEPCAJIbHBIN
aKIENITOP AMUHOTPYIIT — Ha O-KETOTJIyTapOBYIO KUCJIOTY — € 0Opa-
30BaHMEM U3 MOCJIe/IHEN ITyTaMUHOBON KUCJIOTDI.

Ob6paTrMast peakiiis TpaHCAMUHUPOBAHUS aJlaHUHA:

CH, CH,

| « [

UCH— NH;: . CH_}
| o |

0. COOH *:1({;:0 (|:H—NH2

COOH COOH

aHwH (Ana)  o-ketornytapoeas  [lvpoeuHorpagHas  [MyTamuHoBas
KMCnoTa KMCAOTa kucnoTa (Imy)
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6/2. llepeBapuBanue 6eakoB. Katabommam aMUHOKUCIOT

[Tosnoe (bMOXUMHUYECKOE) HA3BAHKE IIUTO30JHHOTO (hepMeHTa
JUISE TIPSIMOIA PeaKITNK — aJaHWH-0-KeTOTJIyTapataMiuHoTpaHcdepa-
3a, IUIs1 0OpaTHOM peakIny — rJIyTaMar-IiupyBaTaMUHOTpaHcdepasa.
Coxparmenne — AJIT, B KINHUHUYECKOI TEPMIHOJIOTHH — AJIaHWH-
aMuHOTpaHchepasa.

AHAJIOTYHYIO PEaKIUIO /IS aCIlaparnHOBOW KUCJIOTBI KaTaJIu-
3upyeT acnapTaT-o-KeTorsayTapatamuuorpancdepasa (ACT) nan
riyTaMaT-oKcajoareTaTaMuHoTpancdepasa, KoTopast CymecTByeT
B BUJIe€ IIUTO30JIbHOTO U MUTOXOHAPUATBHOTO N30(hepPMEHTOB:

acnaparuHosas _o-keTornyraposas
Knucnorta KucnoTa ~

_»  luaBenesoykcycHas  rayTamuHoBas
~— kucnota (okcanoaueTar) KucoTa.

Peakiuu TpaHCAaMUHMPOBAHUS SIBJISIIOTCST OOPATUMbBIMU C KOH-
CTaHTOI paBHOBecHs, OJU3KON K equnuiie. [Ipsamas peakius — aTo
HavaJI0 BHYTPUKJIETOYHOTO Kataboaama AK, oGpaTHast peakiius siB-
JISIETCS MOCJIeQHel peakiyell CuuTes3a psija aMUHOKUCIOT. B mo6om
HaIPaBJIEHUN TPAHCAMUHUPOBAHNE MPOUCXOANT B ABE CTAANH (110-
JIypPeaxiinm ), KOTOPbIe BBl MOJKETEe U3YIUTh CAMOCTOSITETIBHO.

AmunoTpacdepasbl — CIOKHBIE OEJIKU ¢ KODEePMEHTOM MHPH-
noxcanbdocdarom (Butamun By, Cesepun E.C.), koTopblil TpoyHO
CBS3aH KOBAJIEHTHOW aJbIMMUHHON CBA3BIO € armoepMeHTOM. JTH
(dhepMeHTBI 00J1a/IAT0T TPAKTHYECKH abCOTIOTHOM CIeupUIHOCTHIO
K TTapaM aMUHOKKCJIOT, ¥ CYIIECTBYeT OoJiee eCSTH TaKuX (hepMeH-
ToB. [lng JIus, Tpe u [Ipo amuHOTpancdepassl OTCYTCTBYIOT U UX
KaTabOJIM3M TPOUCXOUT IPYTUMHE CIIOCOOAMI.

AmunOoTpancdepasbl XOPOIIO U3BECTHBI TepPaleBTaM U IPYyTUM
BpavyaM Kak JMarHocThYecKue (epMEeHTHI, €CJIU UX YPOBEHDb B KPO-
BU mipeBbIaet Hopmy 5—40 EJ /1. BcrioMHuTE 9H3UMOAMATHOCTHKY
(exrus 4/1)!

KonnenTparuga mutoszonpaoit AJIT B KpoBU 3HAUUTENHHO yBe-
JIMYMBAETCS MTPU BOCIIATUTEIbHBIX MOBPEKICHUSIX MEMOPaH KJIETOK,
0co0eHHO reraronuTos. B neyenn cogepsxures muoro AJIT, kotopast
MHTEHCUBHO KaTAJU3UPYeT peakinio oOMeHa amanuta. [loatomy 1mmo-
Boimienne ypoBHst AJIT B KpoBH 0COOEHHO XapaKTEPHO VIS TeIaT-
TOB, B TOM YHCJIe Ha PaHHEN Oe3KeITYITHON CTaii, ¢ MAKCUMYMOM
(B 6—8 pas) na 6—10-ii gewb Gose3mu. B Memblieil cremenu mpu refa-
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Yacts II (BTOpoii cemecTp 06ydeHs)

TUTaxX yBeanuuBaetcs B KpoBu cozpepxanue ACT, y-romyraMuaTpanc-
HeNTU/Ia3bl, JAKTATAernporeHas u3ohopm 5 u 4.

Bricoknit yposens B kpoBu ACT ¢ makcumymom B 8—10 pa3 ot
HOPMBI YK€ Ha YETBEPTOM-IIECTOM Yacy OCTPOil GoJIe3HM Xapak-
TepeH 7151 nHGapKTa MUOKAP/a, ¥ 3TO MOBBIEHNE TTPOOJIKACTCS
B Teuenue 3—5 cyTok. [lpu undapkre npoucxoaut HEKPO3 KIIETOK,
Y [I03TOMY B KPOBb BBIXOHT MPe0OIafaioNiil MUTOXOH/[PUAIbHBIN
nzodepment ACT. Hanmomnro, 9To mpu ocTpoM nHpapKTe MIOKapa
B KPOBM YBEJUYNBAETCS TaK/Ke KOHIIEHTPAIIMs KpeaTHHKUHa3bl (00-
mieit u m3odepmenta MB), makraTaeruaporenasni (001ei u nsodep-
mMeHToB 1 1 2) u 6ekoB-TpornonnHoB T u I (nexmms 4,/1).

JlesaMUHHPOBaHHE aMHUHOKHCJOT — Ipoliecc KataboJan3ma
B MaTPHUKCE MUTOXOH/IPUT C TTOTepell aMITHOKHUCIOTON CBOEH o.-aMM1-
HOTPYIIIBI U ¢ NpeBpaienneM mnocuenneir B ammuak NH,. Cytect-
BYET /IBa TUTIA HECKOJBKO OTJINYATONTUXCS TIPOIECCOB.

I T — npsiMoe Je3aMUHUPOBAHUE COCTOUT B PEAKIIUSIX TTPSIMO-
ro pacnaza AK ¢ ogaum epmMeHTOM 1 6€3 ydacTust APYTUX MOJIEKYJI-
TTOCPETHUKOB:

aMMHOKMCI0Ta — CBOOOAHbLIV aMMMaKk.

XuMUUecKuii MeXaHU3M TIPSAMOTO JAe3aMUHUPOBAHUI MOKET
OBITH PA3HBIM.

1. OxucanrTenpbHOE JIe3aMUHUPOBAHNE, T.€. C OKUCINUTETbHBIMU
PEaKIUsIMU, JIJIsI <IapPHIlbI aMUHOKKMCJIOTHOTO 0OMeHa» L-riryTamu-
HoBOU Kuca0oThI ([1y).

HAOH + H

Cl-KeTornyrapar

[IepBylo OKHCAUTENBHYIO CTQIMIO DTOrO IIPOIecca KaTaausu-
pyeT MUTOXOHApHUATbHAs TJayTaMaTAeruaporesasza (KodepMmeHT
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6/2. llepeBapuBanue 6eakoB. Katabommam aMUHOKUCIOT

HAJI") — onmuromepusiii (hepMeHT M3 IMIECTH HOJUIENTUIHBIX I1e-
Tell, UTpAIoNINi BasKHYIO POJib B 0OMeHe mout Becex AK u akTuBHO
(bYHKIIMOHUPYIONIUI BO MHOTMX opraHax, kpome Mbiiiil. MDepmeHT
perysTopHblii ¢ amnocrepuyeckumu naruoburopamu (HAIH, TTO,
AT®) u aktuBaTopom (A/D); muaykTOp — KOpTU30JL. BTOpas, ruj-
posuTHYecKast ctaaus mpoxoaut 6e3 (epmenta. B remom mporecce
1 06e peakIy 0OpaTUMbI, HO OCHOBHOE HallpaBJeHne KaTaboJrmde-
CKOTO TIpoIiecca cjeBa Halpaso.

Cy1iecTByeT, HO He Urpaet OOJIBIION POJIU TIPSMOE OKUCIUTE -
Hoe ne3amuampoBanue L-AK ¢ yuactueMm Kuciopoja, KaTaausupye-
Moe okcnaszoit L-amurokucaor (OMH) ¢ ontumymom pH oxouio 10.
Peaxinm aToro mpoitecca aHaTOTUYHBI PEAKITUSAM /1e3aMITHUPOBAHNS
6uoreHHbIX aMUHOB (JieKIus 9/2).

2. Heokucnurenbhoe aesamuaupoBanue Cep u Tpe kaTaansu-
pyeT cepuHTpeoHUHAernapartada (1-g ctagusg) ¢ TUIPOIUTUIECKUM
HedepMEHTaTUBHBIM OCBOOOKICHIEM aMMuaKa (2-s1 CTajust).

3. HeoxkucaurenpbHoe aesamuHupoBanue ['mc ¢ MexaHuaMom
BHYTPUMOJIEKYJISIPHOI IPYIIITMPOBKH OYIET PACCMOTPEHO TIO3KeE.

IT Tun — HenpsiMoe Jle3aMUHUPOBAHUE AMUHOKUCJIIOT SABJISETCS
coueTaHMeM JBYX IpolleccoB — TpancamuampoBanus AK c a-keto-
rayraparoM 1 obpasoBanust Iy (oH mpruobperaeT aMUHOIPYIITY OT
AK) u BTOpOTO TIpOIlecca — MPSIMOTO OKUCJIUTENBHOTO Jle3aMUHM-
poBanust [1y 1 0CBOOOKICHUSI aMMHUaKa. Y4acTBYIOT MUHUMYM J[Ba
bepmenta (E; — amunorpancdepasa u E, — rayramaTaeruaporena-
3a), a IPOMEKYTOUYHBIMU TTOCPETHUKAMU SABJISIOTCS O.-KETOTJIyTapaT
u I'ny:

TpaHcamuHupoBasue
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Yacts II (BTOpoii cemecTp 06ydeHs)

O6mas cxemMa HEIPSIMOro Ae3aMUHUPOBAHKSL:

asHbie AK
(kpome [ua, Tpe, MNpo, -KeTornytapart
He umetowmx E4 )

=

KeTorMenoTs!

Hampuwmep, Henpsamoe nezamunuposanne cepura — Cep.
e 1-ii mpoliecc — TpaHCAMUHUPOBAHUE:
Cep + a-keTornyrapaT — ketokucnoTa + [ny;
E1
e 2-if mpoliecc — ne3amMuHupoBanue [y:
rny + HAO" + H,0 — o-ketornytapar + NH; + HAOH + H*.
E2

B zaksouenne mepeynciio OCHOBHbBIE KJIACCUIECKUE TUIIBI J1€3-
aMUHUPOBaHUS OT/ebHBIX AK:

e TmpsMoe nesammHUpoBanue — mis [y, Cep, Tpe, 'uc;

e TIpsIMOe U HellpsMoe ne3amunupoBanne — aist Cep, e, Ly

(nns I'my HempssMo# TUTI B TT€YEHU U B MBITIIIAX );
e HempsiMoe ge3aMuHupoBanue — st MHOrux AK (kpome JIns,
Tpe, I1po, He nMeroIMX cOGCTBEHHBIX aMUHOTpaHc(hepas).

Mg wekotopeix AK (Ilpo, JIus, [uc, Tpe, Cep) cymecTByIoT
JOTOJTHUTENEHO 0COOBIe MEXaHU3MbI yAaTeHUsT o-aMUHOTPYIII, KO-
TOPBIE€ MBI HE PACCMATPUBAEM.

B wmpimednoil TkaHM aKTUBHOCTH TJIyTaMaTAeTHAPOreHas3hl SIB-
JisieTcs oueHb HU3Ko#. 1loaToMy B 29TOI TKAHW HeENpAIMoOe /e3aMu-
unposatne AK mpourcxoant mo 6osee cI0KHOMY MEXaHI3MY: TPaHC-
amMuHUpOBaHue, oopasosanue [y, Acti, AM®D u ruaposuTudeckoe
nesamunupoBanne AM®, karanuszupyemoe AMD-ne3amMunaszol,
¢ obpasoBaHreM aMMUaKa, MMPEANIeCTBEHHUKOM KOTOPOTO SIBJISIETCSI
amuHoTpymna ncxoxauonn AK.



ANekuna 7/2

OBMEH AMMUWAKA. BUOCWUHTE3
MOYEBNHbI U SAMEHUMBbIX
AMUHOKUCAOT

B opranusme uesoseka ammuak (NH,) o6pasyercs B pesyJibrare Ka-
TaboJ3Ma:

® AMWHOKHCJIOT;

® HYKJIEMHOBBIX KUCJIOT U HYKJIEOTUIOB;

e OUOTEHHBIX aMUHOB (aJiPEHAJIMH, HOPAAPEHAINH, 10(haMuH

¥ 1p.);

e (EJIKOB B TOJICTOM KUINEYHUKE TP YIaCTUU MUKPO(DJIIOPBI.

AMMMaK HaXOIUTCS B KJIETKAX PAa3HBIX OPTaHOB B BUJE MOJe-
kysapl NH, nian nona ammonust NH,". AMMuak o6e3BpekuBaeTcs
B OCHOBHOM BHYTPH 3TUX KJIETOK, HO YACTUYHO TTPOHUKAET B KPOBb.
Ero xontenTpaiusg B KpoBH 3/[0POBOTO YeIOBEKA HU3KA M HAXOIUTCS
B ipenenax 0,4—0,7 mr/m, nau 25—-40 mxmons /1. [Ipessitierne aTo-
TO YPOBHS IIPU MATOJIOTUU TPUBOAUT K IIPOSIBICHUIO TOKCUUECKIX
CBOICTB aMMUaKa.

MEXAHU3Mbl TOKCUYHOCTU AMMUAKA

1. B pesyabrare peaxuuii: NH, + H,O - NH,OH — OH™ + NH "
nosbimaercs pH xuzakocTeil oprannsMa u co3aercst ajakaaos, Ipu-
BOJISATINI K TUTIOKCUU B PE3YJIbTATE YBEJIUYCHUS CPOJCTBA T€MOTJIO-
OUHA K KUCJIOPOZLY.

2. Non ammonusg NH, " mapymaeT niepejaqy HEpBHBIX HMITYJIbCOB
nonamu Na™ u K.
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3. AMMmak Kak cyObeTpaT yCKopsieT 00paTHYIO PEaKIio OKHUCIIN-
TeTLHOTO JIe3aMUHUPOBaHus [Ty, T.e. peakINio BOCCTAHOBUTETHHOTO
AMUHWPOBaHWA:

NH; + a-ketornytapar + HAOH + H* — Ty + HAL" + H,0.

B pesymbpTare BO3HMKAIOT Bpe/iHbIE TTOCTE/ICTBUL:
a) yMEHbIaeTcsl KOJMYECTBO O-KETOIIyTapara, HapyliaeTcs
nuTpaTHbIA HUKI u cuares ATO;
6) HapymaTCcst OCHOBHBIE TTyTH Kataboanama AK 1 GHoreHHbIX
aMUHOB.
4. AMMUaK y4acTByeT Tak)Ke B PeakIlMi CHUHTe3a TJyTaMHUHa
(I'nH) B MUTOXOHIPUAX, KATATU3UPYEMOU TIIyTAMUHCUHTETA3011:

NH; + Ty + AT® — nH + AP + H,PO,.

Ira peakIys y 3[0pPOBOr0 YyeIoBeKa 0OecreunBaeT CHHTE3 HeoO-
XOMMOiT opranuamy koaupyemoit AK st cuHTesa 6eJIKOB U APYTrux
BEIIECTB, U KPOMe TOro, [JIH SIBJISIeTCSI HETOKCUYHON TPAHCIIOPTHON
dopmoil lepeHoca TOKCUIHOTO aMMHaKa B TTeYeHb U B MOYKU (CM.
Hiske). Ho nipu marosioruu, npu n36bITOYHOM KOJIMYECTBE aMMHaKa
U COOTBETCTBEHHO TUAPOMDUIHHOTO [J7TH B KJI€TKAaX TIOCJHEHUI BbI-
3biBaeT Aubdy3nio Boabl B HEHPOHBI U OTEK Mo3ra. Bropoe HebJia-
FOIIPUSITHOE CJIEJCTBUE YKA3aHHOU PeaKIMu — yMEHbIIeHUEe KOJIK-
yectBa [y (s1eBast 9acTh ypaBHEHU) B KJIETKAX HEPBHOU CUCTEMBI
U yMeHblileHre cuaTe3a u3 [y TopMo3HOTO MeiuaTopa — y-aMUHO-
MacCJISTHOU KUCJIOTDI.

Terepp HaM TIpoOIIE PacCMOTPETh BHYTPUKJIETOUHBIE PEAKITNI
JIETOKCUKAINY aMMHUaKa.

1. OcHoBHas peakiusi, KOTOPast TPOUCXO/UT BO BCEX OPraHax, —

ATO CBsI3bIBAHKME aMMUaKa U cunTe3 [JiH.

2. B meyeHu mpoucXOAUT JOMOJTHUTENbHAS PEAKIUS UCITOJIb-
30BaHMsa aMMHaka u oOpasosanme Kapbamoumnadocdara
(cM. HIKE).

3. IlpuBenennast Bblllle Peakius yMEHbINIEHUsI KOJTUYECTBA aM-
MHaKa 32 CUYET €T0 CBSI3BIBAHUS C O.-KETOTJIYyTapaTOM MOKET
peasn30BBIBATHCS BO BCEX KJIETKAaX, HO OHA MMEET BTOPOCTE-
MEeHHOEe 3HaYeHUe y 3[[0POBOTO 4YeJOBeKa TP HeOOIbIIOM
cojep:kaHun amMmMuaka. [Ipu BbICOKOM ypoBHE amMMuaka ata
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peakiusi sIBJSIETCS OJJHUM M3 MEXAaHU3MOB IPOSIBJIEHUS] TOK-
CUYHOCTH aMMMaKa.
Ha cxeme 7/2.1 nokasambl oOpasoBaHue, 06e3BpeKUBaHIE aMMU-
aKa M ero TpaHcropTHbie ¢hopmb 1o kposu (IH 1 Ana).

Cxema 7/2.1. MeTab0nv3m aMUHOKMCIIOT 1 aMMMaKa B Pa3HbIX OpraHax

JHTEpOLMUTLI
KWLUeYHuKa,
TKaHu ¥ opraubl MbILUbI

AK—=Tny—> NHy —>InH

NH; <—— AK

L

mH * Ana

~ MouesuHa

OtMeTnM, UTO ecaii OBl OCHOBHOE KOJMYECTBO aMMHUaKa TpaHc-
MOPTUPOBAJIOCH IO KPOBU B CBOW KOHEYHBIE OPTaHbl — TIeUYeHb U T0U-
KM — B HEMOAU(DUIIMPOBAHHOM BUJIE, TO OH OKA3bIBAJI Obl CHIBHOE
TOKCMYECKOe JIeHCTBUE Ha OPTaHM3M B 11eJIoM. B KileTkax amMMuax
BXOIUT B cocTaB [JIH u Ajla, KOTOpbIe U JOCTABJISIOT €ro B IleYeHb
n4yacTh — B ouKku B popme I'ma. Ocoberro muoro I'H ob6pasyer-
Cs1 B MO3TY, MBIIIIAX, KUIIEYHNKE; er0 pasHooOpasHast U He TOJIbKO
TPaHCIOPTHAS POJIH PACCMOTpPEeHa Bhile. Aja 06pasyeTcss B KHIIeU-
HUKE U B MBIIIIAX B pe3y/ibTaTe MHTEHCUBHOIO MeTabou3Ma B HUX
AMHUHOKUCJIOT, B TOM YHCJIE B MBIIIIEYHOM IJIIOKO30-aJIaHUHOBOM LMK~
gie (nmeknwmst 14/1).
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CYAbBA AMUHOKUCAOTHOIO A3OTA B NOYKAX

B noukax umeeTcsi akTUBHAS TJIyTaMUHAa3a, KOTOPYIO TTOCTOSIHHO
AKTUBUPYIOT KHUCJIOTHI, 00pasyrolyecs: mpu Metabosm3Me Win 1o-
CTyTAOIIHE B IOYKKM B BUJIE KETOHOBBIX TEJI TIPH caxapHOM Jradere
1 UTNTETHHOM TOJIofaHuu. [ ryTaMriasa Kataanu3upyeT peaKifuio:

rnyramMuvH + Boga — rnyraMmmHoBaa Kucnorta + aMmMmunak.

JIBa MCTOYHMKA aMMHAKa B II0YKaX:
1) okoso 70% cocraBiseT aMMHaK, ocBoboauBIIMiicsa u3 LH,
JIOCTABJIEHHOTO KPOBbBIO B MTOYKH;

2) okouio 30% — 9TO aMMHUAK 3a CYeT JIe3aMUHUPOBaHUsI COO-

ctBeHHBIX AK moUexk.

[lajsiee BHYTPH MOYEYHBIX KAHAJIbIIEB aMMHAK 00pa3yeT MOHbBI
aMMOHWUS C IPOTOHAMM PA3JIUMYHBIX KUCJIOT, MOCTYITUBIINX B IIOYKU
(bocdhopHasg u Apyrue HeOpraHMYeCKue KUCIOTHI, MOJOYHAS KUC-
JIOTa, KeTOHOBBIe Tena), u conu tuna NH,*A~ (rme A~ — aHuoH)
n R—CO—ONH, (ns1g oprannyecknux KMAcJor).

ITH coan B KoandecTBe B cpeaneM 0,5 T/CyT st 3I0POBOTO e-
JIOBEKA BBIBOJSITCSI C MOYOW. AMMMaK, TaKUM 0Opa3oM, ydacTBYeT
B 0OMEHE HOHOB U COJIel, B UX YaJeHUU C MOYOIl ¥ BJIUSIET Ha BeJIU-
yuny pH mouwn. TTocseqHsist y 3/10pOBBIX JIOEN MOXKeT KOJ1ehaThest
ot 4,5 mo 8,0 (uamie 5—6) B 3aBUCUMOCTH OT XapaKTepa MUTaHUSI.
Posib aMMHaka Kak HedTpaar3aTopa KMCJIOT MOTJIU Obl BBITIOJNHSTh
u apyrue karuonsl (Na*, K*), Ho ux morepst ¢ Mo4oii Heresecoobpas-
Ha JUIs1 opranu3ma. [loaroMy 1pu U30bITKe KUCJAOT (caxapHbIil 1na-
6eT, IUINTEeNbHOE TOJMOaHue) B IIOYKaX aKTUBUPYETCS TIyTaMUHa3a
1 YBEJIMYUBAETCS KOJNYECTBO HEUTPAIN3aTOPa — aMMMAaKa.

B ciryuae narosoruu (nuesonedput, TyOyI0NaTHN ) YMEHbIIAET-
cs1 0Opa3oBaHKe aMMHUaKa B OYKaX, ¥ JIJIsl HeHTPaIU3aIiui JIMMUHHU-
PYEMBIX C MOYOH KUCJIOT UCIIOJIb3YETCs] MOH HATPUSI, YTO IPUBOJIUT
K HeXKeJIaTeJIbHOMY YBEJIMYeHUIO MOTPeOHOCTH OOJIBHOTO YeToBeKa
B CTOJIOBOU COJIH.

BUOCUHTE3 MOYEBUHbI (OPHUTUHOBBINA LIUKA)

/NH2 /OH
MoueBnHa C=0 — 3T0 Anamup yroasHoi Kkucnotel C=0
\NHz \OH
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Poub aToro 6mocunresa;

1) ¢ MOUEBUHON BBHIBOJUTCI U3 Opranusma yenoseka 90% asora
pacnazaomuxcs OeIKoB.

2) OPHUTHHOBBII UK/ 0GECIIeunBaeT TakKe AOIMOJHUTENbHBIN
CHHTE3 YACTUYHO 3aMEHUMON aMMHOKUCIOTLL Apr.

CyMMmapHoe ypaBHeHHe IIMKJIa MOYEBUHbL:

NH3 + CO, + CH,  + 3AT® + 2H,0 —>

CH—NH>

COOH
Acnaprtart

MoyesuHa + ®ymapar + 2(A0® + H,PO,) + AM® + H, P,0O

Ha cxeme 7/2.2 mokasaHbl eTajJd U ISITh OCHOBHBIX PEAKITHIA
(1 cooTBeTCTBYIONHE (PEePMEHTHI) GUOCHHTE3a MOYEBUHBL, OTMEYEH-
HBIX PUMCKUMH IUPaMU 1 TPOXOASIINX B MATOXOHIPUSAX (peak-
nuu I u IT) u B nmuro3osne rematonuToB nedenu (peakiuu [11-V).
Wzyunte n moiiMmute 2Ty cxeMy. Mou IOTIOTHEHUSI W HEKOTOPHIE
pa3bsiCHEHUST K cxeMe 7,/2.2.

o [lpoucxoxaeHune AByX aTOMOB a30Ta MOUEBUHBI 32 CUET IBYX

AK:

AK, — Ty — NH, n AK, — Fn;;a A}cn — apPrMHUHOCYKLMHAT.
sa

e DHepreTuuecKuil Gamamc UKIIa:

a) pacxoxayercst Tpu Mosiekyyibl ATD — e ATD B peakiuu [
u onna ATO® B peaxium I11.

6) obpasyercst mectb MosieKys ATMD MeTo10M OKUCIUTETHHOTO
dbochopumuposanus AD 3a cueT oKMCAEHUS ABYX MOJIe-
Ky HA/TH B muroxonapusix. Kaskyuuiicst u3ObITOK SHEPTUH
B Bujie Tpex Mosiekys AT® pacxopyercss Ha TPAHCIIOPT KOM-
MOHEHTOB I[UKJIA Yepe3 MUTOXOHIPUAIbHbIE MEMOPAHBI.

[ToHBIi OpHUTHHOBBIN ITUKJI TIPOUCXOAUT TOJIBKO B Tievyenu. Oji-

HaKO akTHMBHAsA apruHasa E, MoxeT QYyHKIMOHMPOBATH B ITOYKAX,
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MO3Ty, KOKe U MOJOUHBIX kene3ax. Depmentsl E, u E,; umetorcs
B 9HTepouuTax, a E;; u E,, — B moukax.

Cxema 7/2.2. Cxema BMOCUHTE3a MOYEBMHbI

[luTo30NL

HALOH OpHUTHH MouesuHa
f s f
N\
Fny—» NHg \\\

< , \\$:)

Aprw-;uu

dymapa

¥
KapBamoundocdar + OpHUTUH

of @/

LuTtpynnuH
ApruHuHocykumHaT

UntpyrnuH + Acnaprar

Uurozons
Acnaprart dymapar
ny —= T <«—Ana HAﬂ+ /4—"“ H,0
Okcanoauerar Manar

HAQH

MuTtoxoHgpus

PaccmarpuBaeMmblii 1Ipolecc peryJjinpyercsi, BO-IiepBbix, cyOcTpa-
TOM aMMHUaKOM-aKTUBATOPOM, a TAK’Ke, BO-BTOPBIX, C y4aCTHEM pery-
JIITOPHBIX (DEPMEHTOB!
e depment E; ammoctepnuecku akTuBUpyeTca N-ameTusiaray-
TaMaToM;

e xosmyectBo hepmentoB E,, E;, 1 E, yBesmunBaercs Ha ypoBHe
TPAHCKPUIIMKU (MHIYKIMS) IPU Y4aCTUU KOPTU30J1a — Top-
MOHa T'0JIOJIA U CTPECCa; B ATUX YCIOBUAX IIPOUCXOAUT UHTEH-
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cuBHbI pactan 6enkoB u AK, M3 KOTOPBIX CHHTE3UPYETCSI
[JIIOKO3a.

MOKHO OTMETUTD TaKKe CBSI3b MEXK/y ODHUTHHOBBIM U IIUTPAT-
HbIM HuKJIaMu. OPHUTHHOBBIN 1INKJI TIOCTABJISIET (hyMapaT B TUTPAT-
HbIIT 1TUKT (CM. cxemy 7/2.2), a B mocsieiHeM 00pa3yeTrcst yIIeKUCIbIii
raz CO,, HeoOXOMMBIH JJisT peaKIiy | OpHUTHHOBOTO IIUKJIA.

Ocnosuble pepMEHTHI OPHUTHHOBOTO ITUKJIA:

e MuTOXOHApHANbHbIE: E; — xapbamoundocdarcunrerasa I,

E;; — opuurunkapbamonatpanchepasa;
e 1MTO30JbHBIE: E;; — apruHuHOCYKIIMHATCUHTETa3a, B, — ap-
TMHUTHOCYKIIMHATINa3a, E,, — aprunaza.
OcHoBIbIE PeaKIIK OUOCHHTE3a MOUEBHHBI:
-
Ej ‘ ®
NH3 + COp + 2 AT® + HoO—> C=0 + 2 A1® + H3PO4

O - PO3H2
Kap6amoundocdar (KD)

NH> NH»

/ En o
K+ (CH»); —I-C\:O + H3PO4

\
(|3H—NH2 IIJH NH,

Vé
COOH (CHp)3—CH
%

OpHUTUH Unrpynnus COOH

- COOH COO

NH
o Em ) 4
UntpynnuH + HzN—(i)H + ATO —> C—NH— (|3H
<|;H2 'TIH (|3H2
COOH (CHy)3 COOH
AcnaparnHoBas |

Kucnora CH_NH:B

ApruHuHocykumuHat (AC) COOH
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AprMHHH/ (?HZ)S

TpaHcthymapoean

(Apr) CH—NH; KucnoTta

NH
EV / B
Apr + HoO —>C=0 + OpHUTUH

NH>

TMNEPAMMOHUEMUN

ITO CUHAPOM psijia 3a00JI€BaHUIT TeYeHM, TPUBO/SIIINX K YMEHbBIIIE-
HUIO CUHTE3a B [IEYEHU U COEPKaHMs B KDOBU MOYEBUHBI 1, HA000-
POT, — K YBEJIMYEHUIO KOHIIEHTPAIIUY aMMUAKa B KPOBU U K yBeJIM4e-
HUIO COJIEPKAHUS B KPOBU HEKOTOPHIX KOMIIOHEHTOB OPHUTHUHOBOTO
IIUKJIAa B 3aBUCUMOCTHU OT BUIa TIOBPEKAEHHOTO (DepMeHTa MUKJIA.
CuMITOMBI OCTPON WHTOKCUKAIIMU HEPBHOW CUCTEMbI BHI3BAHBI
rJIaBHBIM 00pa3oM aMMHAKOM: TOJIOBHast 0OJIb, TONIHOTA, PBOTA,
TTOTePsT CO3HAHUA M3-3a OTeKa Mo3ra. IIpu XpoHnuecKkoM TedeHun
3aboJieBaHMii pa3BuBaeTcst GU3NIECKUI U HEPBHO-TICUXUYECKUI NH-
danTUIM3M.

Bropuunbie HeHacieIcTBEHHbIE TUTIEPAMMOHUEMUN BO3SHUKAIOT
MIpU TIOPA’KeHUHU MTeUeHr PA3JIMIHbIMU TOKCUIECKUMU (haKTOpaMU
TUTIA BUPYCOB TeMaTUTa W IPUIIIA, a TAKKE aJTKOTOJEM U MeJnKa-
MEHTaMH.

[Ipruuna 1MEepPBUYHBIX TUIIEPAMMOHUEMHUI — MYyTaIllMU TE€HOB
(bepMeHTOB cHTE3a MOUEBUHBI C TTOHIKEHUEM UX akTuBHOCTU. Co-
OTBETCTBEHHO BBIAEJSIOT IATh OCHOBHBLIX hopM 3abosesanuil. Ha-
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npumep, aedekt apruHassl (E,) mpoBonupyeT runepapruinHeMnio
C YBeJIUUEHUEM B ITeYeHU U B KPOBU COJlEPKAHUS aprUHUHA W aM-
MuaKa, 0cOOEHHO mocJie npueMa . Myraiust reHa hepMeHTa
E, mpuBOIUT K THIIEpaMMOHIEMIH THIIA | ¢ GOIBITNM KOJTHIECTBOM
aMMMaKa B KPOBH JIasKe YTPOM [I0 3aBTPaKa.

[IpodunakTuka u JedyeHune ¢ MeTbl0 YMEHbBIIEHNS KOJIMYeCTBA

aMMMaKa.

e OrpaHuyeHue MUIIEBOro OeKa.

o Hasnauenme B kKauecTBe JTIEKAPCTB KETOKUCIIOT, KOTOPBIE, CBS-
3bIBasi aMMUaK, npesparnaiorcst B AK; ocobeHHo ToJIe3HbI Ke-
ToaHasorn HesameHnMbIX AK.

e Hasnauenune MeTabOJUTOB OPHUTUHOBOTO I[UKJA C TEM K€
pe3ysabTaToM. B IpakTUKy BHEAPEH rena-Mepil — KOMILJIEKC
OPHUTHUHA U acmapTaTa, KOTOPBIN pacmajaeTcs B KUIIEYHUKE
Ha JIBa KOMTIOHEHTA, MPOHUKAET B ITeYeHb U YCKOPSIET peak-
v 11 u I11.

o JlexapcTBa AT YCKOPEHHOTO BBIBEIEHUS aMMUAKa ¢ MOYOI:
— (bermmnarerat, KOTOPHII CBSA3BIBAET 9HIOTEHHBIN [TH, TIpe-

Bpamasch B GeHUIAIETUATIYTAMUH, YIAJIsSeMblil C MOUO,
a aMMHUaK pacxXopyeTcs Ha pereHeparuio 7w,

— 0eH30aT CBSI3bIBAET IVIMIIUH OpraHu3Ma, 00pa3yst BbIBOIU-
MYIO C MOUOH THUNITYPOBYIO KUCTIOTY; aMMHUAaK BOCCTAHAB-
JIMBAET KOJUUIECTBO TJIUIMHA B PEAKITNH:

NH, + CO, + 5,10- meTuneH-H,-donat + HAOH + H" —
— ranumH NH,—CH,-COOH + H,-donat + HAL'.

B ¢Bsi3u ¢ pacCMOTPEHHON 11aTOJIOTHE MTOJIE3HO MPEICTaBUTD
HEKOTOPYI0 MHPOpPMAINI0 00 a30THCTBIX KOMIOHEHTaX KPOBU
u Mouu. [ToJTHBII cOCTaB KPOBU M MOYHM PACCMATPUBAET KINHIYECKAST
6uoxumusi. B chIBOpOTKE KPOBH 3[0pPOBOTO YeIOBEKAa HEOETKOBbIE
A30THUCThIE BelecTBa OOBEAMHSIOT B IPYIIILY OCTATOYHOTO a30Ta, CO-
cTaB KOTOPOIi (110 a30Ty) B CpeAHEM CJeayionuii: MoueBrnHa — 50%,
AMUHOKUCJIOTHI — 25%, MOoYeBast KUCJI0Ta — 4%, Kpeatun — 5%, Kpea-
THHUH — 2,5%, aMMuak 1 nHankan — 0,5% 1 Apyrie KOMITOHEHTHI.
Moua 3710pOBOTO YesIoBEKa TIPU OOBIYHOM TUTAHUH [TPAKTUIECKU He
COePRUT OeJIKa, XOTsI AOMyCKaeTcs: (hU3NOIOTHIECKasT MIUKPOATTb-
O6ymurypust 10 30 Mr Gesika/cyT. Y pajsieMble ¢ MOYOil a30THCThIe
BemecTBa (00wt a30T Moun) Ha 90% (110 a30Ty) MPeICTaBIEHBI MO-
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YEeBUHOM, OCTAJIbHbIE KOMIIOHEHTHI — aMMHUaK, KPeaTUHUH, MOYEBast
KHUCJIOTA, MHANKAH, aMIHOKHUCJIOTHI. JKeJIThIil 1 COTOMEHHO-KEIThII
I[BET MOYM 00YCJIOBJIUBAIOT MHOTHE A30TUCThIE COEIMHEHNSI, U3 KOTO-
PBIX TJIABHBIMU SIBJSIOTCS YPOXPOM (MIPOYKT paciaia TpunrtodaHa)
U YPOOUIINH.

[Ipu pa3muyHoOit MaTOJOTUN COoMepP:Kalre a30THCTHIX BEIECTB
B MOYe 1 KpoBM uaMensiercs (1abu. 7/2.1).

Tabruvya 7/2.1
Coneprkanne MOYEBHHBI M HEGEIKOBOTO a30Ta B KPOBH U MOYE
B HOPME M IIPH TaTOJOTHH

ChIBOpOTKa KPOBU Moua

HOprl MOUEBUHDL

15-50 Mr/ 1 20-35r1/cyr
2,5-8,3 MMOJTb /7T 330-580 mmotb/CcyT

Hopma ocmamounozo asoma Hopma obwezo asoma
20—-40 mr/nm; 14—29 mmosb/n 9-16 1/cyT; 710—-1070 Mmmosb/CyT

Boiwe nopmot

Aszoremust AzoTypust

1. O6oramenHad 6eakamMu mUIa

2. CeepxunTeHCHBHasI (hrusnueckasi pabora

3. Bomeanu: Bocnanenus, THQPEKIMN, 0K0TH, Kpall( caBIeH s )-CUHPOM, caxap-
HbI quader

Huorce nopmot
1. lmutenbHOE roJI0aHIe
2. Taxenbie 60JIE3HN TTEYEHN

[Tpu xponuueckoit IOUEUHON HEJOCTATOYHOCTH ¢ HApyIIEHUEM BBLACTUTEILHON
yHKINN TTOYeK

B kpoBu — yBennuenue B moue — ymenbienne

[Tpy 3HAYMTENIBHOM MOBPEKACHUN BBIAEAUTENbHON (DYHKIIMK
MOYeK MOYEBHHA 3a/IeP/KUBAETCS B KPOBHU, a ee cojepKaHue B MOUe
ymMmeHbinaercs. 1109ToMy MHIEKC-OTHOIIEHE a30T MOYEBUHbI / BECh
OCTaTOYHBII a30T KPOBU YBEJUYUBAETCS BbINIE KIMHUYECKH MPH-
uAToi Hopmbl (48%) 1o 80—-90% mpu cUHAPOME YPEMUN C TIIOXUM
IIPOrHO30M st OOJIBHOTO.
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METABOAU3M BE3A3OTUCTOIO OCTATKA
AMUHOKUCAOT

[Ipencrasasio cxemy mpanbrenmmx mpespanienuit AK mocse morepu
MMH Ol-aMUHOTPYIIIIBIL.

q — MoqesuHa

KeTtokucnotel — [ioKoaa
\-““-‘.

—~
\ = KeroHoBble Tena

Obwwmit nyTeL Katabonuama

!

CunHtes AK n Llens nepeHoca 3nekTpoHoE
APYrvX BELLeCTs

ITo cyabbe yraepoatoro (6e3azorncrtoro) ocratka AK MoskHO
Pas/eINTh HA TPU TPYIIIIbL. JTO YeTBEPTAsk U3yUYeHHAsi HAMU 32 J[Ba
cemecTpa Kiaaccuduranueit AK.

1. Yerbipaaanarh rinkoreHHbIXx AK MOTYT IpeBpaTuThCs B IJI10-
ko3y: Ana, Apr, Acm, Ach, I'ny, I'mu, T'nn, [Ipo, Cep, Iuc, I'uc, Bau,
Mer, Tpe.

CxeMbl COOTBETCTBYIOMIETO CUHTE3A TJIFOKO3bI:

a) [y — o-ketorsyrapat — gajiee B IUTPATHOM I[UKJIE — CYK-
nuana-KoA — oxcasoanerar — jajee TJIIOKOHEOTEHE3 —>
OIII... = rmoko3a;

6) Asla — mupyBaT — OKCaJI0aleTar... — TJI0K03a.

2. Ketorennnie AK JIus u Jleit TpanchopmupyioTes B anetoarie-
™a-KoA (MoamdunmpoBanHoe KETOHOBOE TEJIO) —> jajiee areTuI-
KoA — nurpaTHbiii UK —> 1elb nepenoca 37aeKTponoB — AT,
T.e. posib oTux AK aHepreTmdeckas.

3. AK cmemannbie (rauko-kerorennsie): Oen, Tup, Tpu, Nie
[IPEBPANIAIOTCST B IVIIOKO3Y 1 B aileTuji-KoA, HO 3a cueT CBOMX pasHbIX
aTOMOB.

/lBa TopMoOHa — KOPTU30J1 U TIIIOKArOH — YYacTBYIOT B 3TUX IPO-
1eccax CUHTe3a TIoKo3bl 13 AK B ciryuae ros1olaHus U TIPU UCKITIOUH-
TesIbHO OEIKOBOI 1HiIe 6e3 TJII0KO3bI, a TAKKE [IPU caXapHoM auabeTe

(rextn 14/1, 12/2, 13/2).
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CUHTE3 SAMEHUMbIX AMUHOKUCAOT

S mymato, 4TO TIOCTE TIPENBIAYIIETO Pas/esa U IPeAIIecTBYIONIX
JIEKITUY cUHTe3 3aMeHNMBbIX AK He TpescTaBisier HUKaKUX TPYIHO-
creit st noruManus. OCHOBHON MCTOYHWK JIJISE 3TOTO CUHTE3a —
rmoko3a. [Ipumepsr:

1) rimoko3a — ramkosm3 — nupysar + [y — Aura; Ha nocaes-
Heit craaun Asta obpasyercst Gylaroapsi peakiiuy TpaHCcaMu-
HUpoBaHud, Karamusupyemoit depmentom AJIT (tipeasimy-
mast JIEKINs);

2) rmoko3a — nupysaTt — okcanoarerar + Imy — (ACT) —
Acr;

3) rimoko3a... — a-ketorayrapar + Aima — (AJIT) — Ty;

4) I'my + NH; + ATO — I'ma + ALD + H,PO,. 9Ta peaxknus,
KaTaJn3upyemMasi TIyTaMUHCHHTETa30M, ysKe Oblia paccMOT-
peHa BbIIIIE;

5) acraparnHCUHTeTa3a KaTaau3upyer obpaszoBanme AcH 13 Acr,
UCIIOJIB3YST a30T loHopa — LuiH: acniaprar + rayrtamud + ATO +
+ H,0 — acnaparun + rayramar + AM® + H,P,0..

CrenoBaTesibHO, ITOCEHEN peakiiell B Taknux cuaTe3ax AK sB-

JISIETCST PeaKilisl TPAaHCAMUHUPOBaHUsI Ha 6a3e COOTBETCTBYIOIIMX
KETOKHUCJIOT, 06pa3yoIuxcs 13 TIOK03bI. Y OHA JKe SIBJIsIeTCs Tiep-
BOil peaknueii karabomusma AK (sexims 6/2), 4To JeMOHCTPUPYET
palMoOHAIbHY0 YHUBEPCAIBHOCTD TyTell oOMeHa AK.

Hesamenumbie AK (kpome JIuz u Tpe) takxke BCTynaor B 00-

paTUMble PeakIiuy TPAaHCAMUHUPOBAHUSI C yYaCTHEM COOCTBEHHBIX
amuHoTpaHcdepas. Kazanoch 6br, 4TO /IJIs1 HUX TaK/Ke BO3MOKEH OHO-
cunaTe3. OgHako A1 He3aMeHUMBIX AK HezaMeHUMbIMU SBJIIIOTCS
MMEHHO KeTOKHCJIOTHI, KOTOPbIE HE CUHTE3UPYIOTCS B OPTaHU3Me Ye-
soBeka. [Ipu BBeIecHUN B Ka4eCTBe JIEKAPCTB WJIH MUIIEBBIX J00aBOK
COOTBETCTBYIONINX KETOKUCIOT — CTPYKTYPHBIX TIPE/IIECTBEHHMN-
KOB — CHHTe3UpyIoTcs HesameHnMble AK. ITo mcmombayercs npu
TUTIEPAMMOHUEMUSIX JIJIST CBSA3BIBAHUS W YMEHBIIIEHUST KOJIUYECTBA
TOKCUYECKOTO aMMHUaKa.



ANekuung 8/2

OBMEH AAUPATUHECKUNX
AMNHOKUCAOT

Jis1 moHnManwust Merabosmsma ceputa (Cep), rounmna (Tm),
MetnoruHa (Mer), nucrenna (Iluc) u HyKJI€OTUIOB HALO
paccMoTpeTh 0OMEH OIHOYTJIEPOAHBIX (DParMEeHTOB U WX
[IEPEHOC MEXKIY MOJIEKYJIaMM C y4acTheM TpaHcdepas, nMenmx
B KayecTBe KO(EepPMEHTOB TTPOU3BOHBIE (POJNEBON KUCTOTHI (BUTA-
muna B, miu By). ITOT MeTaboIi3M TIPeIIecTBY€eT CUHTE3y OENKOB,
PHK un IHK.
®Dommesyio kucaoty (cyrounast Hopma 0,1-0,5 Mr/cyT) desoBex
MOJIy4aeT C PACTUTEJbHON THIIEH 1 B pe3yJbTaTe CUHTE3a ee B KU-
IeYHUKE HEKOTOPHIMU OAKTEPUSIMU. BTOPUYHDIN UCTOYHUK — MsIC-
Hble TPOJAYKTHI. B opranusme na ocHoBe (osmeBoil KUCaoThl 0O6pa-
3yercst 6a30BbIit Kodepment — Terparuapodoar, win H,-domar
(H,d), a u3 Hero — yacTtable KODEPMEHTHI /IJId Pa3HBIX TpaHchepas.
ITH YacTHBIE B3amMoIlpeBpamaminiecs KohepMeHThI SBISIOTCS
koMmIiekcamu H,-domara ¢ pasubiMu 0IHOYTIIEPOIHBIMI (DparMeH-
TaMu, 0OPa30BAHHBIMU ATOMAMHU YTJIEPO/IA PACTIATAIONIIXCST AMITHO-
kucaot (AK):

H
e
®opmynbl  CH;—H,» —CH,—H,¢ =CH—H,o O=C—H,0

HaseaHnne wmetun-H,-  metuneH-H,- meteHun-H,- dopmun-H,-

donat donat donat donat
Ponb MeTt Cep, [1n, [MypnHoOBbIE HYKIEOTUABI
B oOMeHe aTMod
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[TpeaBapuTenbHo homeBast KHCIOTa BOCCTAHABIMBAETCS B IBYX
peakiusix ¢ yuactuem HAJIDH:

HA®H + H

donuesas mcnora%\—- ,-honat HAGH + H”
b ~

e

/ HAL®

Donatpepykrasa
Ouruapochonatpegykrasa

CymiecTByIOT JieKapcTBa — UHTHOUTOPBI TUTHAPOMOTATPELYK-
Ta3bl, KOTOPbIE TOPMO3ST oOpazoBanue 6azoBoro kobepmenta (H,-
(hosaTa) u Bce mocemyoNMe PEAKIIUN, YTO IPUBOJIUT K YTHETEHUIO
cuntesa 6enkos, JJHK u PHK u, ciemoBaTesbHO, K OCTAHOBKE Pas-
MHOKEHUST KJIETOK. JTO, BO-TIEPBBIX, METOTPeKcaT (MU aMeTonTe-
pUH) ¥ aMUHONITEPUH — aHAJIOTU (POJUEBON KUCTOTHI, (DYHKITMOHM-
pyIolie Kak KOHKYPEHTHbIe 0OpaTuMble MHIMOUTOPbHI YKa3aHHOTO
depMenTa 1 ABJISAIONTNECS IPOTUBOOITYX0JIEBBIMHY TIPENapaTaMu JJIsT
yesioBeKa. Bo-BTOPHIX, aHTHOAKTEpHAIbHOE JIEKAPCTBO — TPUMETO-
TIPUM.

METABOAU3IM CEPUHA U TAULMHA

Cepun. Cunres:
1) u3 TyI0KO3bI: TJII0K03a — 3-hocdormuiiepatr — 3-docdoru-
poxcunmpysaT — 3-bocdocepun — cepuH;
2) U3 TaMIUHA B 0OpaTUMON PEAKLUU C CEPUHIHIPOKCUMETILII-

TpaHchepasor:
NH, — CH, — COOH + H,0 + 5,10-meTuneH-H,-donat =
MmuumH

= C|H2 — CH — COOH + H,-cponat
OH  NH,

CepuH
Pacman;:
1) B ykazaHHO¥ BbIIIe peaKIuu, UAYIIEH CIipaBa HAJIEBO;
2) B peakLMIX IIPSIMOTO ¥ HEIIPSIMOTO Ae3aMuHupoBanue 6e3 06-

pasoBaH¥si MOOMJIBHBIX OJJHOYTJIEPOJHBIX (hparMeHTOB (JIeK-
mst 6/2).
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ICnuun. Cunres:

1) n3 cepmna B yKazaHHOI BBIIE PEAKIINM, UAYIIEH CcIpaBa
HaJIeBo;

2) U3 aMMHuaKa U YrJIeKUCIOTH B 0OPATHON MpPeACTaBIEHHO
HIKE PEaKInu.

Pacmaz:

FnUmH + Hy-cdonat + HAL 22 CO, + NHg + HAOH + H™ +
+5,10-meTunen-H,-donar.

ITY peakuio MPsIMOTO OKMCINTENIHHOTO /1e3aMUHUPOBAHUS
TJIAIIAHA KaTATU3UPYyeT MATOXOH/IPUATbHAS TIUIIMHPACIIETIIATONTAs
(bepmentatupnas cucrema ¢ kopepmentamu HAJL®, nupugokcaib-
ocdarom, TMTTOEBOI KUCTOTO.

anee BcBs3u ¢ oOMenoM Metnonuna (MeT) U peaKnusiMu
TPAHCMETUJINPOBAHUST TTEPEYNCIUM BCe IOHOPHI METUJIBHBIX TPYTIIL:

1) rnaBHbIil JoHOp — MeT, TouHee, ero SHepreTHYecKr aKTHBU-

poBannag popma — SAM (cM. HITKe);

2) 5-metun-H  -ponar;

3) maHramMoBas KUCJIOTa WM BUTAMUH B 5 ¢ IByMs METUIIbHBIMU

TpyTIIIaMH7;
4) ButamMua U — UIn S-MEeTUJIMETHOHWH.

METABOAU3IM CEPOCOAEPXALUNX METUOHUHA
N UMNCTEMHA

Mert — nezamenumas AK. B opranusme uesioBeka ero moJTHbIi CHHTES
HEBO3MOJKEH, HO BO3MOKHA pereHeparys us 6a30BOi YacTH ero MO-
JlekyJsibl — romorucrenna. [lne — ycmosno samennmast AK, kotopas
MO’KET CHHTE3UPOBATHCS HA OCHOBE HE3aMEHUMOTO MeT Kak JIoHOpa
aToma cepbl 1 3amennuMoit AK — cepuna.
Dyukiun Mer:
1) kopupyemast AK 1 cTpyKTYpHBII MOHOMED GETKOBOI 1IETTOYKH;
2) yyacTByeT B UHUIIMAIIUY CUHTE3a BCEX IOTUTIENI TUHBIX TleTeit
Y 4eJI0BEKa;
3) kak rimkorenHas AK MoxeT ObITh HCTOYHMKOM JIJIsl CHHTE32
[JIIOKO3BI;
4) nonop cepsl a7 uc;
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5) TOHOP METUJIBLHON TPYMIBI JIJIsT METUINPOBAHUS W CHHTE32
aJipeHaIMHa, KPeaTuHa, XOJHa U /1T MOAU(UKAIUN U Jie-
TOKCHKAI[UK Psifia KCeHOOMOTUKOB, BKJIIOYAs! JIEKapPCTBa.

Oyukiun uc:

1) BxOaUT B cocTaB OGEIKOB;

2) cosmaet aucyabGuaHble CBsI3U B OesKax, y4acTBysi B 06pa3o-
BaHWU MEKPAJAMKAJIbHbIX CBSI3€l B TPETUYHON U YeTBEPTUY-
HOI CTPYKTYpax OeJIKOB;

3) BasKHbIIl KOMIIOHEHT aKTUBHOTO 1IeHTpa (hepMeHTOB Osraroa-
PsI CBO€H cynbGrugipuabHoM Tpybl —SH;

4) rmukorerHas AK.

