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IpeauciioBue

Hedponoruss B HacTosimiee BpeMs BbIAEIWIACh B  CaMOCTOSITEIIbHYIO
MEIULMHCKYI0 JUCHMIUIMHY. OAHAKO NPUYACTHOCTh IMOYEK K MIMPOKOMY KpPYry
TEparneBTHUECKUX OOJIe3HEH MOMUYEPKUBACT MHTETPUPYIOUIYIO POIb HEPPOIOTHH H
JIUKTYeT HEOOXOAUMOCTh MPEnoAaBaHusl 3TONH TUCHUIUIMHBI B MeauinHckoM BY3e ¢
MIOCHEAYIONIEH MOATOTOBKOM CHEHHAINCTOB CO CHELUAIbHBIMUA 3HAHUSAMH 110
He(pOJIOTHH.

Hacrosiuit yueOHuk siBnsieTcst nepBbiM u3nanueM B PecriyOnuke Kaszaxcran, u
COIEPKUT BCE OCHOBHBIE BOIPOCHI H3YyYEHHS AUCUUIUIMHBI: OT AHATOMHHU H
(U3MONIOTUHA TIOYEK U COOCTBEHHO OOJIE3HEW MOYeK, /10 MOpaKeHHUs IOYEK MpH
apTepuajbHOM TUNEPTEH3UH, CaxapHOM JuabeTe, CUCTEMHBIX 3a00JIeBaHUSX U
OepeMEeHHOCTH.

3Hanue Mophosorud U (PU3MOJIOTUH TOYEK — HEOTheMJIeMasi 4acTh OCBOCHUS
KJIMHUYECKON HEe(PPOJIOTUU KaK MPAaKTUUYECKUMHU BpadaMu, TaKKe IS MOJTOTOBKH
CTYJICHTOB K Haually 3aHsITUH B KIMHUKE.

IIpu cozmanum yuebHuka «Hedposorus» Mbl TPUAEPKUBAIUCH MPUHIIMIIOB
J0Ka3aTeJIbHOM MEMUMHBI, YTOOBI M30€XKaTh Pa3HOIIACHI, HEBEPHBIX TPAKTOBOK B
OTHOLIEHUU MOYEHYHOW mnaTtojorud. HoBble TEXHOJOTWH, BKIIOYAs MOJIEKYJISPHO-
reHEeTHYECKue, MOp(OIOTHUECKHE UCCTEA0OBAHMS, U3MEHUIIN B KOPHE MPEICTABIICHUS
0 3abosieBaHusAx mnouek. [loaTomy Hamel 3amaudeld ObUIO 3HAKOMUTH YHUTATEIEH C
HOBBIMH JAHHBIMH IO MATOT€HE3Y U JIEYEHUIO OOJBHBIX, HO IPU 3TOM KOHILICHTPUPYSI
OCHOBHOE BHHMAaHUE Ha MPAKTUYECKUE BOIIPOCHL.

VY4eOHUK MpenHa3HaueH A CTYJEHTOB BCEX KypcoB MeaunuHckoro BVY3a,
MHTEPHOB M pPE3UICHTOB. be3ycioBHO OH Oyner moje3eH i Bpayedl Bcex
CHEeNUaIbHOCTeM, TaKk Kak He(posioruyeckas IMaTojorusi CBsi3aHa C TMaTOJOTHEH
MHOTUX OpraHoB. M3naratorcsi 001€3HH, UMEIOIIME HA4ajo B JETCKOM BO3pacTe U
BO3HMKAIOIINE y B3POCIIBIX.

Yuebnuk coctout u3 20 rnas. Ilepsbie 3 riaBbl, UMEIONIME 0A30BOE 3HAUCHUE
NpyU U3YYEeHUH Bce HEPPOJIOTMH, MPEUMYIIECTBEHHO MpeAHa3HAaYeHbl s
CTYJIEHTOB MJIQJIIMX KypcoB. Marepuanbl CIeAyIOlUX TJiaB, OyAyT IMOJE3HbI NpU
M3YYEHUU JAUCIUIUIMHBI Ha CTapIIUX Kypcax, B MHTEPHATYpPE U PE3UICHTYPE.

Penaktopel 1 COaBTOpPBI — W3BECTHBIE HEPPOJOTH, CIEUUATUCTHI B OOJACTH
reMO-TIEPUTOHEAIBHOTO IUaIN3a, TPAHCIUIAaHTaluU U He(hpoMopdoiaoruu.

Penakropet — unensl ISN, ERA-EDTA, Accommanuu HeQpOrIoroB HOBBIX
HE3aBUCUMBIX TOCYAApCTB U pyKoBoauTenn Accouuanuu HedponoroB Kazaxcrana.
CopemakTop MOIy4wI crienuanu3amnuio no nedposoruu B [Beinapun u ['epmannn.

Bce 3amedanuss U moxenaHus, KOTOpPbIE MOMOTYT YJIYYIIUTh MpENnojaBaHHUe,
CHeNuaIn3alyi0 W TOBBIIICHUE KBaUUKanuu 1o Hedposoruu, OyayT TPUHSTHI
aBTOpaMH C 0J1aroJapHOCTHIO.

A.KanarOaeBa
K.KaOynbaeB
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AY aNbOyMUHYPUS

ADC aHTU(GOCHOIUIUTHBIN CUHAPOM

bMU 00J1e3Hb MUHUMAJIbHBIX U3MEHEHUN

BIIT'H OBICTPOIIPOTPECCUPYIONIHM TIIOMEPYIOHEDPUT
BIT/I 00JI€3Hb TJIOTHBIX JIETIO3UTOB

bPA osokaropsl perentopon All

bTbM 00JIe3Hb TOHKHUX 0a3aJIbHBIX MeMOpaH

bOH OEJIKOBO-IHEPTEeTUUECKAs HEI0CTATOYHOCTh
BI'B BUPYCHBIM renatut B

BI'C BUpYCHBIN renatut C

I'bM riioMepyssipHas 6azanbHas MeMOpaHa

' reMOJINaJIN3

I3 rJIOMepyJIsipHOE 3a00JI€BaHUE

I'KC TIFOKOKOPTUKOCTEPOU 1B

I'H TJIOMEpYJOHEDPUT

I'TIA rpaHyJIEMATO3HbIN OJIMAHTUUT

I'vc TEMOJIMTUKO-YPEMUYECKUN CUHIPOM

3IT 3aMECTUTEIIbHAS TOYEYHAs TEPANHS

NAIID WHTUOUTOPHI AaHTMOTEH3UH- TIPeBpaniaroimiero epMenTa
nrx MMMYHOTUCTOXUMHUYECKOE UCCIENOBAHNE
NMC HH(EKIMSI MOYEBON CUCTEMBI

NCT MMMYHOCYIIPECCUBHAs Tepanus

NoM UMMYHO(TIOOPECIIEHTHAS MUKPOCKOIIHS

KDIGO  Kidney Disease Improving Global Outcomes — ununuatisa mo
YIIYUIICHHIO TJI00AbHBIX UCXO0/I0B 3a00J1€BaHU TTOYEK

K/DOQI  Kidney / Disease Outcome Quality Initiative -unuiuaTriBa kauecTna
JedeHus 3a00JIeBaHUM MTOYEK

KIIC KHCJIOTHO-IIIEJIOYHOE COCTOSIHUE

JIH Jronyc-HeppuT

MDRD Modification of Diet in Renal Disease -mMoaudukalus muieBoro
palmoHa npu 00JIe3HSIX MOYeK

MKH- MUHEPaTbHO-KOCTHBIE HAPYIIICHUS TIPU XPOHUUECKOU OOJIC3HU
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I'TABA 1. AHATOMMUSA 1 ®U3NOJIOTUSA TIOYKHN
1.1 AHATOMMSA NOYEK U MOUYEBBIBOJAIINX ITYTEN

[Touku pacrnonararorcst B mosicCHUYHOM obnactu 3a0promuHHO (o1 XII rpyaHoro
1o |l mosscanunoro no3Bonka). IIpaBasi moyka HaXOAUTCS HIDKE, YeM JieBasi. Paszmep
IIOYKM B3pOCIOTO cocTaBisier okojmo 11x6x3 cm, wmacca 120-170 r. VY
HOBOPOXJICHHBIX BEPXHHUI IOJIOC MOYEK HAXOJUTCS HAa ypOBHE HUKHero kpas Xl
IPYJIHOTO TMO3BOHKA, K JBYM TOJaM JOCTUTas TOJOXEHUs, HabI0gaeMoro y
B3pocibIX. PazMepsl mouek y JeTed yBEIMYUBAIOTCS COOTBETCTBEHHO BO3pPACTy U
Macce Tena. Ha mpoponpHOM paspes3e MoyeK pa3inyaloT BHEUIHUN KOPKOBBIM U
BHYTPEHHHUI MO3roBoii cjou (puc. 1.1).

Toueunas TToveuyHas

aptepus Neeaa nouka

/ Kopkoebiv cnou

TTpaeas _—

noYra

TToueuHsIe
nMpammast

NoxaHKa

———ModeTouHUK

Pucynok 1.1. Anaromus mouek (J.C.Jennet 1995)

KpoBenocnas cucrema. KpoBocHaOkeHHE TOYKH OCYILECTBIISICTCS MOYEYHOM
apTepuei, yepe3 KOTOPYIO B MMOYKH MOCTYMAeT A0 1 J1 KpoBU B MUHYTY U 110 1500 11 B
CYTKH, T.€. B YCJIOBUSIX MOKOS MOYEYHBIH KPOBOTOK coctaBiseT 20-25% ot oobema
ceplieuyHoro BrIOpoca. B BopoTax mouyku apTepus AETUTCS Ha MEXKIO0JIEBBIC apTepuu,
KOTOPBIE MPOXOJAT MEXIY MUPAMHIAMH MO3TOBOTO CIIOSl, U Ha TPAaHUIE KOPHI U
MO3TOBOIO  BEIIECTBA TMEPEXOAAT B JyrOBbIE apTEpPUU, PpaCMOJararolnecs
napajieIbHo moBepxHocTH To4ku (puc. 1.2). OT HHUX B KOpPYy OTXOHST
MEKJIOJIbKOBBIE ~ apTE€pUH, JAIOMIME HA4Yajl0 MHOKECTBEHHBIM MPUBOJAIIAM
(adpepeHTHBIM) apTepuoIaM, Kaxk1asi U3 KOTOPhIX CHA0XKaeT KPOBBIO KaNUJUISPHBIC
netnu kiyoouka. OT KanwuIsipHOro KIyOO4YKa OTTOK KPOBH OCYILIECTBISETCA
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otBomsamer (3¢ depeHTHO) apTepuoson, KOTopas IpU BBIXOAE W3 KIyOouka
pacnagaeTcs Ha IepUTyOYIISIpHBIC KaMLUISAPhI, CHA0KAIONHEe KPOBBIO KaHAIBITHI.

{\
P

-, -\ 7R

Pucynok 1.2. KpoBocuabxenune nmouku. [Fauci AS, Kasper DL, Braunwald E, Hauser SL, Longo
DL, Jameson JL, L Harrison’s Principles of Internal Medicine, 17" Edition: http://accessmedicine. ]

Ha rpanuniie KOpKkOBOTO M MO3rOBOTO CJIOEB (FOKCTAMENYJUIAPHbIE HEPPOHBI) OT
3¢ (pepeHTHhIX apTepUOSl OTXOAAT MpsIMbIE apPTEPUOJIBI, KOTOpPbIE TITYyOOKO
MPOHUKAIOT B MO3rOBOM CJOM M BO3BpamaroTcs oOpatHo. Hucxopsumue u
BOCXOJISAIME TPSIMbIE COCYJIbI SIBISIOTCA COCYIHUCTBIM KOMIIOHEHTOM MEIYJUISPHOM
IIPOTUBOTOYHO-TIOBOPOTHOM ~ MHOKHUTENBHOM  CUCTEMBI. Beno3Hass cucrema
MOBTOPSAET XOJ apTepUalbHBIX cOoCyn0B. KpoBocHaOxeHHE KOPKOBOTO ciosi Ooliee
BbIpaxkeHo (coctaBisieT 90%), yeM HapykHOU (6-8%) u BHyTpenHei (1-2%) 30H
Mo3roBoro cnosi. Ilouka wuMeeT psa COOCTBEHHBIX PEryJIMPYIOIIUX CHCTEM,
MO3BOJISIIONINNA  TOIEPXKATh TOCTOSIHHBIA TMOYEUYHBIH KPOBOTOK TIPU  OOJBIINX
KoJiebaHusax apTepuaibHoro nasieHus (ot 70 mo 220 MM pT.CT.) DTa CIOCOOHOCTH K

ayTOPETYJSIIIUU 00ECIIEUNBACTCS JIEATEILHOCTHIO IOKCTArJIOMEPYJISIPHOTO ammapara
(FOr'A).

Hedpon
CtpykTypHO-(YHKIITMOHATBHON €IMHUIICH TTOYKH SIBIsICTCS He(PPOH, COCTOSITUN
M3 COCYIHUCTOTO KIyOOYKa, €ro Karcysbl (IOYeYHOE TEeJblie) U CUCTEMbl KaHAJIBLIEB,

Beaylux B coOupatenbHbie TpyOku (puc.l.3). Ilocnegnue mopdonornyecku He
OTHOCSITCS K HE(DPOHY.
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KanunnapHas
cem

TTpoKcumansHeIV
U3BUTOU KaHanew

Kancyna boymeHa

SpepeHTHas
- apTepuona~_

OucTtansHeI
M3BUTOU KaHanewy

Metna leHne | |

CobuparensHas
Tpy6ouka

Pucynok 1.3. Cxema crpoenus Hedpona (J.C.Jennet 1995)

B xaxmol mouke uegoBeka uMeeTcsl okoyio 1 MiH. He(pOHOB, C BO3PACTOM HX
KOJIMYECTBO MOCTENEHHO yMEHbImaeTcs. KityOouku pacrosiokeHbl B KOPKOBOM CJIO€
nmouku, u3 HUX 1/10-1/15 yacth HaxomsTCs HA TPAHHUIIE C MO3TOBBIM CIIOEM H
Ha3bIBAIOTCS  IOKCTaMeNyJUIApHbIMH. OHHM HUMEIOT JUIMHHBIE mneTin ['eHre,
YTIIYOJISIIOIIUECS B MO3TOBOE BEIIECTBO M CHOCOOCTBYyroIue Oojiee A(hPpeKTHBHON
KOHIIGHTpAIlMU TIEPBUYHOM MOuW. Y JeTed TPYyAHOro BO3pacra KIyOO4YKH HMEIOT
MaJblii AuaMeTp W uxX oOmas QuiIbTpyrolas MOBEPXHOCTh 3HAYUTEIHHO MEHBIIIE,
YeM y B3POCITBIX.

CrtpoeHue no4e4Horo Kiydouka

KiryOoyek MOKpBHIT BUCLEpPaIbHBIM 3MUTENUEM (MTOJAOUMUTAMU), KOTOPBIA Yy
COCYIMCTOTO TIOJIFOCA KIIyOOYKa IMEPEeXOJUT B TApPUETAbHBIA SIUTEINA KarCyJbl
boymena. boymeHoBO (MOuY€BOE€) HPOCTPAHCTBO HEMOCPEICTBEHHO IMEPEXOIUT B
MPOCBET MPOKCHMAJILHOTO HM3BHUTOTO KaHajblla. KpoBb MOCTymaeT B COCYIMCTHIN
MoJIIOC ~ KiIyOouka dYepe3 addepeHTtHyro (MPUHOCAILYIO) apTEepUoy U, IOCHe
MPOXOXKJICHUS TO TETISAM KanuUIIpOB KIyOOUKa, MOKHUIaeT ero mo 3(depeHTHon
(BBIHOCSIIIEH) apTepuoJie, UMEIOIEed MeHbIUN MpocBeT. (CxKaTue BBIHOCSIIEH
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apTEepUONIbI  YBEIIMYMBACT THAPOCTATUYECKOE JIABJICHHWE B KIYOOYKE, YTO
cocoOcTByeT  (umibTpanuu. Baytpm  kinybouka addepeHTHas  aprepuosia
MOJIPa3/IeNsieTCsl Ha HECKOJIBKO BETBEH, KOTOpPBHIE B CBOIO O4Yepenb IAl0T HAvalo
KanmuiipaM Heckolbkux noniek (puc. 1.4 A). B xmybouke mmeercs oxono 50
KaMWUIIPHBIX ~ TIETeNb, MEXIy KOTOPBIMH ObUIM  HaWJCHBI aHACTOMO3BI,
Mo3BOJIAIOIMKE  (DYHKIIMOHHPOBATh KIYOOUKY KaK «TUATH3UPYIOMIAs CHCTEMay.
Crenka Kanmuuispa KiIyOouka MpencTaBiseT cOO0H TPOMHON (UIBTP, BKIFOYAOIIAN
(b eHeCTpUPOBAHHBIN YHAOTENN, TIIOMEPYISIPHYIO 0a3abHYI0 MEMOpPaHy U IIEICBBIC
nauadparMbel MEXTy HOXKKaMu mofo1uToB (puc.1.4 B).

Hoxku noaouutoe

BasanbHas mempaHa

MesaHruanbHEIA
MATPUKC
MesaHrvanbHas
KneTka

A b
Pucynok 1.4. Ctpoenue kinyoouka (J.C.Jennet 1995). A — knybouek, AA — apdepertras
aprepuoia (3JIEKTPOHHAs! MUKPOCKOMHS ). b — cXxeMa cTpoeHHsI KanmuyUIIPHOH MeTIn KITyOoouKa

[TpoxoxaeHue MoJekysn uepe3 (UIBTPALMOHHBIM Oapbep 3aBUCUT OT HX
pasmepa M 3JIeKTpUYecKoro 3apsna. BemectBa ¢ monekymsipabiM BecoMm >50.000 [la
noutu He puiabTpyroTcs. M3-3a oTpuuaTeNnbHOrO 3apsiia B HOPMaIbHBIX CTPYKTypax
KJIyOOUYKOBOTO Oaphepa aHUOHBI 33/IEPKUBAIOTCS B OOJIbIIECH CTENIEHH, YEM KaTUOHBI.
DHAOTEJUATbHbIE KJIETKH UMEIOT TIOphl Ui (PeHecTphl AuaMeTpoM okojio 70 HM.
[lopsl  OKpyX€HBl TNIMKONPOTEUAAMH, HMEIOIIMMHU  OTpHUIATENbHBIA  3apsj,
MPEACTABIISIIOT CBOEOOPA3HOE CHUTO, Yepe3 KOTOPhIE MPOUCXOIUT YIAbTPAPUIbTPALIUS
Ma3Mbl, HO 3aJ€p>KUBAIOTCA (OPMEHHbIE D3JIEMEHTHI KpoBHU. [JiomMepyJsipHas
0azaabHas memOpana (I'BM) npezacrasisieT HeNpepbIBHBIN O0apbep MEXy KPOBBIO
U TOJIOCTBIO KAmCyJbl, U Yy B3pociioro uenoBeka umeeT tommuHy 300-390 um (y
nereit toubmie — 150-250 um) (puc. 1.5). I'BM Tak >xe comepkuT OoJbIoe
KOJIMYECTBO OTPULATENIBHO 3aAPSKEHHBIX TIIMKONpOoTenoB. OHA COCTOMT M3 TpeEX
cioeB: a) lamina rara externa; 0) lamina densa u B) lamina rara interna. BaknHoi
cTpykTypHO#l YacThto ['BM sBisiercss kosaren [V tuma (rmaBa 5). ¥V gereit ¢
HACJIEACTBEHHbIM  HE(QPUTOM,  KIMHUYECKH  MPOSIBISIIOIIMMCA  reMaTypHei,
BBISIBIIAIOTCS MyTauuu KojutareHa IV tuna. [Taronoruss 'BM (cunapom Anbnopta u
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1p) YCTAHABIMBAETCS AJICKTPOHHO-MHUKPOCKOTIMYECKUM HCCIIEIOBAaHUEM OuomTara
noyek (puc. 1.5). B HacTosiee Bpemsi yalie UCIOIb3yIOTCS TeHETUYECKUE METO/IBI.

" process._ s

e
cell pores

e

Pucynok 1.5. Crenka kanwuisipa kiryoouka — rimomepyssipusiii Gpuistp (J.C.Jennet 1995). Causy
pacnosioxeH (peHecTpUupOBaHHBIN HAOTEIHH, Haa HUM — [ BM, Ha KOTOPO#l OTYETIIMBO BUIHBI
PETYJISIPHO PACIIONIOKEHHBIC HOXKKH MOAOIMTOB (3JIEKTPOHHAS MUKPOCKOITHSI)

BucuepanbHble JNUTENHATbHbIE  KIETKH  KJIY0O4YKa,  TIOJOIMTHI,
MOJJICPKUBAIOT APXUTEKTYPY KIyOOUKa, MPEMATCTBYIOT MPOXOXKIACHUIO O€nka B
MOYEBOE IIPOCTPAHCTBO, a Takxke cuHTe3upyroT I'BM. Ot Tena mogouutoB OTXOAAT
JUIMHHBIC TIEPBUYHBIE OTPOCTKH (TPaOEKyJbl), KOHI[BI KOTOPBIX HUMEIOT «HOXKHY,
npukperuieHHbie K ' BM. Masbie oTpocTK (MEIMKYIIbI) OTXOAAT OT OOJBIIUX MOYTH
MEPHEHANKYJIIPHO U 3aKphIBAIOT €000 CBOOOJHOE OT OOJIBIIUX OTPOCTKOB
npoctpancTBO Kammuisipa (puc. 1.6 A). Mexay coceqHUMU HOXXKaMHU TOJOIIMTOB
HaTsHyTa QUIbTpalmoHHas MeMOpaHa — 1eneBast nuadparma, KOTopasi B MOCIEIHUE
JCCSTHIICTHS TIPEACTABISET COOOHM MpeaMeT MHOTOUYMCICHHBIX HCCIEA0OBaHUN (pHC.
1.6 b). llleneBbie muadparMbl cocToAT u3 Oenka HeppruHA, KOTOPHIN TECHO CBSI3aH B
CTPYKTYPHOM M (YHKIITMOHAJILHOM OTHOIIEHHUSIX CO MHOXKECTBOM APYTUX OEITKOBBIX
Mosiekys: nogounHoM, C/I2AP, anbda-aktuHuHOM-4 U 1p.

A
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Cys3riul TocKaybin

Cysiny 6afbITbl

A 39p KeHicTiri

nooumT
afKwanapbl

caHblnaynbl Avagparma
iprenec xarKaH noouuT
asKwWwanapbiHbIH He(hpuH
MonekynanapbiHaK

M

- O-Axruinn-4
3HAOTENMI Xacywackl Kypanazb!