[l mpeBpateHus B J0HOpa METUIILHOM TPYTITIBL U JIJTST YYaCTHS

B PeakiusiX TpaHCMeTUJUpoBanusi MeT rmojBepraercsi aHepretTude-
CKOI aKTHUBAIUU C TIOBBIIIIEHUEM TIOJIBMYKHOCTUA CBOEH METUJIbHOMN
rpynmbl. Obpasyercst S-agenosunamernonnt (SAM) npu KatajanuTu-
YeCKOM y4aCTUU METUOHWHA/IEHO3UATPAaHC(EPasbl:

AneHWH

+ AT® +H,0 — (CHy)p TN +HP,0;
| \H H

CH—NH / ,L +HgPOy
|

COOH

SAM gaBisgercs TakKe MeUCTBYIOIINM BEIECTBOM IIpemapara
rerTpajl, KOTOPBIM UCIOIb3YeTCs TePANeBTaMU JIJIs YMEHbIEHUs
conlep:KaHU KIPa B MTOBPEXKAEHHON TTeYeHU U [IJI JIEIeHUS €€ OKU-
PEHMUSL.

IMponomkum 6roxummio. SAM Kak TOHOP METHIBHOM TPYTITIBI
y4acTBYET B MHOTOUUCJIEHHBIX PEAKIMSX METUINPOBAHUS PAa3HbIX
cy6erpaToB R (em. Huke).

B pesysbTare Beex mpejicTaBJeHHbBIX PeaKIUIi:

e [IPOMCXOANUT METUJIMPOBAHUE MHOTUX CyOCTPATOB, BKJIOYAS
Me/IMKAMEHTBI, C CHHTE30M OMOCOEIMHEHNN WA C UX MHaK-
TUBallNel;

® DacxXoji He3aMEHNMOUM aMUHOKUCJIOTHI MeT KOMIIeHCUpYyeTcst
HE TOJIBKO 3a CYET MOJHOLEHHON OEIKOBOI UMM, HO U B Pe-
3yJIbTaTe MMOKAa3aHHOI HUIKe pereHepanuu Met n3 romorruc-
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TenHa ¢ yuyactiueM Met-cunTasnl 1 KohepmerTos S-metni-H -
dhomata 1 MeTHIIKOOATaMUHA — MTPOU3BOHOTO BUTaMIHA B,
cozepskaiero kobanbt (Hobenesckast mpemust 1964 1.);

e ISt TIOCTOSTHHON perenepar Met obpasyiomuiicss H,-do-
jgat (mpaBas YacTh ypaBHEHW) JOJIKEH MpeBpamiaThbCs
B 5-Metmii-H,-onar 3a cuer ogHOyrIepognbix ¢hparMenTos
Cep unu ['mu (370 KaTaau3upyoT COOTBETCTBYOMME hep-
MeHTBI KaTabosmama Cep, ['in) u ipu yuactuu peaykrassl E,
(xodepment HA/IH);

® TOMOITUCTEWNH CJIY;KUT TaKsKe IOHOPOM cephbl /it cuHTe3a [luc
Ha OCHOBe eTo «ckejeTay — Cep — B IBYX peaknusx c dep-
MeHTaMu E, 1 E,, 71511 KOTOPBIX KOhepMeHTOM SIBJISIETCS 11~
punokcaabdocdar (Buramun By).

® YACTh TOMOIIUCTENHA, CAHTE3 KOTOPOTO B OPraHU3Me YeJIOBeKa
HEBO3MOJKEH, YAAISAETCS ¢ MOYOM, TI09TOMY HEOOXOIMMO TI0-
CTOSTHHOE TIOCTYTIIEHNE MUIeBoro Mer.

-a1€HO3UNTOMOLIUCTENH )

_ . .
L \ AneHoauH

oMouMcTeMH — OcHoBa Ans peredepauun Met (depmeHT — MeT-cuHTasa Eq

CHo—SH CH,—S—Ch
E4
Sy + SwerwnHi® ———> (CHz  + Hyo

N

| ;
CH—NH, > . CH—NH»

| KataBonuam
COOH Cep u mun

N

l : 5,10-metunes-Hy®

Moua

WNtor: B aTUX peakiusix y4acTBYIOT YeTbIpe KoepMeHTa U COo-
OTBETCTBEHHO BUTaMUHA. A mMeHHO: 5-MeTus-H  -onar (dosmenas
Kucsiora), Metusikobamamun (Butamun B,,), nupugokrcanbbocdar
(Buramun Bg) u HAAH (Buramun PP). Ilpu nepocrarke B opra-
HU3ME OJ/IHOTO M3 9THX BUTAMWHOB WJIU IPU MYTAIUSX T€HOB COOT-
BETCTBYIOMUX (PePMEHTOB BO3HUKAIOT TATOJIOTUYECKHE COCTOSHUS
JyesIoBeKa.
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3ABOAEBAHUA

I. Makporurapuble aHEMUH XapaKTEPU3YIOTCS HE TOJHKO YMEHb-
IIEHNEM KOJUYECTBAa HPUTPOIUTOB (M IeMOrJI0oOMHA) B KPOBH, HO
1 yBeJM4YeHNeM UX pa3MepoB. /[Ba BapranTa TakKuxX aHEeMUI:

e aHeMHs Merajo0JacTUyecKast, WM 3JI0Ka4eCTBEHHAs, NN
HepHUIMO3Hast — GoJsiesHb Ajrcona—bupmepa; ee mpuyu-
HOM ABJIAETCA HeJJOCTaTOK BUTaMuHa B, BosHMKaomwuii npn
HEIOJIHOIIEHHOM MMUTaHUK (HEJOCTATOK MSICHOU U PACTUTEh-
HOW MUTIN ), 60JIE3HSIX JKeryaKa (He0CTaTOUHbIA CUHTES [JIN-
komporenHa — ¢axropa Kacna) n kunmednuka (HapylieHne
BcacbiBanus komirnekca B,—daxrop Kacua);

e aHeMUs Merajo0siacTuieckasi, BbisBaHHast 1euiutom oJie-
BOII KMCJIOTBI TIPH OTCYTCTBUU PACTUTENBHOI TN, OOTE3HSIX
MEeYeH!, KUIIEYHUKA U TPY TUCOaAKTEPHO3eE.

Kinnunueckn o6e hopMmbl 3a00J1€BaHUsI CXO/IHBI, & UX MOJIEKY-
JISIPHBII MEXaHU3M JIOJIKEH ObITh MOHSATHBIM Ha OCHOBAHUH BBIIIEN3-
JIO)KEHHOTO: HEJIOCTATOK TPEX PACCMOTPEHHBIX BUTAaMUHOB (6e3 By)
HapymaeT oOMeH (hoJMEBOI KUCIOTHI U 0OpasoBaHue ee Ko(epmeH-
TOB, COJIEPIKAIUX OHOYTJIEPO/IHbIE (DPATMEHTBHI, C TTOCAEAYONUM
yraerenneM cunresa PHK, JITHK u 6enkoB. 910 oTpaskaercst mpe-
JKJIE BCETO Ha Pa3MHOKEHNH 1 AnddepeHImainm ObICTPO AESIIIXCST
KJIETOK 3PUTPOUIHOTO PSjIa.

II. TTpu Takux sKe TUNO- U ABUTAMUHO3aX U OCOOEHHO MPH He-
JoctaTke BUTaMuHa By n aktuBHOCTH hochonmpuiokcanseBox dep-
MEHTOB IUCTATHOHUH-B-cuHTa3bl E, 1 uctaTnoHnH-y-masel E,,
a Takke peykTassl E, (CM. BbITIe peakini) yBeJIMINBAETCS B TKAHIX
1 KPOBH COfiepKaHne TOMOIUCTEenHA (CHHIPOM THIIEPTOMOIIICTEH-
HEMUU) U €T0 IUMepPa — FOMOIIMCTHHA, KOTOPBIN yAauseTcsi ¢ MOYOI
(TOMOITUCTUHYPHS ).

Takoe HapyIenne oGMeHa CepOCOIEPIKAIIX AMIHOKHICIIOT MTPH-
BOAUT IIPpU OTCYTCTBUM JICUEHUA K IIATOJOTUU: TOPAKEHUE MO3Tra,
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YMCTBEHHAsI OTCTAJIOCTh, KATAPAKTA, ITOBbIIIEHNE CBEPTBIBAEMOCTU
KPOBH U TIOBPEsKIEHNE SHOTENN ¢ DOPMUPOBAHUEM aTEPOCKJIEPO-
TUYECKUX OJIATIEK.

HermocpencTBeHHO TTOBPEK/IAET 9HAOTENUN apTEPUil TOMOITUCTe-
vH. [loaToMy ecm eTo cozpep:kaHue B KPOBU IIPEBBIIIAET HOPMAJTh-
HBIIl AMamna3oH B 5—15 MKMOJIb/JI, TO 3TO CUYUTAETCSI OJHUM 13 (hak-
TOPOB PHCKA Pa3BUTHS aTEPOCKJIEPO3a.

SAM saBasgercs fOHOPOM METUJIBHON TPYIIIBI JI7IT MHOTUX Peak-
U TPAHCMETHITUPOBAHUSI.

Ipumepot

1. CunTe3 ajpeHajMHa U3 €ro IpeliecTBeHHUKA MeauaTopa
CUMIIATIYECKON TPAHCMUCCUU — HOPAAPEHANNHA, YTO MBI PAaCCMOT-
PUM B CJEAYIONIEN JEeKIUU.

2. CunTes MearaTOpa MapacuMIaTHIECKUX CHHATICOB — alleTHJI-
XOJIMHA:

TpaHcepasa TpaHcthepasa

/ KoA-SH
3SAM 3S5AG auetun-KoA

3. CuHTes KpeaTHa B CUCTEME PeaKITnii: pacmaj 6eTKoB — Kpea-
TUH — KpeatuHdocdaT — KpeaTuHUH — yaaJgeHue 4acTu a30Ta pac-
[aA0MXCsl OEJIKOB ¢ MOYOIA.

ITa cUCTeMa PEeaKIMii UMEET YEThIPe OCHOBHBIX MEJUKO-010J10-
IMYeCKUX 3HAUYEHUsI.

1. KpeaTuHun B cBOeM cOCTaBe BBIZIEJIIET B MOUY YacTh a30Ta

pacnazaoIuxcs 6eIKoB.

2. Kpearundocdar aBisgercs 3anmacHoi GopMoii 9HEPTUN B MBITII-
nax Hapsiny ¢ ATD, Ho ero comepskanue B 3—8 pas Goiblire,
yem AT®. TIpu paboTe MBIIIIBI B IEPBYIO OYePeh PACXOIY-
erca ceobonnasa ATD, a nanee ee KOJIUUECTBO TIOTOJTHAECTCS
3a cyer BKIIOUeHMs obpaTHON peakiy obpasosanus ATD u3
kpearmHdocdaTa (CM. Iaee peaKInio).

3. KpearuHknHasa KapAHOMHUOILUTOB, a 60Jiee TOYHO — €€ M30-
dbepment MB saBisgeTcd caMbIM paHHUM MapKePOM OCTPOTO
nadapkTa Muokapzaa (cm. jgexmuio 4/1).
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4. KpeatnnuH, moctymnas 1Mo KPOBM B MIOYEUHYIO apTEpPUOIY,
bunbrpyercs B kiybouKe, HO He peabcoOMpyeTcsi B KaHAJIb-
nax. [Toaromy Hedposoru u yposoru st OlieHKr paboTo-
CIIOCOOHOCTH TTOYEYHBIX KITyOOUKOB UCCIIEAYIOT KIYOOUKOBYIO
GUITHTPAIMIO TIO CDABHEHMIO KOHI[EHTpAIell KpeaTuHWHA
B MOY€ 1 KPOBH C pacyeToM KoadpuinenTa «ountneHus (Kim-
peHca)».

atabonuam TkaHesbix Benkos
B noukax: Apr + ' — OpHUTKH + ryaduguHaLieTar

B nevyenu:

MeTtuntpaHcthepasa
S

|
COOH N COOH
MNyaHupuHauerat + SAM k- Kpeatus + SAG

B mbiuuax: Kpeatui + AT *— Kpeaturdocdar + AQN

/

P
KpeartnHkuHasa

B mbiax;

Kpeatundpocdpat +HyO ——— > KpeatuxnH + HaPOy
Kpoeb
'y

Moua

Boustee moapo6Hast nHbOPMAIIUs 0 COfePKaHIN KPeaTnHa U Kpea-
TUHMHA B CBIBOPOTKE KPOBHU M Moue IpejcrasieHa B Tabu. 8/2.1,
KOTOpasi TI03BOJISIET OIIEHUTh 3HAYEHKE 9TUX OMOXUMHUYECKUX KOM-
MOHEHTOB KaK JIMAarHOCTUYECKUX MOKA3aTeseil MPU HEKOTOPBIX CO-
CTOSTHUSAX 1 3200JIeBaHUSX YEJIOBEKA.
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Tabauua 8/2.1
Cojepskanue KpeaTHa M KPEaTHHUHA B CHIBOPOTKE KPOBH
U B MOYe YeJIOBEeKa B HOPMeE U IIPU NATOJOTHH

Hopma
Kposs Moua
Ilokazarenn
MI/JJI | MKMOJB/J | T/CYT | MMOJb/CYT
Kpeatun  sxem. — 27-71 — 0-0,6
MYK. — 13-53 — 0-0,3
Kpearunun sxeH. 0,5-1,1 44-97 0,8-1,6 7,1-159
MYK. 0,7-1,4 62-124 1,0-2,0 | 88-17,7
IMaTonorus
Kpeatun Kpearunun
KPOBb MoyYa KPOBB MoyYa
OO6ubHAs MSICHAS MU, WHTEH- 0 0 ™ ™
CHBHBIIT paciaj 6esgkoB (0KOTH,
HEKPO3bI MBIIIIT, HHDEKINH,
caxapHblil guader, pydyesas 6o-
JIe3Hb, KPAlll-CUHIPOM UJIH C/IaB-
JieHne TKaHeil)
Bosesuu mpin (Muacrenmnu, T ™~ N d
qncTpodun) ¢ OBPEKIEHIEM
KPeaTuHKUHA3BI
Bousesnn mouex ¢ HapyieHmeMm — — ™ {
KJIyGOUKOBON husrbTparii

IIpumeuanue. Crpeskit 0003HAYAIOT yBETUUYEHE HIIM YMEHbIIEHUE KOHI[EHTPA-
[UU YKA3aHHBIX COEJIMHEHUI COOTBETCTBEHHO.

AEKAPCTBA

B navaiie srexipin Ol KPaTKO PACCMOTPEHBI ITPETapaThl, TOPMO3si-
nire obpasoBarie 6a30Boro KodepMenTa Ha OCHOBE (HOTNEBOI KHIC-
notel — H,-cdosata n BesieicTBre aTOro yrHerarolire pa3MHOKEHNe
OITyXOJIEBBIX KJIETOK 1 OaKTEPHIL.

Tenepb o cyabhanusamMugax Kak NPOTHBOOAKTEPHATHHBIX
npernapatax. /[ HEKOTOPBIX, B TOM YHCJIe TTATOTEHHBIX, GaKTepHil
dosreBast KCJIOTA HE SIBJISETCSI BATAMUHOM, U OHU CUHTE3UPYIOT
ee 13 mapaaMuHOGeH30MHON KucaoThl (cxema 8/2.1). menno ata
KHUCJIOTA CJIY’KUT B JIaHHOM ciydae ButaMuHoM. Cysibhannaamuniibl,
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SIBJISISICH CTPYKTYPHBIMH aHAJIOTaMU TTAPAaaMUHOOEH30HHON KUCITIO-
TBI, BO-TIEPBbIX, KOHKYPEHTHO HHIMOUPYIOT aKTUBHOCTH (DePMEHTOB
cunTe3a osata (HampuMep, IUTUAPONTEPOATCUHTETA3bl). Bo-BTO-
PbIX, yKasaHHble (pepMeHThI 001aJaI0T TOJIBKO OTHOCUTEIHHOM Cy6-
CTPATHOU CIenU(UIHOCTHIO, U N0OITOMY OHUM KATAJIU3UPYIOT TAKIKe
npeBpalienne cyiab(paHuIaMuoB B I1ceBA0MOTNEBYIO KUCIOTY.
Takoii 11ceBIOKO(MEPMEHT AOMOJHUTENBHO Hapylaer oOpasoBa-
HIe YaCTHBIX KO(ePMEHTOB U UX KOMIIJIEKCOB C OJTHOYTJIEPOIHBIMU
dbparmentamu. tor — Hapymenne obmena AK, cuaTesa HyKJIeoTH-
nos, PHK u [THK 6akrepwuii, mpekpalieHne X pasMHOKEHUS U KY-
nupoBanue GakrepuaabHOi nHbekimu (cMm. cxemy 8/2.1). S nymaro,
YTO CTYJEHTHI MOHUMAIOT, TOYEMY CYJIb(haHUIAMU/IbI He U3MEHSIIOT
MeTaboJIM3M YeJIoBeKa U He JatoT oO0YHbBIX 2(DHEKTOB B pa3yMHBIX
TepareBTUIECKUX /[03aX.

Cxema 8/2.1. MexaHV3M AeCTBUS HEKOTOPbIX MPOTUBOGAKTEPUASTbHBIX
npenapaTtos

ynsaHnnamuis!

—S50,—NH—R bucenton

e

~ -
& MHrwﬁwpoaaHne/’

NHrmBrposanme ~\_ ra WHrubuposanng
- &

DepmMeHTbI

®ornmesas l a3

HoN— N A__" o
N Q Y7, COOH—"1cnora AiHK
Benku

apaamuHobeH3oiHas kucnoTa

Ha mpe/nicraByienHol cxeMe MOKa3aH He TOJBKO MEXaHU3M JIeii-
CTBUS CyJIb(MaHUIaMUI0B, HO U paccMaTpuBaeTcs: 6osiee addek-
TUBHBINA NPOTUBOOAKTEPUAIbHBII npenapar 6ucentos (6akTpum),
KOTOPbII1 HA3HAYAETCS TIPY TSIKEJIBIX U OCJOKHEHHBIX MH(EKITNOH-
HBIX 3260/I€BAHUAX PAa3HBIX OPTAHOB, B TOM YMCJIE TIPH CENTUIIEMUM.
BucenTon coctout 3 1ByX KOMIOHEHTOB: CyTb(haHUIAMUIA CYIb-
(damerorcasosa (mHrub6UTOpa cUHTE3a (osiata) U TPUMETONPUMA
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(nuruburopa obpazosanus H,-dosara), T.e. Takoit KOMGUHUPOBAH-
HBII TIpenapar npepbiBaeT MeTabOJIMIEeCKYTo 1elib OakTepuil cpasy
B JIBYX pasHbIX Toukax. [ToaTomy GucenTtos odeHb aheKTHBeH,
n 'y 6GaKTepuil OYeHb PEKO BOZHMKAET MyTal[MOHHAS JIEKapCTBEH-
Hasl PE3UCTEHTHOCTh K 9TOMY TOJIUIIPENapaTy B OTJMYNE OT MOHO-
JIEKapCTB.



Aekuna 9/2

OBMEH APOMATUYECKUX
U TETEPOLUUKAUNYECKUX
AMNHOKUCAOT

ITa JIeKIusl, Kak ¥ HEKOTOPbIe ApyTHe, OyAeT HachlieHa BOPOCaMu
MEAUIUHCKON 6UOXUMIY, OMOXUMUYECKUMU acIleKTaMU psijga 3a60-
JIeBaHU.

®EHUAAAAHUH U TUPO3UH

Dennnanannn (Den) — HezaMeHMMass aMUHOKHUCJIOTA, THPO3UH
(Tup) — ycnosno 3amenumas AK, kotopasi cuHTe3UpyeTcs: B opra-
HU3Me yesioBeka u3 Hezamennmon Den:

o ’ r’ I
X

-
-
-
-
-
-

N

|
f” + CHZ

I +0, + HAQOH + H' —> |

CI:H—NH2 . c|:H~—NH2 k]

+H,0 + HALI®

COOH - COOH /7
®DeH

JTa J0CTATOYHO CJOKHAS OKUCJIUTEIbHO-BOCCTAHOBUTEIbHAS
peaknus Kataausupyercss (pepMeHTOM KJacca OKCHAOPENyKTa3,
MTO/IKJTacca OKCUTEHa3, BapuaHTa MOHOOKCHTEHA3, YaCTHOE Ha3BaHue
dennnananuarugporcnnaza (OAI). DepMeHT SABISETCS CIOKHBIM
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9/2 O6I\1€II APOMATUYECKUX U TETEPOIUKINIECCKUX aMUHOKHNCJIOT

GenkoM, uMeromum B kadectse kodakropos HAJ[IDH, Fe?" u rerpa-
rugpobuontepun (H,-6nonrepun). [Tocaeannii 61M30K 10 CTPOEHUIO
¢ 9acThio GOJIMEBON KUCIOTHI: 006a COAEPKAT reTEPOIUKII MITePUHA.
B pesysibraTe HECKOIBKUX peakiinii B apoMaTuueckoM Kosbile Den
MOSIBJIAETCS THIPOKCUIIbHAS TPYTTa 32 CYET OJHOTO aTOMa MOJIEKY-
JIIPHOTO KHUCJI0Poaa, a Bogopos komrrekca HAJ/IH + H* yepes H -
6uonTepuH 06pa3yer co BTOPbIM aTOMOM KHCJIOPO/a BOJLY.

l'enernvecknii kontposb AL ocyiecTBisIeTCS OJTHUM TE€HOM
mist artoepMeHTa 1 HECKOJIbKUMHU reHamu st H,-OuonTepuna.
[TosTomy pasBuBaiorieecst pu Hegoctatke akTuBHoCcTH DAT Ha-
caenctBenHoe 3aboseBanue gereil — pennnkeronypus (DKY) oby-
CJIOBJIEHO PEIECCUBHBIMU MYTAITUSIMU PA3HBIX TeHOB. [Ipu MmyTarumsx
rena anogepmenTa (xpomocoma 12, moxyc q22-24) BO3HUKAET Kac-
cuueckas OKY, bosee pacipocrpanertas, Ipu KOTOPOl cosgaercst
n36bITok DeH 1 BO3MOKEH HeZOCTaTOK THp Mpu HEMOJHOIIEHHOM
6erkoBoMm nurtanuu. Myrtaiuu renoB H,-Ouonrepuna mpuBOIST
K TIOSIBJIEHUIO G0Jiee PEIKUX, HO KIMHUYECKH OoJiee TSKEbIX U Jie-
TaJbHBbIX KohepmeHTHBIX 1t BapuaHTHbIX DKY. VX 3/0kauecTBeH-
HOCTb CBsi3aHa ¢ HapyiieHreM oomena Tpex AK — MDen, Tup u Tpu,
Tak Kak H,-6nonTepuH Kak KOhEpPMEHT y4acTBYET €Ille B CHHTE3e
KaTexoJJaMUHOB U3 THp, a TakKe cepOTOHNHA 1 MeJTaToOHuHA 13 Tpu
(cM. HUIKE).

B o6oux cirydasix OCHOBHOW OHOXUMHYECKUN MEXaHU3M MaTO-
JIOTWW CBsI3aH ¢ U30BITOYHBIM HAKOILJIEHUEM B OpraHu3Me pebeHKa
DeH, KOTOPBIN MOXKET PACTIANATHCS JI0 YIIEKUCIOTBI U BOJIBI TOJbKO
uepes Tup. Ho aror myTs npakTryecku 3abaokuposat. [Toatomy us-
6piTok DeH, He NCTTOb30BAHHDII [JIs CHHTe3a OeJIKa, TPeBPaIlaeTcst
B TOKCUYECKUE [IJIsI MO3Ta METa0OIMTRI, HAPYIIAIOIINE, B YACTHOCTH,
MUEJTUHU3AIMIO aKCOHOB HEPOHOB

kbeH ——» QeHnnNnUpysaT ———» QeHunaueTar

bBnok

denunnakrar deHuna LeTunrnytamun

OcobGeHHo ToKcHYeH (PeHUIUPYBaT, COAEPIKAIUil KETOIPYIIILY,
YTO SIBUJIOCH IPUYMHON caMOro TepMUHa «(peHnaKkeToHypuss>. Tok-
cUYecKUe MPOAYKTHI HapymaioT obpasoBanue 60l MUETMHOBOIL
000JI0YKN aKCOHOB MHOTUX HEHPOHOB. B oT/inune ot apyrux Mmemo-
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paH 3Ta 000JI0YKa COMEPKUT TOIBKO 25-30% Genkos, a 70-75% —
ATO JIUTIUIBI, COCTOSIINE U3 TINKOJUTHIOB (IOMUHUPYET CHUHTO-
MuennH — Jekrug 9/1), dochoaunuaos u xomecTepoia.

JlonosHUTEIbHBIE MEXaHU3MbBI TTOPA’KEHNST HEPBHOW CHUCTEMBI

mpu OKY:
e yMeHbllleHue cojepkanust TUp MPUBOJAKT K YMEHBIIIEHUTO 00-
paszoBaHud U3 Hero AodaMmHa (TOPMO3HOTO MeIuaTopa MIJist
rumnoTazamyca u runodusa);
e u36biTok Den memnraer tpancnopry Tup u Tpu us Kposu
B MO3T, YTO TaK)K€ YMEHBIAET CUHTE3 U3 HUX MEJNATOPOB
1 TOPMOHOB,
PoskieHHbie GOJBHBIMU JIETH SIBJSIOTCST Ay TOCOMHO-PETIECCUBHbI-
MU TOMO3UTOTaMU 110 MYTaHTHBIM T'€HaM. B c¢Bs1311 € TsIOKECTBIO 9TOTO
3abosreBaHMst 3aKoHOaTeIbcTBOM PM miperycMoTpena paHHsist ToCT-
HaTaJbHAs JUATHOCTUKA HOBOPOKAeHHbIX Ha Hamnune DKY, kak
U IPYTUX YeThipex 3aboseBanuii geteit (nexims 8/1). [l aToro mpo-
BOAIUTCSI oTpesiesierne KontenTpanuu Mer B KpoBH pebeHKa, B3ATON
u3 1aTKU. B HOpMe KpoBb pebenka comepskut 1-2 mr/mn Den, npu
narosoruu — 10—80 mr/m1. Moua 310poBoro pebeHKa IpaKkTHYeCKH
He cosiepxkut denunmnupysara, a npu OKY on BoisiBIsIETCS B MOYE.

Kpowme ykaszantoii mabopatoproii auaroctuku @KY Bpaun u po-
JITEJTH JIOJKHBI 3HATH PaHHUE KIWHUYECKUE CUMITTOMBI OOJIE3HM:
«MBIIIUHBIIY» 3aI1aX TeJia pe6eHKa, BbI3BAaHHBIN IIprBE/ICHHBIMU BbITIIE
WHTEpMeIuaTaMu — «(OEHUIOBBIMI> KUCJI0TAMU; ruTieppedeKkcus,
TTOBBINIEHHBI TOHYC MBI, TPEMOP U CYJOPOKHBIN CHHAPOM M3-
3a TIOHMIKEHHOTO cojlepskanust B Mo3ry godamuna. [Ipu oTcyTeTBUnN
JIEYEHVIST [IaJiee TOSIBIISTIOTCST GoJIee TTO3/[HIE CUMITTOMBL: OTCYTCTBHE
OKPacKH pay’KHOI 000JI0UKM TJia3a BCJIEACTBUE HEOCTATKA I{BET-
HBIX MEJTAHIMHOB, 0Opasyionuxcst u3 Tup; sk3eMa KOKU U, HAKOHETI,
rJIaBHOE — Yepe3 HeCKOJBbKO JieT aHtiedanonarus (yMCTBEHHAS OT-
CTaJIOCTI)), BbI3BaHHasl YKa3aHHbIMU BbIIIE ITPUYNHaAMU. HpI/I 3JI0Ka-
yecTBeHHOI KoepmenTHoit DKY cumnromarnka cxojnast, Ho boJiee
BbIPpaK€HbI HEBPOJIOTUYECKUE CUMIITOMbBI, PE3UCTECHTHOCTDb K 1€~
TOTEPANUU U HACTYMAeT paHHss rubenb. JledeHue moka CBOAUTCS
TOJIGKO K KOPMJIEHUIO PeOEHKA UCKYCCTBEHHBIMU CMECSIMI ¢ HU3KUM
conepxxannem Den. Takas puerorepanus A0JKHA TPOJOJIKATHCS
B Tedenne 8—15 meT ([0 3aBepIIEHNS TIPOTECCOB MUETUHUZATNN
MO3Ta) WU TIOKU3HEHHO.
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[Tpu Hammuum B cemeitnot nucropuu ciaydaes OKY Berynatonmm
B 6paK peKOMEHAYETCS MPOBeJeHNE B TeHETHYECKON KOHCY/IbTAIlUN
1 GMOXUMHUYECKOTO TECTa JIJIS TIPOBEPKU HATIMYKS Y OYAYIIUX POJIH-
teJieii rereposuroTHocTy 1o renam M AT mepopanbHoe BBegeHne 10 ¢
Den n anam3 B AuHaMuKe cogepskarus Tup B kposu. Ilpu BoisiBire-
HUU T€TEPO3UTOTHOCTU Y 0O0UX MapPTHEPOB PUCK POKICHUS Y HIX
6OJIBHBIX fieTeit coctaBut 25% no Mengemo. Hamewaercs Bueapenue
B IIPaKTHUKY cooTBeTcTByoMei /|HK-auarmoctukn.

Kara6oau3m (peHuIaianiia ¥ TAPO3UHA IIPOUCXOANUT B OCHOB-
HOM B TIEUYEHU 110 CJIeYIONIEel cxeMe:

Wpo3nHaMUHO-

DAl TpaHcthepasa (MP) NuokcureHasa

beH———Tp ———<———[NaparuapokcupeHnnnmpysar + Oy ——<—————»

.

rny *co,

HAwvokcureHasza "
(Cu?’ BuTamur C) Ouokcuredasa (Fe®")

FoMOreHTHaNHOBaR kucnoTa + Os,..—» Oymapunadetoayerar + H,0 —»|

Mwaponasa
rD\,rm?pa'r * Au%ToaLieTaT

U.\‘ - e
l‘lj’)aTHbM T P

r'd

Okcanocauerar CO2  Uenb nepeHoca anexkTpoHos —= AT®

Jrta cxema MmokasbpiBaet, 4To yacth atomMoB Den u Tup moxer
MpeBpanaThCs B TIAIOKO3Y, a APyrasd yacTb — B arleTua-KoA u garee
B yTJIeKUCIO0TY U Bony. Iloatomy a1 AK Ha3bIBalOT IIMKO-KETOTeH-
HBIMU WJIN CMEITaHHBIMU.

Boiennm oiHy peaxiinio, CBSI3aHHYIO C MaTOJOTUEN:

|
OH

OMOreHTU3WHOBaA KWCnoTa dymapunaueroauerar
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ITY peaknuio KaTaJn3upyeT TUOKCUTEeHA3a TOMOTeHTU3NHOBOM
Kucaothl ¢ kodakropom Fe?’. Kucmopoa paspbiBaeT apoMaTuieckoe
KOJIBITO, ¥ €T0 /IBA aTOMA BXO/AT B COCTAB OPraHUYECKOTO BEIECTBA,
YTO XapaKTePHO JJIST PeakInii, KaTaTu3uPyeMbIX AMOKCUTEHA3AMU
(mexrusa 3/1).

[Ipu myTanmonnom nedexTe 3TOTO (hepMeHTa PA3BUBAETCS CHHI-
pOM — aJKanToHypus u 3aboseBanne — 0xpono3. Ocrarormasics B e-
4eHU B M30bITKE TOMOTEHTU3WHOBAsI KUCJIOTA MPOHUKAET B KPOBb,
MOUY ¥ B COEJIMHUTEIHHYIO TKAHb — B KOXKY, CKJIEPBI, XPSIIIH, MeJ-
KHUe CyCTaBbl, BBI3BIBAS UX MOBPEKICHUE U BOCTajieHne (apTPUTHI),
a TaKkyKe TI0CJIe CBOETO OKMCJICHUS OKPAITUBAET TKAHW B YEPHBIH 11BET
06pa3yIoNMMUCS ATKATITOHAMU. B CBEKEBBIMYIIEHHON MOYe Yepe3
HEKOTOPOE BPeMsI 1ocJIe paciaa MOYEBHHBI ITPH ydacTUH OGaKTepu-
AJIbHOM ypeas3bl ¥ MO/IIETaYBaHUsT CPe/Ibl OeCIIBETHAs] TOMOTEHTH-
3UHOBAsT KMCJIOTA OKUCJSETCS KUCIOPOJOM U IPEBPAIIAETCS B Uep-
HbIe AJIKATITOHBI, U3MEHS IIBET MOYH.

V3BecTHBI Takke HACTEACTBEHHbIE 3a00/I€BAHUS — TUPO3UHE-
MU, BO3HUKAIOIINE TTPU MyTaIMSAX TeHOB IPYTUX (hepMEHTOB KaTa-
6ommsma Tup B euenn. [lyist HUX XapaKTepHbI TOBBIIIEHHOE COJEP-
JKaHUe B KPOBU U B TKaHSX TUpP W IPyrux MpPOAYKTOB €ro paciajia
¢ pa3HOOOPa3HOIl CUMIITOMATUKOI, B TOM YHCJI€ C YMCTBEHHOH OT-
CTAJIOCTBIO TIPUA OTCYTCTBUN JICUCHNUS.

Bropoii myts MeraGoiuama Tup — CHHTE3 KaTeXOJaMHHOB,
BBITTOHAIOMUX DYHKIIUU HEHPOMeIUaTopoB U rTopMoHOB. Paziu-
yue MeXJy IByMsI YKa3aHHBIMU (DYHKITMSIMU KaT€X0JaMUHOB B Psifie
CIy4aeB HEUeTKoe.

Karexos — ato oproguruapokcubensostr. [ono6Hbie coeimHeHnst
00pas3yIoTcst M COMepsKaTCsT B pacTeHusix (4aii, pa3jiudmbie MI0/b,
0COGEHHO KPACHBII BUHOTPA/) U CUYUTAIOTCS 9P GHEKTUBHBIMI aHTH-
OKCHUZAHTaMU. Y YeJoBeKa W KUBOTHBIX B HEHIPOHAX W B MO3TOBOM
BellleCTBe HAAIIOYEYHUKOB KaTeXOJaMUHBI CUHTE3UPYIOTCs u3 Tup.
[TepBag peakius npespaiiienus Tup (¢ 0HOU TUAPOKCUIBHON TPYTI-
noit) B muruapoxkcudenwiananv (JJODA ¢ 1ByMs THAPOKCHITh-
HBIMW TPyTIIaMK) TIPakTHUeckn uaeHTndHa peaknnn Oen — Tup.
HasBanme cdepmenTa — TUPO3UHTHUIPOKCUIA3a C KODEPMEHTOM
H,-6uonrepuHom.

346



9/2 O()Meﬂ APOMATUYECKUX U TETEPOIUKINYICCKUX aMUHOKHNCJIOT

[lastee TpONCXOAST PeaKIum:

OODA-nexkapbokennaaa (MNd) Hodbamun-P-ruapokcunasa (eutamud C, Cu™)

(.?H \ (l)H
7 _OH \ /4\ _-OH
—_ ﬂ + 05
5 \ g
co;

N
[ Buramun C
CH» CHs (IZH —OH

ol
|

| |

CH—NH, CHy—NH, CHp—NH,
|

COOH

Dodhamuux Hopagpexanun
HABMNAESTCH TDpMD3HbIM mMeanaTopom BO.‘JSYH-:,HEIH:ILLI,HLH
MeanaTop CMnNaTi4ecKux
CUHANCOB B HEPBHOW CUCTEMY

" HOC]IGHHI/IIL/,I aTall — O6paSOBaHI/Ie TOpPMOHa aZip€Ha/InHa B MO3-
TOBOM BelleCTBE HAAIIOYEYHNKOB C Y4aCTHUEM MeTI/I]TTpaHC(l)epaSI)IZ

CHp,—NH—CHs

AgopeHanvH

WNrak, cuHTe3 ciaeAyonux KaTeXoJaMUHOB ITPOUCXOIUT Ipe-
UMYIIeCTBEHHO B HellpoHax (A4 godamMuHa M HOpajpeHaJruHa)
Y B MO3TOBOM BeNIeCTBE HA/ITOUETYHUKOB (/17151 HOpaipeHATNHA U aJl-
peHasimHa).

Best mpuBezierinast Metabo mdeckast 1erb 00pa3oBaHus KaTexoJia-
MUHOB PETyINPYETCs TIO TPUHITUAITY OTPHUIIATETbHOM 06PaTHOMH CBSI3M:
u30BITOK HOpaJApeHaIMHa U Jo(haMIHa aJI0OCTEPHYECKI HHIMOUPYeT
PETYIATOPHBIN (DEPMEHT TeTN — TUPO3WHTUIPOKCUIAZY.

Ounkonoruyeckas, HelipoJoTHYecKasd U ICUXUaTpuiecKas ma-
TOJIOTHS, CBSI3aHHAS C KaTeX0JaMUHAMU

[. Omyxosmu MO3TOBOTO BelecTBA HAMMOUEYHUKOB C TIOBBIIIIEH-
HOH MPOAYKIIMEH afpeHaJnHa 1/ HopaJpeHaanHa. ITr 3aboJie-
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BaHUSA — (heoxpoMoIuToMa 1 (heoxpomMobIacToma — ObLIH PACCMOT-
pEeHBI B JIeKIINH 3/2.

I1. HekoTopbie memnpeccuBHbie 3a60T€BAHUS MU COCTOSIHUS
BO3HUKAIOT MPU YMEHBIIEHUN COJEPKAHUS B HEPBHBIX KJETKAX
MenmaTopa CUMIATHIECKON TPAHCMUCCUM HOPaApeHadnHa. IJTO
XapaKTepPHO U JIJIS IETIPECCUBHOTO COCTOSHUS AJTKOTOJINKA MIPU OT-
CYTCTBHY AJIKOTOJBHOTO TOAKperienus. JIornaHo Takxke npearno-
JlaraTh, 4YTO TIPU 3HAYNTEJIBHOM HEJOCTaTKe B OPraHW3Me BUTAMMU-
Ha C 1 pasButuun nuHru (ckopOyTa) cojaepskaHue HopajpeHaJInHa
Oy/1eT HU3KUM (CM. BBIIIIE PEAKIIUN ), YTO TAKKe TIPUBEET K JIETIPeC-
curt HOTBHOTO.

II1. ITpu musodpenun («paciiernyentas IICUXUKa» ) BbISBJIEH
u30bITOK T0aMuHa B TOJOBHOM MO3TY, 0COOEHHO B BUCOYHOIT 10I€,
BCJIEJICTBYE HEJOCTATKA aKTUBHOCTU MOHOAMUHOKCH/IA3, Pa3pymiaio-
mux godamus. OIHAKO BOIPOC 00 9THOJOrHYECKOi poJiu godhaMuHa
IPU HTOM 3a00JIEBAHUK OCTAETCSI OTKPHITHIM.

IV. HanipoTus, posb godamiia Kak TOPMO3HOTO MeAANATOPA TIPH
6ose3nu Ilapkuncona 6osiee sicia. OcHOBHast cUMITOMATHKA 6O-
JIE3HU: HAPYIIEeHWS KOOPANHAINY ABUKEHUN U PeUr, TTOBBITTIEHHBIH
TOHYC (HANpsKEeHMe) MBI U CKOBAHHOCTD JBUKEHUI — BCE 3TO
00ycI0BIeHO ocabieHneM CUHTe3a Wi (PYHKIIMOHUPOBAHUS J10-
(amuna yepHoii cybeTannuu Mosra. Bo3aMokHbIe GUOXUMUUYECKUE
MIPUYNHBI — MYTAIMH TeHOB (DepMEHTOB TUPO3MHTUAPOKCHIIAZHI NN
JTODA-nexapbokcuiaspl (CM. BbIIe PEAKITIH ), leTeHepaiist 1odha-
MUHEPIUIECKUX HEHPOHOB OEJTKOM 0L-CUHYKJIEHHOM.

[Tpuniun edenus 6ose3nn [TapkuHCOHA — yBeJUYEHIE COJep-
XKauus odhaMuHa B HEPBHOH cHCTEME:

e Ha3HAaueHUEe JIEKAPCTB — IPEAIEeCTBEHHUKOB A0haMUHa,
KOTOpBIE B OTJINYHME OT JO(aMUHA TTPOHUKAIOT B MO3T Yepes3
remaroatiedamndecknii 6Gapbep. TaKOBBIMU SIBJSIOTCS pa3-
simunbie rpousBosinbie JJODA;

e BBeleHne BuTamMuna By, U3 KOTOpOro 00pasyercs MUPUIOK-
canbpochar (ITD) — kodpepment JODA-nekapOOKCHIA3HI;

e TOpPMOJKEHWE paciaja godaMuHa B CHHAIICAX ITyTeM Ha3Ha-
yeHust MHrUOUTOPOB MoHOaMuHOKcHAa3bl (MAQ), koTopast
KaTaJnu3upyeT pacnaj qopamuta (CM. HIKE).

Tpernii myTh MeTabomu3mMa THP — CHHTE3 MEJAaHHHOB B MeJa-

HOIIMTaX KOXU U B CETYATKE IJ1a3:
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up ———> LODA

MenaHuHb!
SymeﬂaHMHbl/ \* deomenaHuHbI

HEPHO-KOPWU4YHEBLIE HKENTO-KpacCHLIS

CmeluaHHbie MenaHuHbl NPOMEXYTOYHOTO LBETA

3abosieBanne aTbOMHNU3M Pa3BUBAETCS TIPH MYTAIlUsIX I'eHa TH-
PO3WHTUIPOKCUIIA3EI (B MEJAHOIUTAX €€ TIPUHATO Ha3bIBaTh TUPO-
3WHA30M) WJIW TIPU HEJOCTaTKe MEJTaHOIUTOB. MeJlaHUHBI CO3/aloT
MUTMEHTAIIAIO KOKW ¥ 3AIMUIIAIOT €€ ¥ IIa3HOe THO OT COTHEUHBIX
gydeit. OTCyTCTBUE WM HEJOCTATOK MEJTAHWHOB B KOKE U B IJ1a3ax
[PUBOAUT K MOSIBJIEHUIO CUMITTOMOB 3a00J1eBaHus: Oesrast KoxKa, 6eJio-
JKEJIThIe BOJIOCHI, TIOSIBJIEHUE OKOTOB U JIayKe OTYXOJIEBBIX 2JIEMEH-
TOB Ha KOXKe TPU IJIUTETbHON WHCOJSAINH, TIJIOX0e 3peHue. Y neTei
WHOT/IA TUAaTHOCTUPYIOT BUTUIIMTO — BPEMEHHOE TTOSIBJIEHNE HA KOXKe
TeJla HeMUTMEHTUPOBAHHBIX MATEH, YTO BBI3BAHO, BEPOSTHO, COMATH-
YeCKMMM MYTaIUsIMU T€HA THPO3WUHA3bI B HETTIOJIOBBIX KJIETKAX KOXKHU.

YerBeprhiii myTh MeTaboau3Ma THP — CHHTE3 TOPMOHOB U~
TOBHIHOI Kejie3bl — OyaeT paccMOTpeH B Jiekiuu 12/2.

Urak: 1) @en u Tup — kommoHenTs 6eskoB; 2) Tup siBisiercst
MPe/IIIECTBEHHUKOM JIJISl CHHTE3a KaTeX0JaMUHOB, MEJITAHUHOB, TOP-
MOHOB TUTOBUIHON sKeJsie3bl (HOATUPOHUHOB), TAIOKO3BI U KETOHO-
BBIX T€JL.

BUOTEHHbIE AMWUHBbI
(Mapmames C.P., bepesos T.T.)

B aTy rpynmy nmpuHATO BKIIOYATH BENIECTBA, KOTOPhIE NMEIOT aMU-
Horpynny R—CH,—NH, u o6sagaior 6MOJOTHYECKOI aKTHBHO-
CTHIO KPATKOCPOUHOTO MeicTBUSA (HelpoMeaunaToOphbl, TOPMOHBHI).
Bce GuorenHbie aMiUHbBI 00Pa3yI0TCsT U3 aMUHOKUCJIOT B PE3YJIbTaTe
yaIaJeHus o-KapOOKCUIIBHOM TPYIITIBI, TPOUCXOISAIIET0 B PEaKIIIH
NeKapOOKCUITMPOBAHNSI, KaTaIU3UPyeMOi IeKapOOKCHIa3aMu € KO-
dbepmentom mupunokcatbhocharom — [1D (Butamun By). Hexoro-
pble TaK¥e PeaKINy s IPEJICTABJISI BBIIIE B HACTOSIIEH JICKITHM.

[Tepeurciiim GHOTEHHBIE AMUHBI, YaCTh 13 KOTOPBIX MBI Y7Ke Pac-
CMOTPEJIH.
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Yacrp IT (BTopoii cemecTp 06ydenust)

1. Todamumn.

I1. Hopaapenanu.

[11. Anpenanuy ¢ METUIMPOBAHHON aMUHOTPYIITIOH.

IV. AtteTunxonmu ¢ METUJIUPOBAHHOW aMUHOTPYIIIION — BO3-
Oy KAAOMMI MeIuaTop TMapacuMIIaTUYECKO HEPBHON CHCTEMBI
(mexrus 4,/1).

V. I'amma-amunomacasanas kucaota (FAMK) — Topmosnoit me-
JIMaTOP HEPBHOW CHCTEMBI 0Opa3yeTcsi MpH JAeKapOOKCUIMPOBAHUT
Ty TaMUHOBOM KUCJIOTHI (Iy):

nytamatnoekap6okcunasa (Md)
rny ———> COOH — (CH,), — CH, — NH, + CO,.

CuHTE3MpOBaHO JIEKAPCTBO — MUparieTaM (HOOTPOITIT ), KOTOPOe
aBJseTcs MoauduIupoBanHoil ukandeckoit TAMK, ycroiunBoit
K hepMeHTaM KeJyI0IHO-KuTedHoro TpakTa. [lmpameram u ero
AHAJIOTW BBI3BIBAIOT TOPMO3HbBIE TIPOIIECCHI B CEPOM BEIECTBE KOPbBI
TOJIOBHOTO MO3Ta 1 Ha3HAYAIOTCS TP Pa3JIMYHON MaTOJIOTHH MO3Ta,
B TOM YHCJIe TIPU TICUX03aX U STUJIETICUN.

VI. 13 tpunrodana o6pasyercst CEpOTOHUH — HeHPOMEIUaTop,
WJIM «TOPMOH CYaCTbhsi», BBI3BIBAIOIIUI BO30Y KIECHUE CPETHUX OT-
JIEJIOB MO3Ta 1 3ihopuio ¢ IpyruMu pazHooOpasHbiMu ahdeKTamu.
Y XpPOHUYECKOT0 aJIKOTOJNKA JOCTATOYHbIE KOJNYECTBA CEPOTOHNHA
u foaMuHa, B3aUMOJIEHCTBYSI ¢ M30BITOUHBIM alleTaIbeTUA0M, 00-
pasyIoT aTKOTOJIbHBIE OTTMONIBI, KOTOPBIE TIPOBOIIMPYET TAJLTIOTITHA-
UK 1 «OeJTyo ropsTuKy» (AIKOTOJIbHBIN fepuii). B anuduse mocie
METUJITMPOBAHNS U alleTUINPOBAHNS CEPOTOHNH MPEBPATIAETCS B Me-
JIATOHUH, YIIPaBJASIONINI CYTOUHBIMU PUTMaMU OPTAaHN3Ma YeJI0BEKA
(«brostornyeckye yachrs ). J1Jst JIydIiero 3achliaHust HEKOTOPBIM Ta-
I[MeHTaM Ha3HA4YaloT TabJETKI MeTaTOHIHA.

VII. Apr (uepe3 opuutun) 1 JIus mocie 1ekapOOKCHINPOBAHS
[IPEBPAIIAIOTCS B TKAHIX MJIEKOMUTAIONINX B TOJIMAMUHBI (JIU-, TPU-,
TeTpaaMUHBbI ), HeCyIne U30bITOUHBIE TTOJIOKUTEIbHbIE 3aPsi/Ibl U Pe-
IyJIUPYIONIKeE B siipax ¥ pubocoMax MaTpU4Hbie GUOCHHTESHL.

VIII. B sexiuu 15/1 st npezctasiisii Bam nHMOPMAIUIO 0 60Jib-
IOM BKJIaJle B HayKy Bbipaomuxcs oumoxumukos B.C. T'yseBuua
(3aBemytoriero Hamel kadeapoii B 1907-1933 rt.) m E.C. CeBepuna-
crapiirero. Peub 1ma 06 OTKPBITHE W U3YYE€HUU POJIM OMOTEHHBIX
aMUHOB — IUCTUINHOBBIX (MMUIa30JIbHBIX ) JAUTIETITH/IOB KAPHO3WHA
1 aH3epuHa.
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9/2 O(’)Meﬂ APOMATUYECKUX U TETEPOIUKINYICCKUX aMUHOKHNCJIOT

IX. U1 nakoweri, 06 o6MeHe TUCTUANHA, KOTOPbIi OAPOOHO U3Y-
vasicst corpyaHukamu Haireil kadeapor (Mapaamies C.P., Bypobun
B.A., OcunioB E.B., Kopssikosa O.B.).

I'mctunnn (I'mc) — vactnyno samennmasd roimkorerHas AK. Ona
MOXKET JIe3aMIHUPOBATHCS IBYMS Ty TSIMU:

1) myrem HenpsiMoTo Jie3aMuHUpOBaHus (Jeknus 6,/2);

2) 1myTeM MpsIMOTO JIE3AMUHUPOBAHUS C TIOCJEAYIONUM TIPeBpa-

IEHNEM B TJIIOKO3Y U KaTabom3MoM ¢ 0Opa3oBaHMeM MO-
OUIIBHOTO OJTHOYTJIEPOAHOTO (hparMenTa:

5 C—CHy;—CH—COOH
\ / |
NH NH;

l McTuaasa unu

TUCTUAWH-BMMUK-NINA33 NEYEHN 1 KOMU
METMAMH —————————————————— NH; + ypokaHuHoBasn kucnota
. YPoKaHWuHas:
\ nedYeHu
Imiokosa «<—— [y ‘ﬁ,_ MMWOA30MNOHNPONUOHaT

¥
N :fcbepm un-H,-thonar

I'mctnnmasa comepsKUTCSA TOABKO B OTHOM BHYTPEHHEM OpraHe —
B IleuyeHU, T.e. oHa opraHocnernudunyHa. [loaTtomy nHama kadenpa
MPE/ITIOKNIIA UCTIOTB30BATD 3TOT (PEPMEHT /I AH3UMOIUATHOCTUKN
3a00JI€BaHMIT TTEYEHH.
[Tpu naciencTBeHHOM JleheKTe TUCTUAA3BI TTPOUCXOUT HAKOTI-
nenne [uc ny mereil pasBuBaeTcst 3ab6ojieBaHne — UCTUITHEMUST
C YMCTBEHHOI 1 (DU3NYECKOH OTCTATIOCTHIO U € leheKTaMu PedH.
[Tpu mexapOOKCUIMPOBAHUK B TYYHBIX KJETKax U B Gazoduiax
['uc mpeBparaeTcst B GUOreHHbII aMUH — TUCTaMIH. [ MCTaMUH SIBJIsI-
€TCSI MECTHBIM TOPMOHOM JIOKAJIbHOTO IEUCTBUS ¢ MHOXKECTBEHHBIMU
acbdhexTamu.
o Dusuosornueckue 3(PheKTh TUCTAMUHA: CTUMYJIUPYET CEK-
PEITHIO JKeTyZ0YHOTO COKA U CTTOHBI; HeHPOMeInaTop; BAUIET
Ha TOHYC TJIAJIKON MYCKYJIATyPBHI.

e [latomormueckue aheKTh: BOCTTAJUTENbHAS PEaKIns TKa-
Hel; CIa3Mbl JIbIXaTeJIbHON MYCKYJIATYphl; MOBBIIIEHUE TTPO-
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HUIIAEMOCTH KalWJJISIPOB U OTE€KU; 1IPU HAJUYUU AJLJIEPTU-
YeCKOW IMepecTpPOWKN OpraHu3Ma B pesyJibTaTe peakiuii
TUTIEPUYYBCTBUTENBHOCTU HEMEJIEHHOTO THUIIA TYyYHbIe KJIeT-
KU CeKPeTUPYIOT TUCTAMWH — WHAYKTOP aHadumrakcun (caa-
60cTb, aCHUKCHS, KOHBYJIbCUN).

Kak BbI yOeauauch, Bce ahPekThl GUOTeHHBIX AMIHOB JO0JIAKHDI
OBbITh KPAaTKOBPEMEHHBIMHU. B IPOTHBHOM clydae BOSHUKAET MaTOJIO-
rust. [ToaTomy sBoJIONIMST BhIpaboTasia IBa 9HAOTEHHBIX MYTH JIETOK-
CUKAIMKU OMOTEHHBIX AaMUHOB.

[TepBbrii MyTh — 9TO METUIMPOBaHKE OUOTEHHBIX aMUHOB, Ka-

TAJIN3UPyeMOoe MeTUITpancdepasamMu ¢ JOHOPOM METHJIHbHOM TPyII-
el — SAM:

Bropoii myTs — okuCINTENBHOE Ie3aMUHUPOBAHNE ¢ (hepPMEHTOM
MonoamuHOKcuaazo (MAQ), conep:aiieil B kauecTBe KOhaKTOPOB
DAl u 4Cu**:

R — CH, — NH, + O, + H,0 —> R — C =0 + NHg + H,0,-
\H

O06pas3oBaBIINiicsS XUMUYECKH aKTUBHBII albIeruy OKUCISIeT-
CsI KUCJIOPOJIOM T1pu yuacTuu anbaerngokcugassl (DAJL), npespa-
IIasCh B OPTAHUUECKYIO KUCTOTY, KOTOPas B BUE COJEH aMMOHMWS
RCOONH, ynangercs ¢ MOUOil.

CylIecTBYIOT JIEKapCTBa, KOTOPble U3MEHSIOT aKTUBHOCTh OUO-
TEeHHBIX aMUHOB. /[ THMCTaMUHA B CIydasxX ero HeKeJaTeTbHbBIX
a(hdeKTOB HA3HAYAIOT AHTUTHCTAMUHHBIE TIPETTapaThi, GIOKUPYIO-
I¥e IBa Pa3HbIX Buja perentopos g rucramuna (H, n H,). 9tn
6JIOKaTOPBl YMEHBINAIOT WM CHUMAIOT BPEAHOE JCHCTBUE JaHHOTO
6uorentoro amuna. Haobopor, uarubutopst MAO TopMo3AT paciaj
JIPYTUX OMOTEHHBIX aMUHOB ¥ YBEJNYMBAIOT UJIU TIPOJOHTUPYIOT UX
JEeHCTBIE, KOTOPOE HEOOXOAUMO MTPH PACCMOTPEHHBIX BbIIIe 3a00J1€e-
BaHUX, HarpuMep Tpu Oosiesun [lapkuHcoHa u ajkorosausme. I1o-
ATOMY 9TH JIEKapCTBA HA3BATN aHTUETIPECCAHTAMMU.
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Aexkunga 10/2

HYKAEOTUADI. METABOAU3M
MYPUHOBbLIX HYKAEOTUAOB

(MepBasa Ho6eAeBcKkasa npemMus B O6AQCTU BUOXUMUM,
1902r.)

Aeb6os C.C.

pu nepesapusanuy NUwU, CopiepKalleil HyKJIenHOBbIE KUC-

JIOTHI B BUZe HYKJIEOTPOTEMHOB, TPOUCXOAUT UX PacIaj

MIPENMYIIIECTBEHHO JI0 HYKJIE03U/I0B, KOTOPbIE BCACHIBAIOTCS
B CTEHKY KUIIIEYHNKA U JlaJiee BCTYIAIOT B Pa3INYHbIE PEaKINH, TIpe-
BpaIasich B OCHOBHOM B MOUYEBYIO KUCJIOTY. B XKeyKe mpoucxoaur
JeHaTypanusgd HyKJIeOIPOTEeNHOB O/ AeHCTBUEM COJITHOU KHUCJTIO-
ThI, @ B TOHKOM KuineyHuke nankpeatudeckue JJHKaspr 1 PHKazwr
TUAPOJUTHIECKH PACHIETISIIOT HYKJIENHOBBIE KUCIOTHI 10 OJIUTO-,
JMHYKJIEOTUIOB U HEOOJIBIITIX KOJIUIECTB MOHOHYKJIEOTH/IOB. /laee
hochoamacTepaspl TaHKPEATUIECKON KeJIe3bl U SHTEPOITUTOB TIpe-
BPAIAIOT BCe MHTEPMEUATHI B MOHOHYKJIEOTH/IbI, KOTOPbIE B TI0JIO-
CTU WJIU B CTEHKE KUTIETHUKA TUAPOIUIYIOTCS 0 HYKJI€O3UI0B TTPU
y4acTuu KumevHbix docdaras (HyKIEOTUIa3).

Hexkotopeie perann. Hykieassl maHKpeaTnyeckoii xenesbl 00-
PasyIoT B KullleyHnKe (hparMeHThl HYKJIEUHOBBIX KUCJIOT, UMEIOIIHEe
B TouKax paspbsiBa B cirydae /[HKassr I xonisr 5-OPO,H, u 3'-OH,
a B cayvae nupnmuauaniaosoir PHKassr Y (11)3’- OPO,H, 1 5’-OH.
EcrecTBenHO, 1719 MOHUMAHUSI 3TON W CIeAYIOIMIEN JTeKITUW HATO
BCIIOMHUTH CTPOEHUE HYKJIEUHOBBIX KUCJIOT, HYKJI€OTH/IOB, HYKJI€O-
3UIOB W a30THCTHIX OCHOBaHUH (Jekims 5/1).

BUOCWUHTE3 NYPUHOBbIX HYKAEOTUAOB

BI/IOCI/IHTGE} IMyPUHOBBIX HYRJJIEOTUIOB IMPOUCXOJUT TMPAKTUYECKN
BO MHOIMX KjeTkax. OCHOBHON CHHTE3 HAaYMHAETCS C IJIIOKO3bI
(cm. c. 354).
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10/2. Hykaeotnsl. MeTaboM3M My pPUHOBBIX HYKJIEOTHIOB

B nocaienyiomnux peakiusix UMD nipepaiiiaercsi B ajieHUI0BbIe
U TyaHUJIOBbIE HYKJIEOTUJIBI:

CuHTes 33
CYET AHeprun
OKUCNUTENbHOMO
ihocthopunuposaHus

Anpom a30TUCTBIX OCHOBAHU I ITYPUHOBBIX HYKJIEOTU/IOB CIYKUT
reTepOIMKII yPHUHA, KOTOPBIN (hOPMUPYETCS B pACCMOTPEHHOM CUH-
Te3e MPH y4aCTUH Pa3HBIX YYACTHUKOB-CYOCTPATOB:

2
~a
AcnaparvuHoBas &) -
kenota  ~ 7 6 %7 X
N1 /5C NI

I
\ P

MmvumH

4

-cpopmun-Hy-_» C& 3 ¥ 5 3 w NN'"merenun
' N

C‘(
NH Ha-chbonar
N\ A~

AmunaHas rpynna

tonar

Kak ¥ 77151 MHOTHX IPYTHUX TOCAeI0BATEIbHBIX CUHTE30B, 3TH
MeTabOoJIMYEeCKIE TIETTN PETYIUPYIOTCS a/lIOCTEPUYECKIM CITOCOOOM.
[yaBHBIE PETYJASATOPBI — MHTHOUTOPBI (OTpHUIIATENbHAS 0OpaTHAS
CBSI3b) JUUIS1 PeryJISITOPHBIX (pepmMenToB E, ;. — Bce IIypuHOBbIE HYK-
JIEOTU/IBI B U30BITOYHOM [IJIsI KJIETKH KOJInYecTBe. boiee metanbHo:
o st E, ouennb apdextuabie narubutopsr — AM® u TMD
[PY OTHOBPEMEHHOM YBEJIMUEHUU MX CO/IEP’KAaHUs, a TaKxKe
JIEKapCTBO JIUIST JIEYEHVsI TIOIarpbl — GeH30pOMapoOH; aKTHBa-
Top — pub6030-5-docdar;

o st E, uaru6uropsr — TM@D, AM® 1ipu ToM ke YCJIOBHUH; aK-
tuBaTopbl — @P/D u, 110 HEKOTOPBIM ITAHHBIM, TUPUMHUINHO-
Bbie HykJIeoTuabl LITO u YT®. CienoBaTesibHO, CyIIECTBYET
orpe/ieIeHHAas KOOPIMHAIIMST CHHTE3a a/[EHUJIOBBIX U TyaHU-
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Yacrp IT (BTopoii cemecTp 06ydenust)

JIOBBIX HYKJIEOTH/IOB U JIa’Ke ITyPUHOBBIX U MUPUMUUHOBBIX
HyKJsleoTu10B. [lociennee moaTBEPKIAETCSI, BO-IIEPBBIX, TEM,
4TO U3OBITOK ¥ ITYPUHOBBIX, U MHPUMHUANHOBBIX HYKJIEOTUIOB
unurubupyer OP/ID-cunrerady (E,), yaactByionyio B o6pa-
30BaHUN 0OOMX THUIIOB HYKJICOTHAOB. BO-BTOPHIX, BEPOSITHO,
n30BITOK TUPUMHUIUHOBBIX HYKJI€OTU/IOB aKTUBUPYET CUHTE3
nmypuHoB (uepe3 E,), a mypunosag AT® axktusupyer KA/I-
depMenT cuHTe3a TUPUMUINHOB (CM. CIETYIONIYIO JIEKITHIO ).
Bce a1o obecrieunBaeT KOOPAUHAIINIO CHHTE3a 0OOMX TUIIOB
HYKJICOTU/IOB ISt 00ecTiedeHrs] HOPMAJIU30BaHHOTO CHHTE3a
HYKJIEMHOBBIX KHUCJIOT.

IIpencraBieHHbIll TTOCTAENOBATEbHBIN JINHHBI CUHTE3 HA OC-
HOBE IJIIOKO3bI Ha3bIBAlOT CUHTE30M de n0vo. OH MPOUCXOANUT BO
MHOTHUX KJIeTKaX ¥ HanOoJjiee MHTEHCUBHO B II€YEHH, KOTOPast, KpoMe
COOCTBEHHBIX HYKII, MOSKET 00€CTIEYNBATh HYKJI€O3UIaMU 1 CBOOO/I-
HBIMU a30TUCTBIMU OCHOBAHUSIMU U JIpyrue KJaeTku. B nosumopd-
HOSIIEPHBIX JIEMKOIUTAX, B KJIETKaX MO3Ta U B IIPE/IIeCTBEHHUKAX
SPUTPOIUTOB TIOJHBII CUHTE3 IIYPUHOB de n0v0 MPAKTHYECKU OT-
cyrcrByet, xotsd OPAD cunTesupyercs. B aTux KjeTkax cUHTE3
MOJKET MPOUCXOAUTH U3 MMOCTYIUBIIUX HYKJIEO3UI0B U A30THCTHIX
ocHOBaHUii. /|11 9TOTO BO BCeX TKAHSIX U KJIETKAX BO3MOKHBI JIOTIOJI-
HUTEJIbHBIE, 3allaCHbIe MTYTH CUHTE3a ITYPUHOBBIX HYKJIEOTUJIOB.

Tak, nHa ocnose MP/1D ocyiiecTBIsIETCs OMH 13 3alIaCHBIX Iy TEl
CUHTE3a — MYTh PEyTUIU3AIMKA CBOOOIHBIX a30THCTBIX OCHOBAHUI,
i <IyTh cnacerusy (cxema 10/2.2). [locnenuniit TepMuH CBsA3aH
¢ HEOOXOIMMOCTBIO OPTaHU3MY U30aBUTHCS OT HATOJOIMYECKOTO 13-
ObITKa MOYEBOIT KUCJIOTBI, 00pa3yoIIeNcs U3 MypPUHOBBIX OCHOBAHHIT
(CM. HUZKE) WUJIU C APYTUM BO3MOKHBIM TOKCUUECKUM UX JIEHCTBUEM.
Peakiuu <1yt criaceHust» KaTaJusupyloT aBa ¢hepMeHTa:

1) ryanun-runokcantuHdochopudosuarpancdepasa (ITOPT):

ryaduH + GPAD — rMd + H,P,0;
rMNOKCaHTUH + ®PAD — UMD + H,P,0-;

2) agenundochopubosunrpanchepasa (ADPT):

apeHvH + dPAD —» AMD + H,P,0,.

Tax MOTYT CUHTE3UPOBAThCS ITYPUHOBBIE HYKJIEOTUIBI B HEMPO-
HaX U IPYyTUX YKA3aHHbBIX BbIIIE KJIETKAX.
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10/2. Hykaeotnsl. MeTaboM3M My pPUHOBBIX HYKJIEOTHIOB

KATABOAU3M NMYPUHOBBLIX HYKAEOTUAOB

Ha cxeme 10/2.1 mokasanbl pa3jnyHble dTallbl Paciajga IMypUHOB
B OpraHu3Me U COOTBETCTBYIOIIUE (hePMEHThI. ITOT IPOIECC OCO-
OGeHHO MHTEHCUBEH B MT€YEHU, CIU3UCTOM KUITEYHIKA U MaKpodarax,
KOTOPBIE BBIIEISAIOT B KPOBb KOHEUHBIN MTPOAYKT KaTabOIM3Ma — MO-
YeBYIO KUCTIOTY.

Cxema 10/2.1. Katab0s113mM NypriHOBbIX HYKNE€OTUL0B

\ l.’i
<[ ]

MoveBas
KacnoTta

0,2-0,5 r.f’cyTl

lMpumeyaHue. Apabckmu udpamm oTMeUeHbl peakLmu, Katanusmpyemble ciegy-
lowmnmn depmeHTamm: 1 — B-rnuko3ungasa; 2 — fesamuHasa; 3 — NypuUHHYKNeo-
3ngdocdopunasa; 4 — Hykneotmaasa (pocdarasa); 5 — KcaHTMHOKCMAA3A.
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Yacrs 11 (BTOpOIT cemecTp 06ydemHs)

MoueBas KucaoTa ()6paSyGTC$[ B KOHEYHBIX PEaKIMAX:

[lesamuHasa (ryaHasa

/

'yaHuds ————— KcaHTtuH

unokcanTuH + Os + HyO — Keantun + H,05

Kecautun  + O, + H,O — Moyesaq kucnorta + H-O»

]

[Tocsieame nBe peakiuy KataausupyeT oarH epMeHT — KcaH-
THHOKCH/IA32, CJIOKHBII OETIOK-AUMep, COCTOSIIIIN U3 ABYX TTOJIHIIET-
TUAHBIX 1emneil ¢ kodakropamu (kodepmentamu) 2 DA, 2 Mo?",
8 Fe¥'.

MoueBast Kucjiota 0OpasyeTcsi B OpraHiaMe 4ejoBeKa TP ToJ-
HOM pacrajie TTUIIEeBbIX U 9HAOTEHHBIX HYKJIEMHOBBIX KUCA0T. OHa
aBJseTcs ¢1aboil JBYXOCHOBHON KHUCJIOTOM, KOTOpas CYIIEeCTBYET
B JIBYX TayTOMEPHBIX JAKTUM-JTAKTaMHbIX (hOpMax ¢ Tpeobiafanuem
€HOJIBHOTO (JIAKTUMHOTO) U30Mepa.

B kpoBM ¥ KMIKOCTAX 310POBOTO Yes0oBeKa MoYeBasg KHUCJI0TA
HaxXoAuTCs B BUie ypara MoHoHaTpuss R—ONa u cBo6oaHON Kuc-
JIOThl. MoueBast KCIOTA TIOXO pacTBOpUMa B KpoBH (3—7 MT /1T,
MaKCUMyM — 3TO BeJUYMHA, OJU3KasT K MPeely ee HaCBIIEeHMs )
M HECKOJIBKO JIydiiie B Mode (0KoJo 15 Mr/a st 0ObIYHOW MOYH
¢ pH 5-6). IlaTosornueckoe yBennueHne KOHIEHTPALIMY MOYEBOM
KHUCJIOTHI, CHIKEHTE ee PACTBOPUMOCTH B KUIKOCTSIX OPTaHN3MAa TIPH
X TogKucjaeHun (1Ipu yMeHblieHnn uHjaekca pH) wnau npu monu-
JKEHWU TeMIIepaTyphl KOHETHOCTEN Tesia uesloBeKa MPUBOINUT K ee
KpUCTAJLIN3AMKY 1 0OpasoBaHUIo TBepLoil ¢asbl (KaMHell). BoiBo-
IUTCS W3 OpraHm3Ma B OCHOBHOM ¢ Modoit (1,2—3,0 MMOB/CyT Wl
0,2-0,5/CcyT) 1 B HE3HAUUTEJIbHOI CTEIIEHU C KAJIOM.
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Jlasee MpUBOXKY KIMHUYECKU BasKHBIE JIAHHBIE O /TUATTA30HE BAPh-
UPOBAHUST KOHIEHTPAIIMH MOYEBOI KHUCJIOTHI B CBIBOPOTKE KPOBU
y 310poBbIX Jofeit (o B. [lonroBy):

MI/ U1 MMOJIb/ I
MysKurHbI 3,6-7,1 0,21-0,42
JKeH1MHbI 10 MEHOIIAY3bl 2,6—-6,0 0,15-0,35

[Toxazammroe pasznnymne MeX Iy My>KIMHAME U SKEHIITTHAME COOT-
BeTcTBYeT Gouibliieit yactore (mpumMepHo B 20 pa3) mogarpbl y MyK-
qrH. DTH (HaKThl OOBACHSIIOTCS CIELYIONIM: Y JKEHIIIH 3CTPOTEHBI
YCUJINBAIOT yaaJeHe ypaTos ¢ Mo4yoil, n 'y uux ren [TOPT, moxka-
JIM30BaHHBI B X-XPOMOCOME, UMEET BBICOKYIO IIEHETPAHTHOCTD, 00Y-
CJIOBJIMBAIONIYIO CHTE3 OOJIBIIIET0 KOJIMYECTBAa MOJIEKYJT (hepMeHTa
i 6osee akruBHoro epmerra [TOPT; sHaunTe bHAST KIIETOY-
HO-MBbIIIIeYHast Macca My KUMH JaeT TPU KataboIn3Me HYyKIeHHOBBIX
KUCJIOT GOJIbIITE MOYEBOU KUCJIOTHI.

NMATOAOIUNS

CUHIPOM TUIEPYPUKEMUU — IOBBIIIEHHOE CO/lePKaHUe MOYEBOI
KUCJIOTHI B KDOBU BO3HUKAET IIPU N3MEHEHUIX U HAPYIIEHUSX Ty PH-
HOBOTO 0OMeHa. [IprBOKY IIPUUUHBI TUIIEPYPUKEMUH,

I. Bosile3anu nmoyek, MPUBOJISAIINE K YMEHBITEHUIO SKCKPEITH MO-
YeBOW KUCJOTHI ¢ MOYOH (XPOHMUYECKOe BOCTAJIeHUe TOYeK, caxap-
HBII fnaber, MOBPeXkKAeHNE MOYeK HEKOTOPHIMU KCeHOOMOTUKAMU
U JIEKAPCTBAMU — IIUTOCTATUKAMU, INYPETUKAMHU, CATUIUTIATAMMN ).

II. Yeunennoe o6paszoBanue MypUHOBBIX HYKJICOTUIOB B Opra-
HI3Me:

1) HekoppekTHOE uTaHue (HeBbIBAPEHHOE MSICO, MKPa PhIO, MsIC-
Hble 1 PbIOHBIE OYJIbOHBI, KPACHOE BUHO, KPEIKUIT 4aii, Kode,
6000BbI€, I[BETHAS KaIlyCTa, HIaBeJb U IP.);

2) pacnaji TKaHel TIPU IJIUTEJTbHBIX OIyXOJIEBBIX ITPOIIECCAX;

3) MyTaIuu reHoB (hepMEHTOB CTHTE3a ITyPUHOBBIX HYKJIEOTU/IOB
C IOBBIIIEHUEM UX aKTUBHOCTU WU C IOTEPEN CrIoCOOHOCTH
PeryasaTOpHbIX (DEPMEHTOB IOABEPraThCss UMHIMOUPOBAHUIO
U30bITKOM TTYPUHOB;
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4) myTarnus rera (pocdartassl TI0K030-6-hocdara, mpuBoaAIIas
K U30BITKY TJI0K030-6-ocdara B me4eHr ¢ MOCAeAYIONIIM
yBeJmueHneM 00pa3oBaHmsl TTEHTO30-5-(hochara u mypuHo-
BBIX HYKJIEOTHUIOB. DTO MHave O0JIe3Hb [MpKe MJIu BTOpUYHast
roziarpa.

III. MyTaimonHoe HapylleHue <IyTH CIIaCeHUsT» UJIU 3al1aCHOTO
ITyTU CUHTE3a ITyPUHOBBIX HYKJIeOTUAOB. [Ipn myTanmsax u gedpunmte
aktupHoctu [TOPT u pexxe ADPT e nponcxoauT B 1oJiHOI Mepe
(ripu 0OBIYHOM TIOfArPE) MU COBCEM He MpoucxoauT (mpu 6oses-
Hu Jlema—HuxaHa) peyTuausaiuss ¢cBOOOJHBIX MTyPUHOBBIX OCHO-
BaHUi, KOTOPbIe M30BITOYHO MPEBPAIIAIOTCS B MOYEBYIO KHUCJIOTY

(cxema 10/2.2).

Cxema 10/2.2. 3anacHo MyTb CMHTE3a NYPUHOBLIX HYKNeOoTUA0B
1 ero HapyLueHus

~ P
Briok i l Bnok Bnok

! \
— [ o™

KcaHTur

Wil HOTd

Pazumunble BapraHThl TUTIEPYPUKEMUN BBI3BIBAIOT CJIETYIOIIIIE
3a00JI€BaAHVISI.

1. Bose3nu mouek, ypaTHble HepONATUH, TTPUIUHON KOTOPBIX
SIBJISIETCS] KPUCTAJIIN3AIMS MOYEBON KHUCJIOTHI 1 06pa3oBaHue ypar-
HBIX KaMHel B TKAHIX TOYEK WJTU B MOUEBBIX MYTAX (MOUYEKUCJIBII
HedposnTHA3).

2. Kiacenueckas moziarpa, B OCHOBHOM TMTOKHIIBIX JTTO/IEH, KOTO-
past ICTOpUYECKH TprHoOpesa PsiJi METKUX Ha3BaHWIA: «KallKaH st
HOI'», «00JIe3Hb KOPOJIeii», «6ose3nb Gmaropoanas» (1o H.A. Hekpa-
coBy). boraTtasi cumnToMaTuka 1pu 1ojiarpe BbI3BaHA OTJIOKEHUEM
KPHUCTAJIJIOB YPATOB B MEJTKUX CyCTaBaX HIZKHUX KOHEUHOCTEN, XPsi-
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10/2. Hykaeotuasl. MeTaGoM3M 1ypUHOBBIX HYKJICOTH/IOB

Iax u PyruX TKaHSIX ¢ BOCHaJeHneM, 00pasoOBaHUEM Y3€JKOB — TO-
(bycoB 1 ¢ 6OJIEBBIM CUHIPOMOM.

3. TIpu cunapome wiau 6osiestn Jlema—HuxaHa MoJTHOCTBIO Heak-
tuBeH pepmerT [TMPT, uTo NpUBOAUT IIPEKIE BCETO K OTCYTCTBUIO
cOOCTBEHHOTO CHHTE3a Iy PUHOBBIX HYKJIEOTHIOB B HEPBHOI crcTEME
1 BTOPUYHO — K BBICOKOH Tumnepypukemun. [Ipudrna aToii 60sie3Hu
MaJIbYMKOB — clieTyieHHas ¢ X-xpomocomoii myTarust reHa [TOPT.
CuMnITOMaTHKA: YMCTBEHHAS OTCTAJIOCTh, arPECCUBHOCTD U TIAPAJIU-
Y1 M3-32 HEZOCTATOYHOI 0OECTIEYeHHOCTH MO3Ta TPAHCIIOPTUPYEMBbI-
MU 13 TIeYeHU TTyPUHAMH, a TAK)Ke TTOBPEXKIEHUS CYCTAaBOB.

Jeuenue nodazpo

e BosMokHOE ycTpaHeHNe TPUYMHBI TUTIePyPUKEMUH.

o KoppekTupoBKa MUTAHUS, MEJOTHbIe MUHEPAJIbHBIE BOJHI,
YBEJTUUMUBAIOIINE PACTBOPUMOCTb MOUEBOM KUCJIOTHI.

o Cremnudnueckoe CUMIITOMATHIECKOE JieUeHNE TI01arphl MTPo-
TUBOBOCTIAJIMTEbHBIMU CPEJCTBAMM UM KOJXUIIITHOM, TOPMO-
3AMUM (DaroOIUTO3.

e YMeHbllleHWEe YPOBHSA MOUYEBOIN KHUCJOTHI 32 CUET YIHETEHUS
KCAaHTUHOKCHUIA3bl aJIJIOTYPUHOJIOM. JTOT TIpemnapar, CTPyK-
TYPHBIN aHAJIOT MyPUHOBBIX OCHOBAHUN U OCOOEHHO THUIIO-
KCAHTHHA, SIBJISIETCSI KOHKYPEHTHBIM 00PaTUMbIM HHTHOUTOPOM
KCaHTHHOKCH/Ia3bl ¥ TI03TOMY YMeHbIIaeT 0OpazoBaHue Move-
Boit kucaoTel (cMm. cxemy 10/2.1). Ilpu aTom yBesuuuBaeTcs
cojiepKaHue B JKUJKOCTSIX OPTaHWU3Ma TMTIOKCAHTHHA, OJTHAKO
oH GoJiee yeM B JIECSATh Pa3 JIydllle PACTBOPUM B BOJHBIX CpeIax
U, He 00pa3yst KPUCTALIIOB ¥ KaMHEH, JIErKO YAAJISeTCst ¢ MO-
4yoil. Bropoil MexaHusM. AJIJIOTYPUHOJ KaK OCHOBAaHUE TIpe-
BpalaeTcs B aHOMAJIbHBIH ITyPUHOBBIN HYKJIEOTH]I, YTHETAs
aKTUBHOCTD PETyIATOPHOTO (hepMenTa E, ciHTe3a myprHOBbBIX
HYKJIEOTUIOB 1 yMeHbInas peseps OP/[D, HeoOX0MMBbIiT /15T
OCHOBHOTO U 3aMTaCHOTO TyTell CUHTE3a 9TUX HYKJIEOTHIOB.

e KoMOMHMPOBaHHBII TIpenapar ajJoMapoH, COCTOSIINN 13
ajtonypuHosia (MHrMOMTOpa KCAHTUHOKCHIa3hl) 1 GeH36po-
mapona (naruburopa MPIMD-cunTeTassr), pacCCMOTPEHHOTO
Boite. OpHOBpeMeHHOE MHIMOUpPOBaHue B JVIMHHOW MeTa-
Gosmueckoil 1enu (pepMeHTa cHHTEe3a U hepMeHTa pacraja
[IyPUHOBBIX HYKJIEOTHIOB O0JIee PE3KO CHUKAET YPOBEHD MO-
YeBOH KUCJIOTBHI.
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e B mnporiom npu mojarpe mmpoKo MCIOJAb30Baan aTodaH,
KOTOPBIil SIKOOBI YCUJIUBAJ TOCTYILIEHHE MOYEBOM KUCTIOTHI
U3 TKaHell B KPOBb ¥ MOUY, U dTaMUJI, MHIMOUPYIOIUi peab-
COpOIMIO KKCJIOTHI B KAHAJIBIIAX TTOYEK, HO He 00JIeryaonuii
OCTPBIi mpUcTyT GOJE3HU. DTHU TIPENapaThl TOKCHYHBI.

e B mepcrekTuBe paccMaTpuBaeTcst BOIPOc 00 UCIOJIb30Ba-
Hun (hepMeHTa YPUKA3hl JI7IsT Pa3PyIICHIST MOYEBOH KUCTOTHI
U TIPEBPAIleHN ] MTOCJEHEN B JIETKO PACTBOPUMbBIN aJLIaHTO-
uH. ITOT hepMeHT nMeeTcs U (hYHKIIMOHUPYET B OPraHU3Me
Husmmx mitekonurtaonmx. B CITA ¢ 2010 r. u B EBporie ysxe
HMEETCsI OTIBIT UCITOJIB30BAHUST PEKOMOMHAHTHOM U HEPEKOM-
OUHAHTHOI YPHUKA3bl VIS CHIKEHMS] KOHIIEHTPAIIMKA MOYEBOI
KHCJIOTBI ¥ Pa3MepoB TODYCOB.

B saxmouenue nnrepecunrii Mud wian npasaa. CoBeTcKuil re-
HeTuk B. ddpouMcon oTcTanBas CBOIO TOYKY 3PEHUS HA TO, UTO
U30BITOK MOYEBOIl KHUCJIOTHI CIIOCOOEH CTUMYJIUPOBATh (DYHKIIMH
MO3Ta M [0ITOMY MOJKET ObITh (PAaKTOPOM T€HUATbHOCTHU JIOJICIH.
B noaTBepsKieHne aToi TUIOTE3bl TPUBOIAT TAHHbBIE, YTO MOIATPOI
crpaaiu Boiaomuecs naHoctu — Koaym6, Toxynos, Mukenamn-
xeJo, Jlorep, Pybenc, PemOpanar, Typrenes, Berxosen, Momacca,
Crennanpb, Penyap.

HACAEACTBEHHbIE UMMYHOAEPULIUTHBIE
3ABOAEBAHUA, CBA3AHHbIE C HAPYLWEHUEM
METABOAU3IMA NMYPUHOBbLIX HYKAEOTUAOB

N CUHTE3A NMYPUHOBBLIX U MMPUMUANHOBbIX
AE3OKCUPUBOHYKAEOTUAOB

I. KomOuHupOBaHHBII UMMYHOIeDUITUT TIPH MYTAIUSX TeHA U He-

JocTaTKe akTUBHOCTH agenosuHae3ammuHasbl (AJ/[A). @epmenT Ka-
TaJIU3UPYET PEAKITU:

nesokcnageHosnH + H,0 — ne3okcumnHosnH + NH,
apeHo3uH + H,0 — nHo3uH + NH,.

[Ipu myTammsax rena AJ/[A co cHmReHeM aKTUBHOCTH (hepMeH-
Ta B KJIETKAX CO3/1aeTCsI M30bITOK [€30KCUAIeHO3NHA, a/[eHO3MHA
U COOTBETCTBYIOIIUX IYyPUHOBBIX HYKJIEOTUIOB, ocobernto TATO.
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HATO annocrepuyecky yroetaeT akTUBHOCTD KJIIOYEBOTO (hepMeH-
Ta CHHTE3a Je30KCUPUOOHYKICOTUIOB — PUOOHYKIEOTHIPELYKTa-
3y (PHP, cMm. caenytornyio jiekiuio). YMenbuiaercs: cuate3d 1HTO
n JIHK, raasubiM 06pa30M B B- u T-mumdonnTax B mpoiiecce ux
co3peBanud U nmponudepaun. B Apyrux KieTkax 1 TKaHIX aKTUB-
Ha docdarasza tATD, KoTopas IPeLOTBPALIACT TOPMOKEHUE PEIl-
sukaruu JIHK u paamuoskenust kietok. Kpome Toro, ymenbiienue
06pasoBaHust B IMM(OINTAX IE30KCUUHO3MHA 1 HTHO3UHA (B COOTBET-
CTBUU C MIPUBEIEHHBIMU BBITIE PEAKITUSIMN) U lajiee TUTIOKCAHTHUHA
(cm. cxemy 10/2.1) camskaer B iuMGOIMTaX KOJUYECTBO cyOCcTpa-
TOB JIJIs KCAaHTMHOKCHUAA3bl. B mporecce paboThl 2T0T0 hepMeHTa
B simMboInTax 006pasyercss MHOTO aKTUBHBIX (TOKCHUYECKUX) GopM
KHCJI0PO/Ia, HEOOXOAUMBIX JIJIsI HOPMAIbHOTO (DYHKIIMOHUPOBAHUS
JUMGbOITUTOB U JIEHKOITTUTOB-MUKPOQAroB.

VY GonbHbIX cHMKaerca copepakanue B- u T-nmumdonuros, T.e.
HApYIIA0TCs TYMOPAJIbHBIM U KJI€TOYHBI UMMYHHUTETBI COOTBET-
CTBEHHO, PE3KO 0c/ab/ieH UMMYHHBIN OTBET HA aHTUTE€HbBI: CHUKEHO
coflepKaHie aHTUTEIOTPOAYIIUPYIONINX TIa3MaTHIECKUX KJIETOK,
UMMYHOTJIOOYJIMHOB B KPOBH, a TakKe 3((PEKTOPHBIX 1 PETYJIATOP-
Hbix T-nmumdoruTos. HeopassuTsl TUMyC 1 inMpaTHIeCcKue y3Jbl.
Jletu, ipeIpacioyio;keHHble K OaKTepUaTbHbIM, BUPYCHBIM 1 TPUOKO-
BbIM MHMEKIUAM, 0OBIYHO TTIOTUOAIOT K ABYXJIE€THEMY BO3PACTY.

MonexyagpHbIil aHATN3 TTOKA3aJl, YTO HACTEICTBEHHBIN nedu-
T AJTA 06ycIIOBJIeH PelleCCUBHBIMU MY TAIlUsSIMU (3aMEHbI U JIeJie-
UK HYKJIeoTu10B) B rene AJ[A, pacniosioxkennom B 20-it xpoMocome
YyesIoBeKa.

Jleyenue 3a60J1eBaHUsT C OTHOCUTEIBHOI 3((PEKTUBHOCTHIO:

e [epecajika KOCTHOTO MO3Ta OT 3/JOPOBBIX COBMECTUMBIX JIOHO-

POB;
e Tpernaparbl HOpMasibHOI A/l A, KOHBIOTMPOBAHHOM C MTOJIUATH-
JIEHTJTUKOJIEM;

e TeHHasl Teparysi ¢ MOMOIIbI0 PEKOMOMHAHTHOTO PETPOBHUPYCa

¢ reHoM HemyTaHTHOU AJTA.

I1. mMyHOmeDUIAT, 00YCAOBICHHBIN MyTallUSAMKI FeHA [Ty PUH-
HykJeosugdocopuiassl (ITHD), koTopast KaTaausupyer peakiiuu:

nesokcuryaHosuH + H,PO, — ryaHuH + 2-pesokcnprnboso-1-docdar
ryaHosuH + H;PO, — ryaHuH + pn6o3o-1-dpocdat
NHO3UH + H;PO, — runokcaHTuH + pnbo3o-1-docdar.
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I[TH® akTuBHA BO MHOTUX KJIETKAX YejIOBEKa, HO ee (hyHKITHUS
ocobGerHa BaskHa 11 T-1uMMOIUTOB 1 He3peabIX TUMOIUTOB. [Tpu
nepurute aktrusnoctu [TH® unapymaercs: cospesanue T-numdo-
IIUTOB, YMEHbBINAETCS UX KOHIEHTPAIMS B KPOBU, a KOJUYECTBO
B-1uMbOUTOB 1 MMMYHOTJIOOYJIMHOB KPOBU CYIIECTBEHHO HE
Mensiercs. B T-nrumdornmrax u B UX 1pe/IiecTBEHHUKAX YBEJTMIH-
Baetcst cojepskanue cyocrpatos I[THMD (seBbie yacTu ypaBHEHUI)
u 3arem A TD, koropast ycuneHHO obpasyercs Garogapsi o4eHb
AKTUBHOU JE30KCUTYaHO3UHKWHA3BI. B APyruX KIeTKax, B TOM YIHC-
Jie B B-mumdonurax, aTor pepMenT Maso akTuBeH. B nrore TosbKo
B T-mumbonurax u B tumorurax AL TD unrubupyer PHP u cunres
JITHK. YMenbmaercst koimumdecTBO T-1UMGOIUTOB U HAPYIIAETCs
T-omocpesoBaHHBIN KJIETOUHBIM UMMYHUTET. ¥ /leTeil BO BTOPOM
TTOJIYTO/INY JKU3HU UJTH TT033K€e TTPOSBIISETCS MTPEIPACTIONOKEHHOCTD
K Pas/MYHbIM UH(PEKIUOHHBIM 3a001€BaHUSAM, CBA3AHHDBIM C 0CIa0-
JIEHWEM KJIETOYHOTO MMMYHHUTeTa. JTa MaTOJIOTHS SBJSIETCs Oosiee
Jierkoit, ueM pepuiut AJ[A.

W3yuenune Mexanusma 1mpeiCTaBIeHHbIX UMMYHO/IE(DUITNTOB T103-
BOJIWJIO BBISIBUTH IIPUPOHBIE U CHHTE3UPOBATH APYTUe HHTUOUTOPDI
AJlA: ne3okcukoGOpMUINH, KOGOPMUIIUH, 3pUTPO-9-(2-THAPOKCH-
3-HoHyn)-anennH u uaruOuropsl [THD: 8-amutoryanosus, 8-amu-
HOTYaHWH. JTH IpenapaTbl MOTYT ObITh MCIIOJB30BaHbI KaK JieKap-
CTBA JIJISA TIPSMOTO JIeYeHUs JIEHKO30B WU JIJI YCUJIEHNS JIeCTBUSA
JIPYTUX TIPOTUBOOIYXOJIEBBIX M TPOTUBOBHUPYCHBIX MIPENIAPATOB U KaK
UMMYHOJIETIPECCAHTBI IIPU TIEPECA/IKE OPTAHOB U [IPU Y TOUMMYHHbBIX
COCTOSTHUSX U 3200JICBaHUSIX.



Aekuunga 11/2

MMPUMUNANHOBBIE HYKAEOTUADI.
AESOKCUPUBOHYKAEOTUADI

BUOCHUHTE3 MTMPUMNANHOBBIX PUBOHYKAEOTUAOB

brocuHTe3 MMPUMUINHOBBIX HYKJIEOTHU/IOB, KaK U B CJIydae Iy prHO-
BBIX HYKJIEOTU/IOB, OCYIIECTBISETCI 32 CUeT MHTEPMEINATOB U JIPy-
I'UX KOHEYHBIX BEIIECTB, 0OPa3yIONUXCS U3 TJIFOKO3bL.

Brigengem mecTh peakinii, TpOUCXOASANINX TPAKTUUECKU BO
Bcex KJeTkax: peakiuu 1-3 u 5, 6 — B 1iuT03071€, peakius 4 — B MU-
TOXOHAPUX (cM. ¢. 366).

[TepBBie Tpu peakiy KaTaIU3UPyeT OFAMH MOJUGYyHKIIMOHATb-
HBIN (pepMEHT, UMEIONTNN TPU Pa3HBIX aKTUBHBIX IEHTPA U PA3HbIE
kaTtanuTnieckue aktusHocTn (E, , 3). YcnosHo sTo depment, apis-
IONUICA K TOMY JKe PeryaaTopHbIM, HadbiBaioT KA/l-dbepmernTOM.
AHaJIOTUYHO JIBE APYTUX PA3HBIX (DEPMEHTATUBHBIX aKTUBHOCTEN —
E; u E; Takke mpunajeskat noandyHKIIMOHAIBHOMY (GEePMEHTy —
YMO-cunrase.

Kapbamonidocdar Mbl ¢ BAMU ysKe U3ydaau Mpu OMOCUHTE3E
MOUYEBUHBI B TEMATOIUTAX, B KOTOPBIX MMEETCS CAMOCTOSTEJbHBIN
MUTOXOHIPUAIBHBII hepmeHT Kapbamonsdocharcunrerasa I (Jek-
s 7/2). @epment E, ¢ takum ke HazBaHmeM, HO ¢ nHaekcoM 11
(cM. HIDRe — peakiud 1), comepsranuiicss B MUTO30J€ MPAKTHUYECKN
BCEX KJIETOK, SABJSETCS YaCThIO MOTUMPYHKITNOHAIBHONW KPYITHON
moJiekyibl KAJl-epmenTa, KOTOpbIil 00pasyer, HO He 0CBOOOK/1a-
et B 1iuT03076 KD. Bee 5T0 00bsICHSET, TIOUEMY paccMaTPUBAEMBIi
B aroil siekim KD He yyacTByeT gasee B 00pasoOBaHUN MOYEBUHBI.
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YpuauHmonotpocdar, unu YM®, unu
PUAKNOBAA KMCNOTa




11/2. TlupuMuanHOBbBIE HYKJICOTH/IBI. J[€30KCUPUOOHYKIEOTH LI

CuHTe3 IpyTUX MUPUINHOBBIX HYKJIECOTUIOB:
1. VD u YTD ob6pasyrorcs B OCIEA0BATENBHBIX PEAKITUAX 32
cuet sHepruu ATO npu yyactuu KuHas.

2. Ypauua npespaiaercs B [uTo3ul B coctase Y TD ¢ o6paso-
BanueM [T u gpyrux MUTHANIOBBIX HYKJIEOTH/IOB:

LITd-cuHTEeTa3a
YT® + MH + ATO ———— > UTD + Ty + AAD + H,PO,.

[IpencraBiiernbiii OCHOBHOM MyTh CUHTE3a MTUPUMUIMHOBBIX
HYKJIeOTHI0B perysupyercd. Kak? Tor ke mpuHmum u ToT e Me-
XaHWM3M, KaK U IS yPUHOBBIX HYKJIEOTUAOB. A MMEHHO: U30BITOK
MUPUMUAITHOBLIX HYKIeoTH0B (0coberro Y MD u IITD) anmocre-
pudeckn narubupyer KA/[-hepmMeHT ¢ BEKTOPOM O OTPHUIIATETHHON
obpatHoii csi3u. Harporus, mypunosbie nykiaeoTuabl (ATD), ecin
WX KOJIMYECTBO /I0CTATOYHO MOBBIIIEHO, AKTUBUPYIOT ATOT (DEPMEHT.
CreoBaresbHO, MMEETCS KOOPJMHAINS CUHTE30B Pa3HbIX HYKJIEO-
TU/IOB JIIsT 00€CTIeYeHUsT HOPMATLHOTO MeTab0IM3Ma HYKJIEHHOBBIX
KHCJIOT.

O pomr OP/D, KOTOPBIIT TakKe y4acTBYET B KOOPAUHAIINH
obmena nykiaeorusioB. Cunres OP/[MD Ha 0CHOBE yTJIEBOJIOB MPE/I-
CTaBJICH B TPEABIAYIICH JeKIun. Tam e pacCMOTPEHO ero yJacTue
B OCHOBHOM ¥ B 3aITACHOM TIYTSX CUHTE3a ITyPUHOBBIX HYKJIEOTUIOB
Kak KocyOcTpaTa ¥ Kak akThBaTtopa OCHOBHOTO myTu. Posp @PID
JUUTS1 CUHTE3a MUPUMUITHOBBIX HYKJIEOTUIOB!

e Kak KOCyOCTpaT /ISt X CHHTE3a B OCHOBHOM TTy TH (PEaKITHs 5)

U B 3allaCHOM TIyTH (CM. HUIKeE);

e kak aktuBaTop KA/l-dbepmenTa.

N naxowner, ecm B KJIeTKaX HAKATIMBAETCS MHOTO U IIyPUHO-
BbIX, U TUPUMUJAMHOBBIX HYKJIEOTUIOB, TO OHU aJJIOCTEPUYECKH YT-
Heraror P/ D-cunrerasy u ymenpiaioT koandectBo OPAD st
TOrO, 4TOOBI CHU3UTH COOCTBEHHBIN CHHTE3. BOT Kak pannoHaabHO
B XO/I€ 9BOJIIOIINH CO3/[aBAINCH TOHKHE MEXaHU3MbI PETYJISAIINN O1O-
XUMUYECKUX TPOIeCcCcOB!
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3amacHble MyTH CHHTE3a AA0T O4eHb HeOOJIbINoe KOJIUYECTBO
MTUPUMHUITHOBBIX HYKJIEOTHI0B. BO-TIepBBIX, MMEIOIIHiT hapMaKoJIo-
rUdecKoe 3HaYeHNe My Th CHHTe3a U3 HyKJI€O3UI0B, KATATU3UPYEeMbIi
ypuAMH-TIUTHANHKNHA301 (ABneeBa JI.B.):

YPVAUH (M uMTNAanH) + ATO ——— > YMO (LUMD) + AND.

Bo-BTOPBIX, BO3MOKEH CUHTE3 U3 CBOOOAHDIX MUPUMUINHOBBIX
OCHOBaHU, KaK 1 B cydae mypuHoB. [IpecTaBuM TOJIBKO yiKe 3Ha-
KOMBIiT HaM c1tocob ¢ yuactuem OP/ID:

nupnmmanHgochopurbosnnTpaHchepasa

nMpUMUAnHOBOE ocHoBaHue + PPAPD ——— YMS (UMP) + H,P,0;.
ypaumn (LMTO3UH)

IMaronorug. [Ipu pasnuuaabix MyTanusax reHoB Y M@O-cunTasni
yMeHbInaeTcst (HO COBCEM He TTPEKPAIaeTcsi) CUHTEe3 TTMPUMHIIAHO-
BBIX HYKJIEOTHUIOB, YTO HapyIIaeT JAajbHeiiliee 0Opa3oBaHUE J1€30-
keupubonykaeotnaos, cunares PHK, [IHK, 6ekoB 1 pasMHOKeHHEe
KJIETOK, 0COOEHHO SPUTPOUIHOTO Psiia. ITO 3a00JI€BaAHIE WU CUH]I-
POM HazBaH OpaTalu/ypueii: TopMoKenue peakiuii 5 1 6 (CM. Bbile)
MIPUBO/IUT K HAKOIJIEHUIO B KDOBU U MOYE OPOTOBOI KUCIOTHI (OpPO-
tara). B Moue ona oOpasyer opaHKeBbie KPUCTALIB 1 laske KaMHU
¢ 60;1eBbIM cuMIITOMOM. HoO TJIaBHOE — «MUPUMUIUHOBBIN TOIOI»
MPOBOIUPYET GoJiee TSHKEMYIO MATOIOTHIO — METan00JacTHYIO aHe-
MU0, GU3NIECKUT U MHTEIJIEKTYATbHBIN MH(MAHTUIN3M. BO3MOKHBI
regeTUYecKre BapuaHThl opartanuaypun. Jledenme: moxxnusnennoe
nepopajbHoe BBefienne ypuanna u/unn nuruaunaa (0,5-1,0 r/cyr),
KOTOpBbI€ TIPEBPAIIAIOTCS B HYKJICOTUIBI, HEOOXOINMBIE JIJIsI CHHTE30B
PHK u JHK. Kpome Toro, atu jekapcrsa mnocje duorpancdopma-
MM KaK TIHPUMUTHOBbIE HYKJIEOTU/IBI HHTHOMPYIOT PETyJISTOPHBII
KA/l-bepmeHT 1 yMeHbIIAIOT 00pa3oBaHue OpoTaTa, HOPMAJIHU3Ysi
COCTaB MOYM.

Oparanumaypust MOKeT ObITH JIOTOJHUTETHHBIM CUHAPOMOM ITPU
JIPYTUX BUIAX TATOJOTAW: TIPU HACJTEACTBEHHBIX (popMax THUTIepaM-
MoHreMu#, Kpome tumna I (sekuust 7/2), U B KauecTBe M0OOYHOTO
acdexTa py sevennn moAarpsl asstomypuHosoM (aexnus 10/2).

Kartabom3M nupruMUHOBBIX HYKJIEOTH/IOB s1 He PacCMaTPUBAIO
B CBA3U C OTCYTCTBUEM Y MEHS JJAHHBIX O €T0 POJU B MATOJIOTUN Ye-
JoBeka. HarmoMHIO TOJIBKO, YTO IIPU paciiajie MUPUMIITHOB 06pasy-
eTcs B-aaHuH, KOTOPBIN BXOINT B COCTAB KapHO3WHA U aH3EPUHA,
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C KOTOPBIMU CBdI3aHA HaydHas UCTOpud Haimell kadeaps! (Texkmun

15/1 1 9/2).

AE3OKCUPUBOHYKAEOTUADI

JlesokcupubonykaeoTubl Hy:KHbl s cunresa JJHK B S-ase kire-
TOYHOTO IUKJIA. [109TOMY aKTHBHOCTH PUOOHYKICOTHPELYKTa3HOTO
KOMTIJIeKca (hepMEHTOB CUHTe3a STUX HYKJIEOTHIOB M TUMUIUIAT-
CUHTa3bl MaKCUMaJibHa B S-1IepPUOJI, YTO 00ECIIEYNBAIOT PETYJISTO-
PbI — IIUKJIUHBI U IUKJIMH3aBUCUMbIe TTPOTeMHKUHA3bI. [lociennme
MU3MEHSIOT aKTUBHOCThH (DAKTOPOB TPAHCKPUIIIIUN U TAKUM ITyTEM U3-
MEHSIOT B KJIETKE KOJUYECTBO (hepPMEHTOB, HEOOXOIMMBIX /IS KajkK-
701 (hasbl KIeTOIHOTO KA (JTekmmst 5/1).

I'maBHas peaknus cmHTE3a — BOCCTAHOBJICHUE 2’ -TUAPOKCUTPYTI-
bl pubO3BI B cOCTaBe BCEX YeThipex pubonykaeosumandochaTon
(pHA®D) c obpazoBanuem metusenoBoit 2’CH,-rpynnupoBku
B 2’-1e30Kcupubose aes3okcunykiaeosuindocdaros (1H/ID) Bme-
cro -CHOH- B cocrase pHA®. Katanmusupyer peakiinio puboOHyK-
seotuapenykraza — PHP (E,), onmuromepnsiii (hepment ¢ kodakro-
poMm — HereMoBbIM kesie3oM (CuitaeBa C.A.).

[loHopoM Bozopozia /IJIst ATON peaKIMu BOCCTAHOBJIEHUS SIBJISI-
erca HAJIDH, koTopslii Ipu yyacTuu THOPENTOKCUHPeNyKTa3bl E,
(DA/, Butamma B,) ipeiBapuTesibHO BOCCTAHABINBACT TUCYTbMUI-
HYIO CBsI3b HEOOJIBINOTO Oesika — THOpenoKcrHa. V fasee 1Ba aToma
BOZIOPO/IA CYAbMTUAPUIbHBIX (TUOIBHBIX ) TPYIIIT BOCCTAHOBIEHHOTO
THOPEZOKCHHA CJIYKAT JOHOPAMU BOJOPO/IA JI7ist 00pa3oBaHuUsI [1€30-
keupu6osbr u dH/{D.

(B)~E)—0CH, OcHoBaHue ®-~@®-0CH, Oc |
O :/O\_\ CHOBaHW 2 O __/o\\ CHOBaHW!

pHO® / . AHOO

THopenoKcuH ™ THOpEaOKCHH
BOCCTAHOBNEHHBLIA < CKMCNEHHLIA
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3arem npoucxoaut cunre3 tpex 1HTD (kpome 1TTD), Heob-
XonuMBbIX 1uist perumkaru [IHK:

KMHa3bl
OHOD + ATO — pATD (ol TD, glUTD) + AOD.

Perynsinus aktusHoct PHP, koTopast 10o/5kHa ObITh O4€Hb aK-
TuBHOU B nepuox cunresa JHK, uto obecrieunBaer perimkanuio
cyberparamu — gHT®. B nepByio odepesib CHHTE3UPYIOTCS MTHPHU-
mugnHoBbie TH/ID, nanee mypunossie 1H/D, u noce ux mpespa-
menus B AHT®D uszburtok nocaennux, ocobenno gtATD, annocre-
puyecku narubupyer PHP. Hakorienue sumaux gH/I® u xHTO
OCTaHABJIMBAETCS ¥ BO30OHOBJISIETCS TIPH HEOOXOAUMOCTH.

Ha ocHoBe urdopmaly 06 9HIO0TeHHON perysiiiun 00pasoBa-
Hust cyoerpatos st cunresa [IHK cosmanbl pasimdHbie TPOU3BOJI-
HbIe JIe30KCHUaJeHO3UHA, aBsionuecs uuruouropamu PHP u je-
KapcTBaMU — TIPOTUBOOITYXOJIEBBIMU TIPeNapaTaMu.

DopMupoBaHue a30TUCTOTO OCHOBAHUS TUMHHA IIPOUCXOIUT
B COCTaBe HYKJIEOTHIOB OJIaroaps HeCKOJIbKUM peakiusam. [peasa-
PUTENBHO B KJIEeTKaX oOpasyercs JocTarouHoe Koudectso 1Y MMd:

pUAD — gD WHVM‘D
NH, H,PO,
I B MEHbBINEN MEPEe APYTUM ITyTEM:

pYO®d — oYAD — nYMOD.

3areM HayMHaeTCs Tpoliecc MpeBpalleHus ypaluia B cCOCTaBe
dYMO® B TUMUH NIPH yYaCTUU OJHOYTIEPOAHOTO hparMenTa ¢ Impu-
COeIMHEHUEM METHJIbHOW TPYIIIbI K 3-yIJIepPO1y MUPUMHUAUHOBOTO
reTepolMKIIa ypaluia.

Ej
| + 5 10-meTunen-Hy -thonar —

2N
HN ) —CHs+ Hy-chona
\
\\'\E 5 o= Ny

¢ Cep N

| .
mun N\
[esokcupubosodocdar Hy-thonar  [Oesokcwpubozocbocdar
V4

.
YM® TM®
A Eq\& a
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ATy PeaKIuio KaTaIn3upyeT BTOPoi kioueBoit (Hapsmy ¢ PHP)
depment — Tumuanaarcunrasza (E,;). /lus nononnenus donna ox-
Hoyriaepoanoro dparmenta (5,10-merunen-H  -donara) ogHospe-
MEHHO JIOJIZKHBI ITPOXOIUTH IOTIOJTHUTEbHBIE DEAKITUH: PereHeparust
H,-dpomnara, katamuaupyemas aurnapodonarpenykrazoin E, (sex-
st 8/2), U pereHeparst yKasaHHOro MOOUIBHOTO OIHOYTJIEPOIHOTO
(dparmenta 3a cuer katabosnsma Cep mau L. ITocnaennionn peak-
o Katanusupyet st Cep cepuHruapokcuMeTriaTpancdepasa E;
(nexuust 8/2). B utore obpasyercst tumugauamMonodocdar — xTMD
(usn ipocto TM D), koTopbiii Toce ABOIHOTO hochOpUINPOBAHIS
¢ yuactrieM AT®D u kunas npesparaercst B TTD, HeoOXOAUMBIN 1151
pernkarnun JJHK.