Kanunnap KybicCbl

1.6-cyper. Ctpoenue mogoruta (J.C.Jennet 1995). A — ckanupyroiast sekTpoHHorpamma. Hoxxku
MIOJIOITMTOB MOJIHOCTHIO MOKPBIBAIOT I'BM, a Tak:ke HOKKH IMOAO0IMTOB MEXKIY CO00i 00pa3yroT
ceThb. B — Mex 1y HOXKKaMH MOJIOLUTOB pacloliokeHa IeseBas auadparma, odpaszyroras
OKaHYATeIbHBINA Oapbep GpuiIbTpanuy.

B cocraBe kiy0ouka OMpENENAIOTCS ME3aHTHANbHBIE KIETKH, OCHOBHAs
GYHKIHST KOTOPBIX — O00ECIIeYeHNE MEXaHMIeCKOW (PUKCAIY KamLIIPHBIX TIETENb.
Me3zaHnrnanbHble KJIETKH OO0JaJar0T COKPATUTENBHON CIIOCOOHOCTBIO, BIWSAA Ha
KJIyOOYKOBBIH KPOBOTOK, a TaK)Ke 00JIa1at0T (haroiuTapHoi akTHBHOCThIO (puc. 1.4-
b).

IToyeuHble KAHAJBLIBI

[lepBuuHass Mouya MOMAAA€T B MPOKCUMAJIbHBIE IOYEYHbIC KAaHAIBIBI M
IIO/IBEPraeTcss TaM KayeCTBEHHBIM M KOJHMYECTBEHHBIM M3MEHEHHSAM 32 CYeT
cekperu u peabcopOuuu BeriecTB. IIpokcuMaibHbIe KaHAJBIBI — CaMbIi
JUIMHHBIA CETMEHT He()pOHa, B HA4YaJle OH CUJIbHO M30THYT, a IPHU MEPEXO0/IE B METIIO
I'ennie  Boimpsmisiercs.  KieTku NPOKCHMabHOTO — KaHalblia  (MPOJIOJKEHUE
MapUEeTANIbHOIO JIUTEIUS Karcylbl KIyOO4YKa) UWIMHAPUYECKOH (OpMBI, CO
CTOPOHBI TPOCBETA TMOKPBITHI MHUKPOBOPCHHKAaMHU («IlI€TOYHas KaiMay). 37ech
MPOUCXOJMUT aKTHBHAs peadcopOLus MHOTMX BeIECTB (TJIOKO3bl, aMHUHOKHCIIOT,
MOHOB HaTpus, Kamus, Kanmbuus u QocdaTtoB). B mnpokcumanbHbie KaHAIBIIbI
noctymnaetr npuMmepHo 180 1 kiyOGoukoBoro ynbrpadunsTpaTta, a 65-80% Boabl U
HaTpusi peabcopbupyercsi oOpatHo. Takum oOpazomM, B pe3yibTaTe 3TOTO
3HAYUTENIbHO YMEHBIIaeTcs O00beM TMEepBHYHON MouM 0Oe3 H3MEHEHHs ee
KOHLIEHTpaLWu.

Herasa I'enne. IlpsMas yacTh NPOKCHUMAIBHOIO KaHAJIbIA, IEPEXOIUAT B
HUcxomdmee KoneHo nerin ['enne. @opMa SMUTENHANBHBIX KJIETOK CTaHOBHUTCS
MEHEE BBITSAHYTOM, YMEHBIIAETCSA YUCIO MUKPOBOPCUHOK. Bocxoadmmmm oTaen neTiu
MMEEeT TOHKYI0O M TOJICTYIO YaCTU M 3aKaH4YMBAETCS B IUIOTHOM mATHE. OCHOBHOMU
HMOHHBIN TiepeHocuuK ATux KieTok — NKCC2 unrudupyercst GpypoceMuaom.
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FOkcraraomepyasipabiii annapat (FOI'A) BxitouaeT 3 Tuma KJIETOK: KIETKH
JUCTAJIBHOIO KAaHAJbLEBOIO SIUTEIUS Ha MPUMBIKAIOMIEH K KIyOOUKY CTOPOHE
(TUIOTHOE TATHO), PKCTPArIOMEPYJUISIPHBIE ME3aHTHAIbHbIE KJIETKH U TpaHyJspHbIC
KJIETKH B CTeHKaX ad(epeHTHBIX apTepHoIL, poaynupyomnme peauH. (Puc.1.7).

JIucTanibHbIi KaHajden. 3a IUIOTHBIM IATHOM (macula densa) HaumHaeTcs
JIUCTANbHBIA KaHaJel, MEepeXoJdlluid B coOupaTelbHyl0 TpyOKy. B nucrambHbIX
KaHaJplax BcacblBaeTcsa Okoino 5% Na nepBuuynonn wmoun. [lepeHocumk
MHTUOMPYETCS AMYPETUKAMH U3 TPYMIIbI TUA3HUIOB.

CoOuparesbHble TPYOKHM COAEp)KaT JBa THIIA KIETOK: OCHOBHBIE
(«cBeTible») U BcTaBoUHbIE («TeMHbIEY). [Io Mepe mepexoja KOPTUKAIBHOTO OTAeNa
TpyOKH B MEIYJUISIPHBIN YMEHBIIAETCS YHUCIO BCTAaBOYHBIX KJIETOK. OCHOBHBIE
KJIETKH COJIep KaT HAaTpUEBbIe KaHAJbI, pad0Ta KOTOPHIX UHTHOUPYETCS JUYPETUKAMU
— aMWJIOPUJIOM, TpHaMTepeHoM. Bo BcTaBouHbIX kieTkax HeT Na'/K'-AT®dassl, HO
conepskarcst H' -AT®aza. B nux ocymectsiusiercst cekpenus H' u peabeoporus CI.
Takum 00pa3oM, B COOMpATENbHBIX TPYOKAaX OCYLIECTBISETCS KOHEUYHBIM 3Tall
obpatHoro BcacbiBanusi NaCl nepes BBIXOJI0M MOYH U3 MOYEK.

NHTepcTunnaJbHble KJIETKH MOYeK. B KOPKOBOM CJ0€ MOYEK MHTEPCTULIMM
BBIPaXKEH cJ1a00, TOTa KaK B MO3TOBOM clio€ OH Oosiee 3ameTeH. KopkoBoe BEIIeCTBO
MOYEK COAEPNKUT JBAa TUIA HHTEPCTUIUAIBHBIX KIETOK — (ParouuTUpyrolmue u
¢dbudpoodnacronogodnsie. DudbP0OOIACTONONOOHBIE  HUHTEPCTULHAIBHBIE  KJIETKH
IIPOIYLMPYIOT 3PUTPONOITUH. B MO3roBOoM BEIIECTBE IMOYEK HMMEETCS TPU THIIA
KJIETOK. B 1nuromnazMe KJIETOK OAHOTO M3 3THX THIIOB COJEPXKATCS MEIIKHE
JUINHJIHBIE  KJIETKH,  CIYy’Kalllhe  HUCXOJHBIM  MaTepuajioM Jid  CHUHTE3a
IIPOCTArJaHIHuHOB.

1.2. ®PU3NO0JO0I'USA IOYEK

ITouku 00€ecIeunBaroT MMOCTOSIHCTBO Cpenpl, HE0OXOUMOM IS
(YHKITMOHUPOBAHUS KJIETOK opraHuzma. OHU peryiIupyroT BOJHO-COJIEBOW OajaHc,
KUCJIOTHO-IIIEJIOYHOE COCTOSIHUE, BBIJEISIOT TPOJYKTHl a30TUCTOrO OOMEHa U
qy>KEepOJHBIE BEIIECTBA.
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Kiy0oukoBasi puiabTpanus

KnyOoukoBast ¢puiibTpanust siBIsieTCS HadaJlbHBIM 3TalioM MouyeoOpa3oBaHus. B
mpocBeT OOYMEHOBOM KarCyJbl MOCTYMAeT MepBUYHAS MOYa WM T.H. «0e30eIKOBBIN
ynbTpaduiabTpaTy Iiaa3Mbl. B ynbTpaduibTpaT ToNagaeT JMIIb HEOONIbIIOEe
KOJIMYECTBO OeJika ¢ HU3KON MoJieKylsspHoi Maccoi (1o 50 000 Jla), OombInast 4acTh
KOTOpOro peabcopOupyeTrcsi B NPOKCHUMAIbHBIX KaHajblaX. YJIbTpapuibTpaT B
KiIyooukax oOpasyercs co ckopocThio 120-130 mu/muH niu okosno 180 11 B CyTKH.
OO6pazoBanue CcBOOOAHOrO OT (OPMEHHBIX JJIIEMEHTOB U OEJIKOB KpOBU
yIbTpaduibTpaTa 3aBUCUT TMPEXKAE BCEr0 OT TUIPOCTATUYECKOrO JAaBJICHHUS B
KIyOOUYKOBBIX  KalWuisIpax,  co3jJaBaeMoro  paboTtoil  cepaua.  Benunuwnza
3¢ (PEeKTUBHOTO  (PUIBTPAIMOHHOTO JABJICHUS HEBENWKA. [ UAPOCTATHIECKOMY
JABJICHUIO B KJIyOOUKax, KOTOPOE OCTAeTCsS HEM3MEHHBIM HAa BCEM MPOTSHKEHHUU
KJIyOOYKOBOI'O Kamwuisipa, MPOTHUBOAECUCTBYIOT OHKOTUYECKOE MIABJICHHUE IIa3Mbl
BHYTPH Kalwuisipa W THUAPOCTATUYECKOE JaBlicHHEe B OOYMEHOBOW Karmcyje (Hid
MPOKCUMaILHOM KaHajblle). B oOecrnedeHrn BBICOKOW CKOPOCTH KITyOOUKOBOM
¢unpTpamun (CK®) umeer 3HaueHHE MPOHUIAEMOCTh (DUIBTPYIOIIEH MEeMOpaHbl U
IJIOMIAJb TMOBEPXHOCTH, AOCTYnmHOH st ¢unsTpanun. CK® paccuuTbiBaeTcs C
y4eTOM YpPOBHS KpeaTMHHHA B ChIBOPOTKE KpoBU o (opmyrne Kokxpodra-I'onra y
B3pocibiX U 1o popmyne HIBapua y nereit unu gopmyne Ouiepa ¢ y4eToM ypoBHS
nucratuHa C B kpoBH (Tabmuna 1.1). Y HOBOPOXKIEHHBIX M3-32 MAJIOTO JUAMETpa U
MeHblIeH GuiIbTpyromIed NoBepXHOCTH KiTyO0oukoB CK® 3HaunTeNbHO MEHBIIE, YEM
y B3pochbix, u paBHsiercs 20-30 mur/muH. Y B3pocibix Takod ypoBeHb CK®
CBHJICTEIILCTBOBAJ OBbI O TSHKEJION CTENCHH MPOTPECCUPYIOMIETO (CKICPO3UPYIOIIETO)
mpoIiecca B MoyYkax, T.e. 0 XxpoHudeckou 6osie3nu nouek (XbII) 4 crenenu. Jlanee B
TeueHue nepBoro roja ku3Hu CK® noBbIIIAETCA U JOCTUTAET HOPMAJIBHOTO YPOBHS
B3pOCJIOTO.

Tabmuua 1.1. HopmatuBbl chIBOpOTOUHOro KpeatnHuHa, nucratuHa C u CK® B
3aBHCHMOCTH OT Bo3pacra [1]

Bospact Kpearunun Hucratun C, mr/n |CKO,
LUMOJIB/JT MI/IUT wir/mun/1.73m°
3 nHs 80-130 0,8-1,5 1,2-2,4 20-30
7 nHeH 30-40 0,4-0,6 1,0-2,2 20-30
1 mec — 1 rogx |25-40 0,4-0,6 0,8-1.6 70-100
2-8 ner 40-60 0,5-0,7 0,6-1.4 90-130
9-18 ner 50-80 0,6-0,9 0,6-1.4 90-130

Takum o60pazom, BenmuumHa CK® 3aBucuT OT 4yucia (QYHKIIMOHHPYIOITUX
KITyOOYKOB (Macchl neicTByromux HeppoHoB). [Ipu ckiepo3upoBaHUM KIIyOOUKOB
(nedponoB) nagaet u CK® (rnasa 18).

N3meHenue coctaBa MOYM C TMOSIBJIEHWEM MATOJOTMYECKHX AJIEMEHTOB
(bopMeHHBIE 3JIEMEHTHI KpOBH, O€JIOK) 3aBHCUT OT HapyIIEHUsS MPOHHUIIAEMOCTU
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TPEXCIONHOTrO KIIyOOUKOBOTO Oaprepa. CocrosiHue IIPOHUIIAEMOCTHU
GuIbTpalMOHHOTO Oapbepa OIpenesseTcs] BEIMYUHOW TMOp M AJICKTPUUECKUM
3apsaoM. [lopel sHOTENMs 3aAepKUBAIOT (OPMEHHBIE SJEMEHTHI, CleAyromue 2
ciosi — I'BM u mogouutsl ABISAIOTCS OapbepamMu Ui MPOXOKACHUS OCIIKOB IUIa3MBbl.
AHUOHBI  3a/epKMBalOTCSI B OOjblIeld  cTenmeHW Onarogaps  BBICOKOMY
OTPULIATEIILHOMY 3apsily B HOPMAJIBHBIX CTPYKTypax CTeHKH Kanwuiipa. [lpu
TFEHETUYECKOM WM NpPUOOPETEHHOM TMAaTOJOIMHM IPOHUIAEMOCTh Kamwuisipa
IIOBBIIIAECTCA  BCIEACTBUE CTPYKTYpHBIX HapylueHui. Hampumep, HapymeHus
CTPYKTYpBl MOJOLIUTOB, IIEJIEBON MEMOpaHbl MPUBOAAT K MPOTEUHYPUH (BO3MOKEH
HedpoTuueckuit cunapom) (puc. 1.8), ucronuenue I'bM, renernyeckue aHoMaiuu
kotareHa ' BM — K spuTpOLUTYypuu U MPOTEUHYpUU (HACTIEACTBEHHBIN HEPHT,
00J1e3Hb TOHKHX 0a3aJIbHBIX MeMOpaH) (puc. 1.9).

Pucynoxk 1.8. [Tonounts! npu HeppoTuyeckoMm cunapome. JuddysHoe paciuiaBieHne HOXKEK,
HaOyxaHHEe HUTOIIa3Mbl U MUKPOBUIIJIE3HAs TpaHChopMalys (3JIEKTPOHHAS MUKPOCKOIIHS)

(J.C.Jennet 1995)

Pucynoxk 1.9. 'BM npu 601e3HM TOHKHX 0a3aJIbHBIX MEMOpaH (3JIEKTPOHHAS MUKPOCKOITHS)
(J.C.Jennet 1995)
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IToyeyHbI KPOBOTOK M €r0 peryJisiuus.

CK® oOmm3ka 90-130 mu/muH. QuibTpanusi CHIDKAETCA TMPH  CYKCHHH
MPUHOCSINNUX apTEPUOT M YBEIMYMBACTCS TPU CYKCHUU BBIHOCSIIMX. Perymsims
MMOYEYHOTO KPOBOTOKAa MHOTOTPAHHAS U CJIOKHAsL.

KananbueBo-kiy0oukoBas oOparHasa cBa3b. [OI'A  ocymiectBisier
perymsinuio  CK® B oTaenbHbIX HeppoHax B 3aBUCMMOCTH OT COCTaBa
yibTpaduiabTpaTa B JUCTAIBHOM KaHalIblle B 30He macula densa (TJIOTHOTO MATHA).
KieTkn mioTHOro msiTHa MepefaroT CUTHall O MoBbImieHuHu KoHieHTpauuu NaCl B
KaHalblle, YTO CTUMYJHUPYET BBICBOOOXKICHHE aJICHO3MHA, CHHTE3UPYEMOIO
kietkamu FOI'A. AzneHO3WMH BO3ACHCTBYET Ha PEUENTOpPbl aHTMOTEeH3WHa Al u
BBI3BIBAET KOHCTPUKIMIO MPUHOCSIINX ApTEPUOJ, YTO B CBOIO OYEPE/lb CHUKAET
CK® u nmpenoTBpaniaeT 4pe3MEepHYyIO MOTEPIO COJIed U BOJbI ¢ MO4oi. CTUMysIoM
U poayKiuu pennHa kietkamu FOI'A sBnsercs naaenune konnentpanuu NaCl B
COJIEPKUMOM KaHaJIbIEB.

TpancnopT BelmecTB B KAHAJIbLAX

B kaHayipImax mpoMCXOAHWT aKTHBHBIA W MACCUBHBIA TpaHCHOPT BemecTs. [2,3].
AxTHBHas peabcopOLMs UAET ¢ 3aTparoil Hepruu, oObiuHO B Buae ATD (pabora
Na’/K*-AT®a3sl), IpOTUB TPAUEHTa KOHLEHTpauu. [Ipy HAIMYUK 3JIEeKTPHYECKOit
WIM XUMHUYECKOM Pa3HOCTH HMOHBI U MOJIEKYJbl MOTYT TPaHCIOPTUPOBATHCS
MaCCUBHO, IyTeM IpocToi nuddy3un.

PeaGcopOuusa ria0ko3bl. B MpokcMManmbHBIX  KaHAJbIAX  IMOJHOCTBHIO
peabcopOupyeTcsi TJIIOKO3a. OKCKpeLUuss €€ C MOYOHM CBSI3aHO OOBIYHO C
TUTNIEPIIIMKEMUEH, TMPEBBIIAIONICH  TPAaHCIOPTHBIE BO3MOXKHOCTH  KaHAJIbIICB.
TpaHcnmopT OCYIIECTBISETCS C IMOMOIIbIO O€lIKa-NMepeHOCYKa U OH CONPSHKEH
MEPBUYHBIM AKTUBHBIM TPAHCIIOPTOM HATpHUs. [JIIOKO3ypHuss TpU HOPMAIBHOM
cCoJlepKaHUM caxapa B KPOBH BCTpEYaeTCs MPU KaHAJbLEBOM MAaTOJOTMU (peHalbHas
[JIFOKO3YpHsi) BCIEACTBUE HApYIIEHUS peadcopOiuu.

PeaGcopOuus Oenka. benky, BBIBOAMMBIE C MOYOW, NMPENOCTABISIIOT OYEHb
HEOOJIbITYI0 YacTh (PriibTpyembix OenkoB. OcCHOBHast mMacca (PUIBTPYyEeMbIX OEITKOB
peabcopbupyeTcs B MPOKCUMAJbHOM  KaHaJbIle  IyTeM  JHAOIMTO3a.
PeabGcopOupoBanHbie OENKH THIPOJUZUPYIOTCA B BAKyOJdU 1O aAMHUHOKHCIOT WA
nenTuoB. B HOpManbHOM MOYE OCTAIOTCS TaKHe HU3KOMOJICKYJSIpHBIE OC€KH, Kak
B2—mukpornoOynus, nu3ouuM, ol W o2 — MHUKPOTJIOOYJTUHBI, UX KOJUYECTBO
He3HauuTenbHOe. B okoHuaTensHoi Moue conepxutcs 40-150 mr Oenka, u3z Hux 40%
coctaBisier anbOymun, 10% IgG, 5% - nerkue nenu u 3% IgA, ocTtanbHyIO0 4acTh
COCTABJIAIOT JApyrue O€NIKH, TJIaBHBIM 00pa3oM, 00pa3yroiuecs: B KaHaIbI[aX — 0eI0K
Tamm-Xopchanna. ITloBbilieHne anbOYMUHYPUM HPOUCXOJUT NPHU KIYOOUKOBOMU
MaToJIOTMH, MNoBblIeHUE Oenka TamMm-Xopcdamia CBUAETENBCTBYET O MATOJIOTHH
KAaHAJIbLIEB.

PeaGcopOuuss amuHOKHCaOT. JlIsi TpaHCHOpTa aMHUHOKHUCIIOT, KOTODBIE
peabcopOupyIOTCs B MPOKCHUMANIbHBIX KaHaJblaX, CYUIECTBYIOT MO MEHBIIEH Mepe
YeThIpE aKTUBHBIC TPAHCIOPTHBIE CHUCTeMBbl. M3-3a ux nedexra BO3HHKAIOT

20



pa3UYHBIC THIMBI HACIEICTBEHHBIX aMUHOAIUAYpuil. Tak k€ B MPOKCHUMAJIbHBIX
KaHaJbplax peadbcopOupyroTcs Kaibluii, ¢ocdop, HaTpuil, KamblUil U Jpyrue
BemectBa (cMm. pansbiue). [Ipu cunapome DaHKOHM MOpa)xaeTcss MPOKCUMAaIbHBIN
KaHAJICI] ¢ HapylieHueM peabcopOmmm psga BEMIECTB (aMMUak, TTIoKo3a, ¢gocdop,
KapOoHaThl u 11p.) [2].

Tpancnopr Hatpusi. Iloukum umeroT Oosbllloe 3HAYEHUE B MOJAJCPKAHUU
BOJIHO-COJIeBOro Oamanca. [l 3TOro B IMOYKax CYIIECTBYET BBHICOKOI(D(EKTUBHBIN
TpaHCOpT HaTpusi. HaTpuih — OCHOBHOW KAaTHOH BHEKJIETOYHOW CpeAbl WU IS
NOJIZICpKaHUST COJIEBOTO OanaHca ero KOHIEHTpPAIlUs CTPOTO KOHTPOIHPYETCH.
Hatpuit u xmop cBoOoaHo  ¢uibTpyrorcs B kiayboukax. Ho  99%
npodunbTpoBaBmuxcsa Boasl 1 NaCl monsepraercss peabcopOruuu, u Toibko 1%
BBIJICTISICTCSI ¢ MOYOH. DTO MPOUCXOAUT B OCHOBHOM B MPOKCHMAIbHBIX KaHAaJbIaX
(70%) u netne I'enne (25%). B nucTanbHBIX KaHAJIbIaX U B COOMpATEIbHBIX TPyOKax
peabcopoupyercs 2-5% Na'. Harpuii BcacwiBaeTcs B NMepuTyOyISApHYIO IIa3My 3a
cuer Qepmenta Na'/K'- AT®-a3pl, pacrojoKEeHHOTO B 0a30JaTepalbHBIX
MeMOpaHax KaHaJbIIEBOTO AIHUTEIHSI. 3a cyer co3maBaeMoro TrpaaueHTa
KOHIIEHTPAIIMU TPOUCXOJUT TMACCUBHBIM TPAHCIOPT APYTUX HOHOB MOCPEIACTBOM
MOHHBIX KAHAJIOB U MEPEHOCUMKOB. TakK, B MPOKCUMAIbHBIX KaHAJIbIAX MPOUCXOJIST
Ko-TpaHcropTHble npoueccs: Na'+HCO3, Na'+amunoxucnors:, Na'+rmokosa,
Na'+opranuyeckue MoseKybl; Takxke npoucxoaut Na'/H'- o6men u Tpancnopt Cl,
PeobcopOrus HaTpus COIPOBOXAAETCS napauieIbHbIM BCaChIBaHUEM
HKBUBAJICHTHOTO KoOJM4YecTBa BoOJbl. [loaToMy conepkumoe MNpPOKCUMAIIbHBIX
KAHAJIBIIEB OCTA€TCS HW30TOHUYHBIM OTHOCUTEIBHO TIUIa3Mbl. B oTiauume ot
MPOKCUMAbHOTO CETMEHTa B JPYrUX OTAeNaX KaHalblleB HATpUd W BOJA
BCACHIBAIOTCS HE3aBHCHMO JpPYyr OT JApyra. B IUCTaJbHBIX KaHAIbLAX M
coOupaTenbHbIX TPyOKax peadcopOLus HaTpUsl U BOJBI PETYIUPYETCS] TOPMOHAMH.