CyniecTByeT TakyKe 3al1aCHON 11y Th CUHTE3a TUMU/IUJIOBBIX HYK-
JIEOTU/IOB U3 JIE30KCUHYKJIE03U/1a — TUMUJIMHA, KaTaJIu3uPyeMblii
tumuanHKHA301 (Cunysgrosa C.H.):

TAMUOWH + ATD — (o) TMD + AOD.

[Too6HBIM JKe TIyTeM, HO Ha OCHOBE CBOUX JIE30KCHHYKJICO3H-
JIOB CUHTE3UPYETCsT AOMOJIHUTeNbHOE KonuecTBO NLIMD, tAMOD
ual'MO.

3asepiiiast [Be JIEKIUN 110 OMOXUMUK HYKJIEOTHIOB, HHTEPECHO
BBIJIEIUTD YPOBHU (DOCHOPUIUPOBAHUST HYKIEOTH/IOB, HA KOTOPBIX
MIPOMCXOAUT 00Pa3OBaHKE PA3HBIX KaTErOPHil HYKJI€OTH/IOB:

e Ha ypose HM® uzer cunres 1Y MD® — 1 TMO;

e na yposue H/[D ocymectiasiercst cunre3d pH/AD — nH/[D;

e Ha yposae HT® npoucxoaut cunres pyY Td® — plITO.

CKOpOCTh CHHTE3a [Ie30KCUPUOOHYKIEOTUIOB U MHTEHCUBHOCTD
NleJIEHHs KJIeTOK oueHb 3aBucaT ot aktunoctu PHP u hepmenTon
CUHTE3a TUMU/IUJIOBBIX HYKJIEOTHA0B. [ToaTOoMy mist HHrnOuposa-
HUST PA3MHOKEHUST OBICTPO JEJSIINUXCS OMYXOJEBBIX KJIETOK M-
POKO HCIIOJIb3YIOTCST HE TOJIBKO TPSIMble MHIMOUTOPBI PEILINKAI[II
u tpaHckputiiy (sekiwst 7/1), Ho u uHrUOUTOPHI (HDEPMEHTOB CHH-
Te3a HyKJIeOTU/IOB. I'pyIia mpOTUBOOITYX0JIEBBIX MIPEapaToB — MH-
ru6utopoB PHP ykaszana Boitiie. COOTBETCTBYIONIMMU JIEKAPCTBAMHU,
TOPMO3SIIIUME 00pa30BaHUE B KJIETKaX YeJ0BeKa THMU/IMIOBBIX HYK-
JIEOTUJIOB, SIBJISIIOTCS CJIE/LYTOIITHE:

o i puruapodosarpenykrassl (E;) — KoOHKypeHTHBIE 00pa-

THUMbIE UHTUOUTOPBI METOTPEKCAT (aMETONTEPUN) U aMUHO-
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NITepUH, ABJJIONINECST aHajsoraMu (hoJueBON KUCIOTHI; 9TH
JIEKapCTBAa TOPMO3ST CUHTE3 HE TOJBKO TUMUIUIOBBIX HYK-
JIEOTU/IOB, HO U IIyPUHOBbBIX HYKJIEOTUIOB /17151 (hOPMUPOBAHUS
u IHK, u PHK (nexums 8/2);

o juist TuMuzinarcunTasbl (E;) — azorucroe ocnosanue 5-hrop-
ypaluJi, aHaJor TUMUHA; ATOT TIperapar, BO-IepBbIX, B Opra-
HU3Me TIPeBpalllaeTcsi B aHOMasibHblil Hykjaeotus Ouy MO,
KOTOpbIit Osiokupyet Ej, a BO-BTOPBIX, O/IHOBPEMEHHO TPAHC-
dopMuUpyeTcsa B aHOMATbHBIN €30KCUHYKIeo3uaTprdocdaT
OaYTO, KOTOPHII TIPU PETIMKAIUN BKJIIOYAETCS B COCTAB
JITHK u mpoBorupyet pa3psis hochoanaupHbIX CBA3€l B 11€e-
max /THK.

Cy1iecTByeT JI0CTaTOUHbIN WK HEJIOCTATOUHbBIN apCeHas U JIpy-

I'UX MOI00HBIX JIEKAPCTB — aHOMAJbHBIX HYKJEO3M/I0B U HYKJIE€O-
TUJIOB.

[ToxBoaum utor. IIpoTBOOITyXO0JIEBBIE JIEKAPCTBA, BO-TIEPBBIX,
[IPSIMO TOPMO3SIT PEILIUKAIUIO U TPAHCKPHUIIITUIO B PAKOBBIX KJIETKAX.
Bo-BTOPBIX, pyTHe TPOTUBOOIYXOJIEBbIE CPEICTBA YMEHBIMAIT 00-
pasosanue B kierkax AHTD u pHTD, neo6X0AMMbIX IJIs1 CHHTE32
JJHK u PHK. /I;1s1 HUX MpsIMBIMU MUIIEHSIMU SIBJIAIOTCS (DEPMEHTBHI:

e PUOOHYKJICOTHIPELYKTA3a;

e juruzpodosaTpeyKTasa;

® TUMU/IMJIATCUHTA3A.

B nexnum 7/1 g yke ykaspiBaJ, 4TOo, KOHEYHO, BCE TH TIPOTH-
BOOITYXOJIEBbIE TIPENapaTbl MOTYT HECKOJIbKO YMEHBIIATh CKOPOCTh
pPa3MHOKEHUS U 3/I0POBBLIX KJyeTok. Ho B mocsiefHUX MaTpuyHble
OGUOCHHTE3bI U MUTO3bI TIPOUCXOIST MEIJIEHHEE, TOATOMY TTOOOYHBIM
JIEFICTBUEM PacCMaTPUBAEMBIX JIEKAPCTB BPay M MAIMEHT BBIHYK/IE-
HBI TIpeHeOperarh.



Aekunga 12/2

TOPMOHbI

B stekiium 9/1 nepBoro cemecTpa BaM yske Obliia peicTaBIeHa 00Iast
nHpopMaIms o TOpMOHAX.

e PoJib TOPMOHOB B PeryJisiiinu MeTaboJIM3Ma depes moCpeHu-
KOB — 4epes PeryIsaTopHble (hePMEHTbI, AKTHBHOCTb KOTOPBIX
TOPMOHBI MEHSIIOT KAYECTBEHHO UJIU KOJUYECTBEHHO.

e YeThIpe CUCTEMBI Tlepe/laull FTOPMOHAMU CBOUMX PETyJIsTOPHBIX
CHTHAJIOB Yepe3 IUTOoIIa3MaTHYecKue MeMOpaHbl BHYTPb KJie-
TOK-MHUIIIEHEN ¥ COOTBETCTBYIOIAST TEDMUHOJIOTHS (CUTHAb-
HbI€ MOJIEKYJIbI, MECCEH/KEPBI U JIP.).

e CpopHas Tabiuila IO YACTHBIM TOPMOHAM, XapaKTepPHU3yIo-
mast X CTPYKTYPY, FUAPOGUIBHOCTD WU THAPOGOOHOCTD
MOJIEKYJI TOPMOHOB B CBSI3W C MEXAaHU3MOM IePe/Iaul CUTHAJIA
BHYTPb KJIETOK ¥ MECTO CUHTE32 TOPMOHOB.

B macrogineii jeKIuy BHAYAJE PACCMOTPUM KJACCUDUKAIIIN

TOPMOHOB.

1. Xummueckast KinaccupuKaims:

a) Gesiku (MHCYJIMH, TApaTTOPMOH U JIp.);

6) nenuzbl (rmokaroH, anruorensun [T — AT 11, antuaypern-
yeckuit ropmod — A/IT u ip.);

B) MOIMDUITMPOBAHHbBIE AMUHOKUCIOTHI (Q/[PEHATIITH, HOJTHPO-
HUHBI);

r) cTepouibl (KOPTU30J, AJbJOCTEPOH, MOJOBbIE TOPMOHBI
U ap.).

2. Qusuko-xuMudecKast Kiaccudukaiust: TupoduabHbie rop-

MOHBI TPOHUKAIOT BHYTPb KJIETOK, a ripOhoOHbIE — HE TIPOHUKAIOT
(mextug 9/1).
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3. Knaccudukaiys 1o cooTBeTCTBUIO «(hU3UOJIOTTIECKOE COCTOSI -
HHe yeloBeKa — TopMoH» (Tabsimia B tekunn 9/1).

4. Knmaccudukarnusa no gyHrnusM. ['opMoHbl TOTUGYHKITNO-
HAJIbHBI, HO JIJISI KAK/IOTO TOPMOHA XapaKTepHa, KaK MMPaBUJIO, OJHA
raaBHAg QYHKIIH.

5. Kiaccudukanyst 1o curHasy, CTUMYJIUPYIOIIEMY CEKPEIUIO
TOPMOHA U3 9H/IOKPUHHOI JKeJe3bl B KPOBb:

a) knaccuueckad cxema yepe3 [ITHC: curaan — IITHC — runora-
Jamyc — Tunodus — dHAOKPUHHA Keme3a (71 KOPTU30Ja,
TTOJIOBBIX TOPMOHOB, HOATHPOHUHOB U JIP.);

6) [IHC — cumHHON MO3r — MO3rOBO€ BEIECTBO HaAIl0YeYHM-
KOB ([IJId afipeHAIMHA U [IJIT MeInaTopa HOPaapeHaInHA);

B) 6e3 IITHC mpu yyactun XuMHYECKOTO CUTHAJIA:

MHOTO TJTIOKO3BI B KPOBU — [3-KJIETKH TIOJ[KEJTY TOUHOI JKe-
JIe3bl — UHCYJIVH;

MaJIo TJITOKO3BI B KPOBU — O-KJIETKHU MOJ[KETYI0UHON JKe-
Jie3bl — TJIIOKATOH;

Masio Ca B KPOBU — IMAPalUTOBU/IHAS JKeJie3a — MapaTrop-
MOH;

muOTO Ca B KPOBU — MIUTOBUAHAS U MTAPAIIUTOBUIHA JKe-
JIe3bl — KaJIBIIUTOHUH;

Maso Na u MHOTO K B KPOBM — KOpa HAJ[IIOYEYHUKOB —
aJTbI0CTEPOH;

TIPU y4acTHH (HU3NKO-XMMUUYECKOTO CUTHATIA:

MOBBIIIIEHHOE OCMOTHUYECKOE JIABJIEHUE — THTOTAIaMyC —
runobus — anTuANyperudeckuii ropmon (AD);
MOHMKEHHOE apTepuabHOe AaBJleHne — TOYKW — pe-
HUH — aHruoTeH3uH I1.

6. Kiraccudukanus mo MexaHu3My Iepesadil CUTHATA TOPMOHA
BHYTPb KJIeTOK-MutiieHelt (nexmus 9/1):

a) uepe3 HeKATAINTUYECKUE PETenTOPhl IUTOTIA3MATUIECKUX
MeMOpaH:

anernmatinukaazias cucreMa (AILC) mist anpenanuHa,
TJIIOKArOHa, TapaTTOPMOHA 1 JIP.;

nnosurosdocharnas cucrema (MDOC) st aHrnoreHsu-
Ha II, mnorna ans anpenanuna, vactuano st AL w nost
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6) yepes KataJIUTHYEKUE MeMOPaHHBIE PEIENITOPBI /IS WHCYJIN-
Ha ¥ JIJIs IPEJICEPIHOTO HATPUitypeTnyecKkoro GhakTopa;

B) uepe3 HeKaTaJIUTHIECKUe BHYTPUKIIETOUHbIE PELENTOPbI 11-
TOIIA3MbI M/ Ipa KJIE€TOK-MUILIEHEH /1 CTEPOUIHBIX TOP-
MOHOB ¥ fIOATUPOHIHOB.

FTOPMOHbI TMMOTAAAMYCA U TMMTO®PUSA

TCopMoHBI THITOTaIaMyca U TUHOGhU3a SIBIISIOTCS MENTUAAMY Win Gei-
KaMH, COCTOSIITUME U3 3—56 aMUHOKHCJIOT JIJIsl TUTIOTAIaMyca U U3
40-200 aMUHOKHUCJIOT g TUTIO(PU3A C PETYAITOPHBIMU (DYHKITHS-
mu. TOpMOHBI THIIOTaIaMyca WM PUANSHHT-(DAKTOPbI MOIYT ObITH
mubepuHaMu (yCUJIUTENSIMK ), KOTOPbIE MEPEMAIOT CUTHAJ B IHIIO-
(hu3 1 cTUMYTUPYIOT B HEM CHHTE3 U CEKPEINIo TPOMUHOB. CTaTUHBI
(ocmaburenn) ruMOTaIaMyCa TIOAABJISIOT CEKPEITUIO TAKIX TOPMOHOB
nepeaHeil 1o Thodusa, Kak IMPOJAKTHH U cOMaToTponuH. ['op-
MOHBI TUTIO(hU3a — TPOMUHBI — CHEIUPUIECKT CTUMYJIUPYIOT CBOU
SH/IOKPUHHbIE JKeJIe3bl K CEKPEIUN KOHEYHOTO «pabouero» ropMoHa
(xopTHU307, HOATUPOHUHBI U JIP.) UJIKN TIPSIMO JIEHCTBYIOT HA OPTaHbl
u TKkanu (ropmoH pocta, A/Il, okcuronnm).

lF'opmon pocra, nian comarorponut (191 ammHOKUCTOTA), CUH-
Te3npyeTcsd B MepefHel mose runodusa u gajee IPIMO B3aUMO-
JIEHCTBYET € perenTopaMi MHOTUX OPraHOB M TKaHeH 06e3 ydacTus
CIEIUATBHON dHIOKPUHHON kese3bl. COMAaTOTPONUH YCKOPSIET Me-
TaboJIM3M PasHOOOPa3HBIX BEIIECTB ¥ IIOCTHATAIBHBIA POCT TKaHEI.
[lecdurnut ropmona pocra NpUBOAUT K TUTIO(DU3APHON KapJIUKOBO-
CTU WK K HaHu3My. HarmpoTus, omyxoau mepemgaeil oau runodusa
Y TUTIEPIPOLYKIINSI TOPMOHA Y JIETEHl IBISIOTCS IPUYUHON GOJIBIIIOTO
pocta (TUTaHTU3M ) WJIN Y B3POCJIbIX IPUYNHON akpoMeraanu (Helpo-
MOPIMOHAJIBHBIE YaCTH TeJa).

AAPEHAAUH U TAIOKATOH

ITH [IBa TOPMOHA U UX POJIb B PETYJISIIK MeTaboJu3Ma COOTBET-
CTBEHHO 1P (husuvecKoii pabore (IPENMYIIECTBEHHO HHTEHCUBHOMN
1 OBICTPOIT) ¥ TIPH TOJIOJAHUY MBI YK€ MHOTOKPATHO PACCMATPUBAJIH
B 1-M 1 Bo 2-M cemectpax (nexuuu 9/1, 12/1, 3/2).
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Yacrp IT (BTopoii cemecTp 06ydenust)

B rabumie 12/2.1 cymmuposatna uHbopmanust 06 aapeHagnHe
u rmokarone. O6a TOPMOHA YCKOPSIOT MU 3aMEJISIOT YKa3aHHbIE
MeTaboIMYecKre TIPOIEecehl GJaroaps XMMUYECKOW MOAM(pUKAIII
VMU COOTBETCTBYIOIIUX PETYJISITOPHBIX (DepMeHTOB TyTeM hocdo-
PUJIMPOBAHMSI.

Tabruva 12/2.1
CpaBHeHHE CBOWCTB aJpeHajIiHa U [JI0KaroHa

IToka3sarenp Anpenanux I'moxaron
XuMuueckast MonudunpoBaHHbIit TTosmmnentux us 29 aMmuHOKUC-
CTPYKTypa TUPO3UH JI0T
MecTo cunTe3a Hannoyeunuku (Mo3roBoe | oi-KJIETKHU MOJPKENYJOUHON

BeliecTBo, tabu. 12/2.2) JKeJe3bl
Curnan st cek- | Dusuyeckas pabota, crpece | [ToHmsKeHHOE coiepKaHme TIIi0-
peru KO3BI B KDOBH
[lepenaua cur- Yepes a/leHUIATIUKIIA3HYIO CUCTEMY

HaJjla TOPMOHOM
BHYTPb KJIETOK-

Pexxe — uepe3 unosuro- —
docdarnyto cucremy

MUIIEHEH B HEUCHIT
Oynxnnn Topmonbr yckopsior
(acbdexTnr) B:
— IMeYeHn 1. ['nukorenonms 1. 'nukorenonus
2. B-oxucaenue JKUPHLIX 2. CunTe3s IJ10KO3bL
KUCJIOT (HEmpsMOoit a- 3. B-oKucIeHIE KUPHBIX KUC-
dexr) JIOT U CUHTE3 KETOHOBBIX TEJ
(urernpsimoii ahpekT)
— skupoBoit Tkanu | Jlunosnns Jlunonus
— MBIIIIAX T'nukorenomms bBes adbdekTos B cBsA3H
C OTCYTCTBUEM PELENTOPOB
Bomsanue na co- | YBenuunBaet uepe3 Taxu- | He uamenser

JiepsKaHue KICJI0- | KapMio W MOBBINIEHNE apTe-
poZia B OpranusMe | puajibHOTO JIaBICHUS

B Tabuie 12/2.1 Boiesnersl (hyHKIMN, OMMHAKOBDIE /IS ape-
HaJIMHA U IVIIOKaroHa. JTO IVIMKOT€HOJIN3, JIUIIOJIN3 1 B-OKUCIeHNe
JKUPHBIX KUCTOT. B pe3ynbTate B KPOBM yBeJIMUYMBAECTCS WJIH TTOJI-
JIepKUBAETCS B HOPME KOHIIEHTPAINS IJIIOKO3bI 1 SKUPHBIX KHUCJIOT.
PazmmanasiMu SIBIAIOTCS CIEAYIONTNE CBONCTBRA:

e IS /IpEHAJIMHA UMEIOTCST aJIPEHOPELeITOPbI BO MHOTHX OP-

TaHaX " TKaHAX, 1 OHU TIPEACTaBJIEHbl B OPraHn3Me 4eJjioBe-
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12/2. Topmonbt

Ka HabopoM TKaHecreruieckux usopopm (meknus 9/1),
a JIJIS TJIIOKAroHa PeIenTopbl CYMIeCTBYIOT TOJBKO B TIeUeHN
1 JKUPOBOM TKaHU;

M0 CUTHAJIAM JIJIsI CEKPEITUU TOPMOHA B KPOBB;

e Ouarogapsi cBoeMy (hU3MOJIOTHYECKOMY BO3IEHCTBHIO Ha cep-
JIEYHO-COCYIMCTYIO CUCTEMY a/[PEHAJINH YBEJTUINBAET COJIEP-
JKaHue KUCJOPO/Ia B TKAHSX U MIOITOMY JI€JIaeT BO3MOKHBIM
HOJTHOE a9POOHOE OKUCJIEHUE TJIIOKO3bI, 0CBOOOKIAIOTIENCST
[IPU pacliajie rInKOTeHa;

e IJIIOKAroH oGecrieyrBaeT OPraHu3M TJIIOKO30i, YCKOPSIS TIo-
KOHEeOTreHe3 U TJIUKOreHOJIH3,

[TaTosiorust 1 COOTBETCTBYIONINE OHKOJIOTHYECKUe 3a00/1eBaHs,
CBSI3aHHbIE C a[[PEHATMHOM, ObLJIM PacCMOTPEHBI B JieKinu 3/2. 13-
BECTEH TakK’kKe JIOBOJIBHO Peknii cuHapoM Mapdana, npu KoTopom
HACJIE[ICTBEHHBIH 1e(heKT CTPYKTYPHOTO Geslka COeIMHUTENbHOM TKa-
Hu pubpusmHa 1 TPUBOAKT K MOJHMOPraHHON MATOJIOTHU C M3MeHe-
HUEM TIPOHOPIUOHAIBHOCTH Pa3MEPOB PasHbIX OPraHoB. Y OOJIbHBIX
BO3HUKAET BBICOKUH yPOBEHb a/[pEHATNHA, BEPOSATHO, BCJIEACTBUE
MIOCTOSTHHOTO cTpecca u HanpsizkeHus. [Ipeanoaraercs, 4to M30bITOK
a/[peHAJIMHA CTUMYJIUPYET (DU3NYECKYIO M MHTEJJIEKTYaTbHYI0 aKTHB-
HocTh yestoseka. Cungpom Mapdana ObLT CBOINCTBEHEH TAKUM JIAY-
HocTsiM, Kak KroxesnnOekep, JlunkonbH, Annepcen, Tecia, [Taranunn.

KOPTUKOCTEPOUADI

B nepucdepuueckoii yacTi HAAMOYEUHUKOB, B UX KOPE CUHTE3UPYIOT-
CsI M3 XOJIecTeposia CTepPOUIHbIE TOPMOHBI (TPU TPYIIIIBI).

Tabauua 12/2.2
T'opMoHbBI HAIMOYEYHUKOB

Yacrb sxese3bl 30HbI CuHTe3upyeMbie TOPMOHBI

Kopa Kuy6oukosasi, nin MuHepasoKOpTUKOU/IbI (a7TbI0CTEPOH )
TJIOMepyJIIpHast
IlyukoBas, nin TmoxokopTrKonbl (KOPTHU30.1)
dacrukyaspaas
Ceruaras, min IIpemiecTBEeHHUKY MOJIOBBIX TOPMOHOB
peTUKyJIIpHas

Mosrosoe — AnpenHaniH, Hopa/[peHAINH

BEIECTBO
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Ha cxeme 12/2.1 npeacTaBieHbl CUHTE3 KOPTU30JIa U €TO PETY-
asgiusg. CUTHaIIBI 719 CUHTe3a KOPTHU30Jia (TIOHMKEeHHAS KOHIIEHT-
panus TJIIOKO3bI B KPOBH, cTpecc, TpaBMbl) depe3 [THC, runoramna-
Myc (ero Koprukoanbepun) u runodus (ero KOPTUKOTPOIIMH KUK
AKTT) mocturaioT KOpbl HAAIOYEYHUKOB. B mMydKoBOII 30HE KOPBI
uMeetcs zeno xosecreposa (XC) B Buge apupoB XC, koTopoe co-
3maercs 3a cueT Tpancrnoptepa — JIHII — m 3a cuet cunTesa B Kope
XC, ctumynupyemMoro KoptukorporntHom. ITpoucxoaur obpazosa-
Hue ruapodobHoro Koprusosa (6e3 peraneii), KOTOPBINA MOCTYyIa-
€T B KPOBb U TPAHCIIOPTUPYETCS C TEPEHOCUYNKOM-TPAHCKOPTUHOM
B Oprafbl-mMuiieHu. [Ipu caUImKoM GOJIBIIOM KOJUYECTBE KOPTU30-
Jla OH MHTHOUpyeT o6pasoBaHie KOPTUKOJIHMOEPUHA U KOPTUKOTPO-
MWHA B TUTIOTaJaMyce U B TUnodu3e Mo MPUHITUITY OTPUTIATETHHON
00OpaTHOI CBsI3u (PEeTPOMHTMOMPOBAHNE) W KOJIUIECTBO KOPTH30JIA
CHUKAETCS.

Cxema 12/2.1. CuHTE3 KOPTM30Ma 1 ero perynauumsa

lnoTtanamyc
_¥ (kopTukonubepuH)

) M'vnodwna
-7 (kopTukoTponuH-AKTI)
l’ ’, = - 6
W3bbiToK Kopa HagnoYeuyHWKoR:
KopTnaona XonecTepon

KopTtuaon
i ;

~

Kpoeb:
TpaHcnopT ¢
TPAaHCKOPTUHOM

KopTtuaon

'

OpraHbli-MuweHn

AchhekThl
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12/2. Topmonbt

TuapodobHbil KOPTU30J, 0CBOOOKIASCH OT TPAHCKOPTUHA,
MPOHUKAET B KJIETKU-MUIIEHU U B KOMIIJIEKCE CO CBOUMH I[UTO-
NJIa3MAaTHYECKUMU UJTH SIJIEDHBIMU PEIeNTOPAMU B3aUMOJIEHCTBY-
€T C PEryJATOPHBIMU YYaCTKAMU TE€HOB, BBIKJIIOYAET WJIM BKJIOYAET
TPAHCKPUTIIIMIO U TaK YMEHBIIAET WM YBEJIMUYUBAET KOJUIECTBO
6eKoB-(hepMEHTOB B KJI€TKaX. BHYTPUKJIETOUHbBIE PEIENTOPDI JIJIsT
KOPTH30J1a IMEIOTCS BO MHOTUX OPraHax M TKaHsIX, 32 UCKITIOYEHUEM,
BEPOSITHO, JKUPOBOI TKAHU.

Dusuosornueckue Gyukiynn (3heKTs) KOPTUZ0JIA:

1) B GOJIBITMHCTBE OPTaHOB, KPOME IEY€HH, KOPTU30J TOPMO-
3UT BTOPUYHO TpaHCAIio. OObIYHO CHHTE3 1 pacias Oeska
CUHXPOHU3UPOBAHbI. YTHETeHNE CUHTe3a OesiKa MPUBOIUT
K YCKOPEHUIO €T0 Pachajia U K 0OCBOOOKIEHUIO aMUHOKUCIIOT;

2) aMUHOKHUCJIOTBI TIOCTYTAIOT B TIEYEHD;

3) B meYeHN KOPTU30JI YCKOPSIET TPAHCKPUIIIIUIO TeHOB (hepMeH-
TOB pacrajia aMUHOKHUCJIOT U (PePMEHTOB TJITOKOHEOTeHe3a
(sexnim 14/1 n 6/2). B utore B medenn KOPTU30J TIPU ydac-
TUU TJTIOKArOHa CTUMYJIUPYET CUHTES TJIIOKO3BI.

Bce atn dynximun crporo ckoopaunnposansl. [Ipu rosomannn

Y CHIDKEHUW YPOBHS TJTIOKO3bI KPOBHM BO3PACTAET KOJUYECTBO KOP-
TH30J1a ¥ YCUJIMBAETCS TIIOKOHEeoTeHe3, u Hao6opoT. [Ipu matororu-
YeCKU 3HAUMTEJBHOM COJIEP’KAHUHM KOPTU30Ja OH PE3KO TOPMO3UT
cunTe3 Oeska (KoJITareHa) B COeINHUTENbHOI TKaH!, 0COGEHHO KOC-
Teil, YTO MOJKET TIPUBOJNTD K UX MEPEIOMaM; yrHeTaeT 0OpasoBaHue
AHTUTEN B IJIA3MAaTHYECKUX KJIEeTKAX, CO3/1aBasi UMMYHOIe(MDUIIHT;
MOBBIIITAET apTePUATbHOE JaBJIEHIE KaK POJICTBEHHUK aJTh/[0CTEPOHA
(coemytotas JTEKIN ).

Koptuson yraeraer docdonunazy A, u103TOMY yMEHbIIAET
obpaszoBaHe IMKO3aHOUIOB (MEINATOPOB) BOCIAJIEHUST M3 apaxu-
JIOHOBOH KUCIOTHI (J1ekius 3/2). B cBs3u ¢ 9T0ii €ro 0co6eHHOCTHIO
Ha 6asze KOPTU30JIa CO3/IaHO MHOKECTBO MPOTUBOBOCIATUTENHHBIX
JIEKApCTB.

JK3aMeHAIMOHHAS 33j1a4a:; TTAIUEHT JITUTETbHOE BPEMS JIeUUT
BOCTIA/INTENbHOE 3a00JieBaHne (PEBMATH3M) KOPTHKOCTEPOUIOM
U BIIPYT CAMOBOJIbHO ITPEKPATHUJI TIPUEM MTPenapara, HO TIOYyBCTBOBAJ
c1aboCTh, TOJOBOKPY/KEHHUE, TOIIHOTY, a B KPOBHU Y HETO BBISIBJIEHA
runoraukeMus. YTo nmpounsornio? CTepoumHoe JeKapeTBO, TOIMEHSS
€000l 9HIOTEHHBI KOPTU30JI, KPOME OCHOBHOTO ITPOTUBOBOCIIAIIH-
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TEJILHOTO JIEHCTBUS, TIPUBEJIO K YTHETEHUIO CUHTE3a KOPTUKOJNOEpH-
Ha, KOPTHUKOTPOIIMHA 1 cOOCTBEHHOTo KopTraoa (cM. cxemy 12/2.1).
[ToaToMy TIpu 0OTMeHe JieKapcTBa 3aMeIJIeH CHTE3 TJII0OKO3bI B TIeue-
HU, YTO ¥ BBI3BAJIO YKa3aHHbIe CUMIITOMBIL. /[0 oTMeHBI Tipemapara
COOCTBEHHBIN TJIIOKOHEOTEHE3 BCe-TaKK MMPOUCXOANI TIPU CTUMYJIU-
pYIOIEeM JIEHCTBUM Ha PETyJsATOPHbIE (DepPMEHTHI JIeKapcTBa — aHa-
Jsiora KopTu30Ja. 11 npouIakTHKY TAKUX TOOOYHbIX SBJICHUN IPK
JledeHnn Bpaun ogHoBpemento HaznadaioT AKTT (kopTukorpornm),
KOTOPBIF MOJKET MPEeOTBPATUTH aTPOMUIO KIETOK MYYKOBOU 30HBI
HaJIIIOYEYHUKOB.

ITocne cBOerO AEHCTBUSA KOPTU30JI, a TAKKE TECTOCTEPOH B pe-
3yJIbTaTe OKMCJIUTETHbHO-BOCCTAHOBUTEbHBIX PEAKIINIA TIPEBpAIaeT-
ca B 17-ketoctepousst, kotopsie pu 17C B cBoelt hopmyJie moTepsin
pamukan u npuodbpenu 17-kerorpytiy. OnpeesneHne BbIIeTIEMbIX
¢ Mouoit 17-keTocTeponioB (B BUIE KOHBIOTATOB C TJOKYPOHOBOU
WJIN CEPHOM KMUCJIOTAaMU) MMeEeT JuarHoctuyeckoe 3Havenwue. [1pn
OTMyXOJIIX TTYYKOBON 30HBI KOPBI HAAMOYECTHUKOB MYKIUH U JKEH-
IITMH, a TAKXKe MPU OITYXOJIIX UHTEPCTUIINH SSUYeK MYKUUH COJEp-
skanme 17-ketoctepouioB mosbimeHo. HopmanbHoe cojepskanue
9TUX KaTabOJMTOB B CYyTOUHOI MOU€E: My KUMHBI — 9—17 MT, JKeHIm-
HbI — 5—14 mr.

3aboaeBanust

I. Bonesnp u cuaapom Uneako—Kymmunra, BeI3BaHHBIE COOT-
BETCTBEHHO OMYXOJIAMU TIePeIHei 1011 TUTIohr3a NN HAATIOYeTH -
KOB. /Ipyrrie Ha3BaHMUA MATOJOTUN — TUTIEPKOPTUITU3M, CTEPOUTHBIN
nuaber.

Buoxumuueckre u KIMHAYECKHE oKa3aTesn 3a001eBaHmi

1. MHoTO KOpPTH30JIa B OPTaHU3ME YeJIOBEKa, MPOyITUPYEMOTO
HOPMAJbHBIMU UJIU OMYXOJEBBIMU KJIETKAMU HAAMOYEUHU-
KOB.

2. TloBbImierne TIIOKO3bI B KPOBU (TUMIEPTIUKEMUS ) U B MOYE
(TI1I0K03ypHs) BCJIE/CTBUAE YCKOPEHUS KOPTU30JIOM TJIIOKO-
Heoreresa. OTCIO/[a TEPMUH «IHAOET>, HO «CTEPOMIHBIIT».

3. B pesyJbrare yrueTeHus KOPTU30JO0M CHHTE3a OEJNKOB BO
MHOTHUX OPTaHaxX U B Pe3yJbTaTe BTOPUYHOTO YCKOPEHUS pac-
najaa 6esKoB, 0COOEHHO B MBIIIIIAX, YBEJIUYECHO COIEPKAHUE
MOUYEBUHBI (a30TeMUS W a30TypHUs ), UMeeTCs MeUIIUT aHTu-
Tes (MMMYHOIE(UIINT ), OCTEOTIOPO3 M TTEPEJIOMBI KOCTEH.
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4. ApTepuanbHas TUTIEPTOHUA.

5. OxupeHue TYJOBUIIA: HA IPY/IM, KUBOTE U B 00IACTH HUK-
HUX MIEHHBIX TTO3BOHKOB YBeJIWYeHNE KOJIMIeCTBA MOAKOXK-
Horo skupa. Kpyrioe syHoo6pasHoe auio. Hamporus, Ha
KOHEYHOCTAX — yMEHbBIIIEHUE COMEPKAHUS KUPa B cOUeTa-
HUU C MBIIIIEYHOI aTpodueil. S MCTBITHIBAIO 3aTPyAHEHUS
¢ 00BSICHEHMEM TaKOTO IMepepacipepeieHust MOoJAKOKHOTO
sKUpa y O0JIbHBIX TIPU UMeloleiics y MeHs nHdopManuu 00
OTCYTCTBUU B JKUPOBOI TKAHW PEIENTOPOB /JIsI KOPTU30JIA.
YBennyeHne CHHTE3a JKIPa MOKHO 0ObSICHUTH TaK: TUIIEPITPO-
JYKIIUST KOPTU30J1a — YCUJIEHHBIH CHHTE3 TJIFOKO3bI — U30bI-
TOYHAS CEKPEIVsT MHCYJIMHA U CHHTE3 JKUPa U3 TJIIOKO3bI TIPU
y9acTUU WHCYJINHA.

Ob6uras 6uoxuMmUYecKast KapTHHa: B KPOBY U B MOYE MHOTO TIJIO-

KO3bI, MOYEBUHBI M 17-KETOCTEPOU/IOB.

I1. Bonesub Anprcona, TMIIOKOPTUIIM3M, UK «OPOH30Bas>

6osie3nb. [IpuunHa — HEOCTATOK KOPTU30J1a, BhI3BAHHBIA:
o TyGepKyJe3HBIM MOpPakeHNeM KOPbI HAAMOUYEUHUKOB;
e runodyHKIUENH mepenHeil noau runogusa 1 HeLOCTATKOM
AKTT; ara runodyHKIUA MOKET ObITh Pa3HOrO IMPOUCXOK-
JIeHUS, B TOM YUCJIE 9TO PE3YJIbTaT JAJTUTETHHOTO JIEICHNUS Jie-
KapCcTBaMU-KOPTUKOCTEPOUIAMHU, KaK 00BSICHEHO BBIIIIE.
CumnTombl 3a60JI€BaHUS IPOTUBOTIOIOKHBI TEM, KOTOPbIE Xa-
PaKTEPHBI /sl TUIEPKOPTULM3MA. TeMHbBIN 1BeT KOKU GOJIHHOIO
MOKHO OOBSICHUTD TaK: HEJOCTATOK KOPTH30JIa MOBBIIIAET COAEP-
sKaHue Koprukoanbepuna (1o cxeme 12/2.1 B ¢BsA3M ¢ perynsiueii),
KOTOPBI CTUMYJIUPYET MPOMEKYTOUHYIO [0Jf0 Tumodusa K mpo-
NYKITUW MeJaHOIUTCTUMYJIUPYIOIIETO TOPMOHA; MOCAeTHNUN aKTH-
BUPYeT B MEJAHOIIUTAX CHHTE3 TEMHOTO MUTMEHTA MeJaHWHA /IS
KOJKH.

IT1. AnpeHoreHUTANBHBIN CUHIPOM TIPOSBIIETCS y JeTell B BU-
Jie PaHHETOo IMOJIOBOI0 CO3PEeBaHUsA, 0COOEHHO B (hopMe MYIKCKHUX
[OJIOBBIX MPU3HAKOB y JIeBOYEK. DTO HACJEACTBEHHOE 3a00ie-
BaHWE BBI3BAHO MYTAIMOHHBIM Medunurtom 21-rupoKCcuIasbl
(pexe 11-ruapoKCcUIA3bl) B CAOKHON IETIOUYKE CUHTE3a CTEPOUI-
HBIX TOPMOHOB M3 XoJiecTepojia. B pe3yibTaTe BHauasle BO3HUKAET
HesiocTaTok Koprusoda, nanee uzbbitok AKTT (em. cxemy 12/2.1),
KOTOPBIN YBEJTMUNBAET CHHTES TIPEIIIIECTBEHHUKOB aHAPOTEHOB B KO-
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pe HaAIIOYEYHUKOB U 3aTeM — CUHTE3 aHAporeHos. 1o sakonam PO
BCEX HOBOPOJKIEHHDIX JOJIAKHbI IIPOBEPSTH HA OTCYTCTBHIE HTOTO 3a-
OosieBaHud.

TOPMOHbI LWMTOBUAHOW XEAE3bI

Irto tpuitoatuponunt (T5) u terpaitoaruponnn uian tupokcut (T)).
CunTe3 POUCXOIUT B AMMUTETUU KeJe3bl (B TUPEOIUTAX ), TOUHEE,
B (posIMKyIaX MUTOBUIHON Keje3bl (cxema 12/2.2).

Cxema 12/2.2. CnHTE3 NOATUPOHNHOB

CuHTEe3 MOATMPOHUHOB

O MonocTe honnukyna
MpeouuThl )
J° + H02 = JT+ Tr—5—> Woatupeornobynuu

-UTr

b KoHaeHcauun
- VOATUPO3UHORB
Tupeonep- 2
okcuaasa
nTr

|

[Npoteonua
Tupeornobynuu-TT
- 4

-~ Ta, Ty
PuBocomsl
Tupeouunr
T3, Td

unogua l
(TvpeoTponuH-TTI) TpaHcnopT no KpoBeu

Tunoranamyc <— LIHC <—Curxans! Opransl MALEHN
(TupeormbepuH) l

SchdekTol

Curnajiom JJII CUMHTE3a ﬁ()[[TH})()HI/IHOB ABJIAIOTCA YMEHDIIEH-
HO€ HMX COA€EpKaHME B OpraHuM3Me, a TaKKe CTpeCC W ITOHUIKEH-
Hasd TeMIlepatypa TeJja. ITU CUTHAJBI 110 KJIACCUYECKON CXeMe:
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12/2. Topmonbt

ITHC — runoranmamyc (tTrpeoaunbepun) — runodus (THPEOTPOITNH
nan TTT) — KpoBb JOCTUTAIOT IMUTETUN TMIUTOBUIHON JKee3bl
u B ero pubocomax cam TTT (uepes AILC) BKItOYaeT CUHTE3 TH-
peornobyauna (TT). TT — 6oabimoit 6enok (5000 aMMHOKKUCIOT)
13 [IBYX MOJUMENTUIHBIX IeTell ¢ BBICOKUM COePKaHueM THPO-
3uHa. B anuTenunii (B TUPEOIUTHI) OJJTHOBPEMEHHO TOCTYIIaeT U3
KPOBU HO/U/I HATPUS 1IPU yyacTuu cuctembl Tpancrnopra Na* K*-
AT®Dasbl, a TakKe B HTUX KJIE€TKaX 06pasyeTcs Mepeknuch BOJ0poIa
npu okuciaennn HAJIH kucmoponom ¢ yaactuem HA/[H-okcumassr.
Hanee TT, J- u H,0, npoHNKAIOT U3 KJIETOK 3IUTEJNS B II0JOCTD
dbosnkyna. Ha mroMuHAIBHOI TOBEPXHOCTH KJIETOK, 00PaIleHHbIX
B MOJIOCTD (DOJITNKYJIA, UMeeTCs TUPeoliepoKcuiasa (TerpaMep, Ko-
(hakTop — rem), KoTOopasa KaTaJIM3MPYyeT JBE PEaKINU: OKUCIeHNe
MEPEKKUCHIO BOAOPOIa aHMOHA-HoAn/a |~ B KaTHoH J© 1 loanpoBa-
Hue Tupo3nHoB B TT. AHTUTUpeouHbIE IeKapCTBA TUTIA THOMOYe-
BUHBI ¥ THOYPAIMJIA YTHETAIOT TUPEOIIEPOKCU/IA3Y U ATHU JIBE peak-
[[UH, YTO YMEHbIIAET CUHTE3 KOHEYHBIX HOATUPOHUHOB Y OOJBHBIX
C TUTIEPTUPEO3OM.

Mponomkaem cunres. Moanposanusrii tereps TT, wim itoaru-
PeoryIoGyJIvH, TOJBEPraeTcs B MOJOCTH (hOJIINKYIa MOIM(PUKAIIIH,
a UMEHHO B HeM O0beIMHSIOTCS (KOHIECHCUPYIOTCS) MEKILY cOo00i
0 /IB€ MOJIEKYJIbI HOATUPO3NHOB ¢ (POPMUPOBAHUEM TOPMOHOB T
uT,, cBA3aHHBIX KOBAJIEHTHO C IIeNTUAHON 1ernoukoi. Takoil fox-
TUPEOTJIOOYJINH BO3BPAIAETCsl B TUPEOINT, I/le B pe3yJibraTe yac-
THUYHOTO TIPOTEOJIH3a B TN30cOMax 0cBoOoskmatoTest Ty 1 T, KoTopbie
HoCTYNaoT B KpoBb. OCHOBHAsI Macca 9TUX I'HAPO(GOOHBIX TOPMOHOB
MEPEHOCUTCS TI0 KPOBU K OpraHaM B KOMILJIEKCE C TPaHCIIOpTepaMiu
(a-robyHOM 1 anbbymuHOM). Tlepes Bo3elicTBIEM Ha KJIETKH-
MHUIIIEHN TOPMOHBI OCBOOOKIAIOTCS OT TIEPEHOCUYUKOB ¥ CTAHOBSITCST
OUOJIOTUYECKH aKTUBHBIMU JIJIs KJIeTOK. [T0aTOMY TIpH aHam3ax Kpo-
BU OIPEJIEJISTIOT CyMMapHbie HOATHPOHUHBI, a TakKe cBoOoHbIe T4
(okomo 0,3%) u T, (oxoso 0,03%).

[[luToBUmHAS Kee3a MOKET HAKAILINBATh HOATUPOHUHBI B BU-
Jie JIeno-pe3epBa U 0CBOOOK/IAET UX B KPOBb IIPU YKA3aHHBIX BBIIIIE
CTUMYJIUPYIOMNX CUTHAJIAX.

Perynsimmst cunTesa u cekpenuu B KPOBb 3TUX TOPMOHOB TIPO-
MCXO/INT TI0 y’Ke M3BECTHOW BaM CXeMe, KaK /1T KOPTU30J1a, T.€. 0
06paTHON OTPHUIIATETHHON Wi 06PaTHOI MTOJOKUTETbHOM CBI3H.
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Tabauua 12/2.3
Hexoropbie 0CO0EHHOCTH Pa3HbIX HOATHPOHHUHOB

TopMoN CoznepskaHue 00IEro KOJM4ecTsa Dusnonornueckas
P rOpMOHA B OpraHu3Me AKTUBHOCTb
T, Memnbiie, B KpoBu 0Kosio 0,1 MKr//1 Boubie
T, Boubiire, B kpoBu oxosio 4—10 MKr/ i MemnbIiie mpuMepHO
B TISITH Pa3

Borme u B sexknun 9/1 yske ykasbplBaJoCh, YTO 3TH TOPMOHBI
repesaloT CBOW CUTHAT BHYTPb KJIETOK-MUIIEHEN yepe3 BHYTPHU-
KJIETOUHbIE PEIeNTOPbl HA YPOBHE TPAHCKPUIIIIUU U BTOPUYHO, KaK
MIPaBUJIO, YBEJTUUUBAIOT WJIH, PEXKE, YMEHBINAIOT B KJI€TKaX KOJTUIECT-
BO GenkoB-hepmenToB. DusnoIornyecKoe AeiicTBrue HOATHPOHMHOB
3aKJII0YAETCSA B YCKOPEHNU CUHTE30B MHOTUX BEIECTB U B CTUMYJISA-
uu pocra u gud@epeHnupoBKY TKaHe 1 OPraHoB, 0COOEHHO MO3-
ra U KJIeTOK UMMYHHOU CUCTEMBI y JieTeil. DTU CUHTE3bl TPEOYIOT
3HAUUTEJIBHBIX 3aTPAT HHEPTUM, U [I0ITOMY TPOUCXOUT YCUJIEHUE
sHepreTudeckoro oomena ¢ popmuposanueM ATD s pasanuHbIX
BUJI0B MeTaboIu3Ma.

Kartabosmiam HOATUPOHUHOB 3aBEPIIAETCs B TIEYEHU W 3aKJIIO-
YyaeTcs B IOTepe UMU MOJa U aMUHOTPYI (TPAaHCAMUHUPOBAHNE)
¢ 06pa3oBaHKeM KOHBIOTaTOB C CEPHOIT 1 TIIIOKYPOHOBON KUCJIOTAMH,
yAAIsIeMBIX C MOYOI.

IIaTtosnorusa

I. bonesns I'peiica, runepTupeos, THPEOTOKCUKO3, UM dy3HAS
TOKCHYECKas TUIIEePIIa3us MUTOBUAHON KeJe3bl. Y BeJandyeHa Hepe-
ryJupyemMasi U HEKOHTPOJIUpyeMasi TIPOLyKIIUsT HOATUPOHUHOB, BbI-
3BaHHAS Pa3HBIMU HEHACJIE/ICTBEHHBIMU NN HACJIE/ICTBEHHBIMU TTPH-
yuHaMu. B yacTHOCTH, 3a60/I€BaHe MOTYT BBI3BAaTh MOBBIIIEHHOE
cozep:kanme fojia B MHUIIE U BOJE, OTIYXOJIW MUTOBUIHON KeJIe3bl,
AyTOMMMYHHBII cTaTyc. J[omyckaercst caeayonuil Mexanusm 6oJes3-
HU: B KDOBU YeJIOBEKA TTOSIBJISIETCST OCOObIIT MMMYHOTJIO0YJIHH, KOTO-
Pblii KaK [CEBOTUPEOTPOIIUH CTUMYJIUPYET CUHTE3 HOITUPOHUHOB
B JKeJie3e; cofiepKaHue HOATUPOHUHOB YBEJIUYMBAECTCS, HO KoJIuve-
CTBO UCTUHHOTO TUPEOTPOIUHA TUIIO(P U3 YMEHDIIIEHO 110 TIPUHITUITY
OTpUIIATEIHHOI 0OPATHOIT CBSI3N.

M 36bITOK HOATUPOHMHOB BBI3BIBAET YCKOPEHHE 0OMEHA BEIIECTB,
B TOM YHCJI€ TaK HA3bIBAEMOTO (DU3MOJI0TAaMI OCHOBHOTO OOMEHA.
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[Tpeobmamaer kataboausm, ocobeHHO 1O Bo3aeiicTBueM T, 4TO
MPUBOJUT K YMEHBIIEHUIO MACChI TeJia, OTPUIIATETbHOMY a30THCTO-
My GaJlaHCy U K ITOBBINIEHUIO arieTuTa. [loBbIleHa TemiiepaTypa
BCJIEJICTBUE TOTO, YTO WOATUPOHUHBI SABJISAIOTCS PasoOIIMTEIAMU
OKHUCJTUTEJIbHBIX TTPOIECCOB B IIEMU TIEPEHOCA DJIEKTPOHOB U OKHC-
simresibHOro ocdopuanpoanuss AD (mekius 10/1). Bosnukaer
U Psiji IPYTUX KIUHUYECKUX CUMIITOMOB.

II. TunmoyHKINS MUTOBUAHON KeJe3bl MPOBOIMPYETCS Ha-
CJIE/ICTBEHHBIMU WJIM HEHACJIE/ICTBEHHBIMY (haKTOPaAMHU:

1) MyTarmu u HeoCcTaTOK OEJTKOB-(hePMEHTOB CHHTE3a HOATHPO-

HUHOB;

2) noBpexkieHns TUIoTasaMmyca, Turnodusa 1 NMTOBUIHON JKe-
JIE3bl.

Hemocrarok HOATUPOHUHOB OCOOEHHO OMACEH /IS JIETEN 13-3a
HEeJIOPa3BUTUSI MO3ra U UMMYHHOI cuctembl. [Ipu oTcyrcTBum Jie-
YeHUs y ZieTell pa3BUBAETCS TUIIOTHPEOU/IHBIN KPEeTUHU3M — -
3u4ecKue, MCuxXudeckue u uMMyHoaorndeckue nedextel. [loatomy
B CCCP u B PO 6biia 3aKoHOaTEIBHO 3aKpeIljieHa obsi3aresbHast
IIPOBEPKA HOBOPOK/IEHHBIX HA OTCYTCTBUE TMIIOTUPEO3a — I10 aHa-
JIU3y B KPOBU HoATUPOHUHOB (Jekius 8/1).

lioTupeos y B3pOCJIbIX MPOSIBJISIETCS B /IBYX (hopmax.

e Muxcedema — HapylieHus: MeTaboIM3Ma B MEKKIETOTHOM
MaTpuKce, ocobeHHO oOMeHa MyKomoJucaxapuaos (Jek-
nust 16/1). 3To NPUBOAUT K HAKOIJIEHWIO THAJIYPOHOBOM
U XOHIPOUTHHCEPHOI KUCJIOT M YK€ BTOPUYHO — K M3OBITKY
B MaTPUKCe BOJIbI, COJIEH, K OTEKY TKaHEH, K CHI;KEHUIO TeM-
HepaTypbl U K YBEIMYEHUIO MacChl Tesia. Takoe 3a0osieBanne
WJIN «CJIU3UCTBIN OTEK» COMPOBOK/IAETCS €Ille TIOBBIIIEHNEM
YPOBHSI X0JIECTEPOJIa B KPOBU M BTOPUUYHBIM ATEPOCKIEPO3OM.
HamomHio, 4To HOATUPOHWHBI TIOHMIKAIOT KOHIIEHTPAIIUIO XO-
siecteposia B Kposu (eknmn 4/2 u 5/2).

o Indemuueckuil 306. [Ipu HemocTaTKe MUIEBOTO O/A YMEHb-
HIAeTCsT CUHTE3 HOATUPOHUHOB U YBEJIUYUBAETCS] KOJIUUECTBO
tupeotpornroro ropmona (TTT) runocdusa mo npunIUITy TI0-
JoxuTeTbHoN 06patHOi cBst3u. TTT KOMIIEHCATOPHO BbI3bI-
BaeT pa3pacraHue B IMUTOBUIHON Keje3e B OCHOBHOM COE/IU-
HUTEJBHOI TKaHU B BUjie y3eJka — 300a. Onucan KOMILIEKC
CUMIITOMOB HO/IHOHM HEJIOCTATOUHOCTH, B TOM YHCJIE yXY/IITTe-
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HU€ NaMsTH, OTE€YHOCTD JiUIa. [UrMeHuCThl TOJKHBI KOHTPO-
JINPOBATh B PA3HBIX PETMOHAX CYyTOUHbBIE HOPMBI (ITHINA, BOIA)
MOCTYTIIEHNS 110713, KOTOphIe 1o pekoMeHaru BO3 cocTas-
sistioT 150 Mxr (50—300 mkr) asist B3pocbix 1 50—120 MKr st
JleTeil B 3aBUCUMOCTH OT BO3pacTa.



Aekunga 13/2

UHCYAUH. PETYASIUUGA METABOAUIMA

B CAYHAE CAXAPHOIO ANABETA
U TOAOAAHUS

MHCYAUH
(HoGenesckue npemun 1923 1 1958 rr.)

WNucynua — TOpMOH B-KJIETOK TO/KETYIOUHON JKeJie3bl, CUHTE3
U CEKPEINI0 KOTOPOTO CTUMYJTUPYeET TJII0K03a TP JIOCTATOUHO BbI-
COKOU KOHIIEHTPAIMK €€ B KPOBU U B MEXKJIETOUHOU JKUIAKOCTH.
[1toK03a TPOHKMKAET B B-KJIETKH criocoboM obsierdeHHol auddy-
3UM yepe3 MeMOPaHHBIN KaHaJ, CO3/aBaeMbIil GETKOM-TTEPEHOCY -
koM — TJTIOT-2, u unayupyer red xpomocombl 11 ¢ obpazoBatnem
MPHK n npenmecrsennnka nncynmnaa (110 amunokucior). lanee

Ipn [[BOI‘/JIHOM YaCTUYHOM IIPOTEOJIN3E yAAJIAOTCA:

e 24 aMMHOKHMCJIOTHI ¢ N-KOHIIa MOJIEKYJIbI ¢ 06pasoBaHueM
MPOUHCYJIMH;

35 aMUHOKHCJIOT U3 BHYTPEHHEN 4acTu TOCJeaHero ¢ ¢pop-
MHUPOBAHUEM [[BYX CBOOOIHBIX MOJUIIENTHAHBIX Ieneil A
(21 amunokucsiora) u B (30 aMuHOKHUCIOT), KOTOPBIE 00B-
€JIMHSIIOTCST C TIOMOIIBI0 JAUCYAbMUIHBIX U IPYTUX CBs3€il
B akTUBHBIA WHCYIMH (51 amuHOKuUCT0Ta). CXeMa CTPOEeHUs
MOJIEKYJIbl MHCYJIMHA W JJAHHbIE O PA3JUYUM B IIEPBUUYHON
CTPYKTYpPE WHCYJUHOB YeJOBEKa W KMUBOTHBIX OBLIU TIPE/-
craByiennl BJeknuu 1/1. Ilpu BTOpOM IpoTeosin3e Takke
o6pasyroTcst 4eTbipe CBOOOIHBIE aMUHOKHUCIOTHI (TP Apr
u onut JIuz) u 31-unennsiii nentum C.
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YparmeHT MHCynuH

OparmeHT A

Mentng C
YeToipe
AMUHOKNCINOTHI

[Homxenynounas skese3a ceKpeTUpyeT B KPOBb MHCYJIUH U TIETI-
i C B coorHomennn 1:1, HO TOBOJIBHO OBICTPO TIPH IIUPKY AT X
4yepe3 TeuyeHb YacTh MHCYJIWHA Pa3PyIIaeTcs MPU yUYaCTUH PEAYKTA3bI
U UHCYJMHA3BI (IIPOTEa3bl) U COOTHOIIIEHNE IBYX KOMIIOHEHTOB CTa-
HoButcs paBHbIM 1:3. Bosiee ycroftumseiit nentun C numeer, HapsALy
C MHCYJTMHOM, TUATHOCTUYECKOe 3HAUeHNe KaK KPUTEPUil KauecTBa
nipoiteccoB GOPMUPOBAHUSA MHCYTUHA.

T'uapodunpublli TODMOH WHCYJIUH HE TTPOHUKAET BHYTPH KJie-
TOK OPraHoB (TKaHeil)-MuIeHel (MBITIIIBI, JKUPOBask TKAHD, TIEYCHD ).
[Mocnenane TpUHATO HA3BIBATH WHCYJMH3ABUCUMBIMU OpraHAMU
n TKangmMu. CxeMa U JleTalu TPAHCMUCCUY CUTHAIA WHCYJIMHA B 3TN
oprasbl ObLIH paccMoTperbl B tekimu 9/1 (em. puc. 9/1.7). Kparko
MOBTOPUM TOJIBKO HAYaJI0 ¥ KOHEI[ «padOThl» WHCYJIMHA, KOTOPbIil
B3aMMOJIEHCTBYET CO CBOMM MeMOPaHHBIM KaTaJIUTUYECKUM Pellel-
TOPOM TIePEYNCICHHBIX OPTaHOB M TKaHeil. Koneunsie ahdexrTo mH-
cyJanHa Ha MeTabosndyeckue GepmeHTs — AehochopuaInpoBaHue
MOJIeKyJl (hepMEHTOB C U3MEHEHUEM WX aKTUBHOCTU W WHAYKITAS
WJIN perpeccus Ha YPOBHE TPAHCKPUMIINU ¢ U3MEHEHUEM YUCIIa MO-
JiekyJ1 (hepMEHTOB BHYTPU KJIETOK. B 060X ciydasix MOBBINIAETCS
WM yMeHbIaeTcd hepMeHTaTUBHAS aKTUBHOCTh KJIETOK U, CJIE0-
BaTeJbHO, M3MEHSIETCS] CKOPOCTh METa0OIM3Ma YTIJIEBOIOB, JIUITH/IOB
1 OEJIKOB.

N3 paznnunbix ahekToB MHCYIMHA HAZO BBIJIETUTD MPEXKIE
BCETO €ro CIoCOOHOCTh HANPABJSATH MOTOKU TJIFOKO3bI M3 KPOBH
B KJIETKU WHCYJIMH3aBUCUMbBIX OPraHOB U TKaHeil. [1oapoOHO aTOT
Borpoc mpesacTasied B gekiuu 13/1 (em. puc. 13/1.2 m 13/1.3) nna
MBIIIIIT, >KUPOBOI TKAHU 1 TTedeHn. YTo KacaeTcs OTAeIbHbBIX, HO MHO-
TOYNCIEHHBIX (DEPMEHTOB B 3TUX OPTraHax, TO BAWSHUE WHCYJIMHA HA
UX aKTUBHOCTH TIPEJICTABIIAIO B CJIEAYIONIEM BH/IE.
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MHcynuH
Hedochopunupyet WBMeHAET TpaHCKPUNLMIO

depmeHTbI reHoB GepMeHTOB
N NOBbILLAET UX aKTUBHOCTb: NHOYKUNA:
— pochodppykTOKMHA3A — MIIOKOKMHa3a
— nnupyBaTknHasa — MMIOKO30-6-dpocdataernaporeHasa
— kmHasa b P — aueTun-KoA-kapbokcunasa
— MNKOreHCnHTasa — CMHTa3a XUPHbIX KNCNOT

— aueTtun-KoA-kapbokcunasa
- 'MI'-KoA-penykrasa

N NOHMXAET UX aKTUBHOCTb: penpeccud:
— runkoreHdocdopunasa — kapbokcuknHaza O3l
— TAl-nnnasa

Takoe MmHOTOOOpasue adbekToB MHCYIMHA Ha (hePMEHTHI TIPH-
BOJUT K TOMY, YTO OH M3MeHsIeT MeTabOJM3M 1 YTIJIeBOJIOB, U JIU-
nuo0B, 1 6eaKoB. IIpakTHYeCKr BCe ST M3MEHEHUsI, BbI3BaHHbIE
MHCYJIMHOM, MBI C BAMHU YK€ PACCMOTPeJU B JeKiusaX 1-ro u 2-ro
CEMECTPOB B pasjesiax peryJsiiuu o6Mena Berect. Celiuac 1esie-
c000pPasHO KPATKO TIOBECTU UTOT B BH/IE TAOJUIIbI, KOTOPAs YETKO
JIEMOHCTPUPYET, YTO UHCYJIMH Y 3[[0POBOTO Y€JI0BEKA YCKOPSIET CUH-
Te3bl BCEX MEPEYNCJIEHHBIX COeJINHEHN, KDOME TJIIOKO3bI, CHHTE3
KOTOPOI B MeYeHU OH yTHETaeT, a ero a(hdeKT Ha KaTabOIM3M ITHX
BEIIECTB SIBJISIETCST TIPOTUBOIIONOKHBIM. Ha ocHOBaHMM TIPOYMTAH-
HBIX paHee JIEKI[UI [TOBTOPUM U IIOJYEPKHEM, YTO TJIABHBII KOHTP-
MHCYJISIPHBINA TOPMOH — TJIIOKaroH — U3MeHsIeT, Hao00poT, epeync-
JICHHDBIC B Ta6JII/H_Ie CHUHTE3bI U PACITa/lbl 11O CPAaBHEHUIO C UHCYJIMHOM.
3aberas Briepes (fJist JIydIIero 3allOMUHAHMS ), 100aBUM, 4TO TIPH
caxapHoM jinabere, TP KOTOPOM HHCYJINH He paboTaet nim paboTa-
eT ca1abo, TTPaKTUIECKU BCe U3MeHEeHUs MeTa00M3Ma 00y CITOBIEHbI
TJIIOKArOHOM, T.€. OHU SIBJISIIOTCSI TPOTUBOTIOJIOKHBIMU TOMY, UTO
npusegeHo B Tabsuie 13/2.1.

B xyeTkn mHCYIMHHE3aBUCUMBIX OPTaHOB (MO3T U €T0 HeHPOHHI,
MIOYKHU, KUIIEYHHK, IPUTPOIIUTHI, KJIETKHU TJ1a3a, KPOBEHOCHBIX COCY-
JIOB ¥ JIP.) TJIIOKO3a MPOHUKAET U3 KPOBU CIOCOOOM 00JIerYeHHOi
nauddysun 6e3 yyacrust uncynnna. Takoe pazjinyre WHCYJINH3ABH-
CUMbBIX U MHCYJIMHHE3aBUCUMbIX OPraHOB U TKaHel 1Mo UX CHOCO6'
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HOCTHU TIOTJIOMIATh TJIIOKO3Yy OIIpeAesAeT 0COOEHHOCTHU TTaTOJIOTUH
CaxapHoro I[I/Ia6eTa.

Tabruva 13/2.1
Biusinve UHCYJIMHA Ha MeTa00JIHM3M 37I0POBOTO Yel0BeKa

CoenuHenust Cunres Pacnap
['mokosa | 0
[mkoren 0 J
Kupnr ) 2
Xonecrepos 0 -
AMMHOKHUCIIOTBI U OeJIKu l \

IMpumeuanue. T — ycxopenne, T — Topmosxeme.

CAXAPHbI AUABET

Caxapnoiii duabem (CJ1) — oueHb pacrnpocTpaHeHHOe 3a00JIeBaHM1eE.
C/I mopaskaet 10 5% OT BCETO HaceJeHUs MUpa WK aaxke OoJee,
B PD — oxoso 8 murx yesoBek (1iudpbl oTHOCUTENBHBI). COOTHOTIIE-
mue gactoThl Berpedaemoctu C/l 1-ro u 2-ro tumnosB — 25:75.

Cy1iecTByeT MOHSATHE «CKPBITHIH, nian Jatentusiii C/1» mpu oT-
CYTCTBUH KJIMHUYECKUX CUMIITOMOB 3TOTO TSLKEJIOTO 3a00JI€BaHNs,
HO y:Ke MPU HAJTUIMHU HEKOTOPBIX PAHHUX IUArHOCTUYECKUX MapKe-
POB, HAIIPUMeEP, OTPeAeTeHHBIX 0COOEHHOCTEN «CaxapHON KPUBOI»,
OAPOOHO IPOAHANU3UPOBAHHBIX B ekuun 15/1 (em. puc. 15/1.1).
3a 7-8 et o kamHMYecKnx cuMntomMoB C/l B KpoBM MOTYT TTOSAB-
JIATHCST AyTOAHTUTENA K B-KJaeTKaM u K aekapbokcuiaze [y, 4To
CBUIETEJBCTBYET O pricKe passurust B Oyayiiem C/I tuma 1.

[TpuunHa MHCYJNH3aBUCUMOTO caxapHoro auabera tuma 1 —
rubesb B-KIETOK B Pe3ysibTaTe ayTOMMMYHHBIX Pa3pyIIUTEIbHBIX
MIPOIIECCOB B IMAHKPEATUYECKOI JKesie3e. AyTOMMMYHHBII CTaTyC 4e-
JIOBEKA MOJKeT ObITh BBI3BAH OYE€Hb MHOTUMU JHIOTEHHBIMU U K-
30TeHHBIMU (PAaKTOPaMU HEHACJIEJCTBEHHON U jla’ke HACJIe/[CTBEH-
HOH TIPUPO/IBI, HATIPHMED OTIPEIAETEHHBIM COYETAHIEM T€HOB OETKOB
[JIABHOTO KOMILJIEKCA TUCTOCOBMECTUMOCTU. VI3BeCTHO MHOTO IPYTUX
AyTOUMMYHHBIX 3a60JIeBaHMil YeoBeKa: GOE3HU TeYeHH, MOYeK,
ITUTOBHU/THOM KeJIe3bl, JIETKUX, KOJKU (KpacHast BOJYaHKa, copuas),
paccesHHbIN CKIEPO3.
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Caxaphblii uaber 1-ro THITA KIMHUIECKU MTPOSIBJISIETCS Y MOJIO-
ABIX Jtiofieit pu rrbesn okosio 90% B-KIeTok, a IIpu MOJTHON rubestu
9TUX KJIETOK HacTymaeT abComoTHbIN nedunut wHcymna. «Moso-
JIble ¥ XyJIble» — BTO pacxoskue ahopuaMbl J1ist OOJbHBIX AnabETOM
1-ro Tuna. Ente maTepecusiii pakt. Ilo cpaBHUTETLHBIM MaTepUaIaM
IIUTSE MHOTUX CTpaH, paHHee MpeKpalleHre KOPMJIEHUs JieTell MaTe-
PUHCKUM MOJIOKOM U TT€PEBOJI MX HA KOPMJIEHHE KOPOBBUM MOJIOKOM
MOBBINIAET PUCK pazutus y atux geteit C/l Tuna 1. [Ipuunna — He-
JOCTATOYHAST aKTUBHOCTb [TPOTEA3 JKEJYIOYHO-KUIIIEYHOTO TPAKTa HO-
BOPOKIIEHHBIX He OOECIIeYrMBAET Pachajl qy;KePOHBIX GENTKOB (B OT-
Jauume oT GEeJKOB MOJIOKA MATepH) 40 CBOOOAHBIX aMUHOKHUCJIOT.
BeacbiBatoTcest He ¢cBOOOIHBIE aMUHOKHMCJIOTHI, a (hparMeHThI GENKOB
KOPOB, KOTOPbIE BbI3bIBAIOT Ay TOMMMYHHBIII cTaTtyc peOeHKa.

[puunas macymuHe3asucumoro C/l tuma 2 (He rogaercs Jie-
YEHWIO WHCYIMHOM, 3a00JIeBaHIe XaPAKTEPHO JIJIsT TTOKIIIBIX JIO/IET )
OYeHb MHOTOUMCIEHHBI. KosnuecTBO PB-KJIE€TOK HE YMEHBINAETCH,
CUHTE3 UHCYJMHA MOXKET IIPOUCXO/IUTh, HO OH He (PYHKIIMOHUPYET
i GYHKIMOHUpPYeT ¢1abo. MHoroobpasue PUYMH MOKHO CBECTH
K JIByM CPYIIIaM.

1. Paznmunas naToJiorus sHI0OKPUHHOTO arapaTa oJpKeJTy104-
HOI JKeJie3bl HeHACJIeICTBEHHON TPUPOIbI (AMUIONI03 [-KIETOK),
MyTaIUs reHa WHCYJWHA, TTPUBOSAIIAS K CEKPEIMA HEaKTUBHOTO
TOPMOHA, HapyTIeHUs TTPOIECCOB CHHTE3a, CO3PEBAHMS U €T0 CeKpe-
U1, MyTaHTHAs TJTIOKOKWHA3a [3-KJIETOK.

2. Bropag rpymnma mpuuWH He CBS3aHA C MATOJIOTHEll caMoi
MOJIKETYZIOYHON JKeJie3bl. ITO WHCYJTMHOPE3UCTEHTHOCTh OPraHOB-
MuIeneil (MyTaIys TEHOB pPerenTopa NHCYJINHA WU TTePeHOCYNKA
TJIIOKO3BI B MBIIIIIBI U KUPoBYIo Tkaub — [JIKOT-4); ayroanturena
K MHCYJIMHY WJIA K €T0 PEIenTopy; ObICTPOe pa3pyIieHie TOPMOHa
B OpraHu3Me ¥ JIpyTrue MpUIrHbI.

TopMoHaBHBII cTaTyc HOJIBHOTO

o [Ipu C/l Tuna 1 xosmmuectBo nHCyIMHA U rieniTuaa C CHUKEHO

WJIM OHU B KPOBH He onpesiesistiorcst. OTHOCHTEIbHAS aKTHB-
HOCTbH TJTIOKAaroHa M KOPTU30JIa KaK KOHTPUHCYJISPHBIX TOP-
MOHOB YBeJIMY€eHa.

e IIpu C/] Tuma 2 B HayaJIbHBINA TTeproj 6OJIe3HN KOHIIEHTpa-

[[Us1 MHCYJIMHA B KPOBHM MOJKET OBITh KOMIIEHCATOPHO BbIIIE
HOPMBI WJIU TOCTOSTHHO sIBJseTcss HopMasibHO#. [Ipn mim-
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TEJIBHOM TeYeHUM OOJIE3HU M XPOHUYECKOM PaspaskeHun
B-KJIETOK TJIFOKO30H B BBICOKOW KOHIIEHTPAIMU ITPOUCXOIUT
UCTOIIEHUE ITUX KJIETOK U COJIEPKAHUE UHCYJIMHA CHUKEHO.
Yposensb nentuga C Moxker 1y0JupoBaTh YPOBEHb HHCYJIMHA.
IbdeKTrI TAIOKarOHA U KOPTU30JI1a YCUJIEHBL.

Wror: ipu sio6om tuie CJ uHcynuH He paboTtaeT uim paboTaer

c1abo, T.e. He U3MEHSIET aKTUBHOCTh «CBOMX» (DEPMEHTOB; aKTHBHO
(bYHKIIMOHUPYIOT TJIIOKArOH ¥ KOPTU30JI; TPAKTHUYECKH BCSI CUMIITO-
maruka CJ[ o6yc/ioBieHa BAUSTHUEM MOCIEAHUX JBYX TOPMOHOB Ha
«CBOU» (DEPMEHTDI U HA METAOO0JIM3M.

Buoxumuyeckre MapKepbl 1 CHMITOMbI caXapHoro gunabera 000-

ux TUNoB ABnATca 6auskumu. [pu CJ[ 2-To TMIA KIMHUYECKKE
nposipirenust 6oe3nu (0CoOEHHO CBI3aHHbIE ¢ KETOHOBLIMU TEJIAMU )
0oJsiee MATKHE.

[Tepeunciisiio GMOXUMUYECKHIE MAaPKEPhI M CUMIITOMBI CaXapHOTO

nuabera.
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1. TloBBIMIEHHBINT YPOBEHD TJIOKO3bI B KPOBU (TUTIEPTIUKEMUST )

1 B Moue (TJII0K03ypust). Tpu IPUUUHBI TUTTEPTIIUKEMUN:

a) TJI0OKO3a He MOCTYIIAeT B MBIIIITBI, T€YeHb, JKUPOBYIO TKAHb
U OCTAeTCs B KPOBH;

6) WHCYJIMH He HHTUOUPYET CUHTES IJIIOKO3bI B TEYEHU, 1 OHA
BBIXO/IUT B KPOBb;

B) TJIOKATOH U KOPTU30JI YCKOPSIOT CUHTE3 9HAOTEHHOM TJI0-
KO3BbI.

. lloBeImIeHHBITT YPOBEHD JKUPHBIX KUCJIOT B KPOBH, KETOHOBBIX

TeJ — B KPOBU (KETOHEMUS) U B Move (KETOHYPH ), UTO CO-
3/[a€T alnI03 U pa3HOOOpasHble HapyIIeHNst OMOXUMIYECKOTO
craTyca.

. lloBeIieHHBINT YPOBEHD B KPOBU TITUKUPOBAHHOTO (TJIUKO3M-

spoBarHoro) remorsobuna HbA,. ¥V 3popoBoro uenoBeka
TaK/Ke COJAEP/KUTCS B KPOBU rimkupoBarubiii Hb Tpex Bujos,
B KOTOPOM TE€KCO3bI CBSA3aHbI ¢ OEJIKOM KOBAJIEHTHON CBS3HIO
(nopma 5,5-8,0%): HbA,, (Hb—rsmoko3a), HbA,, (Hb—rumo-
k030-6-hocar), HbA,, (Hb—bpyxrosa). Takoii remorsobun
IJIOXO TIEPEHOCUT B TKAHU KHCJIOPOJI, BEPOSITHO, TIOTOMY UYTO
€ro CPOJICTBO K reMOTJIO0NHY yBesandeHo (cMm. Jieknuio 2/1).
[ToBbilIeHHAS. KOHIIEHTPAIUS TJIMKHPOBAHHOTO TeMOTJIO0OMHA
COB/IaeT TUIIOKCHIO B TKAHSIX.
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4. Hemoctatok xuciaopoga B TKAHAX, HETOCTATOK TIIOKO3bI
B OOJIBININX 110 Macce MBIIIAX W B JKUPOBOI TKaHU TPUBO-
JST K YTHETEHHMIO OKUCIUTENLHOTO KaTaboIm3Ma, IIUTPATHOTO
nukia u cuaresa ATD (neknus 11/1). Coszmaercs THIIOIHED-
reTYecKoe coCTosiHue GOJILHOTO YeioBeKa Ha (hoHe U30bIT-
Ka B KPOBU M B OpraHax GoraThIX SHEPrueil sKUPHBIX KUCJIOT,
KETOHOBBIX T€JI, & B KDOBU U BO BCEX TKAHSIX, KPOME MBIIIII]
U JKMPOBOM TKaHU, — U30BITOK TJII0K03bI. OTCIO/IA BhIpasKEHNE
«CaxapHbIil 1uaber — roJiojl Cpean U300UIIHs>.
5. IloBbilNieHHbIH YPOBEHb MOYEBUHBI B KPOBU (a30TeMUsI)
U B Moue (a30Typust) BCJIEJCTBUE YCUJIEHHOTO paciiafa OeJIKOB
B TKaHSX, WH/YIIMPOBAHHOTO KOPTU30JI0M. KOpTHU30J1 U IITi0-
KaroH CTUMYJIUPYET CUHTE3 TJIIOKO3bl U3 aMUHOKUCJIOT. JTO
MATOJIOTUYECKU UBJIUTITHUN CUHTE3!
6. 1 B uTOTE BO3HUKAIOT «KJIACCUYECKUE» KINHUUECKUE CUMII-
TOMBI caxapHoro auabera («rpu I1»):
a) noauypus — OONBIION 0OBEM MOYM, BBI3BAHHBII MOTEPEi
BO/IBI TIPH Y/IATIEHUH Y€PE3 TIOUKU THAPODUITBHBIX KETOHOBBIX
TEJI, TIIFOKO3bI 1 MOYEBUHBI, COAEPIKAIIMXCS B MOUYE B M30BITKE;
6) oTcroia noaUoUNcUs — KAk, CyXOCTb KOKH, CIU3UCTHIX,
0CcOGEHHO B pOTOBOI 1oa0cTH, — panHue cumurombr CJI;
B) no.u¢hazusi — TOBBINIEHHDIN alTIeTUT, WHIYITUPOBAHHBIN
IUIIO9HEPTETUIECKUM COCTOSTHHEM OOJIBHOTO YesIOBEKa.
7. Macca tena 6osbhoro. Ipu CJI Tuna 1 yenoBex Xyzmoii Beie-
CTBUE YCUJIEHHOTO PACIajia JKUPOB, KATAJIN3UPYEMOTO aKTU-
BupoBaHHoil rimokaronom TAT-munasoit. [Ipu C/I Tumna 2 Bec
TeJia YeJIOBeKa Wi He M3MEHEH, JIM YBeJIMYeH KaK Pe3yJibTar
OKUPEHHsE. ITO OKUPEHUE MOKET ObITH CBSI3aHO C HETIPABUIIb-
HBIM TTMTaHUEM OOJIBHOTO YeJIOBEKa, UCITBITHIBAIOIIETO Yy B-
cTBO ToJ0/1a. VIJin BBICOKOKAJIOPUIHOE MUTaHUE C M3OBITKOM
CJIAI0CTEN IPUBOJIUT K O’KUPEHUIO U IIPOBOIUPYET BOBHUKHO-
Benue C/l 2-ro Tuma BceCTBYE JITTUTENBHOTO Pa3/ipakeHust
U UCTOIIEHUS] B-KJIETOK TOJKENY/0YHOI JKeJIe3bl.
CoMHUTEIBHBII TTOCTYIAT, TPEGYIONIHIA TPOBEPKU: HU3KOPOCJIbIe
JIoAu CKJAOHHBI K 3a60meBanmio CJI, a BLICOKHE — PAKOM.

[Tpu pmtenbHOM TedeHun 3a00JeBaHUS ¥ OTCYTCTBUH 3hdek-
TUBHOTO JieUeHWs] BO3HUKAIOT OCTpbie panHue ocyoxkuenus CJl
BILIOTH 10 THOEJIH YeI0oBeKa. TO KOMBI [BYX BUJIOB.
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1. TunoravmkeMuyeckasi KOMa B pe3yJibTaTe MeUIIMHCKUX OIIIH-
GOK 1pu JiedeHun uHeyanHom 6oabroro CJI 1-ro Tuma: cmii-
KOM GOJIbINAst 1032 MHCYJINHA PE3KO CHUKAET KOHIIEHTPAIIUIO
IJIIOKO3bI B KPOBH U IIPU €€ KOHIIEHTPaLuu 0KoJIo 40 Mr/
BO3MOJKHA TIOTePs CO3HAHUS, a ipu 20 MT /7T — CMepTh.

2. Tpu BapuanTa 1UMa0ETHYECKUX KOM:

e KETOAIMAOTUYECKAS KOMA, BBI3BAHHAS KeTOHOBBIMU TeJla-
MU U KeTOAINI030M;

e TUIIEPOCMOJISIPHAS KOMA, BbI3BAHHAS IIOTEPEH BOADI C MO-
YOIi ¥ OBBIIIEHNEM OCMOTHYECKOTO JaBJICHIS;

e JlAaKTAaTalUAOTHUYECKAsl KOMa, BbI3BaHHAs TUIIOKCHUEH
u npeobajanueM aHadpOOHbBIX MPOIECCOB, B TOM UYNCJIe
aHa?pPOOHOIO IIMKOJAN3A ¢ M30OBITKOM JIAKTATA U C JIAKTAT-
alI030M.

Kasknas koma MMeeT CBOM KIMHUYECKUE 0COOEHHOCTH, KOTOPBIE
BbI OyzieTe U3ydarh Ha APYrux Kadeapax.

[To3aHe XPOHUYECKIE OCTIOKHEHUST caXapHOTO [ruabera HacTy-
AT Yepe3 HeCKOJIbKO JieT TedeHuns 3aboseBanusa. OHM BOSHUKAIOT
BCJIEACTBUAE TOKCHYECKOTO AEUCTBUS TIOKO3bI B KDOBU U MEKKJIE-
TOYHON KUAKOCTH, a TaKKe IJIIOKO3bI, MOCTOAHHO MPOHUKAOMIEi
B OOJIBIIIUX KOJUYECTBAX B KJIETKM WHCYJIMHHE3aBUCHMbIX OPraHOB
u TKaHeit. [JIIoKo3a HHAYLIUPYET CJeAYIOIne IPOIEeCCh.

1. B KpoBWH, TKAHSX 1 KJIETKaX OHa 00pa3yeT KOBAJIEHTHbIE CBSI3U
co MHOTHUME GesikaMu (¢ TeMOTJIOOMHOM, € aabOyMUHOM, ¢ OeJKaMu
MeMOpaH, MEKKJIETOYHOTO MaTpUKca 1 ¢ (hepMEHTaAMK) ¥ HapyIaeT
ux gyukiuu. Tnkosuauposanne Kounarena IV Tuna B 6a3aibHbIX
MeMOpaHax KaluIsiPOB U KJIyOoUYeK MoYeK MPUBOIUT K MX YTOJIIIe-
HUIO, YMEHBIIEHUIO TPOHUIAEMOCTH VISl IIMTATEbHBIX U 9KCKPETH-
pyembix BemiectB. C aqbOyMUHOM KPOBH IJIIOKO3a 0OpasyeT CBsI3b
tuna ocnosanuit [Indda.

—NH-anbbymuH
C=0

|
+ HoN-ansBymuH —> HO—CH DpyKTO3aMMUH

|
HC — OH ansbyMuH

H,C —OH
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2. BHyTpn KJIeTOK MHCYJTMHHE3aBHCUMBIX OPraHOB M TKaHeM
IJII0KO3a TIpeBpalaercss B 6osee rugpoGuabHbI cOPOUTOII, KOTO-
PBIii 33/IepKUBAETCS B KIIeTKaX, BBI3bIBACT MHTEHCHBHYIO UMD hY31Io
B HUX BOJIbI ¢ HAOYXaHWEM KJIETOK U C HapylieHueM ux (hyHKIUI.
JlanbHeiitee mpeBpaiieHne copouToia Bo GpyKTO3y MPOUCXOIUT
BHYTPH KJIETOK € OYeHb HU3KOI CKOPOCTHIO.

CH,OH
HAEI,(DH |’|"|C—OH
Mniokosa ————= HO—CH
Anbpopeaykrasa b o

I
HC—

JpUTPOLIMT

CopbuTon ®pyKTo3a

Boaa -

Knunnueckue ciieficTBYS MO3IHUX OCJIOKHEHUI CaXapHOTO [Ua-
6eTa, rJIaBHBIII BUHOBHUK KOTOPBIX — TJIIOKO3a, SIBJISIIOTCS TJIaBHOM
IPUYUHON THOEIN TaKUX OOJIHHBIX.

[Tepeuenb MO3HUX XPOHUUECKUX OCJIOKHEHUI.

e Makpoanruonaru — ob6pasoBaHue aTEPOCKIEPOTHUECKIX
GJISITIEK B KPYITHBIX aPTEPUSX DJIACTUYECKOTO THIIA BCIIEACTBUE
raukosunuposanust JIHII-penenTopa u 6enka amoB-100
JIHIT (mexmmst 5/2).

e MuKpoaHTHONIATUN MEJKHUX COCY/I0B WM KalWJJISPOB U3-3a
YMEHbBIIEHUsT UX TPOHUIIAEMOCTH JIJIsl TUTATEJNbHbIX BEIIECTB
1 KHUCJIOPO/IA, YTO HAPYIIAET MMUTAHNE KJIETOK U BbI3BIBAET IO-
paskenue Koku u opranoB. lIpejicrasiieniiibie iBe COCYIUCThIE
HATOJIOTHHN SIBJISIOTCS TPUIMHON (hOpMUPOBaHUS [ruabeTnye-
CKOH CTOTIBI (3BBI, TaHTPEHA KOHEYHOCTEH ).

e Hedpomaruu ¢ ymenbieHneMm HuabTpyoiei criocoOHOCTH
MOYEK U CO BTOPUYHBIM MPOSIBICHIEM APYTUX 3a00JI€BaHUIT
Y CUH/[POMOB, HAIIPUMED, TOAATPHI U YPEMUH.

e Heiiponartuu. Inkosuanposatne GeTKOB aKCOHOB 1 KJIETOK
[ITBanHa HapyIIaeT nepeaadyy HEPBHBIX UMITYJIbCOB.

e PeruHomatuu BBI3BaHBI, BO-TEPBBIX, HAOyXaHUEM KJIETOK
Xpycrajiika riasa (1o copOuToI0BOMY MEXaHU3MY ) C TTOsIBJIE-
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HUEM KaTapaKTbl U, BO-BTOPbIX, IJIMKO3UINPOBAHIEM OEJIKOB
KJIETOK POTOBUIIBI U XPYCTATMKA TJIa3a.

e 30BITOK TJIIOKO3bI CTUMYJIUPYET PA3MHOKEHUE MUKPODJIIO-
PbI 1 pa3BUTHE GAKTEPHATBHBIX BTOPUYHBIX MHMEKITHIL.

KpaTko o mpunIUIIax jedeHus.

1. Crporast muera B COOTBETCTBUM C MHOTOUMCJIEHHBIMU PEKO-
MEH/IAISIMU 9HJIOKPUHOJIOTOB. He paccMaTpuBast crieluaibHO BOTI-
poc 006 OrpaHUYEHUSAX MUIIEBBIX YIJIEBOIOB B METE, HATIOMHIO, YTO
B aexuuu 15/1 g npexcrasiisii mHGOPMALIMIO O CaXapO3aMeHHUTE/ISIX.
B sexiuu 13 /1 6511 IOAPOOHO PACCMOTPEH BOIIPOC 0 PPYKTO3E B M-
IIEBOM palrioHe AnabeTrKa.

2. CJl Tuma 1 — jevyeHue C MOMOIIBIO TTPENAPaTOB MHCYJIMHA,
PABJIMYHBIX KAK M0 UX UCTOYHUKY (T€HHO-UHKEHEPHbIH WHCYJIUH
YeJI0OBEKA, MHCYJIMH CBUHEN U KOPOB), TaK M MO criocodam uX Tpu-
MeHeHUs (MHCYJIMHBI KOPOTKOTO U TMIPOJIOHTHPOBAHHOTO JICHCTBUA).
[eHHble MHKEHEPDI CUHTE3UPOBAIN PeKOMOMHaHTHBIH JIusIIpo-uH-
CyJIVH, WU XyMaJoT, ¢ U3MeHEeHHOH MePBUYHON CTPYKTYpoi B-1tenu
B nostokeHnsax 28—29—30 na C-konrte: JInz—IIpo—Tpe. Ita Tpuaga
JUIst OOBIYHOTO MHCYJIMHA YesoBeka cienytomast: [Tpo—Jiusz—Tpe.
Xymaiior siBjisieTcst ObICTPOAERCTBYIONUM U KOPOTKOAENHCTBY IOIIIM
[IPEnapaToM [0 CPABHEHUIO C HATYPAJIbHBIM UHCYJUHOM UY€JIOBEKA,
HOTOMY YTO €I0 MOJIEKYJIbI TIOYTH HE arperupyroT Mexy co6oi B OT-
JINYKE OT arperaToB-TeKCaMepoB eCTECTBEHHOTO MHCYJINHA.

3. Nucymmunesasucumbiii C/1 2-ro tura — jeyenue ¢ moMonibio
CaxapoTOHUIKAIOIIUX [IPEapaToB: MPOU3BO/IHbIE CYJIb(HOHUIMOYE-
BUHBI U OUTYaHU/IbI, TIPETTAPAThl XPOMA.

4. [Ipennararorcst TakKe METO/IBI TEPECA/IKH 3/J0POBBIX MTaHKpea-
TUYECKUX OCTPOBKOB U CAMUX B-KJIETOK.

OBMEH BELLECTB NP MOAHOM TOAOAAHUN

Ilepsas aza — rosonanue B TeUeHUE OJJHUX CYTOK.

1. TopmoHasbHBIH cTaTyC: MaJo0 MHCYJIMHA, MHOTO TJIIOKaroHa.

2. YrsieBopl: pacua/l [IMKOreHa P y4acTUU [VIIOKaroHa u oc-
BOOOJK/IEHUE TIIIOKO3bI KAK UCTOYHUKA IHEPTHH.

Bmopas ¢pasa — rononanue B TedyeHue 0HON HeleJIH.

1. TopMoHasnbHBIN CcTATyC: MO MHCYJIUHA, MHOTO KOPTHU30J1a
U TJIIOKAroHa.
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2. YT/1eBOIBL: TTUKOTEH U3PACXO0BAH; TJIABHBIN UCTOYHUK TJTIO-
KO3bI JIJIs 0GeCIieYeHs] MO3Ta ¥ 9PUTPOIUTOB — IJIIOKOHEOTeHe3 Ha
OCHOBE TJIMKOTEHHBIX TPEIIIEeCTBEHHUKOB (aMUHOKUCJIOT, TJINIe-
poJia, MOJIOYHOH KMCJIOTHI); 3TOT MPOIECC aKTUBUPYIOT KOPTU30JI
U TJIIOKAroH.

3. Jlunubl: HaYMHAETCs JTUI0JM3 (TJIIOKAroH), 0CBOOOKIAeTCst
[JIAIIEPOJI U JKUPHbIE KUCJIOTbI, KOTOPbIE ITOCJI€ TOJTHOIO OKUCIEHUS
nator AT®; B-okucienne KUPHBIX KUCIOT (TJIOKaroH) obecreyn-
BaeT BBIXOJ areTusi-KoA kak mpeminecTBeHHNKA KEeTOHOBBIX TeJl
(TITIOKATOH ), SIBJISIONIMXCS ICTOYHUKOM 9HEPTUH B MO3TY, B MBITITIIAX
U Ipyrux opranax. JIMIubl 4aCTUUHO 3aMEHSIIOT TJTIOKO3Y.

4. Beskun: pacnaj u 0cBOOOKIEHNE aMUHOKUCIOT (KOPTU30JT)
JIUTSE CUHTE3a 9H0TEHHOH TJIIOKO3BI (KOPTU30JI, TIIIOKATroH ).

5. OrpuraresbHblii a30TUCTBII HaJiaHc.

Tpemvs ¢paza — royioganne B TeUeHNE HECKOJIBKUX HEJEb.

1. Ilpomomkaercss JOMUHUPOBAHUE KOPTU30JIA U TIIOKAroHa.

2. 'maBHble sHEPTETHYECKNE UCTOYHUKU: [IJIT MO3Ta — KETOHO-
BBIE T€JIa, /ISl MBITII] — JKUPHBIE KICJIOTHI.

3. Pacnaj 6eJIKOB ¥ IJIIOKOHEOTEHE3 M3 aMUHOKHCIIOT 3aMe/IJIs-
I0TCS B CBSI3U C MCTOIIEHUEM 3ariaca Gesika B OpraHusMe.

4. BoIpaKeHHBIN OTPUIATEIbHBINA a30TUCTHIN GaIaHC.

5. CMepTh roJIOZIAfoIIEero YeI0BeKa HacTyaeT moc/ie KataboJimis-
mMa 30—50% O6eJKOB WK MPY CHUKEHUU KOHIIEHTPAIUU TJIIOKO3bI
B KpoBH /10 20 MT/ 1171



Aekuna 14/2

POAb TOPMOHOB B PETYASLUUU
METABOAU3MA BOAbI U COAEN

eTaboJIM3M BOJbI ¥ COJIEH B OPraHu3Me YejioBeKa PeryJin-
pyercst, BO-1epBbIX, odykaMu (4to Gosiee mogapoOHO pac-
cMaTpuBaet (pU3MOJIOTHST) U, BO-BTOPBIX, TOPMOHAMU. ITa
peryJisiiiist 00ecredyrBaeT MOCTOSTHCTBO MapaMeTPOB BHEKJIETOYHOM
JKMJKOCTY OPTaHM3Ma MJIU [OCTOSAHCTBO TOMEOCTasa: 0ObeMa BOJb,
cocraBa coJjiell, uuzexca pH 1 BeJIMYMHbI OCMOTUYECKOTO /IaBIEHUSI
JKUIKOCTEN OpraHn3Ma.
BojHo-coseBoit 0OMeH BHYTPU KJETOK MbI B OIIPeIeJIeHHON
Mepe paccMaTpPUBAJIM PaHee, B TOM YKCJIe [IPU yU4aCTUH TPAHCIIOPT-
upix AT@as.

AHTUANYPETUYECKUIA TOPMOH

Anrugnyperndeckuii ropmon (AJIT) peryaupyer o0beM BHEKIETOY-
HO¥ JKMJIKOCTHU U TIOCTOSIHCTBO OCMOTHUYECKOTO JIaBJIEHNS B HEM.
HarmomuumM, 4T0 BOojia B OpraHm3Me 4ejloBeKa COCTOUT M3:
e BHYTPUKJIETOYHOU BOMBI — 70%;
e BHekJeTOUHO# Boxbl — 30%, KOTOpast HAXOAUTCSI B KPOBHU
(5%) 1 B MEKKJIETOYHOM MaTpuKce (25%, MHTepCTUIATbHAS
BOJIA).
A/IT aBisieTcs MENTUIOM U3 JIEBITU aMUHOKUCJIOT:

LUnc —Tup —®en —InH — AcH —Uuc —TlNpo— Apr — MuyunHamug G
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CunTe3 mpemecTBeHHNKA TPOUCXOAUT B runoTanzamyce. [loce
JacTUYHOTO TpoTeoansa obpasyercst AJIT, KoTopbiil epemeraer-
CsI BMeCTe C TPAaHCIOPTEPOM HeHPOMU3MHOM B 3aIHION0 OO TUIIO-
uza u ocraerca tam B rpanysax. /[Ba curnana s cexpenyn AJ[T
B KPOBB:

1) noBBITNIIEHHOE OCMOTHYECKOE JIaBJeHue (1ToTepst BO/IbI, HATIPH-
Mep, TIPH TIOHOCAX, Win u30bITOK Na-costeit) Bo30ysKmaaer oc-
MOpEIENTOPB! runoTanamyca — cexkperus A/LL;

2) anrnorensun 11 BoszzmeiicTByeT Ha runoTasaMmyc IpsAMO WU
KOCBEHHO (4epe3 aJb/IOCTEPOH, yBeJTMueHne cojpepskanus Na
¥ OCMOTUYECKOTO JIABJICHUS).

I'naBubiii apdext AT — yBenndenne peabcopObuUK BOIBI U3
MEPBUYHON MOYH B KPOBb U B MEKKJIETOUHYIO JKUIKOCTb. Mexannusm:
AJIT — HekaTasuTHYeCKue MeMOpaHHbIE PEIEenTOpbl V, B aliKce
SMUTENIHSI KaHAJIbIlEeB U TPyOOUeK HepoHa —> yepes aeHUIATIInK-
nasznyio cuctemy (ALLC) dochopunmnposBanue hakTOpoOB TPAHCKPHII-
MK —> CUHTE3 GEJKOB aKBAMMOPWHOB, CO3/IAIONINX KAHAI JIJIsI BOJIbI
B MeMOpaHax JMUTEHS:

daHan

s

MepBuyHas
Mo4a

Bopa

[Tpu 6OBIIMX KOHIEHTPAIUSX, KOTOPbIE CYUTAIOTCS He(DU3NO-
norndeckumu, AJ/[T B3aumMoeiicTByeT ¢ HeKaTaTUTUIeCKUMHU MeMO-
PaHHBIMU pellenTopaMu V, TIaJIKUX MBI apTePUii U Yepe3 NHO3M-
tosipocharnyio cucremy (MDC) yBennunBaer B HUX CoOJiep/KaHme
Ca, BKJIIOUAs MBIIIIEYHOE COKPAIIlEHUE U TIOBBIIIIEHIE aPTEPUATHHOTO
nasnerusa. OTciofia BTopoe H, BUANMO, He(pU3MOJ0THIeCKoe Ha3Ba-
HU€ TOPMOHA — Ba30IPECCUH.

IMatomorus: necaxapupiii quaber (mosmypust 10 10—20 g1 Mmoun
B CYTKM C YMEHBIIIEHUEM €€ TIOTHOCTH, 00e3BOKMBAHNUE, JKaKIA —
MOJIUTUTICUS ) KaK Pe3yIbTaT Jale BCETO TPABMbI UJTH KPOBOU3JITHS-
HUI B TOJIOBE C TTOBPEXKIeHNEM runotanaMmyca-runodusa. BoaMosxHb!
U JIPYTH€e TeHeTUuIecKue MPUIMHbL (MyTaluu TeHOB OETKOB-(hepMeH-
TOB U pelieniTopa V,).
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AABAOCTEPOH

AJTBIOCTEPOH SIBJISIETCS CTEPOUIHBIM TOPMOHOM (MUHEPATOKOPTH-
KOUZOM) C adbAeruaHon rpynmnoi B 13-m monoxkenun. OH cuHTe-
3UpyeTcs B KIyOOUKOBOI MM TJIOMEPYJISIPHON 30HE KOPBI HAAIO-
YEeUHUKOB U3 XoJecTeposa. CUHTE3 U eT0 CEeKPeIns CTUMYINPYIOTCI
[JIABHBIM 06Pa30oM XMMUYECKIM CUTHAJIOM — MOHMKEHHOM KOHIIEHT-
paieil HaTpusi B KPOBU U JKUJIKOCTSIX U IPYTUMU CUTHAJIAMU — 110-
BBINIEHHOW KOHIIEHTpaIlMell KaJusi 1 TOPMOHOM aHTUOTeH3UHOM 11

(tabn. 14/2.1).

Tabnuya 14/2.1

CurHaJbl IS CEKPenHH ajJbJ0CTepoHa U ero 3PP eKThl

Curnan IPpdexTsi
Na* | Na* 1
KT K" YckopeHHoe BbIBe/ieHTE
Anrnorensun I1 Mg | € MOYOH
H |

Hrtor — Bo3MOKeH aIKaio3

K* | B pesymbrare seiict-
BUA albJocTepoHa u dy-
pocemuia

[IpotuBononoxubie 3 deKTh B pesyabTaTe yrHeTe-
HUA CEKPeLUU ajlbJOCTePOHA

llpuMeuaHue. CuMBOJTBI T n *L 0003HAYaAIOT BBICOKOE MM HU3KOE Co/ZlepsRaHne

MOHOB COOTBETCTBEHHO.

DD DEKTH ATbAOCTEPOHBI ITPOTUBOIMOJOKHBI TEM CUTHAJIAM, KO-
TOpPbIE CTUMYJIUPYIOT ero cekpenuio (cm. tabm. 14/2.1). A mveHHO:
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14,/2. PoJib rOPMOHOB B PETyJIsiIIUU MeTaboIu3Ma BOJbI U COJIei

OH yBeJIMYMBaeT KoHreHTpaiuio Na B Kposu, ymenbiiaer — K¥, Mg
u cojiepskanue mporoHoB HY, T.e. B utore nojjiepKuBaer B JKUIKO-
CTSX opraHmsMa ciaabolieIounyio peakiuio (HaroMuuM pH kposu
3/10pOBOTO YesioBeka — 7,4). Bosee neTanbHO: abO0CTEPOH KaK CTe-
POWJL JIETKO TIPOHUKAET B KJIETKU AMUTENUS MOUYEYHBIX KAHATBIEB
(poctas nuddysnus) u BMecTe CO CBOUMU BHYTPUKJIETOUHBIMU Pe-
MENTOPAaMU BKJITIOUAeT TPAHCKPUIIINIO U YBETUINBAET KOJUIECTBO
6eKoB-(hepMEHTOB, HEOOXOAUMBIX [JIsI peabcopOIuu HATPUS U3
MEPBUYHON MOYU B KPOBB U JIJIs YCKOPEHHOTO BBIBEIEHUS ¢ MOYON
KaJivist, MarHust ¥ IpoToHoB. B orHomennn Na a1o 6esiKu-Tpancnop-
tepbl Na Juuist epecedeHust UM MeMOpaH u rieperoca Na 13 MOYH
B KpoBb, a Takxke Na', K*-AT®aza u HeoOXoaMMbIe IS IIOCIeAHENR
depmenTsr cuaTesa ATO.

ITaToaorug. IIpu omyxXoasax KOPBI HAATIOUETHUKOB PA3BUBAETCST
MEPBUYHBIN TUIIEPAbAOCTEPOHU3M WK Oosie3Hb KoHHa ¢ OBBIIIEH-
HBIM apTePHaIbHBIM JaBJIEHUEM H CO CIIELYIONUMU ONOXUMIIECKUMU
CUHIPOMAaMU: THUTIEPHATPUEMUS, TUTIOKATUEMHUSI, TUTIOTIPOTOHEMUS,
ankano3 (moseienue pH). Oxmnako comepskanue TIIOKO36I B KPOBU
u 17-KeToCTepouioB B MOU€E HEe YBEJUUYEHO B OTJIMUUE OT CTEPOUJI-
Horo auabera uiau runeproprunrama (aexius 12/2). Tuneprensus
006y cJIoBJIeHA 3a/ICP/KKON HATPUS U OTCIO/Ia — BTOPUYHOI 3a/1€PAKKOI
Bogel. [lociennee mponcXoANT U AOTIOTHUTENBHO 32 CUET MOBBIIIIE-
HHSI OCMOTHYECKOTO faBjerus u cekpernu A/[I. Bosamosken BTopuu-
HBII TUTIEPAJIB0CTEPOHU3M (BBI3BAHHBIN PA3HBIMU TPUYNHAMU ) TIPU
MEPBUYHOM yBEJUYEHUN COAEPKaHUA PeHWHa 1 aHrnmorensuna Il
U y’Ke CO BTOPUIHOM TUTIEPCEKPEITe ambI0CTEPOHA B COOTBETCTBUN
crtabn. 14/2.1.

JlexapcTBa /71 JledeHWST TUTIEPAJIbIOCTEPOHI3MA TUTIA JTUYpe-
THUKOB:

1) ambgakToH — 6IOKATOP PENENTOPOB AMBI0CTEPOHA YMEHbIITa-
eT conep:kaHue B opranu3Me Na-coJieil 1 BOJbl, YBeJIUIUBAECT
y/iajieHue ux ¢ MO4OoH;

2) dypoceMu 1 — aHTarOHUCT aJIbIOCTEPOHA B OTHOINIEHUHU Ha-
TPUsl, yMEHBIIAIOIIUI ero peabcopOIrio B IIOYKaX U YBEJINYN-
BaIOIIMiT 00BEM MOYH; OHAKO (PYPOCEMHU/] IOBBIIIAET 1 BbIBE-
JICHWST KAJUsI ¢ MOYO, UTO MPU €T0 TIePeI03UPOBKE 1 PE3KOI
HoTepe Kajus OMacHo Jist paboThI cepia.
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boJiee paanKaJbHbIM JICHECHHUEM THIIEPaJIbJOCTEPOHU3MA ABJIACT-
CA XUPYPTUYECKOE y/Ja/JI€HUE OITyXOJIN HAJAIIOYEYHUKOB.

PEHWH-AHTMOTEH3UHOBAY CUCTEMA

Cxema 14/2.1 packpbIiBaeT OCHOBHOI CHUTHAJI, IPUBOIAIINN B J€Ti-
CTBUE 3Ty TOPMOHAJIBHYIO CUCTEMY, — TIOHWKEHUE apTePUaJIbHOTO
nassiernsi (A/l) B o61eM KPOBOTOKE, HO IJIaBHOE — B TIOYEYHON ap-
TepuoJe, a Takke OCHOBHbIE KOMIIOHEHTBI 9TOW CHUCTEMBI: ITPOTEasy
penns, ropmon anrnotensut 11 (AT I1) u dopmupyronuii ero anrno-
tensunnpespanaonuii pepment (AIID).

Cxema 14/2.1. PeHVH-aHIMOTEH3NHOBAA C1UCTEMA

OHMEHWEe apTepuanbHoro Aasnedns

Movkn, HOKCTarnoMepynapHele KNeTkn noYeqHon apTepuont

/
/ MeveHs

CH 3 Olp-T. ( J
eKpeLna peHuHa MHTE3 Lo mucomcaﬁymma
~ aHTMOTEH3UHOTEHa

R

Kpoes
s

s
e /
n Nen | Nen
N C

AxrvnoteHavnHoreHd (400 amuHokucnoT)
l Ard

deH lmc Nen
N—F————F—F—F+—}C

AHrnoreHavH | (10 amuHokMenoT)

Acn l DeH
R S E—

AxrvioteHauH Il (8 aMMHOKWCNOT) — aKTUBHBLIA FOPMOH

<« [poTeonuTUyecKkui
pacnag

eHAWHE

[Tonmxennoe A/l B moueunoit apTeproJie (Jaiile BCETO B Pe3Y.JIb-
Tare KPOBOIOTEPH ), TIOTEPst HATPHUS U runoHarpremus (tabur. 14/2.2)
CTUMYJIUPYIOT IOKCTArJIOMEPYJISPHbIE KJIETKU TOYEUHBIX apTepPHoJI,
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KOTOpbIE CUHTE3UPYIOT IPOPEHNH U TIOCJIe €T0 YaCTUYHOTO MpoTe-
0JIM3a CEKPEeTHPYIOT B 00IIMiIT KpoBOTOK peruH. Ilociaegnuii kak
nporeasa KaTaJlu3upyeT B KPOBY MpeBpaliieHre 60JIbIIoro Geka aH-
ruoreHsuHorena B 10-ujieHHBIN TIENTH/] aHTMOTEH3UH I, a fjajiee Tam
ke B kpoBu ATID karamsupyer ob6pasoBaHKie aKTUBHOTO FOPMOHA
AT II, cocrosimero n3 BOCbMU aMUHOKHUCJIOT.

Tabauua 14/2.2
CurHabl /1 BKJIIOYEHHS W BHIKJIIOUYEHHUSI CHCTEMbI PEHHH-
aHTMOTEH3UH

CurHaJst JIJISI BBIKJTIOYEHUU A

CurHaJbt JJIA BKIIIOYEHUA CUCTEMbI
CHCTEMbI

1. [Tonmxennoe A/l B moueunoii aprepuone, | 1. HopmanabpHoe n nosbleHHOE
KPOBOLOTEPsL, 06E3B0KUBAHNE Al

2. [Tonmxennoe conepskanue HaTpus B kpou | 2. Hopmasbhoe 1 noBblennoe
1 SKIIKOCTSIX coziep:kaHye HaTPHs
(runoHaTpueMus )

3. CurHasi cuMIIaTuueckoii HepHoii cuctembl | 3. M36biToK anrnorensuna 11

Anrnorensut I — momubyHKIIMOHATBHBIN THAPODUIBHBII TOP-
MoH (cxema 14/2.2). On He MPOHUKAET BHYTPb KJIETOK OPTaHOB-MH-
IeHel u mepeiaeT CBOI CUTHAM TOJIBKO UYepe3 MHO3UTOI(GochaTHYIO
cuctemy. C ITOMOIIBIO CBOETO OCHOBHOTO BTOPUYHOTO MECCEHJIKe-
pa — nona xanbiud — AT 11 B mnTo30/1e M3MeHsAET aKTUBHOCTD P
(hepMEHTOB 1 CKOPOCTh GuoXuMUYecKux mpoieccos. Cxema 14/2.2
nemoncTpupyet detsipe apdexra AT 1I:

e nBa npambix fefictBusg AT II Ha riaagKoMbIliedHble KIETKH
apTepuii ¢ yBeJIMYeHUEM apTePUaIbHOTO JIABIEHUS 1 Ha TUTIO-
TaJlaMyC ¢ aKTUBAIUEN 1IEHTPA JKasKIbl, 4TO IPUBOIUT K HEOD-
XOIMMOCTH YTOTPEOTICHNST 4ETOBEKOM BOJIBI U YBETNYEHUS €€
o0beMa B OpraHu3Me;

e 11 /[Ba HEMPAMBIX addekTa: hopMrpoBaHue THEPHATPUEMIT
Ha (uepe3 HAAIIOYEYHWKHU W aJIbJOCTEPOH ), KOTOPas B CBOIO
ouepe/b MOBBITIIAET OCMOTHYECKOE /laBienue, ypoBeHb AJ[T
U cojiepsKaHue BOJbI B KPOBU.