Peryasinusi BOIHO-COJIEBOT0 0aJIaHCA B OPraHu3Me

Bona — ocHOBHasg cocraBismolIas OpraHn3Ma 4esioBeka U 3aHumaer 60% ot
Macchl Tena B3pociioro [3]. Y HOBOPOXKICHHBIX COJIEPYKAHUE BOBI BBIIIE, COCTABIISCT
75% wn npubnmxaetrcs k 60% oT Macchl Tena K KOHIy NEPBOro rojaa Xu3HU. B
OpraHu3Me€ BOJIa COJIEPKUTCA B JBYX MPOCTPAHCTBAX: BHYTPUKIETOUYHOM H
BHEKJIEeTOYHOM. [locnegHee B CBOIO oOyepenb JEIUTCS Ha BHYTPUCOCYAUCTOE
(1azma) W MEXKIeTO4Hoe (MHTepcTunuaibHoe). OO0beM BHYTPUKICTOYHOU
xuakoctu Oosbiie (30-40%  maccel Tena), yem BHekseTouHoM (20-25% wmacchl
Tena). Y 1Uiofa ¥ HOBOPOXKICHHBIX 00bEM BHEKJIETOUHOMN KUIAKOCTH OTHOCHUTEIHHO
Oonplle, YeM Yy B3pOCIBIX, IO3TOMY OHHM OOJbIlI€ TOJBEPKEHBbI THUIIO-,
runeprugparanui. BoaHo-cosieBoM 0OanaHC B OpraHU3ME peryjupyercs 3a Ccuer
KOHTpOJISL JIBYX INOKa3areyiel: 0CMOJISIJIBHOCTH U 00beMa IUPKYJIUPYIOIIe KPOBH.
OO611ast OCMOJISITIBHOCTh BHEKJIETOYHOM JKMIKOCTH, CO3/1aBaéMasi B OCHOBHOM COJISIMU
HaTpus, paBHa 290 mocm/kr. HopmanbHOE€ (PYyHKIMOHHUPOBAHHE KJIETOK BO3MOMXHO
JUIIL T[pPU  OYEHb HEOONBIIMX KOJEOAHUSX OCMOJISIIBHOCTH  IJIa3Mbl U
BHYTPUCOCYIUCTOrO 00BbEMA.
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OcmousiibHOCTb. Bce  KOMIIOHEHTBI Te€na HAXOOATCS B COCTOSIHUM
OCMOTHYECKOI0 paBHOBecHs. OcMOpenenTopbl KOHTPOJIUPYIOT MOTPEOIEHUE BOIBL,
DKCKpPELHIO €€ IMOYKAMU B 3aBUCUMOCTH OT KOHIEHTpauuu coyied Harpus. [lpu
HapyIlIECHUU COAECPKaHUS HATPUSI B OPraHU3ME CHUCTEMA PETYISLHMHU OCMOJIUIBHOCTH
CABUTACT BOJHBIM OajaHC M TEM CaMbIM HU3MEHSET BHYTPUCOCYIUCTHIH OOBEM Jis
BOCCTAHOBJICHUSI OCMOTHYECKOTO0 paBHOBecHs. CyHIECTBYIOT CJIOKHBIE CHCTEMBI
BOJIIOMOPEIIETITOPOB, YYBCTBUTENBHBIX K HM3MEHEHHUI0 o0bema. M3meHeHue oObema
(rumo-, TUIEpPBOJIEMHs) BBI3BIBAET HM3MEHEHUE OJKCKpeluu HaTpus. OJHAKO B
YCIOBUSIX THWIIOBOJEMHUHM TI€PBBIM  BKJIKOYAETCS MEXaHM3M BOCCTAHOBIICHHS
BHYTPUCOCYAUCTOrO 00beMa, T.€. TMPOUCXOJUT 3aJepKKa BOABI B  yIIEpO
OCMOJISUIBHOCTH.

Peryasinus JKCKpenuu HATpusi moukamu. HaTpueBsiii 0anaHC peryaupyercs
noukamu. llotpebnenune Hatpus (akTuuecku He perynupyercs. MmMeHHO mnouku
aanTUPYIOTCA K PE3KUM KOJIEOaHUAM NOTPEOICHUS COMU. DKCKPELHs HATPHsI MOKET
CHWKAThCS MOYTH JI0 HYJS U CTOJIb )K€ PE3KO Bo3pacTaTh. Beaymmum ¢aktopom,
ONpPEAEISAIONIMM BblICIeHUEe Hartpus mnoukamu, sBigercas CK®. [locrarouno
HeOonmpmmx u3MeHeHuid CK®, d4roObl BbI3BaTh BBIPAKEHHBIE H3MEHEHHUS
skckperupyemoro Harpus. Ilockonbky CK® u3mensiercs, MOJKHBI CYIIECTBOBATH
MEXaHHU3Mbl PETYJSIIUM BBIICICHUS HaTpusi moukamu. CyllecTBYIOT BHEUIHWE U
BHyTpeHHHE (pakTopsl peryisiuu. K BHemIHUM dakTopamM OTHOCSTCS TOPMOHAIbHBIC
(bakTophl, K BHYTPEHHUM — BHYTPUIIOUECUHBIE MEXaHU3MbI. K mOCIIeTHUM OTHOCUTCS
KJIy0O04YKOBO-KaHAJbIEBbIN OanaHc. biarogapst eMy MOBBIIIIEHUE WU CHI)KCHHE
peabcopOIM  HATpHUsl COMPOBOXKAACTCS TMOBBINICHHEM Wi CcHIbkeHrneM CKO.
Tpancnoptr HaTpus pEryjJupyercs psaoM TOPMOHOB. OJTO — albJOCTEPOH,
MpEACEPAHBIM HATPUMYPETHYECKUMU TMeNnTua, aHruoreHsuH I, Hopagpenanuw,
IIPOCTATJIAHINHbBI, JONIAMUH, Ba30IIPECCHH.

Tpancmopr kaaus B mo4ykax. Kainili — OCHOBHOM KAaTHMOH KIJIETOYHOU
LIWATOIIA3MBbl, TAE €ro KOHUEHTpauus BO MHOTO pa3 BBIIIE COJIEPKAHUS BO
BHEKJICTOUHOM KMAKOCTH. Takas pa3HUIA MOTCHIMAIOB YPE3BbIYANHO Ba)KHA IS
(GYHKIMOHUPOBAHUS KJIETOK HEPBHOM, MBIIIIEUHON TKaHM, BKJIIO4Yas Muokaps. Kammit
CBOOOJHO (UIBTPYETCS B KIIyOOUYKAX MOYEK, Jlajiee OH MOYTH MOJTHOCTHIO (110 95%)
peabcopbupyetcs. Eciam HaTpuil BcachIBaeTCs MO BCEH JIJTMHE TTOYCUHBIX KaHAJIBIICB,
a C MOYOH HKCKPETUPYETCs HaTpuil, KOTOPHIA HE ycmen peabcopOupoBaThCs, TO
OCHOBHAsl 4acTh MPOGUIBTPOBAHHOTO Kajusi peabcopOupyeTcss 10 TOro, Kak Moda
JIOCTUTHET COOMpaTeNbHBIX TPYyOOK. TOT Kaniuii, KOTOPBIM BCE-TaKU BBIJIETSETCS C
MOYOM, CHEIHAIbHO CEKPETHUPYETCS B coOuparenbHbIX TpyOkax. Cekpeuus Kanus
OCYUIECTBJISIETCSI OCHOBHBIMHM KJIETKAMH COOUpATEeNbHBIX TpyOOK. Jluypernyeckue
npenaparbl aMUIOpU, TPUAMTEPEH MOJABISIOT CEKPELMIO Kainus, oOjaaas Kajauii-
coeperaronmm ddpextoM. TpaHCIOPT Kamus peryiaumpyercs akTHBHOCTHIO Na'/K'-
AT®-a3pl 1 KanueBbIMM KaHAJIAMH. AJIBJIOCTEPOH PETYIUPYET KaK JESITEIbHOCTh
tpancroptepa Na'/K'-AT®-a3pl, Tak M COCTOSIHME KalMeBbIX KaHanoB. OH
YBEJIMYMBAET peadCoOpOIMI0 HATPUS U CeKpeluto Kanus. CHUPOHOJIAKTOH OJIOKUPYET
PENEenTOphl aJIbIOCTEPOHA, OKa3bIBas Kanuii cOeperaromuii 3¢ dexrt. [Tomumo mouek
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KQJIWI BBIICISIETCS JKEIYJOYHO-KUIIEYHBIM TPAKTOM M MOpH notooTAeneHuu. Ha
KJIETOYHOE pacClpeAesiCcHHE Kajus BIMSIIOT TOPMOHBI (MHCYJIMH, KaT€XOJaMUHBI,
TOPMOHBI IIATOBUJHOMN KEJE3bl, AbJOCTEPOH), KUCIOTHO-LIEIOYHOE COCTOSIHUE H
MOBPEXKJEHUE KIETOK. JIM3MC KIETOK MPUBOJUT K THUNEPKATUEMHUHU. AIMI03
crocoOCTBYeT BhIXOy Kanus u3 kinetok (H' BHyTpu kinerku 3amermaer K*), a addexr
aJKajo3a MPOTUBOIONOXKHBIN. KatexonaMuHbl criocoOCTBYIOT TunokanueMun. CBsi3b
MEXIy HHCYJIMHOM W  TOTJIONIEHWEM  KIETKOM  Kajuus  JABYXCTOPOHHSS.
['unepkanuemMusi CTUMYJIUPYET, THUINOKAJIMEMHS YIHETAET BBIJICICHUE HWHCYJIMHA.
[ToaToMy HMHCYIMH CcIOCOOCTBYET BXOJy Kaius B KiIeTky. Ha 3ToM ocHOBaHO
JNENUCTBUE TIIFOKO30-UHCYJIUHOBBIX PACTBOPOB MPH TMIIEPKATHUEMUMU.

Tpancnopr kajabuus, ¢ocparoB u marusa. Kampumii — OCHOBHOM
JIBYXBAJICHTHbIA KAaTUOH OpraHu3ma. BTopol IO 3HAYMMOCTH JIBYXBAaJECHTHBIN
KaTHOH — MarHuii. OCHOBHOM JABYXBaJICHTHbIN aHUOH — (pocdar. bonbiias yacth 3TuX
Tpex JJIEMEHTOB COCPENOToueHa B KocTHOH Tkanu. Konuentpauus Ca?>" u HPO4> (B
MeHbIlell cteneHr Mg?') B miasMe KpoBHU IOJJIEPKUBAIOTCA O71aroaapsi OGbICTPOMY
BBICBOOOXKIECHUIO MX C KOCTHOW TkaHu. KoHieHTpanus Ca?" u HPO,* B mia3me
KpOBM TecHO cBs3aHbl. Ilpomssenenme Ca®® x HPO, mnopmepkuBaercs Ha
ONpPENEIICHHOM ypoBHE. Jlake HE3HAUUTENbHBIM NPUPOCT B BEIUYUHE HSTOTO
MoKazaTelisi MPUBOJUT K (HOPMUPOBAHUIO TPYIHOpAcTBOpUMOro ¢ocdara Kaablus,
KOTOpbIA  OTKJIaabiBaeTcas B  KocTsaX. (OcoOyr0  OMacHOCTh — MPECTaBIISIOT
BHEKJIETOYHBIE OTIIOKEHUS 3TUX COJIEN B COCYAaX, MBIIIIAX TPU HAPYIIEHUH KOCTHO-
MUHepaiabHOro oOMeHa. KoHieHTpalus Kajabliys B IIa3Me KPOBH TOIIEPKUBACTCS B
HOPMaJbHBIX TMpEJeNlax 3a CYeT BCACBIBAHUSA W3 KHUIIEYHHKA U MYyTEM
BBICBOOOXKIEHUS M3 KOCTE. YPpOBEHb MAarHusl OIPEIENAeTCS CKOPOCTBIO €ro
BBIBEJICHUS ¢ MOYOi, a pocdara — Bcemu Tpems criocodbamu [2,3].

BcacbiBaHue kanblidsi B KUIICYHHMKE ycuiauBaercss BuTamuHoM /[[. Bcero us
NUIIEBOr0 Kalblius BcackiBaeTcs 25-30%. O6miee conepxkanne Ca2’ B masme
coctaBiser 2,5 MMoab/J, u3 Kotopbix 50% HaxomsTcs B CBOOOJHOM
(MoHU3MpPOBaHHOM) cocTosinuu, 45% B BUIe KoMIUiekca ¢ Oenkamu, 5% B CBA3U C
IpyrumMu mMoHamu. B kimyOoukax mouyek (QUIbTPYIOTCA TOJBKO CBOOOIHBIC HOHBI.
Kanbumii peabcopOupyercsi Ha BCeM MPOTSKEHUU TTOUYCUHBIX KaHaIbIIEeB, U3 HUX 70%
— B IPOKCUMAaJbHBIX KaHalblax, 20% — B TOJICTOM CErMEHTE BOCXOJAIIETO y4acTKa
netiu ['enne. B atux otaenax peadbcopOiys MpoTeKaeT MaCCUBHO MO MEKKJIETOYHBIM
mensM. Juddys3um crmocodcTByeT akTUBHAs peadbcopOuus HaTpus. B aucrambHBIX
KaHaIbLAX NPOMCXOMUT aKTHBHAs peabcopbuus Ca?’ B Kommiekce ¢ OenKaMu ¢
nomompio Ca?>’-AT®a3bl, M OSTOT NPOLECC pEryaupyercs BUTaMHHOM J| u
napaTupeouHbIM TOpMOHOM. [loCcKOJIbKY peadcopOrus KalblKs B MPOKCUMAIbHBIX
KaHAJIbLIAX M BOCXOJSIIEM KOJIEHE MeTM ['eHie HOCUT MAacCUBHBIA Xapakrep Hu
CBsA3aHa ¢ pealOcopOuuel HaTpus, BCE JIEKAPCTBEHHBIE MpENapaThl, BIUSIOLIME HA
TPAaHCIOPT HATpUs B OTUX oOTHenax (Hampumep, (Qypocemuna) OJIOKUPYIOT
peabcopb1mio kanblus. HanpoTus, Tuazuabl, MHTUOUpPYIOIIKE 0OpaTHOE BCachblBaHUE
HaTpus Ha YPOBHE JUCTAIIBHBIX KaHAJIbIEB, HE JCHUCTBYIOT Ha aKTUBHBIN 3axBaT
Kanblus. bosiee Toro, B MX MPUCYTCTBUU peadCOPOIUs KaIbIHS JaKe HECKOJIBKO
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YCUJIMBAETCS, YMEHBbIIAs Ca?-ypuro. DT0T >(PPEeKT THA3UAOB B KIHHHKE
HCIIOJIB3YeTCsl Y OOJbHBIX HE(POIUTHA30M JII YMEHBIICHHS KaMHEOOpa3OBaHUS
MyTeM CHIDKCHHS KaJIbIUs B MOYE.

B kumednuke BcacwkiBaeTcs 65% moctymaromero ¢ mumeid (ocdara. 55%
¢docdara maa3zMbl KpOBU HAXOAUTCS B CBOOOJHOM COCTOSIHMM, KOTOpBbIE CBOOOIHO
buneTpyroTCcs U 3aTteM peadcopOupyroTcsi B kaHanblax. 80% peabcopOupyercs B
MPOKCUMAIbHBIX KaHAJIbLIaX TPAHCKJIETOYHO C MOMOIIbI0 TpaHcnopTepa NaPi?'. Ero
aKTUBHOCTb MHruOupyerca mapartropmoHoMm. [anee 10% docdarubix anmonon
peabcopOupyeTcs B IUCTANBHBIX KaHAIbIAX, 2-3%- B cOOMpaTeNbHBIX TPYOKaX.

Marauii B OCHOBHOM COIEPXHUTCS B TKaHsAX: 55% B kocTHOUM TkaHu, 45%- B
MATKHAX TKaHAX U TOJIBbKO 10% HaxomauTCsI BO BHEKJIETOYHBIX KUAKOCTIX. IOHEI Mg2+
13 KPOBU CBOOOMHO (PMIIBTPYIOTCS, 3aTeM peadbcopOupyrorcss B kaHambiax (30% B
MpOKCUMAIBHOM, 65% - B TOJCTOM BOCXoAasmeM KoJjieHe meraud ['enne, 5% - B
TUCTATBHBIX KaHAIbIIAX).

OcMmoTnYecKoe KOHIEHTPUPOBAHNE U pa3Be/leHHe MOYH

B 3aBucHMMOCTH OT COCTOSIHHS BOJHOrO OallaHCa OpraHu3Ma IMOYKH MOTYT
BBIJICJSITh TUIOTOHWYECKYIO WM THIEPTOHHYECKYO Mody. B 3TOM mpouecce
y4acTBYET TaK Ha3bIBAEMOH INPOTHMBOTOYHO-IIOBOPOTHO-MHOKHUTEIBHAS CUCTEMA, B
COCTaB KOTOPOM BXOZIAT IAapajUICIbHO PAaCIOJIOKEHHBIE B MO3TOBOM CJIO€ OTIENBI
neu ['enne, cobupatenbHble TpyOKH U mpsiMble cocynabl. [IpuHIun padboTel 3TOH
CUCTEMBI 3aKJIOYaeTCsi B TOM, YTO IIPU JBM)KEHHHM JBYX IIOTOKOB >XHJIKOCTH B
IIPOTUBOMNOJIOKHBIX HaNpaBJICHUIX (110 HUCXOAIIEMY U BOCXOIALIEMY OTETY NETJIN
I'ensie) ocymiecTBisieTcsl JBYXCTOPOHHMM OOMEH HaTpus W BOABI  4epes
WHTEPCTHIIMAIBHYIO TKaHb U CTEHKY KaHaJbIleB e [ ene [2].

N30ToHMYHAas MOYa K3 MPOKCUMAJIBLHOTO KaHajbla MOCTYMAET B HUCXOIAIIYIO
yacTh NeTiIu ['eHsye, CTeHKa KOTOpOW MpOHUIaeMa JUisl BOJABI, HO OTHOCHUTEIBHO
HEMPpOHUIIAaeMa I COJIeh. B BOCXOHSIIEM TOJCTOM OTAENE METIH | 'eHie CTeHka
KaHaJblla He MPOMYCKaeT BOly, HO aKTUBHO peadcopOupyeT HaTpuid, XJI0p, Kaluii 6e3
Bo/bl. TakuM 00pa3oMm, B HUCXOJALIEM OTJele neTiu ['eHne Modya cTaHOBUTCS Bce
0oJiee KOHLIEHTPUPOBAHHOW IO Mepe MPOJABMKEHHS K BepiimHe nerid. [Ipu stom
3HAYUTENIbHO yMEHbIIaeTcss o0beM Moud. B nanpHeiieM npu ABMXKEHHUU BBEPX IO
HEIPOHHUIIAEMOMY JUIsI BOJBI BOCXOJSIIEMY OTHEIY W JUCTAaIbHOMY KaHaJbILy
OCMOTHYECKasi KOHLEHTpalusl BHYTPU KaHaJIbLIEB NaAaeT. B nucTanbHBIX KaHajIbIax
U coOMpaTenbHBIX TPYOKaX OCYIIECTBISIETCS BTOpas Gaza KOHIICHTPUPOBAHUS MOYH.
OcMoTHuecKasi KOHLIEHTPALus MOYH B 3TOM OT/EJIE 3aBUCUT OT aHTUIUYPETUYECKOTO
ropmona (AJI).

[Ipu OOBIYHOM BOJAHOM pEXUME OTHOCHUTENIbHAsI IUIOTHOCTh MOYM 3a CYTKH
koneobnerca B mpexenax 1008-1025 (ocmonspHocts 100-900 mocm/m), uTO
0OyCJIOBJIEGHO HEPAaBHOMEPHBIM TMPUEMOM KHUAKOCTH B TEUEHHUE AHS U JIPYTUMU
¢dakrtopamu. IIpu u30bITKE BOJBI B Oprann3me ypoBeHb AJIl' B KpOBU CHIKAETCS U
CTEHKa cOOMpaTeNbHbIX TPYOOK OCTAaeTCAd HEMPOHUIIAEMOM ISl BOJBI M BBIIEISIIOTCS
OonpIie O0OBEMBI THUMIOTOHUYECKOW MoOYH. B ycnoBusix neduimra >KUIKOCTA B
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opranusme nosbimaercs cekperus Al runopuzomM, KOTOPBINA B3aUMOJEHCTBYA € V,
peuenTopaMy MOBBIIIAET MPOHHUIIAEMOCTD KJIETOK COOMpATEIbHBIX TPYOOK /I BOJIBI,
CIOCOOCTBYET peabcopOmuy OCMOTHYECKH CBOOOTHOW BOAB.. Moda CTaHOBUTCS
KOHLIEHTPUPOBAHHON C YMEHBIIIEHHEM KOJINYECTBA.

B MexaHm3Me OCMOTHMYECKOTO0 KOHILIEHTPUPOBAHUS MOYM Ba)KHOE 3HAUYCHUE
UMEET MOYEBMHA. B oTimuMe OT HapyXHOM 30HBI MO3TOBOI'O BEIECTBA, IJE
HOBBIIIEHUE OCMOJISUIBHOCTH OOYCJIOBJIEHO TJIaBHBIM 00pa3oM HAaKOILJIEHHEM COJIEH
HaTpus, BO BHYTPEHHEM MO3TOBOM BEILECTBE B HEM YYacTByeT MOYeBUHA. B
MO3TOBOM  BEIIECTBE CYIIECTBYET CIELUAlbHAs CHCTEMA, OOECIeunBaroIas
KPYrOBOPOT MOYEBHMHBI U €€ yJIep)KaHHWE B MOYKE. [ TaBHYIO poib B 3TOM IpoLEcce
urpaet cnocooHocts AJ/[I" yBenuurBaTh NPOHUIAEMOCTD I MOUYEBHHBI CTEHKU TEX
yacTeld coOMpaTeNbHBIX TPYOOK, KOTOPHIE PACIONIOKEHBI BO BHYTPEHHEM MO3TOBOM
cloe Mmoyek. B Bhllenexamux oTAeNax KaHAJIbLEB CTEHKa coOMpaTelbHBIX TPYOOK
HEMpOHMIIaeMa i1 MOYeBUHBI. Tam wu3-3a peaOcopOuuM BOABI KOHIIEHTPALUA
MOYEBHUHBI MOBBIIIAETCS, a HIKE OOJIbILINE KOJTMYECTBA MOUYEBHHBI peadbcopOnpyroTCcs
B MO3TOBO€ BEIIECTBO, MOBBIIIAS OCMOJITIBHOCTh MHTEpCTUIMA. OTCI0/1a MOYEBHUHA
MOCTYMAET B MPOCBET TOHKOI'O BOCXOJSILEro OTAe]a NeTiH ['eHne u IBHXKETCs 10
kaHanbly. [lanee modyeBMHa BHOBB peabcopOupyercs non BiausiHueM A/l 4To u
oOecrnieunBaeT OECIPEPHIBHBIN €€ KPYroBOPOT B MOYKE U OOBACHSAET BaKHYIO pPOJIb
MOYEBHUHBI B IIPOLIECCE OCMOTHYECKOTO KOHLIEHTPUPOBAHUS MOUYHU. Y JETEN TPyAHOIO
BO3pacTa B OTJIMYHME OT B3POCIBIX CHUXKEHa (QYHKIHSA IO OCMOTUYECKOMY
KOHIEHTPUPOBAHUIO U PA3BEJCHUI0 MOYM. Y HHUX KOMIIEHCATOpHas peakuusi Ha
JAETUPATALUIO U TUIEPrUApaTAIINIO OCYIIECTBISETCS B OCHOBHOM KIIyOOUKaMu, a He
KAHAJIBLIEBBIM ammapatoM mnoyek. IIpuMepHO K KOHIy MEpBOro TrojAa >KU3HU
3aKaH4YMBaeTcs (popMupoBaHue ocMoperynupytoued GyHkuuu novyek. B coxpanennu
BBICOKON OCMOJISTTIBHOCTH MHTEPCTULIMSI MO3TOBOIO BEIIECTBA TAK)KE HMIPAIOT POJib
npsiMble apTepuoJibl (vasa recta). OHM pabOTarOT KaK MPOTUBOTOYHBIE OOMEHHUKH.

KucioTHo-1me104Hoe cOCTOSIHUE U er0 peryJisiius

B mpornecce Merabonusma B opraHu3me oOpa3yeTcsi HEKOTOPhIE KOJIUYECTBO
KHMCIIOT, dYacThb HMOHOB H' ToCTymaer ¢ mnumiel, B CBS3M C 4YeM BO3HHKAET
HEOOXOMMOCTD BBIBEJICHHS N30BbITKA KUCIIOT U3 opranu3ma [3,4].

K mouyeunbiM mexanuszmam nopaepkanusi KIIC oTHoCSATCST OCHOBHBIE TpHU
MexaHu3Ma. Bo-TIepBBIX, CEKpEeTUpPyEeMble HMOHBI BOJOpPOJa y4YacTBYIOT B
peabcopbummu OukapOonara. BaxueiM wmectom peabcopormu HCO3  sBasercs
MpoKCcUMambHbIM KaHanen, rae  90% mnpodunsrpoBabmerocss HCO3 BcachiBaeTcs
o0paTHO. DTO OCYILIECTBISECTCS HE 3a CYUET MPSMOIo TPAHCIOPTA, a MOCPEICTBOM
CIIEIMAIbHOTO MEXaHM3Ma, B KOTOPOM ydacTByeT Kapboanruipaza u Na'/H'-
oomenHuk. (puc. 1.10). Takum 0Opa3oM, UHTeHCHBHAs cekpelus H' mcronbsyercs
JUTsl BO3BpAIIeHUs MpOo(UIbTPOBABIINXCS OMKapOOHATOB.
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bazonarepanbHas IIpocser
MeMOpaHa KaHaJIbLIA

— HCOg_ HCOg_ 4——PH+—> H+ + HCO3_
< Na’ Na" « l
H,CO3
H,CO; KA
5 kA l
CO, +H,0
H,0+CO, |+—

Pucynok 1.10. PeaGcopOrust OnkapOoHara B KJIETKaX MPOKCUMalbHOTO KaHanbia (KA-
KapOoaHTHIpasa)

Ha panHoM »rTane uWoHel H' HaxomsTcss B IOCTOSHHOM KpPYrOBOpOTE,
o0ecrieunBaeMoM KapOoOaHrHapa3oil, ¥ amuMuHau H' ¢ MoYoil He TPOMCXOIMT.
HNoubsl BOAOpOMAa CEKPETHUPYIOTCS Ha BCEM MPOTHKCHUM KaHanbleB. [lanee B
JTUCTANBHBIX YYacTKax He(pOHA  DKCKPEIUs KUCIOT OCYIIECTBIACTCS JBYMs
MeXaHHM3MaMHU: 3a cdeT cBsasbiBanud H' ¢ gpocdaramu u ¢ ammuakom (NHj). Bxke k
cobupatensHbiM Tpyboukam k Na'/H® oOMeHHumky mnojxmouaercs (a 3aTeM
npesanupyer) H'-AT®-a3a. DTu mporecchl MPOMCXOAAT BO BCTABOYHBIX KIIETKAX
coOupaTeabHBIX TPYOOK.

docdaTel U OpraHUYECKUE KHUCIOTHI CBS3BIBAIOTCS C BOJOPOIAHBIM HOHOM H
SKCKPETHPYIOTCS ¢ Mouoii. PaGoraror cucremsr H'+HPO,> — H,PO, mwmm H'+
opraHuvecKkas KHUcioTa. VX JKCKpemus ompeaenseT TaKk Ha3bIBAEMYI0 THTPYEMYIO
kucnotHoctb. B perymamum  KI[C  y4acTBYyOT  HECKOJIBKO  TOPMOHOB.
[TapaTupeonHbIii TOPMOH TOJaBIsAET peadcopbuuto ¢ocharoB B MPOKCUMAIBLHOM
KaHAJIBIIE W KOCBEHHO YYaCTBYET B PETYJSIIIUM KHUCIOTHO-IIEIOYHOTO PABHOBECHS.
Ha ypoBHe coOuparenbHbIX TPYOOK B PEryJslMU YYacTBYET allbJIOCTEPOH:
crumynupyer peabcopbumioo Na' u  geifctBue H'-ATdasbl. Dkckpenus H' ¢
TUTPYEMBIMU KUCIOTaMu orpanudeHa. [lostomy Hanbonee 3pGheKTUBHON CUCTEMOM
AKCKpELUn H® sBusercs aMMOHMIHBI MeXaHU3M, cocraBisiomuii 60% oT
cyMMapHoii skckperun H' moukamu. B MpoKkcHMaabHOM M IMCTaTbHOM KaHAIbIaxX
U3 TIyTaMHHA HenpepbiBHO obOpasyercss ammuak (NHj). CesseiBas H', om
npeBpamraercs B ammonuii (NH;) u ¢ mouoii Beigensiercss B Buge NHyCl. Jlons
DKCKPETHPYEMBIX C MOUYOH CBOOOJHBIX (HE3a0y(pEepeHHBIX) BOJOPOIHBIX HOHOB
HE3HAUMUTEIbHA. Y HOBOPOXKICHHBIX (DYHKIUS IMOYCK IO PETYISAIUU KHUCIOTHO-
OCHOBHOTO PaBHOBECHS HEJOpPA3BUTAa, B CBSI3M C YEM I €r0 COXpPAHEHHUS Ba)KHO
cOasaHCUPOBATh NMUTAHUE.
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Jpyrue (QyHKIIHHM MOYeK

@Oynkiuun  mouek  MHOrooOpasHel  [4]. OHm  00magaroT HE  TOJIBKO
AKCKPETHPYIOIIEH, HO M CEKpEeTHpYIoIel GyHKIMelH. B moukax CHHTE3UPYIOTCS P
TOPMOHOB U JIpyrM€ aKTUBHBIE BeIIEeCTBA. B TMOYedyHOW TKaHU MPOUCXOAUT
KaTaboJau3M psjia OMOJIOTMYECKU aKTHBHBIX BemecTB (uHcyauH, AJIL, TITT u np.),
MOCTYMAIOIIMUX B MPOCBET KaHajlblla B cocTaBe yabTpaduiabTpara. I[lpu moueuyHown
HEJ0CTaTOYHOCTH KaTa0OJWYEeCKasi CIOCOOHOCTh MOYEK CHMKAETCS, YTO MPUBOJIUT K
M30BITOYHOMY HAaKOIUICHHIO MX B KpOBU. B mModeyHON TKaHU MPOUCXOAUT CUHTE3
[JIIOKO3bl  (TJIFOKOHEOT€HEe3),  OKHUCJIEHHME  JKHPHBIX  KUCIOT.  braromaps
MHOTOYHUCIICHHBIM (PYHKITUSIM, TOYKH Yy4acTBYIOT B perymsmuu AJl, remomosse,
MO//ICP)KaHNN  KOCTHO-MUHEpaIbHOTO OoOMeHa. Hapyimienwe Ha3BaHHBIX (YHKIIHA
MMEeT MECTO TpH TMoTepe (DYHKIMOHHUPYIOMIEH MapeHXuMbl Mmodek. [lostomy mpwm
Pa3BUTUM KOHEYHBIX CTaaui XpoHuueckux OoJe3Hed mouek (XBII) knmHuueckue
CUMITOMBI OOJIE3HM BKJIIOYAIOT HE TOJNBKO YPEMHUECKYI0 HMHTOKCUKAIMIO U
HapyILIEHUs BOJHO-COJEBOTO OajlaHca, HO M AaHEMHIO, THIEPTEH3UI0 C CEpAEeYHO-
COCYIUCTBIMH OCJIO)KHCHHUSIMU M KOCTHBIC HAPYIIICHUS.

I'opMOHBI M MOYKHU

[Toukn W DSHAOKpPUHHAsA CHUCTEMAa TECHO B3aUMOCBA3aHbl. B  moukax
CUHTE3UPYETCS pAl TOPMOHOB (peHuH, BUTamMuH [[3, sputponostuH u ap.) s
HEKOTOPBIX TOPMOHOB TOYKH CJIYKAaT OpPraHOM-MHUILEHBIO, JIPYTrU€ K€ TOPMOHBI
aKTUBHO METa0OJIM3UPYIOTCS U BBIBOJATCA UMH (Tabi. 1.2). IMEHHO KOMITJIEKCHOCTh
(GyHKIIUHA  MOYeK  OOYCIOBIMBAET KOMIUIEKC TOPMOHAJIBHBIX  HapyILICHUH,
HaOJII0TAI0ITUXCS TPU XPOHUYECKOM nmoueuHol HenocTtaTouHocTu (XITH).

Ta6nuna 1.2. DunokpuHHas QYHKIUS MOYEK.

I'opmoHbI, oOpasywmmecsi B | JKCTpapeHa bHbIe TOPMOHBI, | ['opMoOHBI,
NMoYKax ACHCTBYIOLIHME HA TOYKHU MeTaloJm3npyemMbie U
BbIBOAMMbIE MOYKaAMU

Pennn ANBIOCTEPOH U CTEPOUIBI IlenTuaHbIE TOPMOHBI
Jurunpooxcuxonekanbiudepon | Bazonpeccun (A Crepoubl
- 1,25(OH)213 [TapaTupeou1HbII TOPMOH KarexonamuHsl
OpUTPONOITUH Kanpuuronnn Nucynun
Kannukpenn Harpuitypernueckuii  mentun
[IpocrarnanaguHbl npeacepani

Karexonamunbl

OHIOTEINH

PeHNH-aHTHOTEH3NH-AJbA0CTepOoHOBadA cuctema (PAAC)
Pennn BwIpabaThiBaeTCs B IOKCTarjoMmepylsisipHoMm ammapate moudek (FOI'A),
HaxOoJSIIEMCA B TECHOM KOHTAKTE€ CO CHEUUAbHOW YacCThIO JAMCTAIbHBIX KaHAJbIIEB

— macula densa.

Penun neiictByer

Ha AHTUOTEH3UHOreH (0-TI00YJIHH,
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CHUHTE3UPYEMbIN TIeUeHbI0) ¢ 00pa30BaHMEM HEAKTHBHOI'O AHTHOTEH3HMHA I, KOTOPBIH
moj, JCHUCTBHEM aHruoTeH3uHnpeBpamatomero (epmenta (AIID) nepexoaut B
akTuBHBIA aHruoteH3uH II. AII®D conmepxarcs BO MHOTUX TKaHSX (MOYKaxX, MO3Te, B
cocylax, JIErKuX M JIp., BO BCEX AHAOTEINAIBHBIX KIETKAX).

buonocuuecxoe oeticmeue ancuomensuna I1.

1) Ba3oKOHCTPHKITHS

2) CTUMyIAIUS CEKPEIUH aIbI0CTEPOHA

3) PeabGcopOuus HATpUS B MMOYECYHBIX KaHAIBIIAX

4) AxTHBalMs ~ CHMIIATUYECKOM  HEPBHOM  CHUCTEMbl W BBIICICHHSA

KAaT€XO0JaMHUHOB
5) IlenTpanpHOe neiicTBHe (KaXkaa, LEHTPAIBHOE MPECCOpPHOE JIeHCTBHE,
BbICBOOOXKIeHNE AJII)

Cnenyer OTMETHTb, YTO B HACTOSIIEE BPEMsl K JICWCTBUIO aHTMOTEH3MHA Ha
[MTHC npukoBaHO MNOBBINIEHHO€ BHHMAHHUE B CBA3M C €ro BiausHueM Ha AlJl,
CUMITATUYECKYIO HEPBHYIO CHUCTEMY, YYBCTBO Xaxapl, Ha A/[[' m HaTpueBsIi
anmneTuT. CaMbIM BaXKHBIM JICUCTBUEM aHTHOTEH3MHA Il sABIsSieTCss HEMOCPEACTBEHHOE
COKpaIllEHHE COCY/I0B, CTUMYJISIIIUSL 00pa30BaHMS aJIbJIOCTEPOHA B KITyOOUKOBOW 30HE
KOpBI HAJIIMTOYEYHUKOB U PETYJIALMS TpaHcrnopTa Hatpus B noukax. PAAC BaxHa 1uist
MoJJIepKaHusl TOMeocTa3a HaTpus: TpU  TOTepe Ccoiu  (auapesi, pBOTA)
CTUMYJIMPYETCSl BBIJCICHUE PEHWHA M YBEJIMYEHHE YpPOBHS aHTMOTEH3MHA, YTO B
CBOIO OYEpeIb NPUBOAUT K BBIOPOCY aibJOCTEPOHA, KOTOPBIM CIIOCOOCTBYET
COXpPAHEHUIO HATpUsl B opraHu3Me. Takxke aHrMOTEH3WH Il BBI3BIBAE€T COKpAILICHHE
COCY/IOB, MOJJIEPKMBasg KPOBSHOE JaBJIEHHWE, HECMOTPS Ha yMEHbILIEHHE 00beMa
KPOBU M BHEKJIETOYHOW KUAKOCTH (MpU KpoBomoTepe, auapee, ppore). Hanportus,
HakoryieHue Hatpust uaruoupyer PAAC.

Buramun JI. Butamun /Jl3 (xonexkanpuudepos) BMECTe C mapaT-rOPMOHOM
(ITTT") sBnsieTcsl BaKHBIM PETYJIATOPOM MHHEPAIBLHOTO OOMEHa, U MPEICTaBISET
co00H KUPOPACTBOPUMYIO MOJIEKYIY, MOAOOHYIO xojiecTepuHy. OH mocTynaeTr B
OpraHu3M cC Nuield (MOJIOUHbIE MPOJIYKThI) U 00pa3yercss B KOXKE MOJ JIEUCTBHEM
ynbTpaduoneToBeix Jydeil. B medyenm Butamun [l mpeBpamiaercs B 25-
ruapokcuButamun/l; (25-OH [I3). OcHOBHO# mporiece OMOAKTHBAIIMKA MPOTEKAET C
ydactueMm (depmenTa la-TUuapoKCcuiIa3sl TOJBKO B MOYKaX, riae cuHTesupyercs 1,25-
muruapokcuButamMua/lz  (1,25(OH),[03), SIBISAIOMIMICS  aKTUBHBIM  TOPMOHOM,
OKa3bIBAIOIINM JIEWCTBUE HAa KOCTH, MOYKH M KEITYIOYHO-KHUIIEUYHbIA TpakT. OH
YBEJIMYMBAET BCachbiBaHUE Kbl M (ochaToOB B KHUIIEUYHUKE, B3aUMOICHCTBYS C
[ITI, cnocoOCTBYEeT BBICBOOOKICHUIO KalbIUsl H3 KOCTEHd H CTUMYJIUPYET
peabcopOuuio  Kalbllusd W3 MNPOKCUMAJIbHBIX KaHalblleB TMo4ek. Hapymenue
MeTabosiu3mMa U IeUcTBUS BUTaMUHA [l3 XapakTepHO IS CIEAYIOMMX 3a00JIeBaHUMA
nouek (cm. rasel « TyOynonatuny, «XbII»):

1. B xoneunsix cragusx XbBII oTmedaeTcss CHW)KEHHE MPEBPAIICHUS HEAKTHUBHOIO
25-OH JI3 B aktuBHBIN MeTabouT 1,25(0OH), /13, uTo BeneT K pa3BUTHIO TOUYECUHON
ocreoauctpodun, BTOpUuHOMY TrHUnepmnaparupeo3y. Ilostomy npu XBII 3-5
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cranuu yposenb 1,25(OH), I3 u Ca cHmxkaetcs, 4to TpeOyeT NpPUMEHEHHUS
npenaparoB [z moj KOHTPOJIEM.

2. Y OonpHbIXx cuHIpoMoM ®daHkOHM (HapylleHHE KaHAJIbIEBOU peadcopOIuu
TIIIOKO3bI,  (hochaTroB, OWMKapOAHOTOB, AMHUHOKHCJIOT, W3MEHEHUS KOCTEH)
HaAO0JII01aeTCsl CHUYKEHUE CIIOCOOHOCTH MOYEK akTuBHpoBaTh BuTtaMuH 1,25(OH),
Ha.

3. Ilpu 3aboneBanuu ¢ pe3ucTeHTHOCTHIO perentopoB 1,25(0OH),/3 k Butamuny JJ
(ButamuH J[-3aBucumblii paxut Il Tuma) mMeer MecTo MyTalus T€HOB 3THX
pEUEenToOpoB, B CBSI3M C YE€M IOYKM HE OTBEYAlOT Ha (U3HOJOTUYECKUE
KOHIIEHTpAIMy BUTaMuHa Jls.

4. ]JI-3aBucuUMBIii paxuT 1 Tuma BO3HHMKAET B pe3yJbTare MyTaluud TreHalo-
ruapokcuiasel u aedurmra 1,25(0OH); M3

5. Unuonatuyeckas THUNEpKAIbLIMEMHS, BEpPOSATHO, CBsI3aHA C HW30BITOYHBIM
obpazoBanuem B noukax 1,25(0OH), s,

B nacrosimiee Bpemsi BisIBisieTCs 1e(pUIAT BUTaMuHa J[ B OONBIION MOMYJISALNH
HaceJIeHUs 3eMHOI0 1apa.

JPUTPONOITHH CHUHTE3UPYETCS IOYKAMU M PEryJupyer oOpa3oBaHHE U
pPa3BUTHE DSPUTPOLIUTOB, BBIXOJ PETHKYJOUUTOB B KpoBb. Kak cuHTE3, Tak H
BBICBOOOXKJIEHUE JPUTPONOITHHA PETYIUPYETCS KOHIEHTpauel KUciIopoaa B
TKaHAX. AKTHMBHOCTb IIOYEYHOI'O  OSPUTPONOITHHA  TAKXKE  CTUMYJIUPYETCS
aHaporeHamMu (4to oOyclOBIMBaeT OoJjiee BBICOKUH YpPOBEHb TIe€MOIJIO0MHA Yy
MY’KYMH), TUPEOUAHBIMU TOPMOHaMH, npoctarijanavHamu E. Penanphas anemus,
oOycnoBnenHass XIIH, BbI3BaHa yMEHBIIEHUEM CHUHTE3a SPUTPOIIOITHUHA. Y CHEIIHAs
TPAHCIUIAHTALMS MMOYEK OOBIYHO IMOBBIIIAET €r0 CMHTE3 M YCTpaHsIeT aHeMuro. [y
Koppekuuu anemuu npu XITH npumensieTss pekoMOMHAHTHBIA SPUTPONOITHH.

IHoveunbie mpocrarjganauubl. [loukn — MecTo 00pa3oBaHMs BCEX OCHOBHBIX
npoctaHou10B: npoctarianauia E, (PGE,), npocranukiuna u tpom6okcana. PGE, —
npeo0IaaaronInil MpocTarjaHAuH, CAHTE3UPYEMbI B MO3TOBOM clioe novyek. CuHTe3
TpoMOOKCaHa, 00JIaJAIOIIEr0 COCYAOCYKMBAIOLIMM W arperupyrouM AeiCTBUEM,
PE3KO yBEIMUYUBAETCS MPU OOCTPYKIMH MOYETOYHUKOB. ACHUPUH U HECTEPOUHBIE
npotuBoBocnanutTenbHbie  npenaparsl  (HIIBII)  6moxupyror  oOpa3zoBanue
MPOCTArJIaHIMHOB. DTUM OOBICHSIETCS KaK UX MPOTUBOBOCTAIUTEIBHBIN d(PdeKT, Tak
U HeOJarompusTHOE JeHCTBME Ha NOYKU. Tak, HWHIOMETAallMH MOXET BbI3BATh
najgeHue novyeyHoro kpoBotoka u CK®, 3amepxkky cojied M BOAbl. ACHUPUH H
aHAJIbIeTUKU MOTYT OBITh MNPUYMHOM MaNuWJUIIPHOTO HEKpo3a U Hedpomaruw,
MIOCKOJIbKY, OJIOKHPYs BBIpAOOTKY MPOCTarjiaHAMHOB M HUX COCYAOPACLIUpSIOIIEe
JNEUCTBUE, YMEHBIIAKOT IIOYECYHBIN MEAYJUISIPHBINA KPOBOTOK.