O6uuit uror addexros AT 11 — 3azep:kka B opraHusme BOJIBI,

coieit, moBeimenwe A/l u ckopoctu kpoBoToka. [loatomy nmenHto ara
TOPMOHAJIbHAS CUCTEMA pearupyeT B IEPBYIO Odepellb TIPU OCTPOi
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KPOBOTIOTEPE, BOCIIOJIHSS KUJIKYIO 4aCTh KDOBU U €€ COJIEBOI KOM-
nonenT. [Ipu atom mopsimok nposiBienus yerbipex ahdexros AT 11
TIPU KPOBOIOTEPe MOKHO TipencTaBuTh Kak [ — 11 — 11T — IV B co-
OTBETCTBUHU ¢ 0003HaYeHusAME Ha cxeme 14,/2.2. TIpu 06e3BOKMBaHIH
B pe3yJibTaTe PasHbIX [IPUYUH, B TOM YUCJE [pU juapee (1u3eHTe-
pusi), B pe3yJibrare yMeHbInenust oobema kposu cucrema AT 11 Takske
MO’KeT BOCCTAaHABJIUBATH BOAHYIO (Da3y KPOBEHOCHOW CUCTEMBI.

[Tocste mpexpartienust eficTBUS CTUMYJIUPYIONIMX CUTHAJIOB TTIPO-
teassl pazpymaioT peanH u AT 1. [Tocaenanii moctenenHo pacnama-
eTcs Ha MeHee aKTUBHbIE 7-6-5-ujieHnnble TenTuibl (AHrMOTEH3UHBI
ITI, V, VI) 1 cBOGO/IHbIE AaMIUHOKUCJIOTHI.

Cxema 14/2.2. lopmoHanbHble 3$deKTbl aHrnmoTeH3nHa |l

OKpalleHne rmaakmx MbiltLiLy rIr'TI'IOTaJ'IEJMyC

apTepui v yBenuyeHue  <— | AHrmoteHsmH Il |[—> Kaxaa
apTepuansHoro AasneHus / 1l

Al —— Yesenuyexdue
KONW4ecTea Boabl
B KPOBM
>l v

Kopa Haano4e4HmKoB " Tunotanamyc

AnbaoctepoH —» YeenudeHue Na B kposu —»  YBenuueHue
1 OCMOTHUYECKOro
nasneHus

ATID, win kapOOKCHAMTEN TUANIITIENTH/Ia3a, — 9T0 OGUOXUMHU-
YecKU YHUKATbHBIN (hepMeHT, KOTOPBIN yaasugeT ¢ C-KoHIa TenTuaa
(anruotensuna 1) punentun I'nc-Jleit. AIID umeer B 0J{HON TTOJIH-
nenTuaHON 1enu (0koJsio 1300 aMMHOKHUCIIOT) /IBa aKTUBHBIX TIEHTPA
¢ mByMst atoMamu 1iuaKa. Mzodepmentst AITM cunTe3upyioTcest B 9H-
JIOTEJIUH PA3HBIX OPTAHOB, 0OCOOEHHO JIETKUX U TI0Y€EK, B ITUTETUH KIi-
IITeYHUKA M B HEPBHBIX KyeTKaxX. [lokazano cymecTBoBanme MyTaiuii
¢ TIOHWKeHreM Wiu nioBbilienreM akTuBHoctu AIIMD. B iepBom ciry-
vae camskenne cogepxkanug AT I mpuBoanT K pactumpennio cocyioB
B CKeJIETHBIX 1 Cep/IedHON MBIIIIAX U K 3aMe/IJIEHHOMY KPOBOTOKY
B HUX, UTO CTUMYJINPYET UX PAa3BUTHE Y HEKOTOPBIX JKUTEJEH BBICO-
KOTOPbS Uy aIbITMHUCTOB.
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Bo BTOpOM ciaydae, Kak mpenoaraeTcs, MOBBIIIIEHHAS aKTUB-
Hoctb AITD u Boicokuit ypoerb AT I nmpoBonupyroT pasBuTHE 9C-
CEHLUAIbHON MMIIEPTOHUYECKON OOIE€3HM LeHTPaabHOro tumna. Jlis
JIEYEHUSI TOTO PACIIPOCTPAHEHHOTO 3a00JI€BAHUS UCTIOJIb3YIOT WHIH-
ourtopbl AIT®D u uaru6uropsr perientopos AT 1. TlepBblit UHTHOUTOD
ATID 6bin BbIgENeH U3 s11a OpasuIbCKoi 3men skepapaku B 1965 r.,
U CETOMIHS B KITMHUKE UCIIOIb3YIOT MHOTOYNCICHHbIE CHHTETUIECKIE
uarn6uTopbl AIIM HEeCKOIbKUX MOKOJIEHU. ITH NpernapaTbl 04eHb
3(hdEKTUBHO PACIITUPSIIOT COCYIBI 1 OCBOOOKAAIOT OPTAHU3M OT BOJIbI
U COJIei, 9TO MOXKHO TIOHSTH, U3yunB cxemy 14/2.2. [losTomy onu
HA3HAYAIOTCS TP TUIIEPTOHUYECKUX CUHIPOMaX, HIIEMUYECKOii 60-
JIE3HU CEP/IITA, TTocJie MHMAPKTa MUOKap/ia U TIPU IPYTUX OCJIOKHEHH-
ax atepockieposa. Coueranue uHruOuTOpoB AIIM 1 HHrMOUTOPOB
PEIenToOpPOB aIbI0CTEPOHA (CM. BBIIIE) YBEJIMUNBAET MTPOIOKATEb-
HOCTb KM3HI OOJIBHBIX € CEPAEYHO-COCYANCTOM HELOCTATOYHOCTHIO.

I[Ipu 0co6oii popme — MOYEUHOIT TUIIEPTOHUK — 3TH TTPENapaThl
Masno0ahhekTuBHBL B 9TOM ciayuae TPUUYMHON TUTIEPTOHUU SBJIIET-
CsI CTEHO3 TIOYEUHOU apTepui, BHI3BAHHBIN €€ aTePOCKJIEPO30M MU
JaBJIEHWEeM BHEITHEH OMYXO0JH, YMEHBITAIOIMNMU KPOBEHATIOTHEHTE
moyevyHoit apreprobl u Braovaiommumu cuctemy AT 11, Hy:xna xu-
pyprudeckast orepanusi o BOCCTAHOBJIEHHIO TIPOCBETa a. renalis.

NPEACEPAHBIA HATPUNYPETUMECKUUA OAKTOP

Cunres u XpaHeHue MPeACEPAHOT0 HATPUNYPETUUECKOTO (haKTopa
MPOUCXOASAT B KAPUOMHUOIUTAX. JTOT MENTHI U3 28 aMUHOKUCIOT
SBJISIETCS TIPAKTUYECKH TIOJHBIM (PU3NOTOTHIECKUM aHTarOHUCTOM
AT II xak 1o curHamaMm JJid ero ceKpenuu, Tak u 1o adderram:
HpeAcepAHbIil HaTpUilypeTnueckuii (hakTop crocoOCTBYeT yAaIeHIO
¢ MOYOi1 BozibI, coseii u ymenbinaeT AJl. Oxrako ero ¢usnonsorunde-
CKasl KOHKYpeHTHas1 posib oTHocuteabro AT II 1o KomHIa He scHa.

FTOPMOHAABHASA PETYAIUUG METABOAUIMA
KAABUUNSG N DOCPATOB

OOMeH BHYTPUKJIETOYHOTO KaJIblinst ObLI PACCMOTPEH PaHee B JIeK-
max 1-ro u 2-ro cemectpos (Ca?*-AT®dasza, Na*,Ca’"-nepenocyux,
anrnorensud II m nnosurosndocdarnas cucrema). ITOT KaJdbIIUil
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cIy:KUT KoakTopoMm (epMEHTOB U MOCPETHUKOM B TIepenade CUr-
HaJIOB HEKOTOPHIX FTOPMOHOB, XOTsI KOHIIEHTPAILIMsI BHYTPUKJIETOY-
Horo kasbius B 10 pas Menbine ero konnentpanuu B kposu. Ceituac
[IPEACTABJISII0 MHMOOPMAIIMIO O TOPMOHAX, PErYJNPYOIIUX COLep:Ka-
HYe BHEKJIETOUHBIX KaJIbIus 1 (pochaToB B KPOBH U B KOCTsIX. KocTn
COJIEPIKAT B MEKKJIETOUHOM MaTpukce 99% Kayblinsi OpraHusMa de-
JIOBEKa, a KpoBb — 1%. HopmasibHOE cozepskaHue Kalblys B KPOBU
cocrasiisieT 8,5—10,5 mr/mi1, uian 2,1—-2,6 MMOJIb/J1, T.€. 9TO JOBOJIb-
HO ySKI/Iﬁ JAWAITa30H, YTO BbISbIBACT ITATOJIOTHIO IIPU KOHIEHTPAIIUN
KaJIbI[Msl 3a TPaHUIIAMU 3TOTO MHTepBaja. B kpoBu 50% Kajbiius
HaxoauTCa B Buge cBoboanoro katnona Ca?’, 45% cBsasaHo ¢ anb0y-
MUHOM U 5% — B Bujie cosieil. Buojornyeck akTuBeH CBOOOIHbII
KaTHOH.

MAPATTOPMOH

[TapaTropMoH siBJisieTcst OeJIKOM U3 84 aMMHOKHCJIOT, CHHTE3Upye-
MbIM B [TapallidiTOBUIHBIX KeJjie3aX B Buje npemimectsenarka (115
amMuHOKKCa0T). CUTHAJ [JIsT CeKPeIUy MmapaTropMoHa B KPOBb —
CHW)KEeHUE YPOBHSI KaJIbIIUs KPOBU HUXKe 8,5 MT /L.

I pexmuvL napameopmona

1. B xoctsix — mobunmsaiust (yaanenue) Kaibiust u hocharosn
U UX BBIXO/I B KPOBb. [TapaTropMoH Kak OeJIOK TepeaeT CBOi CUTHAI
yepes AILC B ocTeob1acThl, KOTOPHIE BBIAEASIOT ITUTOKUHBI, aKTH-
BUpYIoOlne ocTeokaacTol. [lociennue cekpeTupyioT KoJiiareHasy,
TJIMKO3U/Ia3bl 1 (hocharasy, pa3pyaonie MesKKJIeTOYHBIIT MaTPUKC
KOCTell 1 0cBOOOKAAIONNE KAIbLKii 1 hocdaTol.

2. TTouku. [Taparropmon yckopsiet peabcopbiio Ca 13 nepsuy-
HOIT MOYM B KPOBb U 3aMeisseT peabcopbuuio (ocdaros, KOTOPbIE
VAQISIOTCS C MOUYOT.

Wtor: B KpoBU yBesndeHNe KaIbIug U yMeHbIlleHne ¢hocdaTos.

3. B moukax mapaTropMoH aKTUBUPYET PETYJISTOPHBIN (hepMeEHT
CHHTe3a TOPMOHA KaJplnTproJa (13 Butamnua Dy), uTo Takke yBe-
suunuBaeT Ca KpoBH (CM. HUXKE).

KAABUMTOHWH

Kampnuronnn kak et (32 aMUHOKHUCJIOTHI) CUHTE3UPYETCS U3
npejniecTBeHHNKa B K-KiieTkax MUTOBU/IHON sKesie3bl 1 B C-KJeTKax
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MapaiUTOBUIHbIX JKeJjie3. CUrHa JIJIst ero CEKPEIUn — [TOBbIIIIEHHAS
KOHIleHTpaIrus Kaablus. [locsie HOpMaIu3anum ypoBHS KaJbIIHs
KQJIBIIUTOHUH U 11APATTOPMOH Pa3pylIaloTCst IIPOTea3aMu.

Ippexmul KarvuumoHuna

1. Kak antaronuct mapatropmona ox uyepe3 ALIC mogasiser cro-
COOHOCTH OCTEOKJIACTOB OCBOOOK/IATH KAJIBIIUI M3 KOCTEN.

2. KanbIuTOHUH yMeHbIaeT peabcopOIiio Kabllnst B IIOYKaX.

Wror: ymenbIilieHne Kaablius B KDOBU U yBeJIUYEHNE €T0 BbIje-
JIEHUS C MOYOH.

Bpauy mosie3Ho 3HaTh, YTO Y JKEHIIUH SCTPOTEHBI YBETUINBAIOT
CHHTE3 U CEKPEINIO KAJBIIATOHWHA, U TOITOMY OHU COEPeraroT Kajib-
1uit B kocTsax. [locie MeHonaysbl pu OTCYTCTBUN 3aMeCTUTENbHOM
ACTPOTEHOTEPAITMU KOCTU YCUJIEHHO TEPSIIOT KAJbI[UN U CTAHOBSITCS
JIOMKUMHU. BeromuuTe mepesiomMbl Miedkn 6epa y MOKIIbIX JKeH-
IIVH,

KAABUUTPUOA

Kampuurpuosn (KT) — 9710 cTeponaHbIil TOPMOH, KOTOPbIiT 00pasy-
eTcst U3 kupopactopuMoro Butamuna D, (HobeneBckast npemus
1928 r.). Ucrounukn Butamuna Dy — numia (MOJIOKO ¥ MOJIOYHBIE
MPOAYKTHI, KUP PbI6, KypUHBIE Silla M IP.), a TAaK/Ke dHIOTEeHHBIH
CUHTE3 U3 X0JIECTEPOJIA B KOKE UeJIOBEKA [PU UCIIOJIb30BAHUM IHEP-
TUH yJAbTpaduoIeToBsIX Jydeil. [loaToMy TepMUH «BUTAMUHY STBJISI-
eTcsl B JAHHOM CJIy4ae HEKOPPEKTHBIM, TeM GoJiee 4TO 9TOT «BUTa-
MUH» He GOpPMHUPYeET KOhEPMEHT.
CuHTE3 KaJIbIIUTPUOJIA B MUTOXOH/[PUSIX:

evyeHb O4KKn

D3 ¢ ogHum O HAOOH 0, HAO®H
rMAPOKCHMNOM \\
B nonoxedun 3
3(0OH)

Kanbunawon Ry w . Kanbuutpon

25-rnapoKcunasa 3,25(0H)2 i-rmapokcianaza  1,3,25(0H)
(umToxpom P450) P (umToxpom P450)

Vd
MapatropmoH

Mobunuaauusa
kanbuua «——— OpraHb «——— TpaHcnopT ¢
Benkom TpaHcKkansuugepuHom

407



Yacts II (BTOpoii cemecTp 0GydemHsi)

Perynaropusiit hepment aToro cuHTe3a — lo-Tuapokcmiasa.
Muruburtopsl atoro gepmenra: n3bbitok csobomnoro Ca u cam KT;
AKTUBATOPBL: HU3Kas KOHIleHTparusa Ca 1 mapaTTOPMOH.

Kaxk creponmnsiii ropmon KT mponnkaeT BHYTPb KJIETOK KUATITEY-
HUKA, KOCTEH, ToUeK, B UX S/Ipa U HA YPOBHE TPAHCKPUIITUU UHIYIIN-
pyer cuHTe3 GeIKOB-(hePMEHTOB JIJIst peaii3alii cBouX a(hdEKTOB.

Ippexmol karvyumpuona

1. B rouxkom kummeunuke KT uHaynmmpyeT cMHTE3 B 9HTEPOITUTAX
OeJIKa-TpaHCIIOpTepa KaJbIlUs yepes KJIeTouHble MeMOpaHbl. TTuiie-
BOM KaJIbITUI TTPOHUKAET B 9HTEPOIUTHI U Jlajiee B KPOBb. ITO TJIaB-
b pesyabtar aeticteusa KT mis geteif, mpu oTCYTCTBUU KOTOPOTO
pPa3BUBAETCST PAXUT.

2. B KocTsIX yeKOpsieT MOOUIM3aIInio KaJblius U GochaTos.

3. B noukax ycusnBaet peabcopOnnio Kaibiiust u pochaTos.

WTor: yBesmueHnue B KPOBU COEP:KAHUS KambIinsd U hocdaTos.

[ToaBoauM 061Ul UTOTr pesy/ibraTaM (yHKIIMOHUPOBAHKS TPEX
TOPMOHOB:

Huakoe YBenuyeHue Kanbumsi B KpOBM
copepxaHue
Kanbuns

B KPOBM AkTMBaUMA 10.-rMapOKCMNa3b

——[laparropmoH

| |

CuHTtes 1 cexkpeuus KT
YrHeTteHue

cekpeynn
(aNbUWTOHUHA YsenuyeHue coaepaHns Kanblms B KpoB

ITatosiorust o6MeHa KajbIiusi

Tunepxanvyuemuy — MOBBIIEHNE COJIEPKAHUST KAIbIUSI B KPOBU
U opraHax.

Kanpumii kak TOpMO3HOU (haKTOP HEPBHO-MBITIIEYHON CUCTEMBI
pU CBOeM U30BITKE MOBBINIAET TIOPOT BO30YAUMOCTH 9TO CHCTEMBbI
U BBI3bIBAET (DU3MUECKYIO CTabOCTh, BAJIOCTD, COHIIUBOCTD, OCAK/IA€T-
¢ B BU/le KaMHeH B TTOYKaX U APYTUX opraHaX. Bo3MOKHBI TepeTOMBI
KOCTeH M3-3a Y/JIaJeHNs N3 HUX KaJbITHU.

ITpu cuIbHOM CHUKEHUH BO3OYIMMOCTH HEPBHOM cHcTeMbl (Ha-
npuMep, TIPU OTpaBJeHUK OOJIBIIUMHK 03aMi BUTamuua Dj) BO3-
MO’KHA KOMA U JIa’Ke CMEPThb YeJIOBeKa.
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14,/2. PoJib TOPMOHOB B PETYJISIIIUN MeTaboIu3Ma BOJBI U COJIei

TunepkasbiineMnu HaGIIOAIOTCS TTPH:
® OIIyXOJISIX MMAPAIUTOBUHBIX JKEJIe3 — 9TO TUIePIIapaTUPeos;
e MUEJOMHON GOJIe3HM, 3aKJII0YAIOIIENcs B paciiajie KOCTHON
TKaHW OT Pa3HbIX MPUYNH;
e TIepeflo3UpoBKe BUTaMuUHA D, ciydallHON MM IpU JTeYeHnn
9TUM BUTAMUHOM TyOepKyJie3a, KpaCHOU BOJYAHKH, JepMa-
TUTOB, TIepeaoMoB kocTelt; B CMU ommcanbl cMepTeTbHbBIE
cjlyda TIPU HECAHKIIMOHUPOBAHHOM yroTpebsieHun paboT-
HUKaM¥ ntutiepepM TpeHa3sHaYeHHOTO JIJIS TIBITIIAT PacTh-
TEJBHOTO MacJja, 060TaleHHOr0 BUTAaMUHOM D,
Tunoxanvyuemuu. llpn cHIKEHUN YPOBHS KaJbIIIS TTOPOT BO3-
OyIMMOCTH HEPBHO-MBIIIEYHOW CUCTEMbI CHUKEH, YTO MOBBIIIAECT
BO30Y/IMMOCTb CUCTEMBI ¥ IPUBOUT K TOSIBJIEHUIO MBITIEYHBIX CY-
JIOPOT, CTIa3MOB U JIa’Ke JIADUHTOCTIA3Ma CO CMEPTEJbHBIM HCXOOM.
Takue cUMITOMBI HAOJTIOAIOTCS IPU THITOMAPATHPEO3E MOCJIE OIIH-
GOYHOTO yIaIeHUsT XMPYProM MapaniuToBUAHBIX Kesre3. HemoctaTok
B MHUIIE KAJTBIHs U BUTaMuHa Dy, TIOHMKEHHAS TIPOYKITNsT OOJTBHOMN
HIeYeHbIO JKeTUH, HeOOXOIUMOI JIJIsT 9MYJIbTUPOBAHNUST M BCAChIBAHUST
JAHHOTO JKMPOPACTBOPUMOTO BUTAMUHA, TaKKe MPUBOISAT K TUIIO-
KaJIbITUEMU.

K aToMy Xe TUTy mMaTOJIOTUM MOKHO OTHECTH U PaXUT JeTe,
U paxuTonoo6HbIe 3a60I€BaHMs B3POCABIX. BBIEISIOT 1Ba BUIA
JIETCKOTO PaxXuTa.

HenacsencrBennast hopma JIETCKOTO paxuTa BbI3BaHA CJIEAYIO-
UMY TTPUIUHAMU:

e HEJOCTATKOM BUTaMMHA Ds U Kasiblius B IUIIE;

® HEMOCTAaTOYHBIM CHHTE30M BuTaMnua D, B Koxke feTeil n3-3a
OrPpaHUYEHHOTO OOJTyYEHMsI COTHEYHBIM CBETOM,;

® HEIOCTaTOYHOI BHIPAOOTKO OOJIBHON MEYEHBIO JKETUH.

Cxema BO3HUKHOBEHUS JaHHOHW (hOPMBI paXxWTa: Majo BUTAMMU-

Ha D, B oprannsme — HeZOCTATOK KaIbIIUTPUOJIA —> HEJOCTATOUHOE
BCACBIBaHME THIIEBOTO KAJIBINSA B KUIIEYHUKE —> TTOHUKEHHOE CO-
Jiep;KaHue KaJblus B KPOBU —> CEKPEIUs MapaTropMoHa — rapat-
TOPMOH JIEHICTBYET Ha KOCTU pebeHKa U yIaIsieT KaJIbIUil 13 KOCTEM,
a TOuHee, IPEMATCTBYET UX KaIbIIU(UKAIIUN — HACTYAaeT 0CTeOMa-
JISITAST U TIOJT HATPY3KOU [yrooOpasHO MCKPUBJSIOTCS HUKHUE KO-
HETHOCTH, a POAHUYKU He 3apacTaioT. Takol paXuT MOXKHO JIEYUTh
npernapatamMu Win TPOLYKTaMM, COMEPKAIUMU BUTAMUH Ds, 1 110-

409



Yacrp IT (BTopoii cemecTp 06ydenust)

ATOMY €TO ellfe Ha3bIBAIOT PAXUTOM, KOTOPBIH 3aBUCUT WJIH JIEIUTCS
BuTaMuHOM D, (1Ipu ycs10BUN, UTO TIe4eHb HOPMAJIbHO [IPOAYIIUPYeT
JKeJTIb ).

T'enernyecku oOyciioBsieHHast (hopMa IETCKOTO PaXuTa, B CIydae
kotoporo BuTamun D, HeapdextnBen, cBA3ana, BO-TMEPBHIX, C J10-
MUHAHTHOU MyTaimeil B X-xpoMocomMax — B reHax la- u 25-rujapo-
KcuiTa3. B pesyabprare BOSHUKAET eDUITUT KAJIBIUTPHOJIA CO BCEMNU
pPaccMOTPEHHBIMU BbIIIE TOCJIeICTBUSAMU. JleueHne BO3MOKHO C T10-
MOIIIBIO TIPETapaToB, COAEPKANMX KaJbIUTpHoJ. Bropas mpuun-
Ha TIATOJIOTUU — MYTallis TeHa BHYTPUKJIETOUHOTO perenTopa s
KaJTBIIUTPUOIA.

Ormncanbl paxXUTONOA0OHbIE COCTOSHMS MU 3a00JI€BaHUST B3POC-
JIBIX JIIOZIEN ¢ MHOKECTBEHHOH CUMITTOMATHUKOH, BRI3BAHHOU Pa3HbI-
mMu nipuarHaMu (O0JIE3HSIMU TTOY€EK, MTeYeHU, HEKOTOPBIME JIeKap-
ctBaMn). Bo Bcex aTuX cirydasx B OCHOBE JIEKUT THIIOKATIBITMEMUS
1 1epUIUT KaJbIIUTPUOJIA, CBA3AHHBIN C HEJJOCTATKOM aKTUBHOCTU
PacCMOTPEHHBIX BhITe THApoKcHaas3 (ruroxpomMoB P450). Hampu-
Mep, TTPU XPOHUYECKOH MTOYEYHON HEe[OCTATOYHOCTH B TIOYKAX HAPY-
el cuHTe3 10-TUIPOKCUIIas3bl.



Aekuuna 15/2

AETOKCUKALUNA KCEHOBUNOTUKOB.
KATABOAU3M TEMA.
BUOTPAHCO®OPMALMNSI AEKAPCTB.
XUMUNYECKNIN KAHLEPOTEHE3

AETOKCUKALNA KCEHOBUOTUKOB

B mporiecce cBoeil 9BOJIOINN YeJOBEK MPUOOPET CIIOCOOHOCTH
00e3BpeKNUBATh PasJUYHble BPeIHble U TOKCHYECKKEe, SHIO0TEHHbIE
1 9K30TEHHbBIE BEIIECTBA, BO-TIEPBbBIX, OJarogapsi UIMMYHHOI CHC-
teMme. [TocsieTHsIst pacio3HaeT 4ysKepOHbIE U HIOTEHHbBIE AHTUTEHBI
U raliTeHbl, KOTOPBIE 1Moce 00pa3soBaHMsI KOMILIEKCOB C aHTUTE a-
MU paspyliiaiTcs B Makpodarax u B IPyTuX UMMYHOKOMIIETEHTHBIX
KJIeTKax. BO-BTOPBIX, CylIeCTBYeT OGHOXMMUYECKash CUCTeMa JIeTOK-
CHKAIUN 9yKEPOIHBIX DK30T€HHbIX (KCEHOOMOTUKMN) U 9HIOTEHHBIX
TOKCHYECKUX BEIECTB.

KceHo6uoTHKN — 9T0 pa3imyHble XUMUYECKIe COeINHEHMS,
HECTUIUbI, WHCEKTHUIIM/IBI, sI/Ibl, TSIZKEJIble MeTaJLJIbl, MeMKaMeH-
Thl, HAPKOTUKH, HUKOTUH TabaKa M 0TYaCTU aJKOroJb. B opranus-
Me JejioBeKa 00pas3yroTCs M HEKOTOPbIe COOCTBEHHbIE TOKCHYECKIE
npoAyKThl (6uaupyOuH, OKUCIeHHBIN Xosectepoa). ITo KpoBu ruj-
pooOHbIE BellecTBa TPAHCIIOPTUPYIOTCS B KOMILIEKCAX € aJlbOyMU-
HOM W C IPYTUME OeJIKaMU-TJIMKOMPOTENHAMHU, a TAKJKE B COCTABE
JIUTIOTIPOTEMHOB.

[yaBHOI OGMOXUMHUYECKON CUCTEMON JE€TOKCUKAIMH SBJISIETCS
cucrema ¢ yqactuem rmuroxpoma P450, kotopas akTUBHO (DYHKITHO-
HUPYET B [IeYeHHU, IIOYKax, CAU3UCTON Kuiednnka. OHa cOCTOUT U3
Tpex (das.
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IlepBas aza — OKMCANTENBHO-BOCCTAHOBUTEbHBIE PEAKIINH,
Karaansupyemble n3ohepmenTamu iuroxpoma P450 u apyrumu ep-
MeHTaMu. B pesysibTare 9THX peakiuil TOKCUYHOCTh MHAPOPOOHBIX
KCEHOOMOTHKOB YMEHbBIITAETCS, OHU TIPHOOPETAIOT HEKOTOPYIO TH/PO-
(buapHOCTH U PACTBOPUMOCTD B KPOBU, MOYE U JKEJTYH. Y BEJTUIUBACT-
CsI BO3MOKHOCTD UX Y/IaJIEHUSI C MOYOH U 9KCKPEMEHTAMU.

Bropasa ¢asa obecneunBaer ee OOJIbIIEE CHUKEHUE TOKCHY-
HOCTH U MOBBIIIEHIE THAPODUIBHOCTH KCEHOOUOTHKOB 32 CYET KOHb-
Ioraiuy ¢ O4eHb TUAPOMOUIHHBIMU COEIMHEHUSIMU TIPU yIacTuu hep-
MEHTOB — TpaHcdepas.

Tpetbst (haza — snuMUHAIKS MOANMDUIIMPOBAHHBIX KCEHOOMO-
THUKOB 10 CXeMaM: KPOBb —> IIOUYKU —> MOYA W [€YeHb —> XKeJTub —>
9KCKPEMEHTBIL.

IlepBas ¢dasa merokcurkamnuu (cucrema muroxpoma P450)
[IPOUCXOUT B AHOIJIA3MATUIECKOM PETUKYJIYME YKA3aHHbBIX BbIIIIE
opranoB. Ee He oueHb KOppeKTHOE /pyTroe Ha3BaHWE — MHUKPOCO-
MajibHasl CUCTEMa OKUCJIEHUS. JTa CUCTEMa COCTOUT U3 Psijla Peak-
nuii mepenoca anekrponos or HAJJ®H u HA/IH mo oxsoro ato-
Ma KHCJI0pojia ¢ 00pa30BaHIEM U3 HETO BOJbI U C OJJHOBPEMEHHBIM
oKmcIeHreM (BTOPBIM aTOMOM KHCJIOpojia) keeHobnornka RH, xo-
TOPBIN MTPEBPAINAETCST U B OKCUITPOU3BOIHOE, UJIH B STIOKCHL, NN
B N-okcua u S-okcuj.

[Mepsorii anexktpon us mosekyast HAJDH murozons (Ne 1
B cxeme 15/2.1) mepenocutcs dpepmentom 2 (HADH-nimroxpom
P450-penykrasza) na nuroxpom P450 (Ne 3), HaxomsIuiicss B MeM-
Gpare 3HIOMIA3MATHYECKOTO PETUKYIyMa. BTOPOIl 9/1eKTpOH 13
mostexyabl HA/TH (mudpa 4 cxembr 15/2.1) Tpancnoprupyercs
HA/TH-unroxpom bs-pemykrazoit (Ne 5) B iimrtoxpom bs (Ne 6),
CBSI3aHHBII ¢ TOIT Jke MeMOpaHOU, 1 1ajiee 06a 9JIEKTPOHA 3aBepliia-
I0T IIOCTPOEHKE BHELIHell opOuTaIu 0AHOro aroma Kuciaopoza, Io-
CJIeTHUN TTocyie HepepMeHTaTUBHOTO TPOTOHUPOBAHUS TIpeBpalia-
€Tcs B BOLLY, & BTOPOH aTOM KUCJIOPOo/ia (OPMHUPYeET THAPOKCHIBbHYIO
rpymny B kKceHoGuoTuke (Ne 7). Dto Hanboee yacTtast wiin Hanbosiee
n3ydyeHHass MOHOOKCUTeHa3Hast (THIPOKCUIa3Has ) peakIns, KaTasu-
3upyemast IJIaBHBIM 06pa3oM 1utoxpomom P450):

RH + 0, + HAIMH + H* - R—OH + H,0 + HALLD®".
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Cxema 15/2.1. Cucrtema yutoxpoma P450

Luroxpom

v\\ ®)

©
LinToxpom

MemBpaHa
aHAgonnaImMa-
TUHECKOTO
peTUKYNyma
\ 26

)

RH + 0y —> R-OH + H,0

[Turoxpom P450 — ciiosHbIi GeJI0K-(hepMEHT, FeMOIIPOTEH, CO-
CTOSIIUE U3 anornporenHa u Koakropa — rema. OyHKIIMOHUPYET
(hepMeHT Kak MepPeHOCYNK 3JIEKTPOHOB (110 OJHOMY) Garogaps ms-
MEHEHUIO CTEeleHN OKHUCJICHHs aToMa Jkesiesa rema:; e~ — Fe?" — Fe?*
U T.7. B opranusme desoBeka MMeETCS MHOKECTBO (BEPOSITHO OKOJIO
150) uszodepmentoB muroxpoma P450 1 cOOTBETCTBYIOMNUX TEHOB.
I1H U30(epPMEHTDI CIPYIIITUPOBAHBI B BOCEMb CEMENCTB, KOTOPbHIE
crienuUUeCKu PacIpeiesisiioTCs M0 Pa3HBIM OPTaHaM, HAPUMeED
B IleYeHN — yeThipe cemelictBa (hepmerToB. COOTBETCTBEHHO M30-
(hepMEeHTBI KaTaIM3UPYIOT PEAKIIUH C Pa3HBIMK CyOCTpaTaMu — Kee-
HOOMOTHKaMU, HO UX cyOCTpaTHast CHenn(MUIHOCTD SABJISETCS OTHO-
CUTEJIbHOI.

Eme ocobeHHOCTD: 9T cyOCTpaThl CIAyKAT UHAYKTOPAMU ISt
cuHTe3a cBoero uzodepmenta. [losTomy npu AaUTEIBHOM BO3EH-
CTBUU OMHOTO KceHoOmoTHKa (HapKOTHKA, JIEKapCTBa) Ha KIETKN
YeJI0BEKAa B HUX CUHTE3UPYETCS MHOTO COOTBETCTBYIOIIETO ATOMY
cybeTpary nsodepMenTa, U IeTOKCUKAIUs KCeHOOMOTHKA YCKOPSIeT-
cs1. [ToaToMy HapKOMaH, KYPHJIBIIUK, GOJBHON YeJI0BEK BHIHYK/ICHBI
HOBBILIATh 03y IMIpernapara-KCeHOOMOTHKA WU JIEKapCTBa JJIs J10-
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cTHKEeHUs HY;KHOTO addekra. [Ipr HHTEHCUBHOI paboTe crCTeMbI
uroxpoma P450 B kauecTBe I0OOUHBIX peakIfii IPOUCXOAUT 0Opa-
3oBaHUe ToKcmdeckux dhopm kucaopoaa (Ne 8) — cymepoKkcumaHOTO
AHMOH-PAJINKAJIA, TIEPEKUCH BOJIOPO/IA U TUIPOKCUIIBHOTO PajinKalia
(cm. cxemy 15/2.1), KOTOpBIE BKITIOYATOT MTEPEKUCHOE OKUCICHIE JIV-
0B MeMOpaH 1 Ipyrue nepekrcHbie porecchl. [loatomy y Hap-
KOMAHOB U KyPUJBIINKOB BO3HUKAET <«IIePEKUCHAS TaTOJOTUI»,
HarpuMep MHOAPKTH MUOKap/a. bosee Toro, n3-3a 0THOCUTETHHON
cybeTpaTHoii crienuuaHOCTH IIATOXPOMOB P450 yBemueHHOe KO-
4ecTBO «dTaHosbHOTO> nsodepmenta I E,, okucssioniero 6osbiinme
JI03bI 9TaHOJIa, OyIeT TMPUBOAUTH K OBICTPON MHAKTUBAIMK U Psija
JIeKapcTB. B ¢BSA3M € 9TUM aJKOTOJMK HE TOJBKO CaM MTOCTETIEHHO
YBEJNYNUBAET CBOIO «pabouyio» 03y ajJKOTroJisl, HO ¥ Bpay J0JIKEH
YBEJUYNBATH €MY JIO3MPOBKY JIEKApCTB, MU OHM OyayT Heabdek-
TUBHBL. Tak co3maercs 3aKOJIOBAHHBIN KPYT MPU MTePEINCTEHHBIX
BPEHBIX TIPUBBIUKAX U MPU JJIUTEIbHOM JICUEHUU OJTHUM U TeM JKe
TIpernapaTom.

Jlpyrue uzodopmer itnroxpoma P450 katanmusupyior ¢ HEKOTOPbI-
MU 0COOEHHOCTSIMH PEAKIUH, KOTOPbIe OJHOBPEMEHHO YMEHbBIIAIOT
YPOBEHD TIOTEHITUATBHO BPEIHBIX AHOT€HHBIX BEIECTB U TIPUBOISAT
K CMHTE3y HEOOXOAMMBIX OPTaHU3MY COEIAMHEHUIT: X0JecTeposia us
JIAHOCTEPOJIA, JKETIHBIX KUCJIOT U CTEPOUIHBIX TOPMOHOB M3 XOJe-
CTEepoJIa, KaTbIIUTPHUOJA N3 BUTaMUHA D, ITH peaknnu MpoucxoasaT
B MUTOXOH/IPHUSIX KOPBI HA/IIMTOYEYHUKOB, TIOJIOBBIX JKeJie3, I0UeK 1IN
B 9HJIOIJIA3MATHYECKOM PETHKYJIyMe MeYeHn. DBOJIOIKS 11eJ1ec000-
PasHO co3/1aJ1a TPYIITY POACTBEHHBIX (PePMEHTOB U [1JIsT HEOOXOIMMBIX
CUHTE30B, U JIJIsl 3AlUThI }KUBBIX OPTAHU3MOB OT BPE/IHBIX BEIECTB.

Bropas ¢asza aerokcHKanuM — KOHBIOTAIUS OKUCIEHHDIX
B 1IepBOi (hase KCEHOOMOTUKOB C ruipOGUIbHBIMK BEIIECTBAMMK
(TIIyTAaTMOHOM, TJIIOKYPOHOBOW KUCJIOTOH, CyJAb(aToOM, TITUIUHOM
U APYTUMU ) TIpU yyacTuu TpaHcdepas. Temepb KOHBIOTATHI € BBICO-
KOH TuApOhUILHOCTHIO MOTYT OBICTPO BBIBOAUTHCS M3 OpPTaHU3Ma
C MOYOU T KaJIOM.

MHorue KCeHOOMOTUKHM, JIEKapPCTBAa U HOPMaJIbHbIE METaGOJIMThI
00pasyoT KOHBIOTaThI ¢ THAPOPUIBHBIM TIyTATHOHOM B PEAKITHSIX,
KaTaJM3UPYEMBIX PA3JUYHBIMU M30(DepMEHTAMU TJIyTaTHOHTPAHC-
depaspl. [yTaTHOH — TpUTIETUT OPUTUHATBHOTO CTPOEHUS C Y-TIIy-
TaMUHOBOI KMCJIOTON Ha N-KOHIIE:
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O—NH

ImyTamuHoBas kuenota ——— Llncrend rﬂl.-iLl,l‘IH

Ouenb YacTO KOHBIOTAIMS TPOUCXO/IUT TAKIKE C TIIOKYPOHOBOI
KucI0TOM. Harmpumep, npuBoKy peakiinu 0O6e3BpesKUBaHUS HEpac-
TBOPMMOTO B BOJI€ ¥ KPOBU TOKCHYECKOTO GEH30J1a, KOTOPBIiT TT0C/Ie
1-it aswr (hpepment nuroxpom P450) mpeBparaercst B ciabopac-
TBOPUMBIIT (heHout, a moce 2-it haszet (pepment Y I D-raokypoHu-
TpaHcdepasa) — B XOPOIIO PACTBOPUMBIH B KPOBH (heHMJI-B-TITIOKY-
POHU/IL.

Eeuaon dbeHon

W + O, + HAOH + H" —> L/ + HAO® + H,0

0) 2-a caza 6COOH

Peaxknusa metokcukarum (eHosa Mpu KOHBIOTAIINN C aKTUBU-
POBaHHOW cepHOU Kuca0Toi — (ochoanenosundocdocynibhaTom
(DADC), pepment — cyiabhorpancdepasa:

dpeHon + PADC — dpeHuncynbdat + PAD.

Tpancdepassl, KaTaTU3UPYIONINE PEAKIINU KOHBIOTAIINY, UMEIOT
CBOM OCOOEHHOCTH:
e UX CHEIU(MUIHOCTD K JOHOPY TUAPOMDUIBHOI IPyIIIH (TIyTa-
THUOHY, CEPHOIl KHCJIOTE) BBICOKAST;
e uX crnenuUIHOCTH K aKIENTOPY TUAPOMUIBHON TPYIIIIEI
(pasHble KCEHOOMOTUKH U JIEKAPCTBA) HU3KAS;
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e Kak u UTOXpoMbl P450, 311 TpaHchepasbl MHIAYIUOETbHBI,
T.e. CAMHM KCEHOOMOTHKHU YBEJUYMBAIOT HA YPOBHE TPaHC-
KPUIIIUN KOJMYECTBO MOJIEKYJT TpaHcdepas; Tak, HaPUMED,
(henobapOGUTAI MOBBIIIAET B reNaTolUTax akTuBHOCTh Y /[ D-
TTIOKYPOHUITPaHC(hePa3bl.

B opranmsme udesoBeka (GyHKIIMOHUPYIOT ¥ HEKOTOPBIE JIPyTHe

GeJiKi, CBSI3aHHbIE C IETOKCUKATINETT.

1. Bemok MetastoTnonenH (cMm. Jiekiuio 7,/1).

2. Besok MHOKeCTBEHHON JIeKapCTBEHHOHN YCTOMYMBOCTH, WU
P-riMKONPOTENH, HAXOAUTCS BHYTPH IIUTONJIA3MaTHYECKOi MeMO-
patbl kaerku. OH npezcrasisier u3 cebst tpancroprayio ATMazy,
KOTopas y/ajsieT U3 KJIETKN B MEKKJIETOUHYIO JKUIKOCTh U B KPOBb
(IIPOTHUB rpajiMeHTa KOHIIEHTPAIMN ) KCEHOOMOTHUKHU |, K COKAJICHHIO,
HeKoTopbIe JekapcTBa. [ToaTomy orryxosieBbie KJIE€TKI CTAHOBSTCS yC-
TOMYMBBIMU K IEHICTBUIO TAKUX MTpenapaToB. bosee Toro, mpu yBein-
YEHWH JI03bI TPOTUBOOITYX0JIEBbIE JIEKAPCTBA UHYIIUPYIOT HA YPOBHE
TPAHCKPUIIIUYU CUHTEe3 U P-riiKopoTenta, u riayraTuoHTpacepasbl.
AHaJIOTUYHO TSIKEJble MeTAJLITbl MHAYIIUPYIOT CUHTE3 CBSI3bIBAIOIIETO
X MeTAJJIOTHOHENHA, YTO CHUZKAET BPeHbIN 2(h(hEKT MeTalJIOB.

KATABOAU3M TEMA

I'em — mpocreTryeckast rpynma u Kohaktop st psiga 6eakoB (re-
MorJI06MHa, MEOTJIO0UHA) 1 (hePMEHTOB (IIUTOXPOMOB — (DEPMEHTOB
I3, muroxpoma P450, nepokumasbl, KaTamassr). [eMoOrao6uH co-
nepsxut 80% rema opranusma. Iloatomy Ha cxeme 15/2.2 nipeacras-
JIEH B JIETaJIsIX KaTaboJIM3M MMEHHO reMOTJIOOMHA ¥ €r0 TeMa.

Ilepsas oxuciumenvhas (paza xamaboiusma NPOUCXOJNUT B DH-
JIOIJIA3MATUYECKOM PETUKYJIyMe (B PETUKYJIOIHIOTEIUAIBHON CUC-
TeMe) KJIETOK KOCTHOTO MO3Ta, cesle3eHKH, TUM(ATHIeCKUX y3JI0B
U B TIeYEeHN JIeTeil Ipu yyacTuu (hepMeHTOB reM-OKCUTeHA3HON CHC-
tembl. OcBoGoauBIIMECS GeNKu-TI06UHbI U kene30 Fe*™ mosropHo
UCIIOJIb3YIOTCS OPraHU3MOM, a IIPOJIYKThI PAcIiajia TeMa SBJSIOTCS
HEeHYKHBIMU TTUTMEHTAMU, KOTOPbIe yAATAIOTCS C KaJIOM W MOYOH.
O6pasoBasuiuiicst HekKoOHblorupoBauHubiil Ounpyoun (HKB) skei-
TO-KPACHOIO I[BeTa MOCTYIaeT B KPOBb M, ABJSACH TUAPOPOOHBIM
BEIECTBOM, TPAHCIIOPTUPYETCS 110 KPOBU B BUJIE KOMILJIEKCA C aJlb-
OYMMHOM, JIOCTUTAs! TIEYEeHU.

416



Cxema 15/2.2. Katabonusm remornobuHa 1 rema

“Temornobun |
lem-okcurenasras J o, 41_. co ., Papeis unkna
cuctema 8 reme
Bepporobwd |
s 2

—_ v .
rnott_s_-ml » & BunueepauH
4 Fe¥* | aENeHLIR

HAROH— BunusepauH-
/ penykTasa
¥
Bunupybun
Peytunuaauma HEKOHBLIOTMPOBAHHLIA HENRAMON
(HKB) wenTo-tpacHbif

HKB 75% kpoBb «——— HKB + anbBymud
2-a chaza MenatouuT

YOD-rniokypoHMn-

TpaHchepasa SHAONNA3MATUMECKIIA

peTUrynyMm

Bunupybun
KOHBHTVROBAHHEIA
npsMain
(KB) TemHbii

Henip —

3-51 chaza

®epmeHTol—= Kb pacnag
ToHKkuR Baktepuit
KMLIEYHUK +
YpobunuHorens! GecuseTHele

Tonctein -
KALIEYHMK o 95%
Crepro (ypo)- Numcpa — Kpoab
BunuHorex //
<+— Oiucnenie Ficctn
CrepkoBunuH KopuUYHeBk!i Moua
300 mricyT NYHOrEH
OxueneHwe —» ¢
Ypobunux 2-6 mricyt




Yacre 1T (BTopoii cemecTp 06ydenmst)

Bmopas ¢pasa — xonsiozayus u demoxcuxavus. TOKCUYIECKUI
Juist Mo3ra u Jiist ipyrux opranoB HKB ocBobokaercst Ha ToBepX-
HOCTH TeMaTOIUTOB OT aTbOyMUHA 1 TIOCTIe (PUKCAITITT MUKPOBOPCHH-
KaM¥ TeraTolNUTOB MPOHUKAET B 3TH KJIETKH, B IIUTO30JI€ KOTOPHIX
TPAHCIIOPTUPYETCST ¢ OETKOM JIUTAHIUHOM B 9HIOTLIa3MATHIECKUI
perukyiaym. Mem6Opanuas Y /ID-raokyporuatpachepasa Karaiu-
3upyeT gajgee npeppaiienue ruapodobHoro Tokcuyeckoro HKB
B TUIPODUIIBHBII HETOKCUYECKUN KOHBIOTMPOBAHHBIN OMINPYOUH-
rmiokyporun (Kb) temuoro nBera. Hacte Kb BBIXOAUT B KPOBB,
U CJIeloBATEbHO, B KPOBU 3/I0POBOTO uesnoBeka Haxojusatcs HKD
(B KOMILTEKCE ¢ aTbOymMuHOM) 1 cBoOoaHbI KB B cooTHOmenuu 3:1
npu cyMMapHoi#l koHIieHTpaluu B auamaszone 0,3—1,0 mr/mn, win
1,7-17,0 mxmouib /1. IIpu Takoii HeGOMBIIONW KOHIIEHTPAIIK THAPO-
dunbnbrit Kb B Mouy 3710p0OBOTO 4esioBeKa MPaKTHUECKU HE TIOCTY-
naet. 13-3a 0c0O6EHHOCTE XMMITYECKOTO OITpe/ieieH st OMIupyOuHOB
B KJIMHUKE UCIIOJIB3YETCST IPYyTrast TEPMUHOJIOTHSL: HETTPSIMOiT OUipy-
6un — ato HKB u npsimoit 6unupy6un — sto KB.

Tpemvs (pasa — snumunauus 6 kai u mouy. Ipsamoit 6GumpyOoun
MOCTYTIAET B IT€Y€HU B JKEJTYHBIE ITYTU ¥ BMECTE C JKeTIbIO BBIIEISET-
¢S B IBEHA/IIIATUIIEPCTHYIO KMITKY (aKTUBHBIU TpaHcopt). B tomieit
KHIIIKe B-IIIIOKYpoHKIa3a Gakrepuii kuieynnka paciiernisier Kb, or-
JIEJISIET OT HETO IIIOKYPOHOBYIO KUCJIOTY ¥ OCBOOOKAAET OMIHPYOHH.
Penmykrasnr GakTepuil mpeBpamaoT OWinpyorH B psijl MPOAYKTOB —
6ectBetHble ypoburHorensl. OcHoBHas nx Macca (95%) mocryraer
B TOJICTBIN KUIIEYHUK TI0]] HA3BaHUEM CTEPKOOUIMHOTEHOB, ajiee
OHU OKHCJISTIOTCSI TJIaBHBIM 00PA30M B TIPSIMOI KHIITKE TIPU yIaCTHH
GaKTepraTbHBIX AETHIPOTEHA3, TPEBPAIIAsCh B KOPUUHEBBIE CTEPKO-
OUJIHDI, BBIJIEJISTIONINECS ¢ KAJIOM B KosimdecTBe 0K0J10 300 Mr/cyT.
I[BeT 9KCKPEMEHTOB BO BHEIIHEH cpejie CTAaHOBUTCST 00Jiee TEMHBIM
ocJie IOMOJHUTENBHOTO UX OKUCTIEHUST KUCTOPOIOM BO3/IyXa.

He6oubimas yactb (5%) ypoOUIMHOTEHOB JOXOAUT U3 TOHKOTO
KUIIEYHUKA JI0 TIOYEK JIBYMsI Ty TSIMU:

1) gepes muMpy cTeHKN KHTTEYHNKA — KPOBb — TTOYKH;

2) yepes3 MOPTANbHYIO BEHY —> Me4eHb — KPOBb —> MTOUYKH.

Jlasiee B CBEXKEBBIMTYIIEHHOI MOUe GECIBETHDIN YPOOUTUHOTEH
MO/l IEUCTBUEM KUCJIOPO/Ia BO3JyXa U CBETA OKUCJISIETCS B OKpa-
meHHblil ypobuiun (2—6 mr/cyT). Mova nmpuobperaer COJIOMEHHO-
JKEJITHII 11BET, 00YCIOBIEHHbI YPOOUJNHOM 1 B GOJIbIIEN cTere-
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15/2. Jlerokcukanus kcenHo6noTnkos. Katabommam rema

HU — YPOXPOMOM, TTPOJYKTOM TpaHchopMannu Tpuntodana. Hacts
YPOOUJIMHOTEHA MeYeHH MU PaclafaeTcst 0 MUPPOJIOB, UIIN Yepe3
JKeTYb BHOBb TIOCTYIIAET B KUIIEYHWK, TPUCOETUHSISICHh K OCHOBHOM
HOpIUHU cTepKoOUIMHOTeHA. Y HaKOHell, OueHb HeOOJIbIast TIOPIUST
CTEPKOOUIMHOTEHA BCACHIBAETCS B MPSIMON KHIITKE U Yepe3 reMop-
pouiabHble BEHBbI, KPOBH U MIOYKHM BBIBOAMTCS C MOUOH (CM. cXe-
My 15/2.2). PaccMoTpeHHble U ApyTHe MTPOLYKTHI TIPeBparieHust Ou-
JIMPYOUHA HA3BIBAIOT JKEJUHBIMU ITUTMEHTAMHU.

[Ipwu psizte 3a60J€BaHUIT TIPOU3BOIAT TAOOPATOPHBIN AHAIINS JKeJTd-
HBIX ITUTMEHTOB, IPSIMOTO U HENPpsiMoro OunpyouHa. [ToBbilieHHOE
cojiepsKatne B Keaur OMaupyOrHa IPUBOAUT K 0OpasoBaHUIO O1-
JIMPYOUHOBBIX MJIM CMEITAHHBIX KaMHEH B JKEIUHBIX MyTAX, XOTS OC-
HOBHOW KOMITOHEHT TaKUX KaMHell — xoJsiectepodt. [Ipu mosbimennn
cojiepsKaHust B KPOBH MPSIMOTO OGuiinpyOuHa (rematut, o0Typarm-
OHHAsI KeJITyXa) OH TMOSIBJISIETCST B MOUe, TIPUIaBas eii MHTEHCUBHO
TEMHBIH 1BET Yas WM KOHbSIKA (B 3aBUCUMOCTH OT TOYKH 3PEHUS
Bpaua). Ecin obuiee copepskanyie GuanpyOrnHa KPOBHU MPEBBIIIAET
2—3 MT/71J1, OH OKpAIUBAET B JKEITHIN 1IBET KOXKY U CJAU3UCTHIE, YTO
XapaKTepHO /IS psijia 3ab0JeBaHuil — skesrTyX. [Ipu KOHIeHTpamnusx
20—25 Mr/n npeobiagaomiuii Herpsamoil Tokcnueckuit HKB serko
MPOHWKAET B HENPOHBI, OKPAIIMBAET X, BHI3BIBAET HapylieHme (hyH-
KIIUH, B TOM yncJe ymeHbiaer cuuares AT® 6raromapst ero crnocob-
HOCTH pas3obiiath okucaenue u pochopunuposarre AJD B 111D
(nexmus 10/1). PassuBaercsa sniedaonarus, oCOOEHHO omnacHas
B CJIydae JKeJTyXU HOBOPOKIEHHBIX.