KonTpoabHbie Bonpockl 1o riaase 1
1. Kakpe CTPyKTypbl TIOYEK YYAaCTBYOT B  TPOTHBOTOYHO-TIOBOPOTHO-
MHOXHUTEJTLHON CHCTEME U KaKOBO €€ (PU3UO0JIOTHYECKOE 3HAaUeHHE?
2. Kakwne kietkn BXomdatT B coctas FOT'A?
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3. Uro BXoauT B cocTaB KiayOoukoBoro (kamuisipHoro) ¢uistpa? HasoBure nx
COCTaB.
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I'JTIABA 2. METOAbI HCCJIEJOBAHMUS ITPU 3ABOJIEBAHUSAX ITOYEK

2.1. OBIIUE KIIMHUYECKHUE METO/1bI

AnamHue3. Ocoboe BHHUMaHHE HEOOXOIUMO YJIEIUTh COOpPY aHAMHECTHYECKUX
JaHHBIX. BaXXHO yCTaHOBUTH y MAallMeHTa HaJu4he apTepUAIbHON TUIEPTEH3UH,
caxapHOro nuadera, CHCTEMHBIX 3a00JIeBaHUH, TyOepKyse3a, XpOHUUECKUX THOMHBIX
OYaroB WM 3J0KaYECTBEHHBIX HOBOOOPA30BaHUU, KOTOPHIE MOTYT OBITH MPUYHHOMN
NPOTEUHYPUH, HEPPOTUUECKOTO CHHAPOMA M APYTUX TMPOSABICHUN IMOYEYHOU
naTojiorud. MHorue MHQPEKIUu (CTPENTOKOKK, BUPYCHBIE T'eMaTUThl U Ap.) MOTYT
MPEIECTBOBATh HIIM OCJOXHATh TEUCHHE MOYEUHBIX 3a0ojeBaHuil. BaxHO y3HATH
OpUeM JIEKapCTBEHHBIX TMpEnaparoB W MPOBEICHHbIC TMPUBUBKH Y JCTEH,
3M0YNOTpEOIEHUE amKOTOJIeM, TpHUeM HApKOTHUKOB, AaJUICPIHUECKUe PEaKIIHH.
BrisicHeHne ceMelHOro aHaMHe3a MOJKET MOMOYb B JUArHOCTHKE HACJIEICTBEHHBIX
3a0oJieBaHUH (ITOJMKUCTO3HAs 00JIE3Hb MOYEK, CUHAPOM AsbrnopTa u Ap.). Hakonern,
JUISL JaNbHEHMIIe TaKTUKU BENEeHHUs] OOJIbHOTO Ba)XCH TINATENbHBIM aHAIU3 BCEX
IPEIUIECTBOBABIINX  KIMHUYECKUX, J1a0OpAaTOPHBIX CHUMIITOMOB OOJIE3HH M UX
JTUHAMUKH Ha (POHE JeUeHHUs.

Kanodbl. Hepenxko OosibHBIE NPEIBABISIOT HecHEeUU(PUUYECKUE KaTIOObI
(cmabocTh, YXYAIIEHHWE AaNNeTHTa, CHIDKEHHE TPYAOCHOCOOHOCTH), H3-3a YEro
3a0oneBaHue MOYEK JOJro He mojo3peBaercsa. boib He Bcerga XapakTepHa i
MOYEUYHbIX 3a0oneBaHuii. OOBIYHO OHA MPUCYTCTBYET MpPU  OOCTPYKLHH
MOYEBBIBOSAIINX MyTeH (KOHKPEMEHT, CTYCTOK KPOBU WJIM HEKPOTHYECKHE MAcChl).
[IpyuriHOW OOMM  MOXKET CTaThb pPACTSHKEHUE TOYEHYHOM  KamlcCyslbl  H3-3a
MH(PEKIIMOHHOTO WM KHCTO3HOTO TOpakeHus modvek. [Ipu sTomM OOBIYHO HAXOIAT
yBEJIMYEHUE Pa3MepoB Mmouek. [IpuctymooOpasHbie 00MM B MOSCHUIE C THUITHYHON
uppaauanyen B maxoByto 00J1acTh MOTYT ObITh IPU3HAKOM HeponuTHasza, nHpapkTa
MOYKH, TPOMOO3a MOYEYHBIX BEH, allOCTEMAaTO3HOro HepuTa u napanedputa. bonu B
KUBOTE HAONIOMAIOT TpH HEPPOTUYECKOM Kpu3e, HedpomaTusix, CBS3aHHBIX C
MEePUOJINYECKON OOJIE3HbIO, M CHCTEMHBIX 3aboisieBaHusx (Oone3nn [llenmneitn-
['enoxa). MHpek1noHHO-BOCTANIUTENbHBIE TPOLIECCHl B MOYEBOM ITY3bIpE WU ypETpe
MOTYT BbI3BaTh HapyUICHHUE MOYEUCIYCKaHHMsI U OOJIC3HEHHBIE TMO3bIBBI K
Moueucnyckanuto. Ilpu octpom nuenoHeppure, ocobeHHO y neTeil, nmpeodnanaroT
oO0IIrie CUMIITOMBI B BHJIE TUXOPAIKU, MHTOKCUKAIINU, MHOT/IA C jkaio0aMu Ha 00Ju
B OKMBOTE WM mosicHuie. Hakonenm, OomM B CHOMHE WM OJKUBOTE —
paclpoCTpaHEHHBIH, HO HECHeNM(PUUECKH CHMITOM MHOTUX HEMOYEYHBIX
3a0oneBanuil. [lpm 3TOoM OMMOOYHO CUUTATh, YTO OOJE3HU MOYEK MPOSBISIOTCS
TOJIBKO TIOYEYHBIMU OOJISIMH.

Oo0csenoBanue nanuedTa. HeoOxoIMMoO MOJHOE KIMHUYECKOE MCCIEAOBAHKE
MAlMEeHTa, BKIIOYAIONIEE OLEHKY OO0Iero U (pu3nuecKoro pa3BUTHS, COCTOSHUSA
KOCTHO-MBIILIEYHON CHCTEMBI, I[B€Ta U U3MEHEHHMI KOXKHBIX TOKPOBOB (CTPUHU, CHIIIH,
nurMeHTamuu, 3ya). Cieayer npoBecTy u3MepeHue aprepuainbHoro nasieHus (AJl),
OTIpe/ieNIeHUEe OTEKOB, HCCIEJOBAaHME COCTOSHUS Ii1azHoro aAHa. Ilpu manpmnanum
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’KUBOTa, OCMOTpE 00JaCTH MOSICHULIBI HEOOXOAMMO 00paTUTh BHUMAaHHUE Ha OOJIEBBIC
TOYKH U MPUITYXJIOCTH. Beeraa cieyeT NOMHUTh POJIb HAJU4Ksl HEBPOJIOTHUYECKUX H
PEeBMAaTHYECKUX MPU3HAKOB Yy OOJNBHBIX C HEPPOJIOTHUECKOW MATOJOTHEH.
Uccnenyror cepaue u cocynbl. MHGEKIMOHHBIA SHAOKAPAUT Yy TMAIMEHTOB C
NOpaKEHUEM KJIAllaHOB CepJla MOXKET ObITh MPUYMHON IMOYEHUHOM MaTOJIOTHH.
[IpocnymmuBaemMbie Ha cocylJax HIyMbl WJIM OTCYTCTBHE IyJIbCAIlMM MOTYT OBITH
pU3HAKaMH MATOJIOTUH MMOYEUHbIX cocy0B. [Ipu yBenmnyeHuu novex, moauKkucTose,
He(dponTo3€e MOYKKU MOTYT HaIbITUPOBATHCS.

Orexu. Ilepudeprueckre OTEKH BBISBISIOTCS BHEIIHE UM ONPEACISIIOTCS TPH
HaJaBIMBAaHUK OOpa30BaHUEM COXPAHSIOMIMUXCSA SIMOK (Ha JIOABDKKE, TOJICHH WA
apyrux 4actsax Ttena). [lonocTtHele oTeku (aHacapka) ONPEEHSIOTCS HaJIHMYueM
KUJKOCTH B OpIOIMIHOM MOJOCTH (acuur), IUIEBpaldbHOM (THAPOTOPAKC) WIH
cepreyHoil cymke (ruaponepukapn). O KUAKOCTHOM CTAaTyCce€ OpPraHM3Ma MOXHO
CyIWTh O Macce Teja MpU €XKEIHEBHOM B3BCIIMBAHHMM, MpPHU3HAKAM THUIED,-
THUIIOBOJIEMUH, YpOBHIO AJ[ Kak y B3pOCIBIX, TaKk U y AeTed. OTEKH IOYEHHOrOo
MPOUCXOXKJICHU Heo0XoauMo audQepeHIupoBaTh OT OTEKOB NPH 3aCTONHOU
CEpJIEYHOM, IEYEHOYHON HEA0CTaTOYHOCTH, TUIIOTUPEO3E, AIIEPTUH.

ApTepHuanbHAs THNEPTEH3Us] — BOKHEHIINKM IPU3HAK IPU NATOJOTHH ITOYEK.
Kaxxnomy 310poBomy yenoBeky A/l ciaeayer u3mMepsTh 0 MEHbIIEH Mepe OJIUH pa3 B
roJl. ITo coBpeMEeHHBIM pEKOMEHAAIMAM BCEM JIETAM CTapuie 3-X JIET pEKOMEHIOBAHO
m3mepatb AJl 1 pa3 B rox, mpu NaTroJIOTMM WM PUCKE — paHblie W 4ame. [
BbIsiBIeHUST AI' HE0OOXOIMMO  MPOBENEHUE PA30BbIX H3MEPEHUM U CYTOYHOIO
MoHMTOpUpoBaHust AJ] M 3HaHMe Bo3pacTHBIX HOpM. HambGonee nocToBepHBIM
CUHMTAETCS] CyTOYHOE MOHUTOPUPOBAHKE B aMOYJIATOPHBIX YCIOBHSX, UTO HUCKIHOYAET
«runeptoHuto Oenoro xanata». AJl  go 12 mer He 3aBUCHUT OT Mojia, a B
npenyOepTaTHOM BO3pacTe — BhIIIE Y MaJb4MKOB. B 11000M Bo3pacTe HOpMaIbHbIM
ciaenyer cuurtarth cucroinueckoe AJl Huxe 120 MM pT. CT., a AUACTOJIIMYECKOE —
Hmwke 80. Hounoe AJl momxHo ObITh HMKE AHEBHOro Oojee yeM Ha 10% . Al'y
nereu — crorkoe nosbimeHue AJl > 95% nepueHTuiist Ay JaHHOTO M0JIa U BO3pacTa.
Al mexay 90-95 mepueHTuns MU 0003HAYEHO KaK «BBICOKO HOpMaiibHOE AJl» mim
«rperunepTeH3us». Y B3pocibix nuarao3 Al crasutcs mpu yposHe AJl 140/90 mm
pT. ct. u Boime. AJ[ mexnmy 120/80 — 139/89 mMm pr. CT. paciieHMBaeTcs Kak
«rperunepTeHsus» [7-ii nepecMoTp OOBEIMHEHHOTO HAIMOHAJIBHOTO KOMHTETA
CHIA no npodunaktuke u neueHunto Al

O0beM M BHemHUil Buja MouH. HeoOX0oauMO BBISICHUTH HAJIUMYME TOJIU- WM
OJIUTYPHH, a TaKKe€ BHEIIHMH BuA Mouu. [Ipu mpoTenHypun Moya OOBIYHO CHUIIBHO
nenutca. UH@uimpoBanHass Mouya MyTHasi U UMeeT HeNpUITHBIN 3anax. L{BeT mouu
Ipyu TeMaTypud  MOXET ObITb  KpacHbIM  (KaMHH, OIYXOJiM), TEMHBIM
(reMorI00MHYpHsl, MUOTJIIOOMHYpHS ), LIBETA «MSICHBIX TOMOEBY» (TJIOMEPYJIOHEDPHUT).
[locTosiHHass remarypusi Oojee CBOMCTBEHHA /i KIYOOUKOBOBIO MOPaKEHMS,
MPEPBIBUCTHIN XapakTep — AJi ypoJjornyeckod natosoruu. Creayer mOMHHUTb, YTO
AKCKpELMs] HEKOTOPbIX JIEKapCTBEHHBIX MIpernaparoB, MPOAYKTOB MeTabOIM3Ma
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(ypatbl) M mUIIEBbIE MPOAYKTHl OKpPAIIMBAIOT Mouy (Hamp.: HUTpodypaHbl — B
OpaHKEBbIN I[BET, YPAThl — OPAHKEBO-KPACHBII).

CnekTp KJIMHHYECKHX CHMIITOMOB TIpH 3a00JIEeBaHUSX TIOYEK Y30K U
HecrieuuduueH. OtnaenpHble  3a00J€BaHUS MOTYT TPOSBIATHCS  OYEBUIAHBIMU
CUMIITOMaMH, HAPUMEP: BUIAMOM TeMaTypuEH, MOYECUYHOM KOJMKOW WJIM OCTPOH
anypueil. B To ke BpeMs cepbe3Hble 3a00J€BaHUs IMOYEK MOTYT IMPOTEKaTh 0e3
BBIPAKEHHBIX CUMITOMOB. JleTH ¢ BpOXJACHHBIMHU 3a00JIEBAHUSIMH TIOUYEK HEPEIIKO
MOTYT TIONaAaTh MOJ HAOJNIOJACHHE TeMarojora, SHAOKPUHOJOra, OpTomena H3-3a
NpOsBJICHUSI 00JIE3HU aHEMUEH, HU3KOPOCIOCThIO, KOCTHBIMU JiehOpMaIUsIMHU.

[IpakTka TMOKa3bIBAET, YTO AMArHO3 Yy TOYEYHBIX OOJBHBIX YPE3BBIYANHO
cioxeH. B Hedpomorun BbIIENEHBI HECKOJIBKO KIMHUYECKUX CHHAPOMOB, KOTOPHIE
MO3BOJIAIOT KJIacCU(UIIMPOBATH OOJIE3HU Ha MEPBBIX ATANaX AUArHOCTUKHU (ThaBa 3).

2.2. JABOPATOPHBIE METO/JbI

B moue uccnenyror pH, 0cCMOTHYECKYIO KOHIIEHTPALUIO WJIM OTHOCHUTEJIBHYIO
IUIOTHOCTb, OEJIKM, IJIIOKO3Yy, OCaJ0K MOYM U MPOBOAAT MHUKPOOHOJIOTHMYECKHE U
OMOXMMHMUYECKHUE UCCIENOBaHMUs. JTO — JOCTATOYHO MNPOCThIE U MH(POPMATUBHBIC
MeToAbl. Takxke cielyeT 3HaTb COBPEMEHHBIE JOPOrOCTOSIIUE METOBI C BBICOKUMHU
TUAarHOCTUYECKUMU BO3MOXKHOCTSIMH, UCIIOJIb3YEMBIE B MOCIEAHUE TOAbI B Pa3BUTHIX
cTpaHax (mporeomMuka Modw) [1].

OO0mmit anasu3 moun (OAM) — Hambosiee 4acTo HCMOIb3yeMbIi Meroa. B
HacTofAllee BpeMs  KoiaudecTBeHHble  (Apauca-KakoBckoro, AmOypxke) U
nosykoianuectBeHHble (HeunnopeHnko) npoObl mpu3HaHbl HEYJOOHBIMUA, HETOUYHBIMU
M HE JOJDKHBI UCTOJIb30BaThCs. CyTOUHBIM cOOp MOYM MOKAa3aH TOJBKO JJISI OUEHKH
CyTOUHOU MPOTEUHYPHUH npu HEBO3MOKHOCTH OTIpeEICHHUS
MpOTEeUH/KpeaTHHUHOBOTO KodddummenTa. s npoBeneHus aHain3a HEOOXOIUMO
UCCJIC/IOBAHUE CPEIHEW TOpUMM YTPEHHEW CBEXKEBBIMYIIEHHONM Moun 0e3
NPUMEHEHHs CTAaOMJIM3aTOPOB C 1I€JIbI0 YMEHBIICHHUS BEPOSTHOCTH OILIMOOK,
CBSA3aHHBIX C OaKTEPHAIBHBIM paA3JIOKEHUEM W JPyruMu ¢akropamu. MOKHO
MCCJIEN0BATh BTOPYIO U MOCIEAYIOIIME OPLUU MOYH, IOJYYEHHBIE B TEUEHUE JHS.

OKOHOMUYHBIM W TOYHBIM METOJOM CKPUHHHIOBOTO HCCIIEIOBAHUS MOYHU
ABJISIETCA MPUMEHEHUE TECT-MOJIOCOK (KaueCTBEHHBIN aHanu3). B cnydae oTcyTcTBus
remMaTypuu/ TeMOTJIOOMHYPUU WM JIEUKOIUTYpPUHU, MPOTEUHYPHUH, TIIOKO3YpPUH,
HEOOXOJAMMOCTh B MHMKPOCKOIIMYECKOM UCCJIEIOBAaHMM Moud oTtnagaer. I[lpu
OOHapy>XeHMH XOTS Obl OJHOW M3 BBIINICYKA3aHHBIX MATOJOTMYECKUX HAaXO0J0K
HeoOxoaumo npoBect OAM. [l nuarHOCTUKHM OOJie3HEH TMOYeK I1eJIeCO00pa3HbI
MTOBTOPHBIE UCCIIETIOBAHUS MOYH.

I'oko3ypusi 0OBIYHO CBHUAETENBCTBYET O THUIIEPIIIMKEMHUHU, OJIHAKO MOXKET
HOCUTh H30JIMPOBAHHBIM XapakTep (MOuYeyHas TIIOKO3YpHUsi) WM COYETaThCAd C
HapYIIEHUSAMH JPYTUX (PYHKIIUH TPOKCUMAIBHBIX MOUYEYHBIX KaHAJBIEB (CHHIPOM
®dankonun). ['MoKo3ypust HHOTJA BCTPEUYAETCS MPU HEPPOTUUECKOM CHHIPOME M Ha
(hoHE CTEpOUTHON Tepariu.
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IIporeunypusi — OAMH W3 TJIABHBIX NPHU3HAKOB 3a00JIEBaHUSA TOYEK, MapKep
JIOKAJIM3allUY U TSHKECTH MOYEUHOTO moBpexaeHus. OHaKo, cleayeT MOMHUTh, YTO
IpU TaKWX COCTOSHHUSX, KaK JUXOpajKa, 3HAUMTEIbHas (Qu3MUeckas Harpyska,
XpOHHYECKAs CepJeYHas HEAOCTATOYHOCTh U MH(EKIUS MOYEBOM CHUCTEMBI, MOXKET
UMETh MECTO TPAH3UTOPHOE (ITPEXO/ISIIIEe) MOBBIIICHHE ATbOyMUHA B MOYE.

B HOpME ¢ MOUOH BBIZICTAIOTCS pa3iMdHble O€NKU (aIp0yMUH, TIIOOYIHMH U JIp.),
KOJIMYECTBO KOTOPBIX He3HauuTeabHO. CyTouHass MPOTEHHYPHST B HOPME HE
npeBbimaer 150mr/cyt. PyTuHHble METOABI UCCIIEeIOBaHUS (TECT-TIOJOCKHU, Mpobda ¢
CyNb(hoCcamuIUIOBON KUCIOTON) HE BBISABISIOT BhIAEIsAIOMUECS B HOpMe Oenku. [Ipu
NaTOJIOTUM YpPOBEHb NPOTEUHYpHH pacTeT. [loaToMy nuarHocTuueckoe 3HaueHHUe
UMEeT OmpeJieJIeHHe CYTOYHOTO KOJIM4YecTBa Oenka B Moue, B psAAEC CIy4yaeB —
mubdepennmanuss BuIOB Oenka (ampOyMHH, 05, Oy -MHKPOIJIOOYJIWH, [3,-
MUKporyio0ynuH, 6enok Tamma-Xopcedansa u ap.). [lpu kauectBeHHO# TipoOe (TecT-
MOJIOCKH ) MCIIONIb3YEeTCS IIKaa:

- OTpULIATENBHBIN Pe3ybTarT;
- 1+ 0,3 r/m;

- 2++11/m

- 3+4+++ cBbIe S /1

Takum 00pazoMm, IMArHOCTMYECKHUE IOJOCKM Ha MNPOTEMHYPHIO IO3BOJISIFOT
BbISIBUTH conepkanue Oenka 300 mr/m m  Boeime. Ilpu 3TOM mpeumyiecTBEHHO
omnpeaensercs anbOymMuH. [Ipu monoxxXuTenbHOM pe3ynbTaTe (JKeaaTebHO OBTOPUTH
aHaJIu3) CIelyeT eperT Ha KOJIMYECTBEHHOE OIpe/ieTICHUE OelKa.

Jlia omnpeneneHusl SKCKpeuuu Oenka 3a CyTKM COOMparoT CyTOYHYIO MOYy U
MPOU3BOJISAT TEpecUYeT KOHIEHTpauuu Oeika B Moue (T/J1) Ha CyTOUHBIA AUYpe3
(r/cyt). bonee  yaoOeH  MeTOol  BBIUMCIEHUS  IPOTEUH/KPEATMHHMHOBOIO
Kod(uIMeHTa, KOTOPBINA MO3BOJSIET OMPEACIUTh CYTOYHYIO IKCKperuio Oenka 0e3
coopa 24-yacoBoii Mouu. [IpuHIIUIT OCHOBaH Ha TOM, YTO KPEATHHHH BBIICIISACTCS
MyTeM KIyOO4YKOBOM (DMIBTpALIMK U SKCKPELHUs €ro MOCTOsSIHHA B TeueHue cyTok. C
MOMOIIBIO BBIYMCIICHUSI OTHOIIEHHUS KOHIEHTpalMu JI000TO BemiecTBa (aIbOyMHUH
U.J.p) B MOYE K YPOBHIO KpPEaTHHHMHA B MOYE€, MOXKHO ONpPEIEIUTHh CYTOUYHYIO
OKCKpEIHo Jitoboro BerecTBa, He Toibko Oenka (Na, K, Ca u nap., Ta61.2.2).
KoHuienTparus BemecTs U KpeaTUHUHA MOKET BBIPAXKAThCS B MMOJIb, MT' WJTH T/J1.

[Ipu pacyere cyTOYHON NMPOTEUHYpPUU Hallle OENOK ONPEessIIoT B MI WIU T, a
KpeaTuHuH B MMOJIb. O0a BelecTBa MOTYT onpeaesThes B /11 [1] (Tada 2.1).

Tabmuua 2.1. HopMbl CyTOYHON MPOTEHHYPUH Yy JETeH MO KPEaTHHUHOBOMY
koa(duumenty [Brodehl J., Gellissen K., Weber H.P. Postnatal developmenbt of tubular
phosphate reabsorption. Clin Nephrol (1982) 17: 163-171]

Ilokazarens | Benok/kpeaTuHuH AJILOYMUH/KPeaTHHUH | 01-MHKPOIJI00YyJINH/
B MOYEC KpeaTuHUH

Equanier MIr/n | Mr/r | MO/MMOAB | MI/IT | MI/T | MI/MMOJIB | MI/n | MI/T | MI/MMOJIb
HU3MEPEHUS

310pOBBIE <100 | <100 | <10 <20 | <20 |<5 <10 | <5 <1
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EeTH >2 JIET

Oco0oe KIMHUYECKOE 3HAUEHHE HMEET OIpejelieHne anbOyMHMHa B MoOue
(rnomepyssipubiil 6enok). CyTtouyHass anbOymMHHYpHsi B HOpMe He mpeBblmaer 30
mr/cyT. IloBbllllIeHME €€ HUMEEeT BaXXHOE KIMHUYECKOE 3HAUYECHHWE KaK pPaHHUN
UHAUKATOp TOpaXEHHUs TMOYEeK IMpPU caXapHOM JuabeTe M 3CCEHUUATbHON
aprepuanbHoil runepronuu (rnasbl 10, 11). B Hacrosiiee Bpemsi anbOyMuHypus
(AY) omnpenensercs KOJIMYECTBEHHbIM METOAOM, NYTEM OJHOBPEMEHHOIO
ONpENENCHUs] KOHLIEHTpaUuu ajlbOyMHMHAa W KpeaTMHHWHA B pa3oBOM MoOYe€ U
paccyeToM anbOyMUH/KpeaTHHHUHOBOTO Ko3(dwuimenta. Ero 3Havenwe cumrtaercs
HOpPMAaJIbHBIM IIPU U3MEPEHUH aIbOYMUHA B MT, KDEaTUHHHA B MMOJIb:

JUISL MY>KUHH <2,5
JUTS JKSeHIMH <3,5.

[Ipu u3mepenuu B MI/T HOpMOM cuuTaercs mnokaszatenb <30. B Hacrosiuee
BpeMs B Ka3zaxcraHe mosBMIACh BO3MOYKHOCTh aBTOMATHYECKOro ompenencHus AY
aHAJIM3aTOPAMH.

TyOynspuble 6enku TpeOyIOT ClenuanbHOro 000PYAOBAHUS ISl ONPEAEICHHUS,
TECT-TIOJIOCKH UX HE ONPEAEIISIOT.

B Moue conepxatcs Oenku M HEIUIa3MEHHOro mnpoucxoxiaeHus. 50% Bcex
O0eKOB MOYM 00pa3zyeTcsi B MOUEBBIBOJAILIEM TPaKTE, OCHOBHBIM H3 KOTOPBIX
apisieTca 6enok Tamma-Xopcdanis.

Haunbonee TOYHBIMM SIBIISIFOTCSL HOBBIE TEXHOJOTMU 3leKTpodopesa —
HedeToMeTpUUeCKe METOABl OMNpeNeNiecHusl OeaKoB-MapKepoB (anbOyMuH, ol-
MUKPOIJIOOYJIUH U JIp.). DTOT, MOKAa MaJOJOCTYIHBIA U JOPOTrOil METOM, MO3BOJISIET
ObicTpo  audPepeHInpoBaTh TIIOMEPYISPHYIO M TYOYJIApHYH JIUC(YHKIMH,
OTIEJBHO BBISABIAS albOYMUH U O-MUKpOrIoOynuH. C HENaBHEro BpPEMEHH,
UCIIOJIB3YEMBId B PAa3BUTBIX CTPAHAX MPOTEOMHBIM aHAIW3 MOYH, MPEAOCTAaBHII

BO3MOKHOCTh  JAJIbHEHUIIIETO COBEPIICHCTBOBAHUS HEHMHBA3UBHBIX METOJOB
IUArHOCTUKHU 3a00JI€eBaHUI TOYEK.
[Ipun 3a00JIEBaHUAX MOYeK, CBSI3aHHBIX C reMaToJOTHUYSCKHUMH,

OHKOJIOTHYECKUMU OO0JIC3HSMHU, YBEIIMUYUBACTCS IKCKPEIHs MapanpoTeUuHOB C MOYOM.
[TapanpoTenHbl TOSBISIOTCS B M30BITOYHOM KOJMYECTBE MPU MHOKECTBEHHOM
MHUEJIOME, aMIIONJ03e, MakporjoOynuHemMuu Banpnenctpema (mpoTeUHYpUs
nepenoiaHenus ). OnHuM U3 HUX sBisieTcsa 0enok benc-/[xonca. OH He onpeaesnsieTcs
OOBIYHBIMU TECT-MOJOCKaMH U TPEeOyeT CIEeHHUATIBbHOTO UCCIEAOBAHUS JIETKUX LIETeH
uMMyHorno0ynuHoB. CBolicTBoM Oenka benc-J[>koHca sBIsSIeTCSl OCaXIEHUE NpU
TepMHUUECKON 00paboTKe CYIh()OCATUIIMIOBOM KUCTOTOM.

JKCKpeuusi XMMHYECKMX BellecTB B Mo4e. Takxke omnpenensiercs c
UCIoNb30BaHueM KpeaTuHuHoBoro kod@duuuenta (KK). VYpoenb skckpeuuu
XMMHUYECKUX BEHIECTB C MOYOM 3aBHCUT OT BO3pacTa JAETEd W I NPABUIbLHOU
OLIEHKH PEKOMEH/IyeTCsl PYKOBOJCTBOBAThCsI HopMaTHBamu [1] (Ta61.2.2).
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Tabmuma 2.2. DOkckpeuus BemIECTB C MOYOW MO  KPEaTHHUHOBOMY

ko3 uUIIMEeHTy B BO3pacTHOM acmekTe (95-i mepreHTWIb) [no mnaneiM Matos V. ¢
coasrt., J. Pediatr. (1997)131:252-257]

BemecrBo/ Kpearunun, | Bospact, r

(Kp) MMOJIL/MMOJIb 1/12-1 |12 |23 |35 |57 |7-10 10-14 | 14-17
Hatpuii / xp 54 58 56 57 51 42 34 28
Kammii / kp 74 68 63 48 33 22 15 13
Kanbuwmii/ xp 2,2 1,5 1,4 1,1 0,8 0,7 0,7 0,7
Maruwii / kp 2,2 1,7 1,6 1,3 1,0 0,9 0,7 0,6
®docdart / kp 19 14 12 18 5 3,6 3,2 2,7
Okxkcanar / kp 0,17 0,13 | 0,1 0,08 | 0,07 |0,06 0,06 0,06
MoueBast KucioTa/ Kp 1,5 1,4 1,3 1,1 0,8 0,56 0,44 0,4

BonpuinHCTBO ferel crtapiie 2-X JIET MPU HOPMAJIBHOM IUTHEBOM PEKHUME
MMEIOT ypOBEHb KpeaTMHWHa Moud 5+4 wmmonb/l1.  Moker ObITh oOImmOKa
«pa3BeJCHUSI MOUYM», KOTJIla KPEaTUHWH MOYM COCTAaBISIET OKOJIO 2 MMOJIb/J WM
CKOHIICHTPUPOBAHUS MOYM» TPU KOHIEHTpanuu okojao 12 wmmonw/a. Ilpu
KOHIIEHTpaIuu aibOymMmuHa B Moue | /71, To ecTh npu 50-KpaTHOM €ro MOBBIIICHUH,
pacuet KK nHe Tpebyercs. KK Bcex BemecTB y rpyAHBIX JETEH BBIIIIE, YEM Y CTAPIINX
JeTel. DTO CBA3AHO HE C MOBBIIMICHHOW X dKCKPELMEN, a CO CHUYKEHHON dKCKpEeIUEN
KpEeaTUHUHA U3-3a MaJIoM MblmedyHor maccel. Hopma KK y HOBOpOKIeHHBIX neTeEN B
4 paza Bblie, 4yeM y crapmux geredd. [lpu ompenenennu KK HeoOxoauMocTh B
ONPENEIICHUH CYTOYHOM DKCKPELMHU BEIIECTB OTHAAAET.

JInst mpaBUIIbHOM UHTEpIHpeTalnu dKckpernuu snekrponanToB (Na, K, Ca, Mg, Cl,
P) ¢ Mo4O#i Ba)XKHO 3HATh UX YPOBHH B CBIBOPOTKE KPOBU U CYTOUHBIN IPHEM. YUeCThb
nocieAHU (QakTop yJaaeTcss pelKo, 3a HCKIIOYEHUEM CIIydaeB MapeHTEepaIbHOIro
BBEJICHUS AIeKTpoauToB. Hanpumep, npu runokanuemMuu 3.0 MMOJIb/JT KaIUypHus -
20 MMOJIB/JT CBHJCTENBCTBYET O Mo4yedyHou morepkanus. [Ipu runepkammemuun 6.5
MMOJIB/T Kanuypus - 20 MMOJIB/I — MPU3HAK TMOYEUHOM HEJOCTATOYHOCTU C
3aIEPKKOM KallMs, TaK KakK 30pOBbIE TMOYKHU JIOJHKHBI IKCKPETUPOBATh Kajaudl B
MOBBIIICHHBIX KoMuecTBax — oKoso 80 mmonb/m u Bbime. Ocoboe BHHUMaHHE
HE00X0MMO 00OpallaTh Ha SKCKPELHIO KaJblUs, TaK KaK €€ MOBBIIIEHUE COMPSKEHO
C BBICOKMM PHUCKOM He(ppOKaJIbLIMHO3a U HepponuTHaza. OnpeneneHue 3KCKpenun
OpraHUYeCKUX KUCIOT (UTpaThl, OKCaNaThl, ypaThbl) MPOBOAUTCA MPHU MOJ03PEHNUN HA
TUIIEPOKCAIYPHUIO, THUIMO- WM TUIEPUUATPATYPHUIO, THUIOYPUKO3YpHUIO.  ITO
MCCJICIOBAHUE BBINOJNHIETCS B CHELUANBHBIX JIA0OPATOPUSIX (JOPOTrOCTOSIIMIMA
METO/I).

Jns onpeneneHns pH W OTHOCHTENBHOW IUIOTHOCTH MOYH HCIIOJB3YHOTCS
pytuHHbIe MeToabl. Tounoe onpeaenenue pH (pH-MeTpus) MoxeT UMETh 3HAUEHUE
IpU  HAPYLIEHUH OHKCKPEUMU BOAOPOAHBIX HOHOB (NIEPBUYHBIE W BTOPUYHBIC
TyOysomaTum), mpoleccax KaMHeoOpa3oBaHus U WH(MEKITUIX MOUYEBBIX MTyTEH.

Muxkpockonuss Mo4d T03BOJISIET AU EPEHIIUPOBATh IPUTPOIUTYPUIO OT
remMo,- Muorjaoounypun. I'eMaTypusi — 4acThIil CUMIITOM M MOXET BCTPEUYAThCS TIPH
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MHOTHX 3a00JIEBaHUSX: OT TSDKEIBIX (TIoMepysioHedpuT) M0 AOOpPOKaYeCTBEHHOM
reMatypuu y aeteil. B HopMe 3puTpoIThl B MOYE OTCYTCTBYIOT HJIM MOTYT OBITh HE
Ooonmee 3-5 B mone 3peHus. llpw MUKPOCKONMUH OCajgka MOYM BBISIBICHHBIC
SPUTPOLUTH HYXHO JUPPEPEeHIIMPOBaTh HA pEHAJIbHBIE WIA TIOMEPYIsIpHbIC
(mucmopdHbIE) U TOCTpeHaJIbHbIE (HE W3MEHEHHBIC), YTO BO3MOXKHO IIpH
UCIOJIb30BaHUU (ha30BO-KOHTPACTHOM MHUKPOCKONMUU. OMNBITHBIA HEPpOIOr MOKET
pacno3HaTh JUCMOpP(HBIE APUTPOIMUTHI € MOMOIIBIO OOBIYHOTO  CBETOBOIO
Mukpockona mnpu yBeaudenun B 400 pa3. [lanpHedmas auddepeHumanus
TUCMOP(HBIX SPUTPOIUTOB HA TMOATPYMHIBI MPOBOAUTCS B PEIKUX CIydasx IO
MOKa3aHUsIM H3-32 JOPOroBU3HBI (puc. 2.1, 2.2). BplsgBiIeHUE T.H. aKaHTOIMTOB,
kietok [IIxymepa 6e3yciioBHO CBUAETEIBCTBYET O TIIOMEPYIIAPHOM MaTOIOTHH.

I'soMepyJasipHasi reMaTypusi TUarHOCTUPYETCS TIPH JJOCTATOYHOM KOJHUYECTBE
mucMopdHbIX 3puTpouuToB (Hamp. 200 sp/mut). OOHapyX’eHuE SPUTPOLUTAPHBIX
WIMHAPOB B OCAJKE MOYH CBUICTEILCTBYET O TJIOMEPYISPHOW MATOJOTHUU U
HCCIIEyeTCs TOJBKO B HESICHBIX CITydasix.

I'IIoMepyJisipHBI€ 3PUTPOLMUTHI

Pucynok 2.1. Cxemarnynoe uzodpaxenue 3purporuutoB B moue (M3: F.P. Brunner.
Microhaematurie. Switzerland. Acuta. 4. 1997.)
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PucyHnok 2.2. Mukpockomnusi ocajka MOud pazaumyHbiMu Mukpockonamu. (M3: Haber M.H. Urine
microscopy and clinical significance. Chicago: American Society of Clinical Pathologists. 1976.)

['maBHBIM TOKa3areneM OakTepuaibHOU MH(eKIuu MoueBoi cucteMbl (MMC)
aBisieTca JekouuTypus. OIHAKO JEHKOLMTYpHUsI HE BCEr/a SIBISIETCS CIIEICTBUEM
6axtepuansHoir UMC. Hanpumep, crepunbHas JEHKOIUTYPHUS MOXET ObITh MpHU
TyOyJouHTEepCTUIIMATFHOM  Hedpute, HedpommTuaze. [lpm kanguaoze wim
ageHoupycHort UMC nefikonuTypusi MOXKET OTCyTcTBOBaTh. [Ipoba Heunmopenko
HE HMCIIOJIb3YETCS M3-32 YaCTOW OMMUOKY (BIUSHHUE Pa3BEIACHUS WIH CTYIICHUS MOYH),
OTCYTCTBHSI BAXKHEHUIIIETO MOKa3aTels y He(hpoJIOrn4ecKuX OOJbHBIX — MPOTEUHYPHUH.

[Ipy MUKPOCKONIMYECKOM HCCIIEJOBAHUM MOYU MOXXHO MPH HEOOXOAUMOCTH
muddepeHpoBaTh JIGMKOIUTHI MO Mopdojoruu (Hamp. DSO03UHOPUIBI  TPH
WHTEPCTULIMAIBHOM HehpuTe).

[Ipu HedpponuTHaze pPEKOMEHIYETCS OIpeleieHHe CYTOYHOM HKCKpEeuuu
KaJblUsl, IUCTUHA W OKcajJaToB B Moue. Mukpockonuueckas auddepeHunanus
KPHUCTAJUIOB HE uHdopmatuBHa. [lpu OGakrepuypum MHUKPOOHOIOTHYECKOE
UCCIIeIOBaHNE JaeT OoJjiee TOYHbIE JAaHHbIE O KOJIMYECTBE M CBOMCTBax
MUKpoOpraHu3moB. CTeneHb OakTepuypuu OINpeAensoT wMetogoMm [oynna.
JlnarHocTUYecKkoe 3HAUYECHHE HMEET OaKTepuypus 10° M.T. B | MJI MOYM W BBIIIE.
BoisiBieHne B Mo4e TpUOKOBOUM (UIOpHI SIBISETCA OCHOBAaHUEM I IMOCTAHOBKHU
nuargosa kagauno3sgou UMC.

Huaunapel. ['ManvHoBbIle HWIMHAPHI 00pa3yroTCs B MOYEYHBIX KaHAJIbLAX U3
oenka Tamma-Xopcdans. OHM OBICTPO PACTBOPSIIOTCS B IIEJIOYHOM Cpejie U MHOTAA
BCTPEYAIOTCSd B HOpPMalbHOW Moue. VX KOIMYECTBO BO3PACTAET NPHU NpHEME
JTUYPETUYECKUX CPEACTB, MOBBIIMICHUH TEMIEPATyphl Tella U (GU3MUECKON Harpyske,
HO 0COOEHHO 3HAUYUTEIBHO NIPU NMOYEYHON naTosoruu. Hanuume B Moue 3epHUCTBIX U
KJIIETOYHBIX UWJIWHJIPOB CBUIETEIBCTBYET O MATOJOTMYECKUX M3MEHEHUSX B
MMOYEYHOW NapeHXUMe. DPUTPOLUTAPHBIE LWJIMHIAPHI YKa3bIlBAIOT HA MOPaKEHHE
KIIy00ouKkoB (rioMepysnoHedpuT). JlelkonuTapHble MUWIMHAPH — MPU3HAK OCTPOTO
nuenoHedpura.

KonuuecTBO rMaiMHOBBIX HUJIUHIPOB YBEJIMUUBACTCA NPHU MpoTeunypuu. [lpu
CKB xapakTepeH «TelIeCKOMMYECKHUI» OCalOK C IIMPOKHMM HAOOpPOM KIIETOK U
UUIUHAPOB. XKupoBble UUIUHAPHI BCTPEYAIOTCS TPU HEPPOTUUECKOM CUHIPOME.

O0mmii KIMHMYECKUWH AaHAJM3 KpPOBH BBIBISIET Hecnenupuyeckue
CUMIITOMBI, MO3BOJISIOIINE 3aM0I03PUTh MATOJIO0TUI0 noyek. K mpumepy, aeikonuTo3
c pe3kuM HeuTpoduiaezom u moBbiieHHe COD y JIMXOpPagOuHBIX OOJBHBIX C
CUMIITOMaMU HWHTOKCHUKAIlMM MOTYT OKa3aThCSl BEAYLIMMHU IPU3HAKAMU OCTPOIO
nuenoHeppura, 4to TpeOyeT 00s3aTeTbHOTO O0IMIer0o W OaKTePHUOJIOTHYECKOTO
uccienoBanust Moun. Ompenenenue C-peakTuBHOro Oejaka IIOMOTaeT B
muddepeHnanbHO  AMArHOCTUKE  HEKOTOPBIX  OCTPBIX U XPOHHYECKHUX
BOCTIAJIUTENIBHBIX OOJIe3HEH. BhIsiBICHHE 203MHOGUINHM C DO3UHOPMITYPUEH MOXKET
MIOMOYb B IMATHOCTUKE WHTEPCTUITUATHHOTO HEPPUTA AIIIEPTUIECKON TPUPOBL. [{ist
OOJBHBIX C XPOHUYECKUM MPOTPECCUPYIOMIMM 3a00JIeBaHUEM IOYEK XapaKTEpPHO
MOCTENIEHHOE pPa3BUTHE HOPMOXPOMHOW aHEMHUHM W3-3a HapYIIEHUs CHUHTE3a
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SPUTPOIIOAITHHA. PaHHee pa3BUTHE aHEMHM XapaKTEpHO AJS AT C BPOXKIECHHBIMU
CTPYKTYPHBIMH TOpaXKeHHUsIMHU 1ouek (HedpoHopTH3 DaHKOHU, TUCIUIA3HS MOYEK).
Heobxoaumo crnemuth 3a ypoBHeM remorioOuna (HB) y OonpHBIX C caxapHBIM
anabeToM U TMOpaXeHHeM Moyek. B To ke BpeMs y MalMeHTOB C TMOJIMKHUCTO30M
OYEK JaK€ B TEPMHMHAIBHOW CTaJWM MOYEYHOM HEJOCTaTOYHOCTU B KIIETKAX
IPOAOKAET CUHTE3UPOBATHCS SPUTPONIOITUH U HE PA3BUBAETCS aHEMMUSL.

buoxummnyeckoe HCC/IeJ0BAHHE BEHO3HOM KpPOBU. B BEHO3HOU KpOBU
UCCIIEAYIOT KOHLIEHTpALMIO OeIKa 1 JIUMHJIOB, a Takke ux (pakuuu. OOuwuii 6e1ok B
CBIBOPOTKE KPOBH 3JI0pPOBOr0 4esioBeKa Koisiebsercs B npeaenax 60-80 r/m, u3 HUX
anpOymuH coctaBisier 60%. BcenencrtBue Ooinbliol motepu Oenka ¢ MOUYOM mpu
HE(POTUYECKOM CHUHAPOME KOJUYECTBO albOyMHHAa B CBHIBOPOTKE KPOBH MOXKET
CYLIECTBEHHO CHUXaTbca. HedpoTuueckuit CHHIpOM, Kak MPaBUIiIO, COIIPOBOKAAETCS
runepiunuaemMueii. IIpu HEKOTOpBIX 3a00JIEBaHUAX MPOUCXOAUT TOBBIIMICHHOE
0o0pa3oBaHHE PA3IUYHBIX OEJIKOB B CHIBOPOTKE. C MOMONIBIO 3JEKTPOPOPETUYECKOTO
paszeneHuss OENKOB IIa3Mbl MOXKHO BBISSBUTH MOHOKJIIOHAJIBbHBIE aHTUTENa (Tpu
MUEJIOME WM  JApyrux aHoManusax  AuddepeHuupoBkn  B-nmum@ouurtos).
Onektpodope3 OEIKOB MOYM MOXKET I[0Ka3aTh HAJIMYME B HEW JIETKUX Leneu
UMMYHOIJIOOyIMHOB. Hanmuune B KpoBM M Mou€ MHOIVIOOMHA YKa3bIBaeT Ha
paboMHOIM3, a TEeMOIVIOOMHa — Ha BBIPAXKEHHBI TremMonu3. MUOrnoouH u
reMOIJIOOMH B CBOOOJHOM COCTOSTHUM HE(POTOKCUYHBI U BBI3BIBAIOT MOBPEKACHUE
MOYEYHBIX KAHAJIBLIEB.

Konnentpanuu Na, K, Cl, Ca, Mg B nna3Me KpoBHU MOAEPKUBAIOTCS B Y3KUX
npenenax. X HopMmasbHas BeJMYMHA HE 3aBHCHUT OT BO3pacTa, HAIIPOTUB, YPOBEHb
¢docdara 3aBUCUT OT BO3pacTa. Y 3JOPOBBIX IPYAHBIX MJIAJICHIIEB €r0 YPOBEHD BhIIIIE,
YeM y JIeTel CTapIiero Bo3pacta ¥ B3pocibiX (puc.2.3).
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Pucynok 2.3. Hopmanvhvie yposuu cbleopomounozo ocgopa 6 3a8ucumocmu om 603pacma.
[AY. Naushabayeva, K.A. Kabulbayev, A.L. Rumyantsev, V. Brocker, J. Ehrich Rational
diagnostic methods and algorithms for detecting kidney diseases in children Pediatric
Pharmacology, 2009;6(4):48-83]

Paznuunble HapylIeHNs C TTOBBILICHUEM WJIM CHUKEHUEM YPOBHS DJIEKTPOJIUTOB
Habmonarorcs y 6ombHbIX ¢ OITH u XIIH, B ToM yncie B OTAENEHUSX UHTEHCUBHOU
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Tepanuu. KinuHHYecKkne MpOsABICHUS AU3IEKTPOIUTEMHUHN Pa3HOOOpa3HbI, MOPOii
omacHbl. Hamo MNOMHHUTE O BPOXKIEHHBIX M HACJIEACTBEHHBIX KaHAJIbIEBBIX
TUCHYHKITASIX (TyOynmomaTtuu), TpPH KOTOPHIX HAOIIOMAIOTCS  HAPYIICHUS
COJZIepKaHUs IEKTPOIUTOB.