Kearyxu. B rabmmie 15/2.1 npeacrasiensl KiaaccrupuKaIus,
MUHWMaJibHAass WHGOPMAIUS O HEHACTE[CTBEHHBIX KeaTyXax M,
rJiaBHOE, OMOXUMUYECKHE KOMIIOHEHTHI B KPOBH, MOYE, Kaje Tpu
9THX 3a60/eBaHUsAX. AHATM3UPOBATH U TIOHUMATD 9Ty WH(POpMa-
U0 MOKHO TOPA3/o MPOAYKTUBHEE, €CJIN COTIOCTABJISATH €€ CO CXe-
Moit 15/2.2.

Mexanuueckas, uiu o6mypauuonnas, uiu nooneueHouHas
Jcenmyxa TMPOBOIUPYETCS KETUHBIMA KaMHIMU (U3 XOJIECTEPOJIA,
OupyOWHa, KaJbIlnst), KOTOPble OJOKUPYIOT MOCTYIIEHUE SKeTIN
u GunupyOuHa B TOHKHUN KutiedHuK. OTCI0a CUMIITOMBL: MTeYeH0Y-
Hble 6011, B KpoBu — yBesnndenune KB, Temuast moua ¢ KB, kai cia-
60 OKpallleH 1 Majio CTEPKOOIIINHA, CT€ATOPEST, KEJATYITHOCTD KOKH
U CJIU3UCTBIX.
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15/2. letokcukanus kcenobnornkos. Katabosmam rema

TI'enamum, unu napenxumamosnas xseamyxa. llpuauasl — BU-
PYCBI TeNaTuTa ¥ TOKCHYeCKue BelllecTBa. B HavabHON cTauu /10
JREJITYXUW TMOBPEKAECHHDbIE TTPU BOCITAJIEHUN MeM6paHbI rernmaTonuToB
YBEJIMYUBAIOT CBOIO TIPOHUIIAeMOCTh /17isi KB, KoJmuecTBO ero Bo3-
pacTaeT B KPOBU, U OH IOSIBJISIETCSI B MOYE, KOTOPAsk TEMHEET. ITO
paHHMII TIPU3HAK PacCMaTPUBAEMOTO 3a00JIeBaHUsT Ha GE3KeITyIII-
Hoit crazuu. Ilocsie moBpex/aeHUs BOCHAJUTEIbHBIM ITPOIECCOM
AHJIOTIa3MaTUYecKoro petukyiayma u Y/ D-rimokyponunrpancde-
pasel yBemmuuBaeTcs: B KpoBu KoHIeHTpamnusa HKDB, ymenbraercs
KosimuecTBO kerun, Kb B KpoBU 1 ypoOMIMHOTEHA B KUIIETHHKE.
[TosTomMy B MOUYe MaJio ypOOUJIMHA, a B Kajle CTEPKOOUJIHA 1 UX OK-
packa ciabasi. imeercst cteaTopest, JKeJTYITHOCTh KOKHU 1 CIU3UCTHIX
6marogaps HKB.

Temonrumuueckast, unu naoneuenounas Jceimyxa BbiaBaHa Obic-
TPBIM PACIIQ/IOM IPUTPOIUTOB BCJIE/CTBUE:

e HENPaBUJILHOTO TIePETUBAHUST KPOBHU, JIEHCTBUS SI/IOB 3MeEN,

HEKOTOPBIX JIEKAPCTB ¥ KCEHOOMOTUKOB-OKUCIUTEIEH;

e MyTaluii reHoB (hePMEHTOB MUPYBATKUHA3HI U TJIOKO30-6-
docharaernporenaspl ¢ TOHWKEHNEM WX aKTUBHOCTH, YTO
HPUBOAUT K remosusy (yexkuuu 15/1 u 16/2).

ITepsuuno cosnaercst usbbitok HKB B KpoBU U B 11edeHn 1 yxKe
Bropuuno — KB B kpoBu 1 B skesun. [109TOMY 3HAUNTENBHO YBEJH-
YMBAETCS COZEP/KaHUe YPOOUJIMHA B MOYE U CTEPKOOMJINHA B KaJie
U BO3PACTaeT OKPacKa MOYM U KaJja.

Ocobast hopMa TTATONOTUN — 2eMOTUMUUECKASL HCETMYXA HOBO-
poacdennvix demeti. Tlocsie pOKIEHUS OYTH BCE SPUTPOIUTHI peOeH-
Ka ¢ peranmpubiM remorsioonaom HbF paspymratorcst u sameHsiioTcst
Ha apurpoiutsl ¢ HbA. TlosTomy y psina feteii ecjiu ¥ BOZHUKAET
kparkocpoutbiii 36sitok HKB, KB, To 6e3 skeaTyxu, motomy 4To
JKeJTYHbIE TTUTMEHTBI YCKOPEHHO YIAJISIIOTCS C KaJOM U MOY0Oi (CM.
cxemy 15/2.2). Hepenko aToT u36bITOK OMIMPYOUHA MOKET BbI3BAThH
KPaTKOCPOUYHYIO (DU3UOJIOTMYECKYIO JKEITYXY, KOTOpast OBICTPO MPo-
XOIUT U He TpebyeT siedernst. OHAKO Y HEKOTOPBIX HOBOPOSKIEHHbBIX
red Y]/|D-rmokypounitpancdepasbl pernpeccupoBal U HU3KAsT aK-
TUBHOCTb 9TOTO (pepMeHTa He obecrednBaeT ObICTPOE YMEHbIIIEHNE
B kKpoBu ypoBHs HKDB, uto mpoBoiupyer KejaTyxy u co3/aeT ornac-
HOCTb TIOBpeXkaeHnss Mmo3ra TokendeckuM HKD ¢ pasButuem sniie-
(asionaTuu Npu OTCYTCTBUU CPOUHOTO Jievenust. e ojiHa nmpuynna
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3a00JIeBaHKST — HECOBMECTMMOCTh pebeHKa W MaTepu MO TPyIam
KPOBU WJIN 110 pe3yc-haKTopy.

Jeuenue scermyxu HOBOPOIOEHHbIX

1. Panee naznauanu genobapburtai, KOTOPBI yMEHBIIAET per-
peccuio TeHa yKa3aHHOTO (hepMEHTA, YBeJIMUYNBAET €r0 TPAHCKPUII-
1o u aktuBHOCTD Y [l D-rimokyponuiatpancdepasnr. Y posenb HKB
U UHTEHCUBHOCTD KeaTyxu cHukatorcs. Ceroznnst B PD ator meton
CUMTAETCS YCTAPEBITUM.

2. @ototrepanusi. PeGeHOK B GOKCe MOJABEPTaeTCsl AJTUTETBHOMY
06srydeHnto BUANMbBIM cBeTOM (620 HM), KOTOPbIii BBI3bIBAET OKHC-
snenne u nzoMepusaruio HKD ¢ yBenudgerunem ero ruipouibHOCTH,
pPacTBOPUMOCTH M CO CHUKEHUEM ToKcuuHocTh. Moauduimposan-
uoiii HKB ynansercs ¢ kamom u mouoii. Bo Bpemst 00rydenust KOH-
TPOJIMPYETCS YPOBEHb OMIMPYOUHA KPOBH.

KpoMme Tpex paccMOTpeHHbBIX HEHACJEJACTBEHHDBIX KEJITYX CY-
IIECTBYIOT HACJIEJICTBEHHBIE JKEJITYXH, BbI3BAHHBIE MYTAIUSIMU Te-
HOB CJIEAYIONUX (hepMEHTOB 1 OEJIKOB: MUPYBaTKMHA3bI, [JIIOK030-6-
docharaernaporenassi, Y /| D-rmokyponuarpancdepassl (CUHAPOM
Kpurnepa—Haiiapa), 6eJ1KOB MEKPOBOPCHHOK TENaTOIMTOB, 3aXBa-
teiBaronux us kposu HKB (cunzgpom Kuinbepa), 6enkos-epmen-
TOB cucteMbl mocTymerns Kb B xkemys u nanee B KuiedHnk (CUH-
apombl Jlabuna—/[xxonca u Potopa).

METABOAU3M STAHOAA

B sexnuun 15/1 Gl paccMOTpPeH TJIaBHBINA ITyTh JErUAPOreHasHo-
ro OKHCJIeHUs Tanosa ¢ momonibio HA/[-3aBucuMBIX /leruporenas
1 OBLIO aHO 0OBSICHEHNE, KaK 9TOT IPOLECC MPUBOAUT K TOPMOIKE-
HUIO CUHTE3a 9HJOIEHHO IJII0KO3bl. [Ipu GOJIbIINX 103aX 9TAHOJIA
BKJIIOYAETCS IOTIOJHUTEIbHAS PEAKITUS €T0 OKUCJIEHNS, KaTaJIU3UPY-
emas crieniuuyeckuM s atanosa usopepmentom II E; nuroxpoma

P450:

CH; — CH, — OH + HAA®H + H' + O, — CHy — CHO + HALL®" + 2H,0.
9TaHoOnN aueTtanbgerng

I'naBHBIN opraH 06e3BpeKUBAHUS AJTKOTOJSI — TedeHb. 11po-
AYKThI MeTabosmama stanosa (aneranbaerns, HA/IH, keronoBbie
TeJia, aKTUBHBIE (POPMBI KUCJIOPO/Ia), 00pa3yomnecst B u30bITKE MPH

422



15/2. letokcukanus kcenobnornkos. Katabosmam rema

GOJIBIIKX [I03aX ATAHOJIA, TPOBOIUPYIOT CJAEAYIOIINE BPEIHbBIE U TOK-
cuyeckre 9 PEeKThI:

1) moBpexeHMe TEYeHN, 2 UMEHHO HAKOTITIEHNE JKUPA, TIeUeHOU-
HBIH CTeaTo3, IepeKnCHbIE TIPOIIECChl, pa3pacTaHue COeINHU-
TeJIbHON TKaHU, IUPPO3;

2) anmzos, BeI3BaHHBINA GosbinnM koarnuectsoM HAJTH, ketono-
BBIX T€JI 1 MOJIOYHOI KHUCJIOTHI,

3) TOpMOIKEHUE TIIOKOHEOTeHe3a 1 TUTIOTTIMKEMUS;

4) creruuvyeckue HapyIleHus: MeTaboIM3Ma B HEPBHOI CHC-
TeMme, KOTOPbIE S PACCMATPUBAIO B CIIEIUAIBHOM JIEKITUN TSI
CTYJIEHTOB Ha aJiekTuBe « Kinuudaeckast GMOXUMISI»; 9Ty JIeK-
U0 MOKHO TIPOCJTYIIATh B MOEM ayAoKypce JieKiuii «buo-
xuMust» (35 nekiuit), poimyternoM B 2011 r. usmaresbcTBoM
«Pasnosecue» (http://salebook.ru/index.php?cd=2819).

W3BecTHO MHOTO JIEKAPCTB ¢ OTHOCUTENIBHON 9(h(HEeKTUBHOCTHIO

JUIST JIedeHWsT Pa3HbIX cTagnuil ¥ (HOPM aiKorosbHoi 6ose3nu. Boi-
JIeJTUM TIperapaThbl, 00e3BPEKMBAIONINE TOKCHYECKUIT alleTa bIeru/l
MyTeM eTo CBA3bIBaHUS (TJIUIIUH) TPU OCTPOM OTPABJIEHUN; TETYPaM
(nucynbdupam, aHTabyc, screpasib), KOTOPbIA HHIHOUPYET alleTalb-
JeTHIIeETHIpOTeHasy U, Ha00OPOT, YBEJNYMBAET KOJIMIECTBO alle-
TaJbernaa sl BBIpaOOTKM Y XPOHUKA OTPUIIATETHHON PeaKIliu
Ha aJIKOTOJIb; TIPeNaparhl, HOPMAIU3YIOIIHE SHEPreTHYECKUiT 0OOMEH
(sHTapHAS KUCIO0TA WK CYKIIMHAT ), 0OMEeH OMOTeHHbIX aMUHOB (aH-
TUJIETIPECCAHTBHI ) ¥ 9H/IOTEHHBIX OMMOUHBIX HEMPOTIETITH/IOB.

BUOTPAHCOPOPMALING AEKAPCTB

BuorparchopMarliis JJeKapeTB SBIISIETCS IPOIIECCOM OMOXUMITYECKOIT
MoIu(UKAIUK JIEKAPCTB B OPTaHU3ME Y€JI0BEKA, KOTOPbII TPUBOIUT
K CJIeLyTOTIIUM Pe3yJIbTaTaM:

e yBeJIMYEHHUE PACTBOPUMOCTH JIEKAPCTB B KPOBU;

® YCKOpEHHE UX JOCTABKHU B OPTaHbI-MUIIEHH;

e yBeJIMYEHUE WJIM YMEHbIIIEHUE AKTUBHOCTU U TOKCUUYHOCTH;

® YCKOpEHHE BBIBEJIEHUS C MOYOI U KaJIOM.

[TpuBexy npumepbl HEOOGXOMMOIT GHOTpaHchOPMAIUK JIJIST aK-
TUBU3AIIN JIEKAPCTB.

1. IIpupomHOoe BelecTBO JOBACTUH (MEBAKOP, MEBUHOJINH) U3
acTepruyul mocjie MoANGUKAIINN B TIEYEHH TTPEBPAIAeTCs B aHAJIOT
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I'MTI-KoA, mosroMmy WHTUOUPYET PETYJIATOPHBIN (DEPMEHT CHHTE3a
xoznecrepona IMI-KoA-penykrasy u yMeHbIaeT KOJTMUECTBO X0JIEC-
TepoJia B OpraHu3Me.

2. TIpoTuBOBOCTIAIMTEILHBIN TIpenapar (heHaleTnH OuoTpaHc-
dbopmupyercst B 6osiee a9 heKTUBHBIN 1 MEHee TOKCUYHBII mapane-
TaAMOJI WJIM TIAHAIO0J, HO JPYTOi €ero MeTabosmT — mapadeHeTH/InH
OKHCJISIeT TeMOTJIOONH, BbI3bIBAET I'EMOJIN3, FEMOJUTHYECKYIO aHe-
MUIO U KesTyxy. DeHareTu cerojiist CHST ¢ TIPOU3BOJICTBA B TIOJIb3Y
rapareramouia.

W3BecTHOE BhIpaskeHue: BCe JeKapcTBa sABIsAOTCS saamu. /la,
[IPY HEMTPAaBUJIbHOM Ha3HAYEHUH HE 110 TIOKa3aHUsIM, TP OY4eHb GOJIb-
ITUX 7103aX, TIPU OY€Hb JJTUTEJTbHOM ITPUMEHEHUN OJTHOTO U TOTO K€
npenapata. Hapsany c mosesasiMu apdexTamMu j1eKapeTB BBIETISIOT
BO3MOJKHBIE T0O0UHbIE a(D(PEKTHI: TOKCHYECKHE, UMMYHOIEIPECCHB-
HbIe, MyTareHHble, KAaHIIePOTeHHbIE, TePATOTEHHBIE.

[lasiee otziesbHbIe TIPUMePHI GHOTpaHCHOPMAIIH JIEKAPCTB.

OO111en3BeCTHBIN aCHUPHH, KOTOPBII MBI YKe ¢ BAMU paccMat-
puBasiu panee. Kak HeoOpaTUMbIil HHIHOUTOP MUKJIOOKCUTEHA3BI |
(ypaBHeHUe peakiuu B JieKIuu 4/1) acnupuH, BO-TIePBbIX, yTHETAET
cuHTe3 (U3 apaxuI0HOBOU KUCJOTBI) 3UKO3aHOUJIOB — ME/IUaTOPOB
BocmasieHus. Bo-BTOPBIX, KpoMe TTPOTUBOBOCIATUTENBHOTO ahdexTa
aCTUPHH yMeHbImaeT cuuTe3 TpoMOokcana TXA, 1 OITOMY MOHIIKAET
CBepThIBaeMOCTb KpoBu (Jiekinu 3/2 u 17,/2), 9to mo3BosigeT Bpadam
PEKOMEHIOBATDh €r0 B MAJIBIX /103X /I MPOPUIAKTUKHI aTePOCKJIe-
posa y MOKUJIbIX Jiiogeid. OHaKO 1Py 9TOM 06pasyroTcst MoOOUHbBIE
ITPO/LYKTHI, BbI3BIBAIOIINIE HEKOTOPBIE OCTOKHEHNUS, YTO HE TTO03BOJIIET
HasHa4aTh aCIMPUH MaJbiM JeTsiM. OOpasyonuiicss 13 acliupruHa Me-
TaboJINT — CAJMIINIIOBasE KUCJI0Ta — TpeBpaiaercs B bojee THPO-
(puIIbHBIE TPOYKTHI, KOTOPBIE BRIBOAATCS U3 OPTAHU3MA:

e [luroxpom P450 katanusupyer ruipOKCUINPOBAHIE CATTUITH-

JIOBOW KUCJIOTHI:

e Kowupioranus c TAUTUHOM WU C TAIOKYPOHOBON KUCIOTOH
¢ o6pasoBaHueM, HATIPUMED, CAJIHIIVLI-TIUIIHA:
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15/2. lerokcukanus kceHo6noTukos. Katabosam rema

—CO—NH—CH,—CO00

—OH

DenobapOuTan (JIOMUHAN) KaK CHOTBOPHOE U ITPOTUBOCYIO-
POKHOE JIEKAPCTBO 00E3BPEKMBACTCSI 110 KJIACCUUECKOH ABYX(hasHOI
cxeMe TIpY yJacTHH cBoero nuroxpoma P450 (ruapokcuinpoBaHue)
u Tparchepaspl (KOHBIOTAIN ).

HAODH

v <
R— ——————» R— —QOH—
N\_ 7 paso N\_ 7
O,
TpaHcdepasa =
R— < > —O— I'niokypoHoBas
“ Kucrora

YO®-rniokypoHoBas
Kucnota

ITpotuBoTY6EpPKYIE3HBIN IpenapaT n3oHua3u,. Ilocie gelficTBus
Ha GaIMJIIBI 9TO JIEKAPCTBO MOAMMDUIIMPYETCsI C MOBbIIIEHUEM Pac-
TBOPUMOCTH M TIOTEPel akTUBHOCTHU. /[Ba myTtu 6Guorpanchopma-
Uu:

— CO—NH—NH>
Mmaponus
+ HQO —_— 2 NH3 +

NS
N

HeaktuBHas
WU30HUMKOTUHOBAaA KMCNoTa

KoA-SH /—CO —NH—NH—CO—CHj
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Yacrp IT (BTopoii cemecTp 06ydenust)

OaHaKo NMpu JJIMTENHLHOM TIPUMEHEHUH M30HMA3M/aa HECMOTPS
Ha ero 00e3BpekMBaHKe YaCTh IIperapara BbI3bIBAET OCIOKHEHMSI
(HEeBPUTHI, TIOPaKEHNE 3PUTENLHOTO HepBa, aHeMun). [Ipuunna —
u30HMa3U] cozpaer Aedurut Butamuta Bg u dhochonupunokcans
B pe3yJibTare CJIeAYIONMX MOOOYHbIX PeaKIHii:

a) 6e3 hepmenTa

n3oHunasng + nupuaokcanb T HEaKTUBHbIN KOMMEKC;
H,0

6) M30HUA3U MHTHOUPYET MUPUAOKCAIBKUHAZY, KOTOpas TPH
€r0 OTCYTCTBUU KaTaIU3UPyeT 00pazoBaHiie akTHBHOTO KohepMeH-
ta — ochonupuoKcasi, BXOJASIIETO B COCTAB YeThIPEX BAKHDBIX
rpymi ¢hepmentoB (amuHOTpaHChepas, MeKapOOKCUIa3 AaMIHOKIIC-
JIOT, MBITITEYHO I I‘JII/IKOFGH(I)OC(I)OPI/IJI&BBI N aMUHOJIEBYJNHATCUH-
Tasbl):

nupuaokcans + AT® ——— dochonuvpugokcans + ALD.
nupupokcanb-
KnHa3sa

AMWHOJIEBYTMHATCUHTA3A SIBJISAETCS PETYIATOPHBIM (hepPMEHTOM
cunTe3a rema (seknust 16/2). [loaTtomy KpoMe HapyIieHUus IPyrux
peaxiuii 1 MpoieccoB M30HUA3U/L HAPYIIAET CUHTE3 TeMa, FeMOIJIO-
6uHa, (hOpMUPOBAHUE HPUTPOIUTOB U MIPUBOAUT K AaHEMUMU.
Ckopoctb 6roTpaHchOpMaIui JIEKAPCTB MOKET ObITh PasJind-
HOIi:
e y JieTeil ¥ B3POCJIbIX; y fieTell psijt hepMeHTOB OroTpancdop-
MaIi MaJIOAaKTUBEH 13-32 PEMPECCUN UX TeHOB;

® V 3/0POBBIX U GOJIBHBIX JIIOJIEH, 0COOEHHO TIPH OOJIE3HSIX Tie-
YeHH, TaK KaK [eYeHb COJAEPKUT MHOTO (hepPMEHTOB OHOTpaHC-
dopmanum JieKapcTB;

e Y JIIONEll ¢ MyTAITUSIMU COOTBETCTBYIONINUX T€HOB.

XUMUYECKUIN KAHLEEPOTEHE3

Hekoropble KCeHOOMOTUKY SBJISIOTCS KaHIlepOreHaMu, a UMEHHO:
1) ncxomHble KOMIIOHEHTBI M TTPOAYKTHI XUMUYECKUX 3aBOIOB
U IPYyTUX [IPOU3BO/ICTB;
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15/2. letokcukanus kcenobnornkos. Katabosmam rema

2) JekapcTBa MPU UX JIUTETbHOM UCIOIb30BAaHNN ((PeHaAIeTHH,
[IPOBOIUPYIONIUI OITYX0JIM MOYEBbIX TTyTell);

3) KOMITOHEHTbI HEKa4eCTBEHHOM TTUTIN, OKUCJIEHHBIN MTUTIEBOM
X0JIeCTepoJi, HITPATHI, KpacuTesn, ahIaTOKCUH B;.

Kak u ilekapcTBa, 4acTh KCEHOOMOTHKOB CTAHOBATCS KaHIlepore-
HaMu TocJie GnoTpancopMaIy B OpraHu3Me 4esloBeKa.

[TveBsle MPoAYKTHI (KOHCEPBBI, BOAA, PPYKTHI, OBOIIH ) MOTYT
COJIEPKATh HEJOMYCTUMbIE KOJIMYECTBA HUTPATOB, KOTOPbIE B IIPO-
1ecce KyJuHAPHON 06pabOTKK WM MPSIMO B OPTaHU3Me YesIOBEeKa
BOCCTaHABJINBAIOTCS B HUTPUTHI U METAOOIUTHI-KAHI[EPOTEHBI.

Hutpursl okaspBaloT pasnooOpasHoe HebJaronpusaTHoe Aei-
cTBUe. Bo-TiepBhIX, OHU OKHUCIAIOT JKesie30 TeMa B iuToxpomax 11113,
B nuToxpome P450 u B remoriobume:

OoKucneHme
NaNO, + HbFe?* ——> HbFe3* (unn MetHb) + NO — HbFe®* — NO.

Metremoriobun He 06J1asaer criocoOOHOCThIO CHabOKAeT OpPraHbl
U TKAHU KUCJOPOJIOM, U TI09TOMY B UTOT€ HUTPUTHI BbI3bIBAIOT T'M-
nokcuio. [Ipu OKuCTeHN HUTPUTAMU OKCHTEMOTJIOOMHA TOTIOJTHI-
TeJIbHO 06PasyeTcst CyIepOKCHIHBIN aHnoH-paaukai O, , BbI3bIBAKO-
HUIT TPOLECCHI IEPEKUCHOr0 OKUCAeHUsT. HUTPUTDI 1erye OKUCIISIIOT
a-tiporomepsl Hb, mmMerotiie GoJiee MUPOKYIO TEMOBYIO TII€JIb, YeM
B-tipoTomMepbl.

Bo-BTOpBIX, B KUCJIOH cpelie sKeTy/IKa HUTPUTBI U IUIIEBbIe BTO-
puuHble amubaTHIeCKe aMIUHbI 06Pa3yI0T HUTPO3AMUHBI, KOTOPbIE
VHAYIUPYIOT MyTaIluU U PaK JKeJTy/IKa:

CHa, CH,
HNO,+NH+HCI—=  NH—N=0.
CHj CHj

HwuTposzaMuHbl BBI3BIBAIOT 37I0KAUECTBEHHBIE OMYXO0JU HE TOJb-
KO JKeJTy/IKa, HO U APYTUX OPTaHoOB (JIETKUX, TIEUeHH, TIOUEK) TTyTeM
metmnposannst JJTHK no N;-ryanuma u nytem obpasosanus Og-Me-
tunaryaauHa B JIHK. /lanee npu penmkanum Bo3HUKaeT Hepera-
pupyemoe naMenenue nepsuunoii ctpykrypol JJHK u mogsaenne
PAKOBBIX KJIETOK.
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Yacre 1T (BTopoii cemecTp 06ydenmst)

B-Tperbux, HUTPUTBI MOTYT OKHUCJSITh ITUTO3UH B BUPYCHBIX
PHK u B sykapunotnueckux JHK. [lutosun mpespariaercst B ypa-
us (ypaBHEHUE Peaknu B JeKnn §/1) ¢ usMeHeHneM TTepBUIHON
CTPYKTYPBI HYKJEUHOBBIX KUCJOT, TIPUBOJAIIAM K MYTaIlUSIM WU
OHKOTEHE3Y.

ApomaTtnyeckrue aMWHBI UCHOJB3YIOTCS s MPOU3BOICTBA
AHWJIMHOBBIX Kpacuteneir. OamH n3 HUX — 2-HaQTUIAMUH, TOTaast
B OPTaHM3M YeJIOBEKA, PEBPAIAETCS B IIeYeHU B KaHIIEPOTEH B pe-
3yJbTaTe peaxiiny, Kataanaupyemoir muroxpomom P450. TTocre
KOHBIOTAINNU € CyJIb(haTOM KaHIIepOreH 0Oe3BPeKMBAETCS, HO MPH
MOCTYTIIEHIH B MOUYEBBIE MTYyTU THAPOJIUZYETCsI, OCBOOOKIASICH OT
cybdara, ¥ BHOBb TIPeBpalllaeTcs B KaHIeporeH — 2-aMuHO-1-Ha-
(TOJI, KOTOPBIN BBI3BIBAET PAK MOYEBOTO IMY3bIPsT Y PAOOTHUKOB XU-
MUYECKUX TIPOU3BOJICTB.

[MoumukInYecKue apoMaTHIecKue yriaeBoI0pOIbl, 00pasyio-
Iuecst IpY HETIOJTHOM CropaHuy yriist, HedTu, Maces, Tabaka (O6eH-
3aHTparleH, OeH3MIPeH ) B OpraHi3Me YeJI0BEKa IPEBPAIIAIOTCS B A110-
KCUIHBIE TTPOM3BOHBIE TIPU OKUCJIEHUHN KUCJIOPOIOM C YYaCTHEM
crienuaIbHbIX n30hopM nutoxpoma P450. Itu smokcuabl 06pa3yroT
KoBasleHTHBIE cBsi3u ¢ mypuHamu [|HK, uTo maxyupyer kanmepore-
He3 B KOJKe, B MOIIOHKE TPYOOUUCTOB, B JIETKUX KYPHUJIBITHMKOB. DH-
JIOTEHHBIN XOJIECTEPOJI TIPU OTIPEIETIEHHBIX YCIOBUSX BO3EHCTBUS
COJIHEUHBIX JIydeil Takxke HOPMHUPYET SMOKCHIHbIE TIPOU3BO/IHBIE
C KaHI[EPOTEHHBIM TTOTEHITUATIOM.

Adnaroxkcun B, mpoxyiupyercst miecennio Aspergillus flavus,
KOHTAMUHUPYIONIeH WHOTA TUIIeBble 3€PHOBbIE TTPOIAYKTHI, MOP-
KOBb, MACO, KaKao, apaxnc. AGIaTOKCHH He pa3pyIliaeTcs MpH Tel-
JI0BO# 00paboTKe TPOYKTOB U NMPH MOMAJAHUK B OPTaHU3M TaKsKe
MIPeBPAINAETCS B ATIOKCH/IBI, BBI3BIBAIOTINE PAK MTEYEHHU.



ANekuna 16/2

BUOXNMUA KPOBU

KpoBb BBITIO/IHSIET MHOTOUHNC/IEHHDBIE M Pa3HOOOpas3Hbie (hyHKIIUH.
ITepeuncaum HEKOTOPbIE U3 HUX.

OyHKINA T1J1a3MbI KPOBU:

1) Tpodmueckas (nurarenabHas) GyHKINMS — IIEPEHOC U JIOCTaB-
Ka B OpPraHbl ¥ TKAHU MUTATEJTbHBIX BEIECTB U 0OMeH GHOXH-
MUYECKUX KOMIIOHEHTOB MeX/ly KJIETKaMHM PasHbIX OPraHoB
U TKaHEeW;

2) 6ydepnasi posib — cozanue KUCJIOTHO-IIENOYHOTO PaBHOBE-
cus;

3) TPaHCIOPT 3H/JOTEHHBIX PETYJSTOPOB — FOPMOHOB U JIPYTUX
atbdherTopoB;

4) TPAHCIIOPT HK30TEHHbBIX BEIleCTB — JIEKAPCTB, BATAMUHOB, Me-
TaJIJIOB;

5) y/laieHue u3 opraHu3Ma KOHEYHBIX TPOLYKTOB MeTaboJIun3-
Ma — MOYEBUHDBI, MOYEBOU KHUCJOTBI, COJIel U IPyTrux Be-
11eCTB;

6) 3amuTHBIE PYHKITUN — ITO AaHTUTENA, a TAK)KE CUCTEMA CBEP-
TBIBAHMS KPOBM M aHTUKOATYJSHTHAS CUCTEMa € UX MHOTO-
YUCTEHHBIME (hakTOpaMu — OesrkaMu U (DePMEHTAMU TLIA3MBbI
KPOBH.

ODyHKINUU KIETOK KPOBU:

1) TpaHCIOPT KUCJI0POA U YIVIEKUCIIOTO Ta3a 3pUTPOIUTAMU;

2) IMMYHOKOMTIETEHTHBIE KJETKH, BBIMOJHSAIONINE pPa3Hble
dbynkuu. Kietkn ryMopasbHOr0 UMMYHHUTETa — 3TO B-siM-
(ormTel, TpaHChHOPMUPYIOIIHECS B IIa3MaTUIECKUE KIETKH,
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Yacrp IT (BTopoii cemecTp 06ydenust)

KOTOpBIE TMPOAYIUPYIOT aHTATeNa. KIeTKkn TKaHeBOTO cIie-
UpUIECKOTo 1 HecnelnpuIecKkoro UMMYHHUTETa — 3TO He-
CKOJIBKO pasHoBugHOCTel T-mmmdonuToB n haronuTs (MO-
HOIIMTBI-MaKpodaru 1 JeHKOIUThI-MUKpodarn).

BEAKU NMAA3Mbl KPOBU

[L1asmMa coaepKUT MHOKECTBO pasHooOpasHbix (epmenToB. YacTh
13 HUX OCBOOOKIAETCST U3 KJIETOK IPU MX Tubesn u He (hyHKIMO-
HUPYET B KPOBH, OCTaBasICh aKTUBHBIMY WJIM MHAKTUBUPYSICH pas-
HbiMU criocobamu. Cpenn 3THX (EPMEHTOB HEKOTOPBIE SIBJISIFOTCS
opraHocrenupuIecKIMHI U UCTIOJIb3YIOTCS B 9H3UMOIUArHOCTUKE 3a-
6osieBaHMiA, YTO TOAPOOHO paccMOTpeHo B Jekimu 4,/1. OTaesnbHbie
(hbepMeHTBI KaTaJu3upyIOT B KPOBU OMOXMMHUYECKUE PeaKI[uu, Ha-
npuMep, Junonporentanmasa (Jgekmus 1/2), depMeHTb cUCTEMBI
CBePTHIBAHMS KPOBY (TPOMOUH 1 IPyTH€) ¥ MPOTHBOCBEPTHIBAIOIIEH
cucteMbl (TITa3MUH, TpaHTIyTamMuaasa) (jaexmusg 17/2).
Besku n1a3mbl KpoBU — pasHOOOpasHbie TJI00YIMHbI 1 albOyMU-
Hbl (HoGenesckast ipemust 1948 r.) oapoOHO pacCMOTPEHBI B IPYTHX
sekinstx. HamoMHuM, 970 MMMYHOTTO6YINHBL, aHTUTE A, KaTaIuTH-
yeckue aHTuTe a (aG3UMbl) ¢ MX Pa3HOOOPa3HBIMU CTPYKTYPHBIMU
0CcOOEeHHOCTAMU U DYHKIMAMU (JONOJTHUTEIbHAS JTeKIus 4,/1 u jiek-
st 7/1) u 6ekn cuctembl Koarysisiiu (siekius 17,/2).
[ToBTOPUM HEKOTOPBIE TPAHCIIOPTHBIE (DYHKIMK GEITKOB ILIa3Mbl
KPOBU:
e 0,-TJIOOYJIMH TIEPEHOCUT 10 KPOBU HOJATHPOHUHBI, BUTAMU-
HbI A, By, 1 psiJ1 cTeponiHbIX TOPMOHOB (KOPTH30J1, KOPTUKOC-
TePOH, MPOTEeCTEPOH ); 32 TPAHCIIOPT CTEPOUIHBIX TOPMOHOB
3TOT OEJIOK Ha3bIBAIOT TPAHCKOPTUHOM WJIM KOPTUKOCTEPO-
WUJICBS3BIBAIOIIUM OEJIKOM;
a,-r100yiH 1teperocut Butamuisl E u K;
e B-r00yJIMH TPAHCIIOPTUPYET TECTOCTEPOH M ACTPOreHbl (Kak
TECTOCTEPOH-ICTPOTEHCBA3bIBAIONINI Oe/I0K), a Takke Fed’;
e aJIbOYMMH OCYIIECTBJISIET IIEPEHOC 110 KPOBU MHOIHMX BEIIECTB:
JKUPHBIX KUCJIOT, JKEJYHBIX KUCJIOT, OMINpyOUHa, aablocTe-
poHa, HoaTupoHuHOB, BuTamMuHa D,, metamios (Ca, Cu, Zn,
Mg) 1 HEKOTOPBIX JieKapcTB (AHTUOMOTUKOB, CAJIUITNJIATOB,
6apOUTYpaTOB, Cy/Ib(haHUIaMUIOB ).
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16/2. buoxumusa kposu

Ipyrue GyHKnuu aabOyMuHa — CO3JaHME OHKOTHYECKOIO
naBrenust (Giarogapsi caMoMy aabOyMUHY) ¥ y4acTHe B CO3/[aHUU
OCMOTHYECKOTO JIaBJIEHUS B KPOBU U B MEKKJIETOUHON SKU/IKOCTH.
OcmoTrnyeckoe /laBjieHUue HEIOCPEeICTBEHHO CO3/IAl0T COJIM U BOJIA,
CBSI3AHHBIE C ATTbOYMUHOM.

- COO --—-Na ——--H50
-
ny

Fny—— CO0 ——-H,Q
AnsByMuH

0 ---- COO —— Acn

Komnrenrparus aap6yMuHa B KPOBU B UETHIPE Pa3a BBITIE, YeM
B MEJKKJIETOUHOM KUAKOCTH, ¥ [I09TOMY B KPOBU aJIbOYMUH yep-
JKUBAET BOJAY M COJIM, 0COOEHHO XJopua Hatpust. IIpu nmarosoruu,
MPUBOJIAIIEN K ITOBBIIIEHUIO TIPOHUIIAEMOCTH KATUJIJISIPOB U COCY/IOB
(60JI€3HU CEPAEYHO-COCYANUCTOI CUCTEMBbI, aJlIePrus U Jp.), aabOy-
MUH TIepeMENIaeTcsl B MEXKKIETOUHYIO JKUJIKOCTb U B TKAHU BMeECTe
Cc BOJIOM U congamu. Tak BO3HMKAIOT OTEKW HMKHUX KOHEUYHOCTEH
1 JINIA.
Nrak, kiImHuuecKoe 3HaYeHe N3MeHEeHUsT KOHIIEHTPAIuN aJlib-
OyMIHa KPOBU:
e IIOBBINIEHME KOHIIEHTPALUU IIPOUCXOAUT OOBIYHO IIPU JETU/I-
paTtaluy opraHu3Ma 4esIoBeKa;
e yMeHBIIEHNE KOHIIEHTPAINN — B caydae 6oe3Hell meduenn
(anbOYMUH CUHTE3UPYETCs B IIEYEHM ), KUIIEYHUKA, TI0YEK,
IIPY TOJIOJIAHNH, a TaKsKe TIPU PaKOBBIX TTpolleccax, Py TpaB-
Max, JIUXOPaJKaxX U TeMOpparusx.

SPUTPOLIATDI

IPUTPOIUTHI OTJIUYAIOTCST OOJIEe TTPOCTO CTPYKTYPOIl 10 cpaBHe-
HUIO C IPYTUMHU KJIeTKaMI: OHM UMeIOT TOJIbKO IIUTOTIa3MaTUYeCcKy1o
MeMOpaHy, IUTOIJIA3MY C TEMOTJIOONHOM ¥ HEKOTOPbIE (DEPMEHTHI.
B apuTpoiutax oTCyTCTBYIOT SI/[pO, MUTOXOH/[PUH U JIPyTHE Opra-
HEJLJIBL.
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Yacrp IT (BTopoii cemecTp 06ydenust)

CxeMa co3peBaHMs KJIETOK 3PUTPOUTHOTO PSJIA:

1) mTopUIIOTEHTHBIE CTBOJIOBBIE KJIETKH;

2) 3puTpoOIACTBl — MOJHOIIEHHBIE 110 CTPOEHUIO KJIETKH, B KO-
TOPBIX HaunHaercs cuHTes rema, MPHK riiobuna u remorsio-
OouHa;

3) HopMOOTacThl, B KOTOPBIX MpoucxoauT kougaencarus JTHK
1 TIPEKPAIAIOTCs MUTO3BI, TPOIOJIKAETCS CUHTE3 reMa | re-
MorsiobuHa, cosnaercs uabpitok MPHK riiobuna, xpaHsieiicst
B UH(GOPMOCOMAX;

4) peTukyIonUTHI 6€3 siep u 6e3 MUTOXOHAPUI, HO € IH/IOTLIA3-
MaTHYECKUM PETUKYIYMOM U ¢ pubOCOMAMU; CHHTE3 FeMa OT-
cyTcTBYeT (HYKHbI MUTOXOH/PUM), HO CUHTE3 IJI0OUHA U Te-
Mor00MHa IPopoIKaeTcs Ha ocHose 3anacoB MPHK rino6una
U TEMA;

5) BPUTPOIUTHI, B KOTOPBIX OTCYTCTBYET CHHTE3 IeMOrIo0nHa,
HO y’Ke CHHTE3UPOBAHHBIN reMOTI001H, a TaKyKe aHadPOOHbIIT
LJIMKOJIA3 ¥ TIeHTO30(h0ChaTHBIN MyTh 006ecedynBaioT hyHK-
IIMOHUPOBaHKE APUTPOIUTA TTPUMeEPHO B Teuenne 120 cyTok.

Xopoio n3BecTHBIN HehpOJIOTaM U CIIOPTCMEHAM-PEKOPACMeE-

HaM TOPMOH 3pPUTPOIIO3THH yCKOpsieT Tposudeparuio, auddepen-
[UAIAIO PUTPOUIHBIX KJIETOK U UX BbLKUBaHUe (AHTHATIONTOTUYE-
CKoe JIECTBHE) U I03TOMY KaK JIeKapcTBO (PEKOPMOH ) YBEJIUYNBAET
KOJINYECTBO IPUTPOIIUTOB U TeMOTJIOONHA Y OOTIbHBIX U Y CIIOPTCMe-
HOB, PUCKYIOMINX ANCKBAIN(UKAIINEH 13-32 TAKOTO JOMUHTA.

[Turommazmaruyeckast MeMOpaHa IPUTPOIIUTOB COMEPIKUT.

1. T'mukomnporenubl-ramkodopusl A, B, C; aHKUPWH U CIIEKTPUH
co cTpyKTypHO# (hynknmeii. I'nukodopun A, copepraniuii
YTJIEBO/IbI HA TTOBEPXHOCTHU KJIETKH, CITYXKUT PEIENTOPOM JIJIst
BUpYyca TPUIIIIA U [ MasIpuitHoro nnasmoausd. [nukodopu-
Hbl A 1 B IBJIFI0TCS aHTUTEHHBIMU JleTEPMUHAHTAME TPYII
kpoBu cucteMbl MNS.

2. Besok o6MeHa aHUOHOB — TpaHCMEMOPaHHBIN TJIMKOIIPOTE-
UH, KOTOPBIM OCYIIECTBJSIET MACCUBHBIN aHTUTIOPT AaHUOHOB
B TKAHEBBIX HPUTPOIIUTAX: XJTOPU/BI — BHYTPb KJIETKH, OU-
KapOOHATBHI — M3 KJETOK B IJIa3My. B jierkux — oOpaTHbIii
TPaHCIIOPT.

3. TJIIOT-1, kotopslil obecreynBaeT TPAHCIOPT TJIIOKO3bI
B 9PUTPOIIUTHI.
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16/2. buoxnmus KpoBu

4. @epmentsr: Na* K-AT®daza, Ca?"-AT®daza — TpanCcIIOpTHDIE
AT®a3sb 171 iepBuvHO akTuBHOTO Tpancropra Na u Ca u3
aputponuTta, K — B apurporur.

5. Tnukomunubl — TAUKOCHUHTOTUIU/BI U aHTUTEHbBI A,
B, 0 nerepmunupytot rpymnmsl kpoBu cucteMbl ABO BMecTe
¢ MeMOpaHHBIMU IJIUKONpoTrenHaMu (Jrexims 9/1).

CWHTE3 TEMA UTEMOTAOBUHA

(HoGenesckast npemust 1930 r.)

lem cunTe3upyeTcst B KOCTHOM MO3Te€, B [I€U€HU U B [PYTUX KJIETKAX
(cxema 16/2.1), HO r1aBHOE — B KJIETKaX apUTpouHOTO psiga. Oj-
HOBPEMEHHO B PUTPOM/IHBIX KJIETKAX MJET CHHTE3 IJI0OWHA U 1TocJIe
00beIMHEH ST TeMa 1 TJI00MHA 00Pa3yIoTCst pa3Hble BU/IbI TeMOTIO0H-
Ha, HalpyMep OCHOBHOM reMoryioOuH A: iBa o-TJI0OMHa, JBa B-TJ10-
6uHa, yerbipe rema (exkuun 2/1, 8/1).
JlocTaTouHO CJIOKHBIE JIETATTM CHHTE3a TeMa M3 TJIIOKO3bI TIPEeJI-
ctaBjeHbl Ha cxeMe 16/2.1. CuHTE3 IPOUCXOJAUT BHAYAE B MUTO-
XOHJ/IPUSIX, JlaJiee B IIUTO30JI€ U 3aKJIOYNUTEbHASI YaCTh — OISITh
B MUTOXOHIPHUSIX.
Pezynamopnvie pepmernmuot
1. [lenpra (5)-amunosneByannarcunTasa (E;) ¢ kobepmenTom
nupugoKcanbdochaToM. PerymaaTopsl: aamocTepudecKuit mH-
ruOUTOP — reM, aKTHBATOP Ha YPOBHE TPAHCJISIITUH — JKeJIE30,
WH/IYKTOPBI HAa YPOBHE TPAHCKPUIIIUK — CTEPOU/IbI (KOPTU-
30J1, acTporenbl). JlekapcTa, 6GuorpanchopMaIius KOTOPbIX
TpebyeT ywyacTusi u pacxopoBanus rutoxpoma P450 ¢ ko-
(hepMeHTOM TEMOM, TaKyKe aKTUBUPYIOT 9TOT (hePMEHT M3-3a
yMeHbIIeHUsT KoJimdecTBa remMa (6apOouTyparsl, cyibdaHuia-
MUJIBI, IUKTO(hEHAK).

2. lenpra-amunoneByaunataernaparasa (E,), koropyio ammo-
CTEepUYECKN MHIMOUPYeET U30BITOK reMa.

Pezynsyus cunmesa zema u 2emoziobuna

1. TIpu u36BITKE remMa OH AJJIOCTEPUIYECKH UHTUOUPYET cOO-
CTBEHHbBIII CUHTE3 Yepe3 yKazaHHbie (hepPMEHTHI U OJ{HOBPE-
MEHHO aKTUBUPYET CUHTE3 IJIOOMHOB Ha YPOBHE TPAHCJISIIIAN.
Co3saaeTcst COOTBETCTBIE MEK/LY KOJMYECTBOM reMa 1 TII00H-
HoB. [Ipu HeslocTaTKe reMa — MPOTUBOTIONIOKHBIE TTPOIECCHL.
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Yacts II (BTOpoii cemecTp 06ydeHs)

2. IIpu u36bITKE B OpraHU3MeE JKeJie3a OHO YCKOPSIET CUHTE3
JleJIbTa-aMUHOJIeBYIMHATCUHTA3b! (E,) Ha ypOBHE TpaHCJASIIUU U CO-
OTBETCTBEHHO YBEJMUYMBAET CUHTE3 TeMa U remorsobuna. [1pu wejo-
CTaTKe Kejle3a — [IPOTUBOIIOJOKHbIE ITPOIIECCHI.

Cxema 16/2.1. CuHTe3 rema

I

[Ty — AR — (Gt

p—
—‘—ﬁ-_._______________’ ‘_.____'_.____._-———'—'_'_

MuToxonapuu co, = /KoA-SH

PepmenT E, ——

[lensra-amMuHonesynuHar
2 Monexynsl

20

Gepment E; ———

NopchobunuHorex
4 monekyrnb
_wANH;

Pepment E3 ——

Topokeu-meTn-bunay
DepmenT E,

T _—— TR
’_..-// \\H\a.

T

Yponopdupurores |l YponopdmpuHoreH |

l’ _»4C0, 4C0, v\‘l

KenpenopdwpuHores 1l KonponopdmpuHoreH |

DepmeHT
+~ oxcupasa

Kovew cuHTesa
(TYNWK Npu naronorim)

PEpMeHT
theppoxanarasa

IIpu Hacye/CTBEHHBIX HAPYIIEHUSIX CUHTE3a reMa BO3HUKAIOT
3abo/eBaHuA — ITOPQUPUHL
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16/2. buoxnmus KpoBu

Ocmpas nepemedcarow,as noppupus NpoABIALETCS TPH ay-
TOCOMHO-IOMMHAHTHBIX MyTallMsAX rera epmerTa nophoduan-
norengedamunasol (E;) (cxema 16/2.1). CummromMmbl — U30BITOK
JleJIbTa-aMUHOJIEBYJIMHOBOI KUCJIOTHI, MOPGOOUINHOTEHA, 0CO-
O6eHHO B IleYeHH, TJ1a3Me, JTMKBOPE, MOUe, Kaje, a TAKKe aHeMUs,
abioMrHaJIbHbBIE OOJIM, PBOTA, 3aII0PBI, HAPYIIEHUST CEPAETHO-COCY-
JIUCTHIX U HEPBHO-TICUXUYECKUX DYHKIUH. Y MEeHbIIEHNE KOJTUIECT-
Ba remMa IIPOBOIMPYET aKTUBAINIO /IeThTa-aMUHOJIEBYJIMHATCUHTA3BI
(E,) u HaKo1IeH1e yKa3aHHBIX MeTa00uTOB. [[09TOMY WHIYKTOPDI
3TOTO PETYJIATOPHOTO (hepMeHTa (CM. BBIIIE) TIPOBOIUPYIOT IIPUCTY-
bl 3a60seBanus. HekoTopolil seueOHbIi 9(hMEKT 0Ka3bIBACT IIPOU3-
BOJIHOE TeMa — TeMaTHH, KOTOPBI MHIMOUPYET JIeJIbTa-aMIUHOJIEBY-
sunarcunTasy (E,).

BoJiee pekoe ayTocoOMHO-pelieccCuBHOE 3a00JieBaHIE — BPOXNC-
dennas spumpoyumapnas nopGupus — BO3HUKAET MPU MYTAIHUIX
reHa u HezocTaTke hepmenrta yponopdupunored [I1 xocuaTazb!
(E,)) (cxema 16/2.1). [ToaTomy, BO-TIepPBBIX, yBETMUYEHO KOTMIECTBO
MeTaboJIMTOB aHAJIOTUYHO MPEAbIAYIeMY 3a00JeBaHII0, YMEHbIIIe-
HO o6pasoBaHue remMa U dpuTpoIruToB (aHemust). Bo-BTOpPbIX, 6JI0K
JIeBOil HYzKHEN ey cxembl 16/2.1 mpuBoauT K ycuaeHHOMY 06pa-
30BaHUI0 MeTabOJUTOB MPaBOil HUKHEN 11ern — OECIBETHBIX MOP-
(bupuHoOreHoB, KOTOpPbIE B KOXKE, CAUIUCTBIX, MOYE, KaJie OKHUCJISI-
I0TCS B TeMHbIe TIOpdupuHbL. [Ipu aToM OKMCIEHNN MeTUIEHOBbIE
TPYTIBI TPEBPAINAIOTCS B METEHUJIbHBIE C HEHACHIITIEHHOW CBA3BIO.
[Ipu mocseyomemM OCBeIeHn OOTBHOTO IHEPTHSI CUHUX U YJIb-
TpadUoJIeTOBBIX Jydeil mcroJb3yercs nopdupnaamm xKak GoTo-
CEHCUOMITM3ATOPAMU 1 TIPOUCXOAUT (HIIYOPECIIEHIIHSI C U3y IeHIEM
KPAacHOTO CBETa, UCXOJSAIIETO OT CAU3UCTHIX, KOXU, MOYN U KaJa.
OnHoBpeMEHHO TTPONCXO/UT MpeBpalieHne MOJIEKYJIbl KICI0Po/Ia
O,, cozeprkalero /iBa HecllapeHHbBIX 3JIEKTPOHA C IapajlileIbHBIMU
CIMHAMU HA PA3HBIX BHENTHUX OPOUTANSAX KaKIOTO aTOMa KUCJIO-
pona, B cuHriIeTHbIl Kucaopon 'O,. ¥ mocieHero 1Ba HecrapeH-
HBIX 3JIEKTPOHA C IPOTUBOIOJOKHBIMA CIIMHAMU HAXOJSATCS Ha
BHEIIHel opOuTajii yKe OJJHOTO aTOMa KMCJIOPO/A, YTO TOBbBIIIAET
OKHCJUTETBHYIO0 CITIOCOOHOCTh CHHTJIETHOTO KUCJIOPO/Ia U MPeBpa-
MIaeT ero B aKTUBHYIO MJIN JIasKe TOKCUYECKYIo (hOpMYy KHCJIOPO/Ia.
[MocsieHsist IPOBOIUPYET MEPEKUCHOE OKHMCIEHUE JIUITUI0B MeMO-
paH, MOBBITIIEHNE UX TPOHUIIAEMOCTH U Pa3pylIeHNe UX CTPYKTYPHI.
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Yacrp IT (BTopoii cemecTp 06ydenust)

Ha koske ¥ cJIM3UCTBIX BO3HUKAIOT PUTEMbI, IEPMATUT, TPEIIUHbI,
paHbl, A3BbI, pyOIIbl U Jaxke pak («KOKHbIE MOPHUPUI» ), T.€. OOJIb-
Hble CeHCUOMIM3UPOBAHBI K JIEHCTBUIO CBETA U CTApalOTCs HaXO-
muThest B temHoTe. B CpeziHnie Beka Takue OOJIbHBIE CTAHOBUJINCH
BaMITMpaMu ¢ AeopMarieil KoK, Jniia, Teja, ¢ OGHaKeHeM 3y60B
U ¢ KPOBABO-KPACHBIM OTTEHKOM KOKH U CJIU3UCTOI PTa B TIOJyMpa-
ke. Heroctatok rema u reMorsioOMHa 3aCTaBJisiji BAMITUPOB T TAThCST
9y3KOU vesioBedecKoil KpoBbio. COBpeMeHHOe JiedeHne ¢ OTHOCH-
TesbHOU 9(b(HEeKTUBHOCTHIO — TIepeJNBaHNe KPOBM.