Konuenrpanus kajausi B CBIBOPOTKE KPOBH MOJJEPKUBACTCS B mpeaenax 4-5
MMOJIB/JI.  ONacHOCTh TUIMEPKATUEMUU OOBIYHO BO3HUKAET IMOCJE 3HAYUTEIHHOIO
YMEHBIICHUSI JAuype3a y OOJIbHBIX C MMOYEYHOM HEAO0CTATOYHOCThIO. OCOOEHHO
OBICTPBI POCT YPOBHS KaJIUs HAOJIIOAAETCS TIPU OCTPBIX MOBPEXICHUAX moyek. [Ipu
OTCYTCTBUU TIOYEYHOM TMATOJOTUU HEOOXOIMMO HCKIIOYUTh DHIOKPUHHYIO
NaTOJIOTUIO (A[PEHOTEHUTATBHBIN cUHIIpOM Yy jerei). OnucaH KaHaJIbLIEBBINA
TUIEPKATUEMUYECKUI alKI03 BPOXKIACHHOIO M NIPHOOPETEHHOTO XapakTepa C
HapyleHnueM JerctBus anpaoctepona (PTA IV tuma). ['unokanuemust pa3BuBaeTcs
npu OoJbmMX nouyedyHbix (mosmypuueckas cragus OIIH, B yactu ciydaeB XIIH) u
BHEMOYEYHBIX (PKEyJ0YHO-KUIIEUHbIE) OTEePsAX Kaiusa. BcTpeuaroTcs: BpoKIEeHHBIE
HapylIEHUs  KAaHAJIBLUEBBIX  (DPYHKIUH, CONPOBOXAAIOUIMECS  TUIIOKAIMEMUEH
(cuampom Onbpaiita, ®ankonu, baprrepa, Jlumpia).

KoHuenTpauusi HaTpusi B CHIBOPOTKE KpoBU B HOpMe — 135-145 mmo:s/m.
['unoHatpueMuss MOXKET pPa3BUTBCS MPU T.H. «COJBTEPSIOIIEM CHHAPOME» C
HapyLICHUEM PEryJsiUi HaTpUEeBOro 0OMEHa, MHOTa BCTPEYaroeMcs y OOJIbHBIX €
BPOKJICHHOM MAaTojoruerd mnoyek. Yame TruIoHaTpUEeMHs CBS3aHA C 3aJEpiKKOU
KHUJKOCTH B OpraHusMe. [ umoHaTpuemMus «pa3BeCHUS COMPOBOKAAETCS TAKEIBIMU
KJIMHUYECKUMH CUMITOMaMU OTeKa Mo3ra (HapylleHHe OpPUEHTAlud, COHJIUBOCTb,
TOILIHOTA, CYJOpOTH, Cla3MaTthdyeckue O0onu M naxe koma). Hano moMHUTH, yTO
HEKOTOpBIE JIeKapCcTBa (Ba30MPECCUH, OKCUTOLMH, ITUKI0(QochaMul, THAOMETAIUH U
Ip.) MOT'YT MOBBIIIATh YYBCTBUTEIBbHOCTh KAHAJBIEB MOYEK K aHTHUANYPETHYECKOMY
ropmony (AJI) u mpuBecTH K 3a1epikKe OOJBIIOrO KOJIMYECTBA OCMOTHYECKH
CBOOOJHOI BOABL. MOXET MPUCYTCTBOBATH W IMOBBIIICHHAs HEaJeKBaTHAs CEKpelus
AJI" (yacTo mpu NATOJIOTUH B JIETKUX). [ uniepHaTpUeMusi UMEET MECTO Yy MAIIMEHTOB
C MOYEYHBIM HECAaXapHbIM IHA0ETOM, COMPOBOKIAAIOIIUMCS OOJIBIION MOTEPE BOABI
BCIICJICTBUE CHM)KEHUSI UyBCTBUTEIBHOCTH KaHalblieBoro snutenuss k A/l (rnasa
16).

Konnentpanuus xkaabuuss u  QgocdartoB. st OONBHBIX € TMOYEUHOM
HEJOCTATOYHOCThIO XapaKTEpHO Ppa3BUTHE TUIOKAIbLIMEMUU U TunepdocdaremMun
(rmaBa 18). Y OOJIBHBIX TO Mepe MOTEPH MAPEHXUMBbI MOYEK CHUXKACTCS CUHTE3
aKTUBHOTO BUTamuHa JI[3  (KaJbIUTpUOJA), MNPUBOASAIIMA K TUIOKAIBIMEMUHU.
['mnokanelyieMuss NPUBOJUT K BTOPUYHOMY THUIIEpIIApaTUPEO3y. OTH H3MEHEHUs
ycyryossitoress  nosiBieHuem — runepdocdaremun.  Hapymenuss — docdopHo-
KaJIbLIUEBOTO OOMEHA COMPOBOXKAAIOTCA KOCTHBIMU HapYUIEHUSIMU, OCJIOXKHSSACH
MOPaXXKCHUEM CEpACYHO-cocyaucTorn cucrtemsbl. [loatomy wuccinenoBanune Ca, P u
APYrUX MoKa3aTeiaeil 3Toro oOMeHa MMeeT BaKHOE 3HAauY€HHE NIl UX Koppekuuu. B
HOpPME YPOBEHb OOIIEro Kajbliusl B CBIBOPOTKE KpoBU 2,23-2,57 Mmomw/i, pocdara
0,81-1,45 wmonb/n.  T'unodocdareMust  ABISIETCS  OCHOBHBIM  CHMIITOMOM
HACJIJACTBEHHOTO 3a0ojieBaHusi ¢ HapylmieHueM peabcopOuuu (docharoB —
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runodocdaremuueckoro paxuta (docdar-nmuader). M3meHeHHs ypOBHS KajbIlus,
dochopa mMoryT OBITh U TPHU JAPYTUX paxUTHUECKUX 3a0oseBaHusx. llepBuunas
TUMEPKATBIUEMHUST MOKET OBITh MPUUMHON PA3BUTHUS XPOHUYECKOW OOJIE3HH MOYEK:
TUNEPKATIbIUYPUs] MPUBOAUT K HeDPOIUTHA3Y U MOYEUHOM HEJ0CTaTOuHOCTH. Bee
3a00JIeBaHUs C HAPYIIEHUEM KOCTHO-MUHEPATLHOTO O0OMEHa TPeOYIOT HCCeI0BaHNUS
Ca, P (B xpoBHU, MOY€) U TOPMOHOB, peryiaupyrommux ux oomex (IITT", Buramun ).

MoueBHHA U KPeaTHHUH CHIBOPOTKH KPOBH 3KCKPETUPYIOTCS Yepe3 MOYKU U
HAKOTUIGHWE OTUX COCIUHEHUH B KPOBH SBJISETCS IIOKa3aTeleM MOYCeYHOU
HemocTaTogHOCTH. [t ompeneneHus QYHKIMM TIOYEK TaKKe HCIIOJIb3yeTCs
muctatuH C. B moBceqHEBHOW KIIMHUYECKOW MPAKTUKE KOHIICHTpAIUs KpeaTHHUHA B
a3Me CIYyXUT Oosiee OOBEKTUBHBIM TMOKAa3aTeJIeM MOYEYHON HEIOCTaTOUYHOCTH,
Hekenmu MoueBHHA. [lepBasi HE 3aBUCHUT OT MHUIH, @ HA YPOBEHb MOUYEBUHBI BIMSIET
MOCTyIUIeHHE Oelka, YpOBEHb KaTabonm3ma M CTemeHb rujpartanuu. llokazaTtensb
KpEaTHHUHA 3aBUCHUT OT MBIIIEYHON MacChl, TOSTOMY OH HIXKE Yy JETeH, KEHIIUH U
MOXKHMJIBIX, Y€M Y B3pOCIBIX MYXYHMH. B TO ke BpeMs ypOBEHb MOYCBHHBI WU
nuctatnHa C HE 3aBUCUT OT BO3pacTa. Y POBEHb MOUYEBHHBI HAMIPSIMYIO KOPPEIUPYET
c cumnToMamud ypemud. KoOHIEHTpanus MOYEBMHBI Ba)KHA TPU ONPEICICHUU
nokazaHuil k auanuzy (6onee 30 MMOJB/), TaK KaK BBHICOKMH YPOBEHb MOYEBHUHBI
BEJET K THUIEPOCMOJSIPHOMY COCTOSIHUIO C ONACHOCTBIO Pa3BUTHUS LiepeOpasbHbBIX
OCJIOKHEHHM.

2.3. ®YHKIMOHAJIBHBIE METOJAbI UCCJIEJOBAHUA

Omnpenesnenue KiIy004KkoBoil puabTpanuu

['maBHBIMH MapaMeTpaMu SKCKPETOPHOM (PYHKIIMU TOYEK SBJISIOTCS CKOPOCTh
kiyooukoBor uibtpanuu (CK®) u moueunsiii mnasmorok (I1II). Ha mpakrtuke
uccinenoBanue 111 mano npumenumo. Onpeaenenne CK® ocHOBaHO Ha U3MEPEHUU
Kimpenca. Knupenc mo0oro BelecTBa — 3TO KOJUYECTBO IIA3Mbl B MIJI, KOTOPOE
MOJTHOCTBIO OUHUIIAETCS OT JAHHOTO BEIIECTBA B €IMHUILY BpemMeHu (MUH). BeriecTso,
KOTOPOE€ BBIJICNSAECTCS TOJBKO MyTeM (PuiibTpaliuu, He MoJBeprasich peadbcopOuuu u
CEKpEIINH, MOXKET OBbITh UacaIbHBIM JJ1s1 olleHKH CK®. TakuM BelecTBOM SIBISIETCS
nHynuH. Toynoe 3HaueHne CK® MOXHO MOJyYUTh, PACCUMTAB KIMPEHC MHYJHWHA
(3onotoii cranaapt). OnHAKO W3-3a WHBA3UBHOCTU M JOPOTOBU3HBI METOJ Ha
MpakTUKEe HE TMpumMmeHsiercs. PaHee HCHONB30BaIOCh KCCIENOBaHUE KIUPEHCa
sngoreHHoro kpearunuHa (K,,) mo oObeMy Moum, cCOOpaHHOW 3a OIpPENEIECHHOE
BpeMs (3a CYTKH, 3a 2 4aca) C BBIYMCICHUEM CKOPOCTH MOYEOT/ICJICHUS B MJI/MUH.

Up X V

KKp— , rie Uy, 1 Py, = KOHIIEHTpalus KpeaTHHUHA B MOYE

P wia3me  V — MUHYTHBIA AUYpe3.

TpeGoBaHrueM K MPOBEACHUIO MPOOKI ABISETCA JOCTATOYHOE KOJIMYECTBO MOYH,
coOpaHHOI 3a onpeIeIeHHBIN MPOMEXKYTOK (2-34 WM CyTOYHAsi MOYa) C MUHYTHBIM

auype3oM He MeHee 1,5-2 mii/MuH, 4ToObI TpeHeOpeyb BETUYHMHONW OCTATOUHON MOYU
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B MoueBbIX myTsax. [IpoOa TpyaHO mNpUMEHMMa U HEPEAKO AT HEBEpPHBIC
pe3ynbrarbl. OCOOEHHO O€CCMBICIEHHO €ro HCIHOJIb30BAHUE Y YPOJIOIMYECKUX
OOJIBHBIX B CBSI3U C 3aCTOWHBIMHU SBJICHUSIMU B MOUEBOI cHCTEME.

[TockonbKy HEKOTOpOE KOJIMYECTBO KPEaTWHHWHA CEKPETUPYETCS B KaHaJbLIax
nouek, CK®, BbUMCIEHHAs O KIUPEHCY KPEAaTHMHHHA, OKa3bIBAETCS HECKOJBKO
3aBBIIIEHHON. M3-3a 4acThIX TEXHUYECKUX OIMMOOK (BJIMSHHE KpacsAIIUX BEUIECTB B
MOu€), HEyI0OCTBa TOYHOIO cOOpa MOYM 3a ONPEIEICHHBIA OTPE30K BPEMEHHU C
JIOCTaTOYHBIM JIMYPE30M, B HACTOAIIEEe BpeMs STOT METOJl HE MpPUMEHSAETCS 3a
UCKJIFOUEHHUEM OT/ICJIbHBIX CITy4aeB.

B nocnennue 10 et Bo BceM MHUpe CKOPOCTh KIIyOOUKOBOM (DUIBTpALIMK Yallle
Bcero omnpexaensercs mo Gopmyne [lBapma y aereit u Kokpodra-I'onra y B3pocibix
(Tabm. 2.3).
®opmyJa lIBapua:

40" x pocT (cm)

CK® (Mn/mMun) =
CBIBOPOTOYHBIN. KpEATUHUH (MKMOJIb/J)
* — ko3(ppunueHT «40» MOKET BapbUPOBATH B 3aBUCUMOCTH OT Bo3pacta (Tadu 2.3).

Ta6mumna 2.3. 3aBucuMocTh K03 duiineHTa ot Bo3pacta jaeteit npu pacuere CKD

Bospacr KosgduunenT npu KpeaTHHUHE, BLIPAKAEMOM B :
MKMOJTB/T MT/ 1T

HoBopoxnenusie 33-40 0,45

[IpenyGepraTHBII Teproa 38-48 0,55

[TocTnyGepTaTHbIi epuos 48-62 0,7 (Mamb4uKH)

®opmyaa Kokpodra-T'oara:

(140-Bo3pacr (1) x Bec (kr) x Koad. (s myx.-1,23, as sxxen.-1,05)

CKO® =
CBIBOPOTOYHBIN KPEATUHUH (MKMOJIb/J)

Pacuetnbie mMeTOnbI OCOOEHHO YIOOHBI B aMOyJaTOPHBIX YCIOBUSX U IS
JTUHAMUYECKOTO HaOoIeHns 32 GyHKIMEH TOYeK U CTaauell XpOHUUECKO 00JIe3HU
nouek (XbII).

dopMynbl  HEIPUMEHWMBI TIPH  WCTOIICHHHM  (BBIPAKEHHOM  CHIDKCHHUM
MBIIIIEYHONH MacChl) W JHUCIPOTIOPIIMOHAIIBHOM MaJIeHBKOM pocte. Dopmyia
Kokpodra-I'onTa ¢ ydeTom Bo3pacTta U MaccChl Tella HEIPUMEHUMA y JIeTeH MJIaiie
12 net. Ilo cpaBHEHHIO C OMNpPEICICHHEM YPOBHS KpEaTHHHWHA PACUCTHBIC METOIBI
Oosiee MHPOPMATUBHBI W 00JIAIAIOT JOCTAaTOYHOM TOYHOCTHIO, 33 HCKIIOUCHHEM
TepMUHAIBHBIX cTaauii XbIT [1,4].
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Nwmerorcs u apyrue metoasl onpeaenenns CK® (o nucratuny C, pacyeTHBI
Metog MDRD 1 u 2), koTopble JOJKHBI UCTIOIB30BAThCS B OTACIBHBIX citydasx. s
AIUIEMUOJIOTMYECKUX HccleoBaHni npeioxed merong CKD-EPI.

B nopme CK® pasusercs 90-130 mu/mus. Y HOBOpOokaeHHBIX CK® Hm3Kkas
(20-30Ma/mMuH), mocie 4-HEeAeabHOro BO3pacTa MOBbIMIACTCS A0 70 MI/MHH H K
KOHILy MepBoro roja xu3au nocturaet ypoas CK® B3pocnbix (Tadsn. 1.1, rnasa 1).

DyHKIMSA 0YeK M0 OCMOTHYECKOMY KOHICHTPUPOBAHMIO

VY 3I0pOBOro 4emoBeKa NHpH CYTOYHOM JUype3€ OKoJo | 11 mMakcumasibHas
OTHOCHUTENIbHAS IUIOTHOCTh MOYHU JOJDKHA ObITH okoJio 1020. Ilpu Hamuuuu B OAM
OTHOCUTEIBHOW TIIOTHOCTH oOKoysio 1020 w Bl HEOOXOAUMOCTH B TMpoOe
3uMHULKOrO oTnaaaer. Jlydme MHOrokpaTHO mOoBTOpUTH OAM.

DOyHKIMSA M0YeK M0 KOMIIEHCAMH MeTa00JIM4eCKOro aunao3a

Jlns  omeHkW (YHKIUMU TMOYEK IO COXPAHEHUIO KHUCJIOTHO-IIEIOYHOTO
paBHOBECHUS B apTepHaTbHON KPOBU OMNPENEISAIOT CTaHAapTHbhIe OukapOoHaThl, pH,
npyrue nokazarenn KIC, Takxke BaxHo onpenenuts pH moun. Y HOBOPOKIEHHBIX
nMeeTcsl (DU3MOJIOTUYECKUH allui03, IMOCKOJIPKY KOHIICHTpamus OukKapOOHATOB B
CBIBOPOTKE KpOBH Ha 4-6 MMOJB/JI HWXKE, YeM Yy JIeTeH cTapIiiero Bo3pacTa H
B3pOCIHIBIX. Y TOCHEAHUX OHa cocTaBiser 20-25 mMonw/i1. pH kpoBu 370pOBOTO
yenoBeka = 7,35-7,45, y HoBopoxaeHHbIX Ha 0,03-0,05 Huxe.

NmmyHoJi0THYecKe MeTObI [4]

VY 1/3 OOnBHBIX C TEPMHUHAIBHON MOYEYHOW HEAOCTATOYHOCTHIO MPUUYUHOM
ABJISIETCSI MMMYHHO-OIOCPEIOBAHHOE  3a00JIeBaHWE TMOYEK WJIM CUCTEMHOE
3a0osieBanue. 1 AUAarHOCTHKH 3a00JIeBaHUN IMOYEK HEOOXOAUMO HCCIICIOBATE:

- OO0t komrement, C3, C4 u C3 —nedputndeckuit pakTop

- AuTunykiieapubie anturena (ANA)

- AutuTena x npoitnou cnmpanu JJHK

- AHTHHEHUTpOUIIbHBIC ITUTOIUIa3MaTHUeckue antutena (p-, C-ANCA)

- AHTHTENA K TIIOMEpYJIsIpHO# 6a3anbpHO# MemOpane (Anti-GBM-Antibody)

- KpuornoGynuubl

- Kornearpanus 190G, I1gA, IgM, IgE

Hcnonb3yeTcst olleHKa COCTOSIHUSI CUCTEMbI KOMIUJIEMEHTA MyTEM OIpPEeIICHUS
oOmel remonutuueckoil aktuBHocTH (CHS0) m xonuentpaumun C3 u C4 B
ceiBOpoTKe. OrmpeneneHrne Ipyrux KOMIIOHEHTOB IIOKa3aHO JUIIb NpH HHU3KHUX
3HaueHusx CHS50 na ¢pone HopmansHoro ypoBHsi C3 u C4. Huskas konuenrpauus C4
CBUJIETEIBCTBYET O PA3BUTUM KJIIACCHUECKOTO IMyTH aKTUBAIIUM KOMIUJIEMEHTA, TOT/Ia
KaKk CHIDKeHHE KoHIeHTparuu (C3 yka3plBaeT Ha aJIbTEPHATHBHBIA MEXaHU3M
aKTUBAIIMM CUCTeMbl KomIuieMeHTa. C3-Hedputnyeckuii (HakTop — ayTOaHTUTENA K
C3-xoHBepTasze, BBIIBISIOT mpu Oone3Hn 1mIoTHBIX geno3utoB.  (BITM). Ilpwm
JUTUTEITEHON TUTIOKOMIUIEMEHTEMUU HEOOXOIUMBI JOTIOJHUTEIBHBIC HCCIICIOBAHUS

[4].

43



CHmxeHne ypOBHS KOMIUIEMEHTa OTMEUAETCS MPH CIEAYIOMNX 3a001eBaHHSIX:

* [ToctcTpenTokokkoBoM I'H (50-90%)

* Mem6panonponudeparusaom ['H I tuna u BIT/]

* Kpuornobynunemuu (oxoio 85%)

e lllynT-Hedpure (HedpuT npu HUHOUIUPOBAHHOM BEHTPUKYJIO-aTPHAIBHOM

nryHTe) (okoso 90%)

* [Tongoctpom GakTepuaibHOM HAOKapauTe (oxosio 90%)

* CKB (oxomo 75-90%)

* Bpoxxnennom negunute C3

NmmyHnoraodyaunbl. Y 50% O6onpHBIX ¢ [gA HedponaTuell u ee CUCTEMHBIM
BapuantoM (6ome3nb Illenneiin-I'enoxa) omnpenensercs moBbimieHHe [gA B
CBIBOPOTKE KpPOBU. Y HEKOTOPBHIX OOJIbHBIX MpU HEGHPOTUUECKOM CHHIPOME C
MUHHUMAJIbHBIMU MU3MEHEHUSIMH TOBBIIIEHAa KOHLEeHTpalusi obmiero IgE, yto moxer
yKazaTb Ha  aJIeprUuecKkylo  mpupoay  3aboneBanus.  [lapampoTemHemus
OTpEAENsACTCS TP MHOXKECTBEHHOM MHEIOME, aMUJIOWJ03€ W CMEIIaHHOU
KkpuorioOynuHemun. KonmuecTBeHHOE ompeselieHne MMMYHHBIX KOMIUIEKCOB TpU
3a00JIeBaHUAX MOYEK HE MMEET OOJIBIIOTO JUArHOCTUIECKOTO 3HAUCHUSI.

KpuoryiodyJanubl — 5T0 IMMYHHBIE KOMILUIEKCHI, BBIMAIAIONINE B OCAIOK MPHU
HU3KOW Temmeparype. OHM UMEIOT 3HAYEHUE TPU CHUCTEMHBIX 3a00JEBaHUSIX C
Pa3BUTHEM KPUOTIOOYIMHEMHUH (3CCEHIIUANBbHBIN, BTOPUYHBIN).