CriocobHOCTD psijia HOTOCEHCHOMIM3ATOPOB THIIA TIOPGUPUHOB
(TIpou3BOHBIE TeMa, XJIOPOMUILIA U IP.) TPOAYITUPOBATh TOKCUIE-
ckre GOpMBI KMCIOPO/Ia IPU 00JIYIeHUN CBETOM (JIa3ePOM ) CIIOJIb-
3yercst cerojiHst Jist (hoTOTEpaIuy paka KOKH U CJAU3UCTHIX 00010~
yek. [IpeaBapureibHO GOJBHOMY BBOJAT (hOTOCEHCUOMIU3ATOPDI,
KOTOPbIE HAKAIIJTUBAIOTCS] B OITYXOJIEBBIX KJIETKAX.

OBMEH XEAE3A

B opranusme desioBeka colep:KUTCS 3—4 T JKejie3a B COCTaBe TeMO-
rio6una (68%), muornobuna Mol (4%), deppurtuna (27%), dep-
MEHTOB 1 Ipyrux 6esakoB (1%). Torbpko okosio 10% sxesesa nuieBo-
ro parnona (15—20 Mr/cyT) BcachbIBaeTCsl B JKEJIYI0OYHO-KUIIIETHOM
TpakTe. ITO KOMIIEHCUPYETCS TEM, UTO TIOCJIE PACIIA/IA KEeJIe30CO/IEP-
JKalux OeJIKOB OPraHU3Ma UX JKeJIe30 UCIOJIb3YETCs TIOBTOPHO.

Ha cxeme 16/2.2 nogpobHO 1npectaBieH MeTaboJIn3M JKejie3a

B opranusMe 4ejoBeka. HeKoTOpble KOMMEHTApUU K 9TOU CXEME.

1. Tlumia comep:KUT IpeaebHO OKUCJIEHHOe Kese30 B (hopme
Fe®’, koTopoe Xye NMPOHMKAET yepe3 MeMOPaHbl B KJIETKH,
yem Fe?". B osocTu ey Ka 1 KUIeYHUKa ITPOMCXOANT BOC-
CTaHOBJIEHHE aTOMOB KeJe3a 10 Fe?', B Tom uncie npu yuac-
tnu BuTamuia C Kak BOCCTaHOBUTEJISI, KOTOPbBIN YBEJIUUUBAET
ACCUMUJIATIAIO TUTIEBOTO Jkese3a. [loaTomy mpu HemocTaTke
JKeJiesa B OpraHu3Me HasHadaroT JiedeOHbIi rmpernapar — ac-
KOpOMHAT JKeJie3a.

2. Jlemo xeje3a B KJIETKAaX U TKAHSIX — 3TO (PePPUTHH, COCTOS-
muit uz Fe** (23%) u Genka — anodeppuTnna.

3. TpancnoptHasa dpopma xesesa 1Mo KpoBU — TpaHC(eppUH, co-
nepxauyii B,-ranobyaun u Fed*,
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16/2. buoxumusa kposu

4. VloH 4acTUYHO BOCCTAHOBJIEHHOTO *Kese3a Fe?' apnsercs nH-
JlyKTOPOM aKTUBHBIX (TOKCHYECKHX ) (POPM KHUCJIOPOIA U UHU-
[[IaTOPOM TIEPEKMCHOTO OKKcIeHue (hochOoMUTII0B MeMOpaH
U uX noBpexaenus. [loaTromy Takoit MOH HAXOAMTCS B Opra-
HU3Me KPaTKOCPOYHO U TOJIBKO JUJISI IlepecedeHrst MeMOpaH
kietok. [Ipu xpanenun xemnesa B ieno (heppuTHH) Wim pu
€T0 IUPKYJIIIUNA B KPoBU (TpachepprH) Kesie30 HaXOIUTCS
B GoJsiee GesonacHoii popme Fed™,

Cxema 16/2.2. MeTtabonusm »enesa

OpraHbl, TKaHW, KNeTKW MNpoueccb!

Muiwesoe xeneso Fe’ " yacTs ero

BOCCTAHARNWBAETCH
Henyook
Buramud C

HCI

Fedt Fe®" MNyuwe BcacbisaeTcs

BcaceiBaHue
Monocts Fed*

B —_
Butammu C

KuwieyHuk
PeppuTiH — geno o —

OHTEPOUMTH OxucneHne

" Oxncnenne uepynonnaiMdHOM rnnaambs!

A . A ——

OBpazyeT KOMNNEKS ¢ TPaHCepPPUHOM— TRAHCNOPTHAA
chopma Kenesa B KPOBK ANA AOCTABKW B OpraHkl

PeuenTops! TpaHcgeppuHa Ha KneTkax
e e
Knetku e \.
W oprads MenonsaoBanue ana B pero — dhepputiH
cHHTe3a rema, (Fe*" u anocheppuTtitH)
thepmenTos, Benkos

KaraBornwam

\

YaaneHue eneaa ¢ Mou0ii, kanom,
noTom — 1-2 MricyT
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Yacre 1T (BTopoii cemecTp 06ydenmst)

[T1asma KpoBH COMEPKUT OeNOoK-(hepMeHT IepyIoNIa3MuH,
KOTOPBIil TIOCTOSSHHO OKHUCJISIET B KPOBM sKkese30 10 Fe?™ (cm. cxe-
My 16/2.2) 1, Kpome TOTO, TEPEHOCUT ME/Th M3 TTEYeHN B Pa3Hble KJIETKN.
benox mia3mbl KpoBU TpaHcheppUH, CHHTE3UPYEMBIIT B TIEU€HH,
SBJISETCS TIUKOIPOTENHOM C JIBYMSI CHAJIOBBIMU KHUcaoTaMu. [Ipu
AJIKOTOJIbHOM TTOBPEXKIEHUN TTeYeHN HapyNIaeTcs TIUKO3UINPOBa-
Hue TpaHncdeppuHa, U OH COAEPKUT OJHY WJIW HU OJHOHW CHATIOBOMN
KHUCJIOTBI. BbIgBIeHNE TaKOTO YriieBoieUIIMTHOTO TpaHcheppruHa
SABJIAETCS TOHKUM JIMATHOCTUYECKUM TECTOM Ha XPOHUYECKOe aTKO-
TOJIbHOE TIOPaKEHUE TTeYEHH.
Pezynsyus obmena xenesa
e 1I36BITOK MUIIEBOTO JKeJie3a yBEJTMUMBAET B OHTEPOIUTAX CHH-
Te3 anogeppruTHHA HA YPOBHE TPAHCIANNN, U TAK CO3/IA€TCS
KUIIIEYHOE JIETIO Keqe3a B (hopme epputnna, u HaoO0poT.

e 30BITOK jKeJsie3a BHYTPH IPYTHX KJIE€TOK YMEHbIIIAET HA YPOB-
He TPAHCJSAIMU CUHTE3 KJIETOYHBIX PEIENTOPOB JIJIsI TPAaHC-
(hepprHa ¥ TaK yMEHBITAETCS TTOCTYIIJICHUE JKee3a B KIeTKH,
1 Ha0bOPOT.

Ilamonozus obmena sxenesa

1. Temoxpomatos siBJisteTcst 60JIE3HBIO M30BITKA JKejle3a B TKAHSIX,
YTO TIPUBOJINT K TMOBPEXAECHUIO TIEYEHN, Cee3eHKH, -KIETOK
TIOJKETYZIOUHOM Keste3bl, Muokapa. [Ipu nepecoiienun sxe-
Jie30M (DEPPUTHH MPEBPAIIAETCS B TIOXO PACTBOPUMBII TEMO-
CHJIEPUH, KOTOPBIi siBJIsieTcst KoMiuiekcom u3 Fe'-docdaros,
6esika 1 nosmcaxapuoB. [IpuanHbl 9100 3a60/1€BaHNsT Pa3HbIe
(yacTbple TIepeTMBaHNs KPOBY U YACTBIM TeMOJIU3, MYTaIlUN ).

2. KenezomedhunmuTHbIe AaHEMUU BO3HUKAIOT TPU HEAOCTAT-
Ke B OpraHu3Me IMUIIEBOro Keje3a (HeNmoJHOIeHHAs MUTIa,
6OJIe3HNU JKeTyIOTHO-KUIIIETHOTO TPAKTA, COCTOSIHIE TIOCJIE
COOTBETCTBYIOIIUX OTEPAINI) WU TIPU TPOJOJIKUTENbHBIX
TTOTEPSAX KPOBU (XPOHMYECKHE TEMOPPAruH, TOHOPCTBO), MY-
TanusgxX TeHoB TpancdeppuHa u ero perenTopos. [Ipu aTom
BUJIe aHEMUW YMEHBIIIEHO HE TOJBKO KOJUYECTBO IPUTPOITHU-
TOB, HO U MX Pa3Mep, COjlepKaHIe TeMOTJIOONHA 1 TIUTMEeHTa-
11 KJIETOK.

3aBepiias Hall Kypc OMOXUMUM, JaBaiiTe BCIOMHUM BCE pac-
CMOTPEHHbIe HAMW BU/bI aHEeMWH (YMEHbIIEHNE KOJNYECTBA IPUT-
POITUTOB).
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16/2. buoxnummus KpoBu

N

. Kenezonedururapie aneMun (HACTOSIIAS JIEKITIA ).

CeprioBuiHoKIeTouHast anemus (yrexus 1/1).

. Makporurapuble WM MerajodIacTHIeCKe aHeMUH C KPYTI-

HBIMU 3PUTPOIUTAMU TIpH leuiute Butamuna B, mim do-
JIMEBO# KUCIOTHI (JIeKIust 8/2) ¥ TIPpU reHeTHYecKu 00y CJI0B-
JlenHoi opataruaypun (Jmekmus 11/2).

. FHHOXPOMHaSI MUKPOJIUTUYECKAA aHEMUA TIPpU HEJOCTaTKe

BUTaAMUHA B, 4TO OTHOCHTCS TaksKe K HACTOSIIEH JIEKIINN:
nupugokcanbdochat ABrasIeTca KOPEepMEHTOM PETYIITOPHO-
ro ¢pepmenTa cuHTe3a rema (cm. cxemy 16/2.1). Ilpu naurenn-
HOM JIeYeHUH TYOepKyJe3a M30HUA3UIOM TaKKe BO3SHUKAET
nedunnt Butammnna By m anemus (nekuus 15/2). Ilpu aroit
dhopme 6GoJIe3HU HPUTPOIMTEI HEOOIBIIIOTO pa3Mepa U MJI0XO0
OKPAITHBAIOTCSI.

. ITpu myranmonrom nederre HepMeHTOB aHaIPOOHOTO TJIH-

KOJI3a 9PUTPOUMHBIX KJIETOK (HampuMep, MUPyBaTKUHA-
3b1) coszaercst B apurporute aeduiur ATO u aktuBHoCTH
Na* K*-AT®assl, 4T0 NPUBOAUT K U3OBITKY HATPUS U BOJBI
B 9PUTPOIIUTE, K OCMOTUYECKOMY HIOKY 9PUTPOIUTOB, K UX
pacmaay ¥ K reMOJTUTHYEeCKON aHEMUH.

Erte onna paznoBUHOCTh TEMOJUTUYECKON aHEMUN BO3HU-
KaeT TIpU MYTaIlUU TeHa U HeJIOCTaTKe aKTUBHOCTHU TJIOKO30-
6-dbocdarnernaporenassl (PeryasITOPHOTO (hepMeHTa TEHTO-
3odocdarnoro mytn), npuBopsamux k gepunury HAJDH
B apuTpoIuTax. B pesysibraTte MOKeT HACTYIATh pas3pylleHue
SPUTPOITUTOB, BBI3BAHHOE IBYMsI MexaHuaMamu (Jekiust 15/1).

. TaﬂaCCGMI/II/I, TP KOTOPbIX CHUKEH UJIN OTCYTCTBYET CUHTE3

raobunoB (ekuus 2/1).

. llopdupuu (Hacrosimas JeKIIs).

OCOBEHHOCTU METABOAU3IMA 3SPUTPOLIUTOB

Ocobemntoctu MeTaboIn3Ma IpUTPOIUTOB 00YCIOBIEHBI OTCYTCTBHU-
eM B HUX si/[pa, MUTOXOHZPHIA U pubocoM. B apurpormrax npoucxo-
JISIT TOJIBKO J[Ba METabOJMYECKUX Tpollecca. ITO paciajibl IIOKO-
3bI: aHA9POOHBIN TJIMKOJIM3 U eHTo30(hochaTHbIil myTh. [JTI0K03a
[IPOHUKAET B 9PUTPOIUTHI CIOCOOGOM 00sIerdeHHON anddysum ¢ yua-
cruem neperocurika LJIFOT-1. AHaspoOGHbBII TIMK0JI1M3 GbLI PACCMOT-
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Yacts II (BTOpoii cemecTp 06ydeHs)

pen B yeknuu 13/1, v oH 3akaHYMBaeTcsi 06pasOBaHKEM MOJIOYHOI
KUCJIOTBI, KOTOPas MOCTOSHHO MOKU/IAeT 9PUTPOIIUTHI M BHIXOIUT
B KpoBb. [ToBTOpUM, UTO XOTSI B 3PUTPOIUTAX IOCTATOYHOE KOJIMYEC-
TBO KHCJIOPOJIa, HO OHU HEe MMeIOT MUTOXOHAPUIL. [ToaToMy aspobHBbIii
[JINKOJIM3 B HUX HEBO3MOXKeH. B oTyimure oT aHaspoOHOTO TJIUKO-
JI3a B IPYTUX KJIETKAX JAHHBII 1IPOIECC B IPUTPOIMTAX BKJIIOYA-
eT JOMOJHUTENbHbIE PeakIuu Win MUk 2,3-6uchocdoraniepara
(2,3-BOT):

Tiokoaa Waomepasa . ®octhaTtaaa
N ~

l b
/”l \‘\
... 1.3-6bucchocdornuuepar | —=| 3-thocdornuuepar |—= | 2-cbocdornuuepar

T

~ v
‘-.\,_u/

2,3-BDT HeoOX0oaMM MUMEHHO 9PHUTPOIUTAM: OH PEryaupy-
eT PYHKIMOHUPOBaHUE reMOTJI00MHA, YMEHbBIIAET €ro CPOACTBO
K KUCJIOPOJLY U YCKOPSIET MOCTYIJIeHUe KUCJIOPO/ia B TKaHU (JIeK-
s 2/1).

PoJib aHaspoOHOro TIMKOIN3a ISl SPUTPOIIUTOB.

1. 9ro eguncrennbii uctounuk ATD, KOTOPBI HEOOXOAUM
mist paborel Na*, K*-AT®@asbl 1 COOTBETCTBEHHO /IS yaJie-
HUSI U3 ITUX KJIETOK HATPUS U JIJIS TIOCTYIIJIEHUsS] BHYTPb Ka-
qust. Uaage ATO 3amuiiaer apuTpoIuT 0T OCMOTHYECKOTO
MIOKa U TeEMOJTH3A.

Cunres 2,3-BOT.

3. O6paszosanne HAJIH, KOTOpBIiT B 9pUTpOIMTAX HE SIBJISICT-
cs1 aHepretnyeckuM npezamectBeHHuKoM AT® B otsinune or
a9pOOHOTO TJIMKOJIN3a B IPYTUX KJIETKAX, 8 HY/KEH JIJIsT 3all1-
TBI JkeJie3a reMoraobuta Hb oT okucieHus u 1 yMeHbIie-
HUs KosmuecTBa MeTremorsiobuna MetHb. B apurporurax
pa3IUIHBbIE AKIETTOPHI 3JIEKTPOHOB — OKCUAAHTHI, BKJIIOYAST
HEKOTOPbIE JIeKapCcTBa, yCKopsioT obpasosanne MetHb, ko-
TOpBIiL He crIoco0eH 06eCceynBaTh TKAHN KIUCIOPOLOM.

N

440



16/2. buoxumusa kposu

YTIEPOKCUOHBI
bBes thepmenTa aHWOH-pagukan

0, ——— > HbFe**(MetHb) + O

Hopma 8 kposu 0,5-1%
/

’/HA,[].H
P

HA/IH npu yuactuu dbepmenta HAJ/[H-muroxpom bs-pemykra-
3B BOoCCTaHaBaMBaeT keme3o MetHb, obecrreunBag MuHMMaNbHBINT
yposerb MetHb. IIpu melicTBUN CUIBHBIX OKUCAUTENEN (HUTPUTHI
u 71p.) obpasyercst MHOro MetHb, uto Mosker Bbi3BaTh 1uano3 (mpu
15% MetHb) u nasxe cmepts ot rumokcuu (npu 70%). HA/IH 3a-
IUIAET TeMOTJIOOUH OT OKUCJIEHMS, IIPeJ0TBpalliast TMIOKCHIO TKa-
HEll, a TaK)Ke YMEHBIIIAeT COJIePKaHNe TOKCUUECKOTO CYIEePOKCH]L
annoH-pagukana. [locaeanmii Kak Tokcnueckas hopma KHUCIOpoIa
HHUIIIPYET TePeKUCcHOe OKUcIeHne (hoCchONMUTUIOB MEMOPAH dPHUT-
POIIUTOB U TEMOJIU3.

ITento3odocdarHplii myTh paciiajia rJIOKO3bl B 9PUTPOIUTAX
ucrosb3yer 10% riokossr (90% — 1ist aHa9pPOOHOTO TIIMKOJIN3A).
Ero rnaBuast posb — cuntesupoBarb HAADMH mist spurponutos.
B orsinune ot Apyrux KJIeTOK ¢ MUTOXOHJIPUSIMU JIJIsI 9PUTPOIIUTOB
9TO exmHcTBeHHbIl criocod momyuennss HA/ITMH. Bkpariie nasna-
genne HA/IMH — BoccranoBieHne aucyabduaHbIX cBsiseil (-S-S-)
u 3ammra cyabbrugapuiabtbix rpymi (-SH) rimo6utos remoriobuHa
ot okucyenust (Jiekiust 15/1) v Takke 3aiuTa OT OKUCJIEHUS U Pa3-
pyerust (reMmosin3a) MeMOpaHbl 9PUTPOITUTOB.

B spurporurax HA/IMH ununuupyet ciepyonire peakiiuu:

1. HAO®H + H* + okncnenHbIli rytatvoH F'SSI —

— HAO®* + 2 BOCCTaHOBNEHHBINM rnyTaTtvoH 2ISH.

®DepmenT — raytaTHoHpeayKTasza ¢ kopepmerntom DA/

[amee I'SH kak xodepMeHT BXOIUT B COCTAB TJIyTaTUOHIIEPOK-
CUIa3bl, KOTOPas KaTaJIU3UPyeT B IPUTPONNTAX CIEMYIONNE peak-
i 2 u 3.

2. Pacniag Tokcuueckoi mepekncu Boopoia BHYTPU 3PUTPOIIN-
TOB:

H,0, + 2 TSH — 2 H,0 + I'SST.
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Yacrp IT (BTopoii cemecTp 06ydenust)

3. Pacnazg ruaponiepekuceil HeHACHIIEHHBIX KUPHBIX KUCJIOT
(IIPOMEKYTOUYHBIX MTPOAYKTOB MEPEKUCHOTO OKUCIeHMs1) hocdoin-
UI0B MeMOpPaH SPUTPOLUTOB:

ROOH + 2 T'SH — H,0 + 'SST" + ROH.

Paspylienue nepekncu Bogopoaa 1 obpasoBaHue cTaOMIbHBIX
OKCH(POPM JKUPHBIX KUCJOT OCTAaHABJIMBAIOT Jerpajaliuio MeMOpaH
apuTporuTOB 1 X remosns. IIpu Hemocratke HAJIDH (cMm. Bbile
«Anemun» 1. 6 1 jeknuio 15/1) MpoucxoauT paspyiieHue 3puTpo-
IUTOB.

CJieoBatesibHO, MeTab0IM3M SPUTPOIUTOB CIYKUT JABYM IEJISIM:

1) 3amura UTOILIA3MATHYECKONH MeMOPaHbI 9PUTPOIIUTOB IIPO-

TUB OKUCJIEHUS U JECTPYKITNH, T.€. IPOTUB TEMOJTN3A;
2) BoccraHoBjieHue reMorioouHa ¢ momoripio HAJH u HAJOH
u obecriedenre paboToOCIIOCOOHOCTH TeMOTJI00NHA:

HAL®H — HS — Hb — Fe?" « HAZH.

Kpowme Toro, aputporiutsl uMeroT apyrue GepMeHTbl aHTHOKCH-
JIAHTHOM 3alUThI, KOTOPbIe PAa3PyIIAIOT MEPEKNUCh BOJOPoIa (Karta-
Jlaza) W CYNepPOKCUIHBIN aHNOH-PAAUKAI (CYTIePOKCUAANCMYTa3a).
[lepyJionua3zmMut 11a3Mbl KPOBU TaKKe KATATU3UPYET paciiaj cy-
MEPOKCUIHOTO aHMOH-PAJIMKAIIA:

20, +2H" - 0,+H,0,.



ANekuuna 17/2

CBEPTbIBAHUE KPOBU

HCTEMY IeMOoCTasa Bbl OyjieTe U3ydaThb TakKe U Ha JAPYTUX
kadenpax. Hamra 3agaya — paccMOTpeTh OMOXMMHUYECKUE
ACTEeKTHI CBEPTHIBAHUS KPOBU 1 (DAKTOPBI, B TOM YHCJE Jie-
KapcTBa, U3MEHSIOIINE 3TOT MPOIlecC.
Cucrema reMocTasa yegoBeKa BKIIOYACT:
1) Habop 6enkoBbIX (pepMEeHTATUBHBIX) (GAKTOPOB; OHU CHHTE-
3UPYIOTCS B ITeYeHH, 3a uckaoderreM (akropa VIII, o6pasy-
IOIIEerocsl B 9HI0TENNH;
2) KacKajl peakiiuii ¢ MPAMBIME TTIOJOKUTETbHBIME 1 ¢ 0OPaTHBI-
MU TI0JIOKUTETbHBIMU PETyJISITOPHBIMU CUTHATIAMU.
Buoxumuyeckue 3j1eMeHThI IPoIecca CBePTHIBAHUS KPOBU
I. Tkanesoit dakxrop IIT — memOpanubiil aunomnporent (¢ goc-
(batuanIcepuHOM) Ha TOBEPXHOCTU IHAOTENUS U TPOMOOIIUTOB.
B cayyae noBpexaeHuss cocyoB (paHbl, Ollepallii) OH CTAHOBUTCS
WHHUTIIATOPOM BHETITHETO ITyTH CBEPTHIBAHNS KPOBH, ABJASCDH PEIleT-
TopoM st hakropa VII.

I1. Benku-aktuBatopsi hakropsr V u VIII, kotopbie mpuobpera-
0T CBOIO CITOCOOHOCTD y4aCTBOBATH B TIOCJEAYIONIMX PEAKITUSIX TIOCIIE
AKTUBAITNN YACTUYHBIM ITPOTEOJU30M TI0 CIEAYIONTIM CXEeMaM:

llan Xa
HeakTUBHbIN V — akTUBHbIN Va

lla(TpoM6UH)
HeakTuBHbIN VIII — akTuBHbIN Vlllia
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Yacts II (BTOpoii cemecTp 06ydeHs)

I11. MepmenTbl — CEPUHOBBIE MIPOTEA3bI, KOTOPHIE CTAHOBSITCS
AKTUBHBIMY TaKJKe TI0CJIe YACTUYHOTO MPoTeon3a. ITo dakTops 11,
VII, IX, X, XI, XII. Cxema akTUBaIuu TPOMOMHA:

daktop Xa
—_—

dakTop || — HeaKTUBHbIN ®daxkTop lla — akTuBHbIR TpOMBYK
TpOMBUH 13 OBYX LUenen

Bce HeaKTHBHBIE TPEANIECTBEHHUKN PACCMOTPEHHBIX OENKOB
1 (pepMEeHTOB CUHTE3UpYyIOTCA B redeHu (Kpome dakropa VIII), HO
aKTUBUPYIOTCS B TJIa3Me KPOBU.

IV. Buramun K (Hobenesckas npemus 1943 r.) Tpancdopmu-
pyercsa B kopepmernt KH,. Ity peaknmio xataansupyeT B medyeHN
HAJL®OH-3aBucumas penykrasa. [lanee KH, xak kodepmenT Bxo-
JIUT B cocTaB (pepMeHTa TayTamuikapOokcuaasbl. CyberaTom st
nocaenHel sasercs: [y B cocTaBe HEAKTUBHBIX MPE/IIECTBEHHU-
xoB ¢dakrtopos II, VII, IX, X u B mporteune C. [Ipoucxogut peaxins,
B pe3yJibTaTe KOTOPOi B pagukaie [y, Haxondimeiics: B cocTaBe Io-
JIMIENTUIHON LeMu, yKe UMeeTcs: He OJ[Ha, a JBe KapOOKCHIbHbIE
rpymibl. O6pasoBaiack y-KapOOKCUTITyTAMUHOBAsT KUCJIOTA.

pPeguwecTBeHHUK

[Tocse aToii peaknuu ykazaHHble (DaKTOPbI TPHOOPETAIOT, KPOME
OCHOBHOTO, €l1le OJIMH OTPUIATEIbHBIN 3aps/l B MCCOIMNPOBAHHON
paIuKaIbHON TOMOJHUTENbHOM KapOOKcuabHoi rpyte [y, 4ro
M03BOJISIET UM CBSI3bIBATH OOJIbIIE HOHOB KAJIbIHSL.

V. Ilocaeannii KOMIIOHEHT CUCTEMbI TeMOCTa3a — WOHBI KaJlb-
1¥s1, KOTOPbIil Yepe3 UOHHbIE CBSI3U 00pa3yeT TPU OCHOBHBIX KOMII-
sekca dhaxTopos (1o tumy GepmerToi—Ca—06enku (e hepMeHTs)),
1 UIMEHHO B 3TUX KOMILIEKCaX MPOMCXOANT aKTUBaIUs (PaKkTopoB
CBepPTHIBAHUST KPOBU.
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17/2. CBepTbIBanue KpoBU

ITU KOMILJIEKCHI:

1) unuyuupyrowuil Komniexc 1y BHEIIHETO ITyTH CBEPTHIBAHUS:
¢daxrop VIla—Ca?" —Tranesoii daxrop III;

2) mennasnolii Komniexc TPEeUMyNIeCTBEHHO JIJIS BHYTPEHHETO
nyTu cBepreiBanust: dakTop [Xa—Ca’'—daxrop VIIla;

3) npompombunasnviii Komniexc st 000uX ImyTeit:
¢dakrop Xa—Ca?" —daxrop Va.

Kax BBI yske cabIlan, CymecTBYIOT Ba Iy TH KOATYJISAIUNA KPO-

Bu (cxema 17/2.1).

e BHemHWil, MM NPOKOATYIAHTHBIN TTYTh BKJIOYAETCS TPU
MOBPEKACHUY TKaHeil 1 MeMOpaH MX COCYIOB, IPU BO3HMK-
HOBEHUHU PaH ¢ ocBoOOKAeHNeM TKaHeBoro daxropa I11. Ha
cxeme 17/2.1 mokazanbl JaJbHEUITNE PEAKIINN ITOTO MYyTH,
BKJIIOUYasi 0Opa3oBaHue WHUIIMUPYIONIETO KOMILTEKCA.

e BuyTpeHnHnii MyTh, NJIM KOHTaKTHasA (hasa CBEPTHIBAHMS, ITPO-
BOIMPYETCs PA3INYHBIMU 9HI0TeHHBIMU (DaKTOpaMu Ge3 BHEII-
HETO TOBPEKIEHUS MHTUMBI COCYZIOB, HAITPUMEDP aTePOCKJIe-
POTHYECKUMHU OJISTIIKAMHU, aKTUBUPOBAHHBIMK TPOMOOIMTAMH.
Cucrtema TpeKaJITNKpenHA-KHNHTHOTEHOB BO B3aNMO/IEICTBUN
¢ dpakropom XII — XIla Bkirrouaet aToT myTh. Ha BHyTpeHHel
CTOPOHE COCYIOB TTOCJIE TTOBEPXHOCTHOTO MTOBPEKAEHIST MHTHU-
MbI OOHaKaeTCsl KOJIIareH, ¢ KOTOPBIM CBSI3bIBAETCS U aKTHBH-
pyercst hakrop XII. [lanbHeiinme coObiTust U GopMUpoOBaHue
TeHHA3HOTO KOMILITeKca — Ha cxeme 17/2.1.

Hauano nByx paccMOTPeHHBIX ITyTell SIBISETCS PAa3TUIHBIM, HO
rocJie akTuBanuy akropa X MHUIUUPYIONTIM T TEHHA3HBIM KOM-
TJIEKCAMU JaTbHENITIe 9Talbl SBSIOTCSI OMUHAKOBBIMU.

Cpeau peakimii aToro o6IIero yyacTka mpoiecca CBepThIBaHUs
HarboJiee CyIeCTBEHHO 0Opa3oBaHue TPOMOA WM CTYCTKA BMECTe
¢ Tpombonutamu (Gesbiii TpoMO) WK ¢ spuTporuTamMu (KpacHbIii
TpOoMO).

Bosee neranbro. V3 neyenn B KpoBb moctymaer ¢GbubOpuHOreH
(0,18-0,35 /51 KPOBU) — TETEPOOJUTOMEPHBIN OEJIOK ¢ MOJIEKY-
ggpuoii maccoit 340 k/la, comepskamuii TpU Mapbl Pa3HBIX TOJIU-
MENTUIHBIX Teneil ¢ ANCYIbhUAHBIMUA CBA3IMU. AKTUBUPOBAHHBIN
tpomOuH I1a Kak cepuHOBas MpoTeasa KaTaJiu3upyeT 4aCTUYbIA TPO-
TeOJN3 TIeTiell o U 3 TyTeM pa3pbiBa B HUX cBs3eli -Apr-I'my- ¢ ocso-
6osKIeHeM 13 HUX TenTu/0B A u B:
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TPOMOUH

20-2B-2y ¢ 20.-2B-2y oA + 2B
dnbprHoreH dnbpPUH-MOHOMEP '

DOubpUH-MOHOMED TIOJIMMEPU3YETCS B HEPACTBOPUMBIiL, HO He-
IPOYHbIH (UOGPUH-TIOIMMED, 06Pa30BaHHbIIT HEKOBAJIEHTHBIMU CBsI-
3IMU MKy MoOHOMepaMu. U Bce-Taku 9TO CTYCTOK WJIU TeJib, KOTO-
PBIil 3aKpBIBAET MOBPEXKIEHUE B COCY/IE.

Jlanee cienyior aBa arara crabuansay Tpomoa:

1) akruBuposanubiii Tpom6unom (Ila) daxrop XIlla kak dep-
MEHT TPaHCIJIyTaMuasa KaTaJusupyer oOpa3oBaHie MesKpa-
JIUKAJIBHBIX IIPOYHBIX U30IENTUAHBIX CBs3eil Mexxay [H u JIus
pasHbIX (UOPUH-MOHOMEPOB U MeXIY (hubpuHOM 1 HUbPO-
HEKTUHOM MEKKJIETOYHOTO MAaTPUKCA CTEHKU COCy/a:

dakTop Xllla
dUbpUH — MH — C\= O + HyN — JIng — pubprH —
NH,
— prbpuH — My — C — NH — JInz — pnbpuH + NH;
g

2) peTpakiiusi Ui CKaThe CTYCTKa, OCYIIeCTBIsieMOe MUKPOGhU-
samentamMu TpoMOonuToB 3a cder ux ATMasnr (TpombocTe-
Huna) u sHeprun ATO.

Ternepb cTabUIN3UPOBAHHBII TPOMO WJIN TIPEKPAIiaeT KPOBOTE-
YeHue M3 MOBPEKIEHHOTO cocyia (BHEIHUN MyTh), U 3aKyIIOPHU-
BaeT cocy/ (BHYTPEHHUH ITyTh), TPOBOIMPYS, HAIpUMeP, NHHAPKT
MUOKap/ia WU HHCYJIBT.

PaccMaTpuBast B 11eJIOM CHCTEMY CBEPTBHIBAHWSI KPOBU C TOUKU
3peHUs ee PETYJISAINHU, HeOOXOMMO, BO-TIEPBBIX, BBIIENUTH, 4TO OHA
COMIEP/KUT KacKa/ (PepPMEHTATUBHBIX PEAKIIUI C UX YCKOPEHUEM MTPU
MOCJIe/I0BATENILHOM TIEPEXOJI€ OT OJHOW PEAKIINU K ITOCJIeLYOMIE.
M Have 9T0 pe3yJIbTaT MPSIMBIX MOJOKUTENbHBIX CBsi3€il. Bo-BTOPBIX,
cucTeMa COJIEPsKUT Psijt OOPATHBIX MOJIOKUTENBHBIX CBSI3€H, UTO €lile
6oJiblite yCKOPsieT mpoitece cBepThiBanst. OcCOOEHHO Y€TKO 3TO MPO-
caieskuBaeTcst B otHomennn tpom6una Ila. HerocpeactBeHHO TpoM-
OUH KaTaJnu3upyeT OCHOBHYIO PEAKITHIO:

dunbpuHoreH (dpaxtop 1) - PprnbpurH-moHomep (pakTop la).
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Cxema 17/2.1. [yTn cBepTbIBaHNA KPOBU

BHYTpeHHWI NYTh BHewHWh Nyt

! !

CucTema npekannvkpenHa- PaHa, noepexaeHue
KUHUHOrEHOB TKaHen u memBpaH

!

@ Il

th VIl ———— > Vlla
TpomBux l

Il — Ca—— dVlla
WHuLmmpyoLmin komnnexc

lla-Tpombu
$-¢Vllla

T

WHrmbuTop-
npoteuH C

b Villa——Ca — o IXa
TeHHasHbIn KOMNNEKE WHrmbuTop-
\_ npotewH C
hX—>hXas+—dh X l
TpombBux

¢ Xa Ca th Va < th Va bV
MpoTpomGUHA3HBIA KOMMAEKT

b Il (npoTpomBuH) —— > @ lla (TpomBuH) —— AkTVBaUWA 1 arperaums
TPOMBOUMUTOB

b | (dbnbpuHoreH) — &b la (hubpuH-moHOMEp) b Xlll———b Xllla

/ (TpancrnyTammpasa)

PubpuH-nonumep (Tpome)

Crabunuaauws Tpomba

AT® + TpombocTeHH —————» l

Petpakuus (cxatue) Tpomba — lNpukpenneque Tpomba
K CTeHKEe cocyaa




Yacre 1T (BTopoii cemecTp 06ydenmst)

Kpowme Toro, kak cepuHOBasi poTeasa TPOMOMH KaTaJiu3upy-
€T YaCTUYHBIN MPOTEOJIN3 U MPUBOIUT K 0OPA30BAHUIO aKTHBHBIX
dakropos VIla, VIIIa, Va 1o npunImny o6paTHON MOJ0KUTETBHOI
CBsI3U, a Takke (POPMUPYET aKTUBHYIO TpaHcriayTamunaasy (dak-
top XIIIa) u yckopsieT arperaruio TpoMOOIUTOB. /IBa mMOCTEAHUX
puMepa — 3TO MPAMasi MOJIOKUTETbHAS CBA3b.

M3BeCTHO MHOTO HACJIE[ICTBEHHBIX U HEHACJIEICTBEHHBIX 3200J1€-
BaHW, CBI3aHHBIX C HAPYIIEHUSMI CUCTEMBI KOATYJISIUH.

e lemodunmsa A mposBageTcsa y MyKUMH 4aCTBIMUA | CIIOPa-
JIIMYECKUMU TeMOpPPaTUsSAMU, BbI3BAHHBIMU MYTAIlMOHHBIM
HegoctaTtkoM daxtopa VIII, ren xoToporo jsoxannsoBan
B X-xpomocome. PerteccuBHas MyTaiyst 3Toro reHa MmpuBo-
JIAT K OTHOMY M3 U3BECTHBIX 3a00JIeBAHII, CIIETLIEHHBIX C MMO-
JgoM. l'emocummst A MoKeT TIPOSBIATLCS TAKyKe TTPU ayTOMM-
MYHHOM COCTOSTHUU YeJIOBEKA: KAaTAINTUUECKUE Ay TOAHTHUTEA
(a63umbr) k aktopy VIII KaTanusupyioT paspylleHie 9TOro
dakTopa.

e DBouiee penkas remoduaus B Takske oTHOCUTCS K 3a60/1eBaHN-
SIM, CIIETIJIEHHBIM C TI0JIOM, U TIPOSIBJISITCS TOJIBKO Y MY KUNUH
MIPY PEIeCCUBHBIX MyTaIusax reHa daxropa X B X-xpomoco-
Me. O6e 3Tu TeMO(D NI CBSI3aHBI ¢ HAPYIIEHUSIMUA BHYTPEH-
HETO ITyTU CBEPTHIBAHMS KPoBU (cM. cxemy 17/2.1) u ¢ ymeHb-
I[IEHIEeM CKOPOCTH 0Opa3oBaHus TPOMOOB.

e Haob6opor, ipu CUHIPOME JAUCCEMUHUPOBAHHOTO BHYTPH-
cocyauctoro cBepTeiBanug kposu (/IBC-curapom) gactoe
U PacipoCcTpaHeHHOoe 110 KPOBEHOCHOI CUCTEMe CBEPThIBAHME
KPOBH MPUBOUT K TPOMGO3aM B PA3HBIX OPraHaX U y4acTKax
TeJIa ¢ MPOsIBJIEHHEM Pa3HOOGPa3HO IOJMOPraHHON HeocTa-
TouHOCTH. [IprdrHa MaToIOTHK — YCKOPEHHOE 00pa3oBaHue
TPOMOMHA ¥ TPOMOOB 110 Pa3HBIM MEXaHM3MaM.

e TpomOO3bI BOZHUKAIOT TaKKe MPU MYTAIUSIX T€HOB aHTH-
KOAryJISHTHOM CHCTeMBbI, B yacTHoCTH Oeska (mporerna) C
(cMm. HIIKE).

e B ciyuae myranuii rena daxropa XIII (TpaHcriyTamMuaassl)
He MPOMCXOAUT CTadUIn3aIust TpoMOa 1 ero TPUKPeEIIeHne
K CTEHKE COCY/Ia, YTO BBI3BIBAET TIOBTOPHBIE KPOBOTEUEHMSI.

CymiecTByI0T HEKOTOPBIE JIeKapCTBa, U3MEHAIONINE CKOPOCTh
koaryssanuu. CTpykTrypHble ananmoru Butamuna K (aukymapun
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17/2. CBepTbIBanue KpoBU

u Bapdapun) uHrHOUPYIOT Kapbokcuaazy [y u yMeHbIaT BO3-
MOKHOCTb 00pa30BaHMs YKa3aHHBIX BBIIIE KOMILIEKCOB (haKTOPOB
CBePTHIBaHUA ¢ KasblieM. [loaToMy onm aBagI0TCS TPOTHBOCBEP-
TRIBAIONMMHU cpezicTBamMu. Haobopor, npenapatsl Butamuta K yBe-
JMYrBaioT Kapbokcumposanue [y n ycunnsaioT remoctas. OxHako
JUIST IOCTHKEHUST 3TOTO aherTa HeoOX0IMMa HOpMAIbHAST CEKPEIHsT
JKEJTUIH, KOTOPast 00eCIieYrBaeT MYJIbTHPOBAHNE 1 BCACHIBAHIE B KI-
MIeYHUKE JKUPOpacTBOPUMOTO BuTammHa K.

Jlaxxe y 3710pOBOTO YesoBeKa MOCTOSHHO (DYHKITMOHNPYET BHYT-
PEHHWUIT TTyTh CBEPTHIBAHUS KPOBU U 0OPA3yIOTCST MUKPOTPOMOBI,
MOTOMY YTO MHOKECTBO 3H/IOTEHHBIX (DaKTOPOB BBHI3BIBAET MUKPOIIO-
BPEK/IEHUS IHJIOTETUS U UHTUMBI cOCcyl0B. [l TpoTHuBOIeiicTBIS
aTOMY TPOMOOOOPA30BAaHUIO B OPraHU3MeE CYIIECTBYET aHTHKOATY-
JITHTHAS cucTeMa. B Hee BXOJAT cJieiyIoline 3JIeMEeHTHI.

1. Cucremanporenna C, KoTopas IpsMO XapaKTepU3yeT IIPOTUBO-
cBepThIBAIONUI moTeHInan opranuama. Tpombun (1T) cBsisbiBaeTcs
B MeMOpaHax 9HI0TEJIHST CO CBOUM aKTUBATOPOM TPOMOOMOIYIUHOM
U KaJIbI[MEM, W B 9TOM KOMILIEKCEe akTUBHUPoBaHHBIN Tpombun (1)
npuobperaer crmocoOHOCTD BBI3BIBATH YACTHUHBII MPOTEOJIH3 HeaK-
TUBHOTO TI0Ka raukonportenta C (HO yke ¢ y-KapOOKCUTITyTaMaToM )
myTeMm yaanenus 12 aMUHOKUCTOT. AKTUBUPOBAHHBIN mpoTenH C,
obpasyet MeMOpaHocBsi3annblii kKomiieke C,—0enm0K S—KaabIii,
B cocTaBe KoToporo npotrent C, Kak MpoTeasa KaTaTU3UPyeT pac-
ma/ [ByX TENTUAHBIX CBsi3ell B aKTMBHBIX (hakTOpax — Oekax Va
n VIIla. 9To mpuBOANUT COOTBETCTBEHHO K TOPMOXKEHUIO BHEIIHE-
TO U BHYTPEHHETO TyTell cBepThiBaHus KpoBu (cxema 17/2.1). Ilpu
MYTAIMOHHBIX HAPYIIEHNAX B cucTeMe mpoTtenHa C pazBuUBaioTCs
TPOMOO3BI: IPH MyTAIIMOHHOM jieduire akTUBHBIX 6eakoB C u S;
npu nogBaennu daxropa V, pe3auCTEHTHOTO K TPOTEOJIU3Y MPOTe-
nuHoM C,.

2. Besku mra3mbl kposu: antutpomobu 111, a,-Makporaody i,
Ol;-aHTUTPHUIICHH — UHIMOUPYIOT TPOMOUH U IpyTHe hepPMEHTBI CHC-
TEMBI CBEPTBIBAHUS TT0 MEXaHU3MY OeTOK-OGeTKOBOTO B3aUMO/IEHCT-
Bus (nexuys 4/1). Auturpom6bun 11T nnakrusupyer rpom6us (11a),
axropsr [Xa, Xa, XIla.

3. DHIOTeHHBIH TeNapuH, TJUKo3aMuHoTInKan (Jekmus 16/1),
06pa3yoIuiicst B TYYHBIX KJIETKAX, & TAKXKe JTeKapCTBEHHbIE (DOPMBbI
rernaputa, u3MeHsfoT KoHdopmaruo anturpomOuHa 111 u ycumim-
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Yacts II (BTOpoii cemecTp 06ydeHs)

BaeT ero crocoOHOCTh MHIHOMPOBaTh TPOMOWH. Tak 9HOreHHbIiT
U JIEKapCTBEHHbBII TellapiHbl YMEHbBIIAIOT CBEPThIBAHIE KPOBU, 1 110~
3TOMY pasHblie (DOPMbI TAKMX TIPEHAPATOB MIMPOKO MPUMEHSIOTCS
B MEJIMIIMHCKOI NIPaKTHKe Jaske JJIs TIPOMUIAKTHKI aTePOCKIepo3a
1 nHGAPKTOB MUOKAp/A.

4. Komriuieke 6e1koB prOpUHOJIM3A 1 TPOMOOJIM3KCA: TIa3MUHO-
reH MeYeHH, TI0YeK, KOCTHOTO MO3Ta U TKaHEBbIE aKTHBATOPbI I1J1a3-
MUHOreHa (CepUHOBBIE MIPOTEasbl), KOTOPbIE CUHTE3UPYIOTCA B DH-
JIOTEJIMU Pa3HbIX OPraHoB (KPOMe TeYeHN) M SIUTEINH KaHAJIbIEB
noyek. B rocsesHeM ciydyae akTMBAaTOp MJIa3MUHOTEHA Ha3bIBAIOT
YPOKHMHA30i1. YKa3aHHbIE TPOTEA3bl-aKTUBATOPBI TPAHC(HOPMHUPYIOT
IJIA3MUHOTEH B IJIA3MKH CIIOCOOGOM YaCcTHYHOTO TIpoTeom3a. [lanee
IJTa3MUH KaK aKTUBHAsI TPOTeasa KaTaJM3UPyeT Paciiajl MerTHIHbIX
cBs3eil B crycTkax pubpuna u paspyiiaet Tpom6. CyliecTByror crie-
[[UaJIbHbIE JIEKAPCTBA, KOTOPBIE SIBJISIFOTCS TKAHEBBIMU aKTHBATOPAMHI
[JIa3MUHOTE€HA, OHU Pa3pyliaioT TPOMObI MU AaxKe MPaKTUYeCKH
npeaynpesxkaaioT ux popmuposanue. CeroaHsi To TeHHO-UHKEHEp-
Hble aKTHBATOPbI IJIA3MUHOTEHA, a B IIPOIILJIOM — YPOKMHA32, BbIe-
JisieMast U3 MOYH, ¥ CTPENITOKUHA3A 13 -TeMOJUTHYECKOTO CTPEINTO-
KokKa. Ha coBpeMeHHOM ypOBHE PEKOMEH/YEeTCsl paHHee BBeIEHMEe
AKTHBATOPOB IJIA3MWUHOTEHA MIPHU OCTPHIX COCTOSIHUSIX, CBSIBaAHHBIX
¢ TpPOMOO3aMK COCY/IOB KU3HEHHO BasKHBIX OPraHOB, HAIIPUMEp [IPH
nH(bapKTe MUOKap/ia Ha dTare TPaHCIIOPTUPOBKK GOJBHOTO B Malll-
He CKOPOU MOMOIIIH.

WHTE3 B OpraHuame

TkaHesble aKTMBaTopbl NNasmMuHoreHa
(TAI)

YacTuuHbIA
NpoTEeonn3
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17/2. CBepTbIBanue KpoBU

C I1a3MUHOTEHOM CBSI3AHO TakyKe OObsICHEHNE MEXaHI3Ma aTe-
POreHHoro seicTBrs 0cobbix aunonporentos JIII(a). Benok sTux
smanonporentoB anoJIT1(a) umeer momeHsI [jist CBsI3bIBaHUS € (Hub-
puHoM (a Takke ¢ GUOPOHEKTHHOM, KOJIJIAr€HOM, 31acTUHOM). [Tpn
HacsencrBeHHoM u3ObiTke JITI(a) B kpoBu (Gosree 20—30 mr/ i)
6estok anoJIII(a) 6rokupyer GUOPUH U MelaeT IJIasMUHY KaTajiu-
3MpOBaTh pachaj TpomOa, T.e. IPOBOIMPYET aTePOreH bl a(hdeEKT.
Tak BozHUKaeT o/iHa U3 (DOPM HACJIEJICTBEHHON TTATOJIOTHH, CBI3aH-
HOM C aTePOCKIIEPO3OM.

Nrax, mepeunciuM paccMOTPEHHbIE BBITIIE JIEKAPCTBA, U3MEHSIO-
MIMe TTPOIIECC CBEPTHIBAHUS KPOBH:

JMKyMapuH 1 BapapuH;

npernapatbl Butamuna K;

aKTHBATOPBI TJIA3MUHOTEHa,;

rerapuHbl;

TUpPYANH — OeJIOK, BbIAEAseMbIil JieueOHBIMU MTHUSBKAMU
B KPOBb Y€JIOBEKA IIPU TPOIEAYPE TUPYAOTEPAITNT; THPYIUH
UHrOUPYET TPOMOWMH U [IO9TOMY JieueHUe MUABKaMK YMEHb-
IIaeT CBEPThIBAaHKE KPOBU; KPOME TOTO, MUSIBKHM BBIAEISAIOT
B KPOBb HaiueHTa GpepMeHT — jgectabuiasy, Kotopas paspy-
maer B cTabUIM3UPOBaHHOM (DUOPUH-TTOJNUMEPE U30TIEIITH/L-
Hble cBsi3u Meskay Loty u JIus, chopmMupoBaHHbIE TPAHTITyTa-
MI1a301 (CM. BBIIIIE), YTO IPUBOAUT K paciiaiy TpoMba; TAKOB
JBOITHOMN a(deKT mpoteypbl rUpyA0TEPaIii, KPOME, Pasy-
MeeTCsl, OTCAChIBAaHUS USIBKAMK YaCTH KPOBH U3 JIOKAJTbHbBIX
YYaCTKOB TeJla YeJIOBEKa;

U HAKOHeIl, 00IEU3BECTHBIN ACITUPUH B €F0 MHOTOYHUCIIEHHBIX
BapualusX; MEXaHU3M [POTUBOBOCHAIUTETBHOTO JEHCTBUS
acIUpUHa U €ro crocoOHOCTh YMEHbIATh CBEPThIBAHUE KPO-
BU OBLIIM PAaCCMOTPEHBI HaM¥ B JiekIusax 4/1 u 3/2; kpatko
HOBTOPUM: aCIIUPUH MHIMOMPYET IUKJIOOKCUTeHasy | Kak He-
06paTUMBbIii MTHTHOUTOP U IOITOMY YMEHBIIAET CHHTE3 B TPOM-
6onuTax (M3 apaXUIOHOBOW KUCJIOTHI) TPOMOOKCAHOB, B YacT-
HocTu TpoMboKcana TXA,, KOTOPBIN yBeTMYNBAET arperarfiio
TPOMOOITUTOB, OTCIO/IA — CBEPTHIBAHNE KPOBHU U CY/KEHHE COCY-
JIOB; B CBSI3M C 9TUM aCIMPHH, 00JIa/Iaf0IINiT aHTHATEPOTEHHBIM
JIEHCTBHEM, PEKOMEH/IYETCSI B MAJIBIX /103X JIJIsT TIPOMUIAKTH-
KU aTepocKJieposa u nHGapKTa MUOKap/Ia TOKIIIBIX JIO/IEH.
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NPEAMETHO-TEMATUYECKUN

YKA3ATEADb

No MeaunuHckue Mexanusam buoxumus

f— Tema U KJIMHUYECKUE neicTBust JETCKOTO
acnexkTbl OHOXHMHH | JIEKapCTB BO3pacra
Yacmo 1

1/1 benkn 1 20-24 24 -
2/1 Benkn 2 30, 33, 35-38 35, 37, 38 -
3/1 Depmentsr 1 - - -
4/1 DepmeHTHI 2 63-65 59-62 -
4/1 non | Pazubie 6enkn 68 67 72
5/1 buocunressr 1 87,90-92 - -
6/1 Buocunressr 2 - - -
7/1 buocunressr 3 - 107-111 117
8/1 Buocunresn 4 119, 121, 131-134 - 119-121
9/1 MemGpanbt 149 141, 142 -
10/1 Aueprer. obmen 1 159 159, 160-161 159
11/1 dHeprer. oOMeH 2 171, 172 - -
12/1 Yranesonsr 1 179, 180, 187 - -
13/1 Yraesonnr 2 197-199 — 197-199
14/1 Yraesonst 3 - — -
15/1 YraeBoast 4 214-221 - -
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Hpel[MeTHO-TeMaTI/I‘-IeCKI/Iﬁ YKa3aTeJib

N MeauimuHcKue MexaHu3M Buoxumus
N Tema M KJIMHUYECKHE edCTBUS JIETCKOTr0
JIEKIIMH
acneKkTbl OMOXUMUM | JIEKapCTB BO3pacra
16/1 MesKKIeTOYHbII 226, 229, 234, 235 232 -
MaTPHKC
Yacmov 2
1/2 JIumuzaer 1 249-251 243 243
2/2 Jlunuzsr 2 264-266 264-266 253-254
3/2 Jlunuzgsr 3 268, 269, 275 275, 279-281 275
4/2 Jlunuzsr 4 288, 290, 295 285, 287, 288, -
290, 295
5/2 Jlvmmer 5 296-306 302, 305 303
6/2 Amunoxucaoret 1 | 312, 313, 315, 316 312, 313 307, 309, 310,
312, 314
7/2 AMWHOKHUCIOTBI 2 322, 326328 327, 330 -
8/2 AMWHOKHCJIOTHI 3 336-339 332, 339-341 -
9/2 AMUHOKHCJIOTBI 4 343-352 348, 350, 352 | 343-345, 349
10/2 Hyxaeorumsr 1 358-362 361-364 360, 361
11/2 Hyxneorunast 2 368 370-372 -
12/2 TFopmomnsr 1 375, 377, 379-382, |379, 380, 385, | 375, 381, 382
384, 386 386 385
13/2 Topmomnbr 2 389-396 396 391
14/2 Topmonsr 3 399, 401-405, 405, 407-410 409, 410
407-410
15/2 Kcenobuornuku 413, 414, 416-428 | 413, 414, 416, | 421, 422, 424,
1 JIeKapcTBa 422-426 426
16/2 buoxumus xkposu | 431, 434—436, 438, | 430, 433, 436 —
439
17/2 CBepTbIBaHNE 448-451 448-451 -

KPOBHU
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