Aytoanrturena. Ilpu cucremuoit kpacHoit Bomyanke (CKB) oOnapyxuBaroT
00JIbI1I0€ KOJMYECTBO pa3HOOOpa3HbIX ayToaHTUTEN. B Hedponornueckoil npaktuke
OOBIYHO OTPENEISIOT AHTUHYKJICApHbIA (HaKTOp W aHTHUTENa K JBOWHON CHUpaiu
JHK (B 70%). Ilpu cucteMHBIX BacKyJIuTax OOHAPYKUBAIOT aHTH-HEUTPO(DUILHBIC
nuroruiazmatudeckue anturena. (ANCA, kotopeie B Hopme <10 U/l). Ecth 2 BHuna
(ANCA):

- p-ANCA — 00HapyXuBalOT NMpU MHUKpocKomndeckoMm monuanruute (MIIA),
so3uHOpmILHOM moymanruute (DITIA, panee curapom Yapmka-IllTpocca),
Backymure lllennenn-I'enoxa

- Cc-ANCA — npu rpanynemato3noM nonuanruute (I'TIA, panee rpanynemato3
Berenepa).

AnTHTENa K TIOMEpYJIsApHOM Oa3ampHOW MeMOpane (anti-GBM-antibody)
UMEIOT 3HAa4Y€HHUEe ISl TUAarHOCTUKU OJIHOM M3 MPUYMH OBICTPOIPOrpPECCUPYIOLIEIO
(PKCTpaKanuuUISIPHOTO) TIIoMepyioHedpura - cuaapoma ['yanacuepa.

24. BU3YAJIUSAIIUMOHHBIE METOJAbI UCCJIEJOBAHUSA

Jnst  nuarHoCTUKW — 3a00JieBaHMI  TOYEK  MPUMEHSIOTCS  Pa3jIMYHbIE
BU3yaJIM3UPYIOIIe MeTO bl uccaenoBanus [1]. K aum otHOCSTCS:
1) YabTpa3ByKOBBIC HCCIICIOBAHHUS;
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2) Penrrenonorndyeckre (BHYTPHBEHHAsi WM  OKCKpETOpHas  yporpadus,
peTporpaaHas nuenoypetreporpadus, KOMITbIOTEpHAs Tomorpadus,
anruorpadus, nucrorpadus);

3) PaguonyknuaHeie  (paAMOM30TONHAs  peHorpadus, IUHAMHYECKAs U
cTaTuueckas  HedpocuuHTUrpadus, B TOM  UHUCIE C  Pa3HbBIMU
paguonpenapatamu — 99Tc DMSA u ¢ Tc99 MAG3, panuousoromnHas
ypodioymerpus);

4) MarHuTHO-pE30HaHCHBIC UCCIICIOBAHUSI.

VY Bcex MNanUEeHTOB ¢ 3a00JIeBaHUSIMU IIOYEK JOJDKHO OBITh IPOBEACHO
ynbTpa3BykoBoe wuccinenoBanue (Y3U) mouek u MoueBbix mnyteil. Y3U maer
Mpe/CTaBICHUE O pa3Mepax, MOJOKEHHMH U (OpMe MOYeK, a TakKe MO3BOJISET
BBISIBUTh M3MEHEHHUSI B CTPYKTYpe TMOYEK — HAIM4YUE KHUCT, HEPPOKAIBIUHO3,
HEOJHOPOJIHYI0 3XOI€HHOCTh NAapeHXWMbl (MPU Pa3IUYHBIX BOCHAIUTEIbHBIX
npoieccax). BBIABIAIOTCS BpOXKACHHBIE AHOMAJIWU Pa3BUTHS IOYEK, OMYXOJIH,
TyOepKkyne3, HeppoyponuTtha3. Jlnsg  yTouyHeHuss  JuarHo3a  HEOOXOAMMO
COINOCTAaBJIEHUE C pe3yibTaTaMU KIMHUKO-TA0OPATOPHBIX HMCCIECAOBAHUN U JPYTUX
BU3yanu3upyromux uccienopanuil. Ha Y3U onpenensrorcs pacmmpeHne Mo4eyHbIxX
JIOXaHOK, Yallle4yeK, CBA3aHHbBIX C OOCTPYKLHENH MOYEBBIBOAAIINX MyTeH (HE MPU3HAK
nueaoHeppura).

Jonmieporpagusi cocy10B NMOYEK MO3BOJIIET OLEHUTh CKOPOCTh KPOBOTOKA B
[IOYEUHBbIX apTepusx M BeHax. OHa IIOKa3aHa Ipyd HAIWYUU APTEPUATBHOU
TUIEPTEH3UU U JUIsl BBIBJICHUS IPUYMH JUCHYHKIIUU TPAHCIUIaHTaTa.

MuKUHOHHASA WUCTOYpPeTPOrpadusi MpoBOAUTCS I YCTAHOBJICHUS ITy3bIPHO-
MoueTouyHukoBoro pedurokca (IIMP), umeromero ocoboe 3HaueHue y JAETei.
KocennbiM mokaszarenem [IMP sBnserca pacmumpeHue ModeBbix myted Ha Y3U.
Hucrorpadusi Takke MO3BOJSET OLEHUTh AHATOMHYECKOE W (YHKUHMOHAIBHOE
COCTOSIHUE MOYEBOTO MY3bIPsl U YPETPHI.

JKcKperopHasi (BHyTpuBeHHas)) yporpadusi (puc.2.4) mnpumeHsieTcs Bce
pexe B CBA3M C HE(PPOTOKCHYHOCTBIO  PEHTICH-KOHTPACTHBIX MpenapaTroB H
MOSIBJICHUEM HOBBIX MeTOA0B KoHTpactupoBanusi (MPT). Ona mo3BojsieT OLEHHUTHh
aHaTOMUYecKoe M (YHKIIMOHAIBLHOE COCTOSHUE MOYeK U ypoauHamuky. [IpoBoautcs
10 NOKa3aHusAM rocie ¥Y3U npu noxo3peHny Ha KaMHHU B MOYEBBIBOJAIINX IyTSX,
OIYXOJIM W BPOXKICHHBIE AaHOMAJIMM MOYEBBIBOAALICH cucTeMbl. MccnenoBaHue
Ha4YMHAETCs ¢ 0030pPHOr0 PEHTTEH-CHUMKA C MOCJEeNYIOIed ceprueil CHUMKOB TOCIe
BHYTPUBEHHOTO KOHTPACTHUpOBaHUsA. lIpoTMBONOKa3aHUSAMU SBISIOTCS IOYEUHAS
HEJOCTATOYHOCTD, TSDKEJIOE NMOPAKEHUE MEUEHHU, MOBBINIEHHAs YyBCTBUTEIBHOCTD K
rony. IlpoBeneHue BHYTPUBEHHOW TMENOrpauu OMACHO TMPU  BBIPAKEHHOM
NpoTeUHypuu (>2 T1/1), AeruapaTanuu, apTepUaTbHOM TUIEPTOHUM W HAIUYUU
caxapHoro auadeTa y MaireHTOB.
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Pucynox 2.4. VHrpapeHanbHbll pedurokc. DKCKpeTopHas LHUCTOoypeTporpamMma 4-x JeTHen
neBoukn ¢ peuuauBupyromein MMII. OOHapykeH 2-X CTOPOHHHH peQIioKC B JIOXaHKE U
UHTpapeHANbHBIN pediitoke B mapenxumy nodek (crpenku). (M3: Amar, D, JAMA 1970; 213:293.
By permission of the American Medical Association, copyright 1970.)

KomnbrorepHass tomorpagusi, perporpagHasi nuejaorpagus v IOYECHHAS
aHruorpadusi MpoBOJATCA MO MOKa3aHUAM (OMyX0Jd, TyOepKyse3 MovYeK, COCyaucTas
natosiorus u T.4.). [Ipu Ha3HaUeHUH BU3YaTU3UPYIOIIMX UCCIEI0BAaHUN HEOOXO0AUMO
comnocTrapjiecHne MH(OPMATUBHOCTH, MOOOYHBIX SIBJIEHUHA U CTOMMOCTH TOrO WJIU
MHOTO METO/A.

B MHpOBON MNpakTUKE HIUPOKO HCIOIB3YIOTCS PAAUOHYKJIMIHbIE METOAbI
uccaenoBanus. Merong HedpocuuuTUrpaduun ¢ 99Tc DMSA 0COOEHHO
WH()OpPMATUBEH MJIS BBISBICHUA OYAroB BOCHAICHUS (OCTPBIM MHETOHEHPUT)
(puc.2.5) u cmopumBanus (pyOIlOB) B MOYEUHON MApPEHXHUME y JETEH C My3BIPHO-
MOYETOYHUKOBBIM peduirokcoM (pedirokc-nedponarus). McnonszoBanne Tc 99
MAG 3, BeIMOJHSIEMOE B KOHIIE TMHAMHYECKOW CIUHTUTpaduu, MOMOTaeT OTIUYHTh
(YHKIHMOHATIBHYIO OOCTPYKIMIO OT aHATOMHYECKOM.
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Pucynoxk 2.5. Heppocuunturpadus ¢ 99Tc DMSA. Octpslit nuenonedput npaBoii mouxku. BumHsl
Oosbinre nedeKThl B BEpXHEM U HHKHEM MOJ0cax (Ha CHUMKe cnpaBa). Takke MOXKHO 3aMETUTh
HeOonpme nedekTel B O0OOMX TIONIOCaX JIeBOM Mouyku. Takum 00pa3oM, KIMHUYECKU
MIPaBOCTOPOHHMM nuesoHe@puT Ha camoM aeine aByxcroponHuil. (M3: UpToDate Version 17.2)

OTH METOJBI MO3BOJSIOT BBIABUTH CTEHO3 B MOYEBBIBOJAIINX MYTAX, OLEHUTH
YPOOUHAMUKY, CPAaBHUTh ()YHKLIHMU HPaBOWA WU JIeBOW mouku. [Ipu mocTBe3nkaibHOM
CTEHO3€ 3TU METO/BI JOIOJIHAITCA KaTeTepU3aluel MOYeBOro my3bips. s oneHku
COCTOSIHMSL MOYEBOI'O Iy3bIpsd M MOYETOYHHMKOB, a TaKXKe I BBISABICHUSA
oOpa3oBaHMii B MOYEBOM IIy3bIp€ MPOBOJAT HUCTOCKONMIO (ypeTepolere,
KOHKPEMEHT, HWHOPOJHOE Tello, AUBEpTUKYN, mnoaun). llpu ypodraoymerpun
rpaduyecKu perucTpupyercs IuHaMuKa 00beMHOM CKOPOCTH MOTOKA MOYHU BO BpeMsI
MOYEHUCITYCKaHUsA, YTO IO03BOJSAET OLEHUTh TOHYC, COKPATUTEJIBHYK) AaKTUBHOCTH
JETpy30pa U MPOXOAUMOCTb YPETPHI.

MarHuTHO-siIepHblii pe3oHaHc (puc.2.6). SIBiseTcsl CpaBHUTEIBHO MOJIOJBIM,
OypHOpa3BUBAIOIIMMCS HEWHBA3UBHBIM 151 UH(OPMATUBHBIM METOZOM.
[IpenmyiecTBO  3aKJIFOYAETCA B BO3MOXKHOCTH  TOJIy4EHUS  OTYETIIMBOTO
N300paXeHMsl MOYEK, OPraHOB OPIOLIHON IMOJIOCTH, 3a0PIOIIMHHOIO IPOCTPAaHCTBA B
Pa3IMYHBIX NPOEKUUAX. [JOCTOMHCTBOM ABISETCA OJHOBPEMEHHAs BU3yalIU3alUs
coCcy10B. Ba)xHO OTCYTCTBHE JIy4y€BOW HATPy3KHU M Y3KUI KPYT NPOTHUBOIOKA3aHUN.
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PucyHok 2.6. MarHuTHoO-sA€pHBIN pe30HaHC./[ByCTOPOHHHI CTEHO3 MOYEHYHBIX apTEPHUH.

A: cTaHjapTHas aHrMOrpaMMa aopThl BBISBUJIA JIBYCTOPOHHUN CTEHO3 Yy YCTbsl IIpaBOW M
JIEBO# MMOYEUYHOH apTepuu (CTPEIKH).

B: cranpmaptHas MSP-anruorpamMmma Ha TOM € YpPOBHE OOHapyKuia T€ XK€ W3MEHEHUs
(ctpeaxn). (Pucynku Jonathan Kruskal, MD, PhD.)

2.5 BUOIICHUSA ITOYKHU 1 MOP®OJOI'MYECKHUE NCCIIEAOBAHUA

buoncus nmouyxku.

[locTraHoBKa nMarHo3a MHOTHX TJIOMEPYJSIPHBIX M TYOYJOMHTEPCTHLMAIBHBIX
0oje3Hel HEBO3MOXKHA 0€3 UPECKOKHOM IMYyHKUIMOHHOM OWONCHM  IOYKH.
[ToxazaHussMu K OHOIICUU SIBISIOTCA: CTEPOUIPE3UCTEHTHBIM HEPPOTHUECKUN
cuapom (HC), octpelii HeppuTHUECKHT CUHAPOM C MOYEYHOM HEAOCTATOYHOCTHIO,
IIO/I03pEHHE Ha OBICTPONPOTPECCUPYIOIIHIA rJIOMepyJIOHEPPUT WIH
TyOYJIOMHTEPCTUIIMATIBHBIN HEPPUT (UCKIIOYEHHE — IMOCTCTPENTOKOKKOBBIM ['H),
cucteMHble 3a0oneBaHusi ¢ BoieueHueM nouyek (CKB, Backymutsl u np.) buomncus
ABJISIETCSL 30JI0TBIM CTaHAAPTOM JIMAarHOCTHKU MPUYUH JUCPYHKIUU MOYEYHOTO
TpaHcIuianTata. OTKpbITas OWOINCHS TMPOBOAUTCS B HCKIIOUMTENBHBIX CIydasXx,
HarpuMmep, NpU MOJO3PEHUMH Ha ONyXoJib. BHONCHS HE TMOKa3aHa MpU YacTo
peUMANBUPYIONIEM cTepouadyBcTBUTENbHOM HC, 3a MCKIIOYEHHMEM MOJ03pEHUs Ha
HE(PPOTOKCUYHOCTh, OOYCJIOBJIEHHYIO IUMKJIOCOpUHOM A. Ilpu wu301MpOBaHHOM
MUKpOreMaTypuu ©0e3 MpoTeHHypuu OHWONCHUs HE IMOKa3aHa, 3a HUCKIIOYEHUEM
cllyuaeB ee ceMeiiHoro xapakrtepa. IIporuBomokaszanus s Ouoncuum  —
€IMHCTBEHHAs MOYKa (OTHOCUTENBHOE), SKTOIHS MOYKH, HEKYypabelbHOEe HapyIlleHNe
CBEPTHIBAIOLIEH  CHUCTEMBl KpPOBM HWJIM  HEKOHTpOJIMpyeMas  apTepHalibHas
runepren3ust (tadn. 2.4). [lpu ypemMuu MOBBIIAETCS PUCK KPOBOTCUYCHHS, JUIS
MIPEAOTBpPALIEHUS] KOTOPBIX HAa3HA4yaroT JecMoIlpeccuH, KoHTposmpyrT AJl. K
HCCIIEIOBaHMM Tepe]l OMOoTCcHel MOYKU OTHOCATCA: TPYIINa KPOBU, KOaryJjaorpamMmma,
YpPOBEHb Te€MOrJOo0MHAa M TPOMOOIIMTOB B KPOBH, CKOPOCTb KIyOOUYKOBOMA
¢dbwnbTpanuu, anturena k BUY u Bupycy remaruta C, HBs-Ag, Y3U nouek [1].
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Tabnuma 2.4. Ilokazanusi 1 MPOTUBOIIOKA3aHUS K OMOTICUU TTOYEK

Iloxazanusn:

[IpoTennypus u remaTypust HESICHOU 3TUOJIOTHUU
I'mneprensus HeACHOro reHesa

HC y B3pocnbix

CrepouapesucrentHocts nnpu HC y nereit
HesddexktuBHocth  Tepanmuu  mpu  J1r0O0OM
Bapuante ['H
brictponporpeccupyronuii ['H
Ilono3penne Ha  CHUCTEMHOE
NePUOANYECKYIO 00JIE3Hb
Backynutsl

[Tono3penue Ha amMmuIION103
OITH HesicHOI 3THONIOTUU
VYxynuenve GyHKIIUU TPpaHCIUIAHTaTa

3a0o0/eBanue,

IIpoTruBONMOKA3aHMSA:

EnnucrBenHas mouka
I'emopparnueckuit nuares
Hexkontponupyemas
TUTICPTOHHS

Onyxoip mouex

[Mapanedput,  rugponedpos,
TyOepKyne3 mo4ek, WHPEKIHs
MOUYEBBIBOJIAIIUX MTyTEH
Hedpoxkanbunnos

[Tonukucro3

TepmunanbsHast daza
XPOHHYECKON OOJIE3HU TIOYEK
(HaTHUBHAS MOYKA)

JIist OMOTICHM TIOYEK HWCIIOJB3YIOTCS Pa3IuvHbIe OMOTNCHHHBIE THCTOJETHI C
oHOpa30oBbIMU uriamu, 14-18 gauge B nuamerpe (Gallini, Wramus; Magnum,
CIIA). buoricust moyex mpoBOaUTCS MoJ KOHTpojeM Y3U onbiTHBIM HedposioroM
au00 XHPYpProM B YCIOBHUSIX OINEPAMOHHOM KOMHATHI (IJIs1 JIeTed, MOJ| OOIIMM

HApKO30M) WJIM MPOLEAYPHOro KaOuHeTa (1 B3POCIBIX, IO MECTHOM aHECTE3UEH )
(puc.2.7).

PucyHok 2.7. buoricus mouku 00J5HOTO HEPPOTHISCKAM CHHAPOMOM T10]T Y 3-KOHTPOJIEM B
YCIIOBHSX OTEPAIMOHHON KOMHATHI.
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[Iponenypa OTHOCUTENBHO MpOCTasi ©U 3aHUMaeT oOkKojao 15-20 MuHyT.
OcnoXHEHUS ~ BCTpEUYalOTCS  peako. PHCK  HE3HAYMTENBHOTO  MPEXOJSIIEro
KpoBoTeueHus: coctaBiasieT 5-10%. Yame Bcero HaOmogaeTcs remaroma B
OKOJIOTIOYEYHYIO KiIeTuatky (57-85%), koTopas paccackiBaeTcs. Pekue oclioxHEeHUs
— apTepHro-BeHOo3Has GucTya u/uiu npodysnoe kpoporeuenue (0,1-0,2%).

Mopdosioruyeckue uccie0BaAHUS

PenpezentaruBHbIl 1711 MOPGOJIOrHUECKOr0 JAWAarHo3a MOYEYHbIA OuomnTaT
JOJKEH coaepkaTh MUHUMYM 10 kiyOoukoB u apreputo. Mopdosioruueckoe
UCCJIeIOBAHNE TTOYEYHOTO OMONTaTa BKIIOYAET TPU UCCIeN0BaHUs: cBeTOBYIO0 (CM),
uMMmyHorucroxumudeckyro (MI'X) wnmu  ummyHOoduroopectieHTHY0 (MD) w
anekTpoHHyro (OM) wmukpockonuu. it CM u MWI'X mnodednas TKaHb,
¢uxcupoBannas B 10% 3a0ydepenHom dopmanuue (MUHUMYM 2 Yaca), 3aKII0YaeTCs
B TOMOTCHU3UPOBAHHBIN MapaduH ¢ TMOCICAYIOMINM TOJYICHHEM CEPUIHBIX CPE30B
TOJNIIMHON He Oojee 2-3 UM Ha pPOTALIMOHHOM MHKpoTOME. Cpe3bl MOYEeYHOro
ouonTata 1y V@D BBIOMHSAIOTCS Ha 3aMopakuBaroiieM Mukporome. s OM
OepeTcsi coAepkamMi KIyOOYKM KyCOUeK Ouonrara JIMHOM okoio 1 MM,
¢ukcupoBanHbli B 2,5% rmorapansaeruge. CouyeTtaHue BceX TpPEX METOMIOB
WCCJICIOBAaHMS B COUYETAHWW C JAaHHBIMH KIIMHMYECKOW KApTHUHBI M JTAOOpaTOPHO-
WHCTPYMEHTAJILHOTO OOCJICAOBAHMS ITO3BOJISCT YCTAHOBUTh MaKCHMAJIBHO TOYHBIH
nauarHo3 Hedponaruid (HIT) [1].

CBeToBasi MUKPOCKONUA

Cepuliinbie cpe3bl pacroliaratoTcsi B CpeiHeM Ha 16 mpeaMeTHBIX CTeKJax, Mo 3
Ha KaXJIOM, JJs OKpacku MeTtomamu: [emarokcuiamH->03uH, Illuka (PAS),
cepedpenue 1o Jxoncy. OcTaibHbIE HEOKpAIICHHBIC CTEKJIa MPEAHA3HAYCHBI IS
JOTIOJTHUTENBHBIX THCTO- (KOHTO KpacHBI Ha aMHIIONT) 1 UMMYHOTHCTOXHUMHYECKUX
ucciaenoBannii. CBeTOBas MHKPOCKOIIMS WIrpaeT TJaBHYKO pPOJbL B TIpoIecce
MMOCTAaHOBKHU JuarHo3a. OHa MO3BOJISET OIEHUTh COCTOSTHHE KITyOOYKOB, KaHAIIBIICB,
WHTEPCTHUIUSA U cOCyI0B (Tab. 2.5).

NMmMmyHHOQIIOOpECHIEHTHOE UCCIeI0BAHME U HMMYHOTMCTOXUMMS

30J10TBIM CTaHIAPTOM UMMYHOJIOTHYECKOTO TTOpaKeHUs mouek sBisieTcss D Ha
3aMOPOKEHHBIX Cpe3ax, TaK Kak sBISETCS 0oJieeé UYyBCTBUTEIBHBIM METOJIOM.
Omnpenenstorcs ciuenyromue nokaszarenu: IgG, IgM, IgA, C3, Cl1 q, C4d (B
TpaHCIUIAHTATE), Kamma U JsIMO/1a JIerkrue 1enu (1715 BBISBICHUS MOPAKCHUS TTOUKH
MIpU MUEJIOMHOM O0Jie3Hu U Jp.), dudpuHoren u ap. UI'X uccnenoBanne mpoBoauTCs
Ha mapauHOBBIX Cpe3ax.

JJIEKTPOHHASI MUKPOCKOIIHS
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[IpuroroBnenue npemnaparoB Ajisi OM BKIIOYAET: 3aKIIOUYECHUE B SMOKCUIHBIE
CMOIJIbI, TTOJYYEHUE TOJIY- U YIBTPATOHKUX CPE30B, MOMENICHUE X HA MEIHBIE CETKU
C KOHTPaCTUPOBAHUEM.

OcHoBHBIE MOP(HOIOTHIECKHE U3MEHEHHSI, KOTOPBIC YIUTHIBAIOTCS MTOYCUHBIM
MaTOJIOTOM IPH MOCTAaHOBKE JIMAarHO3a, MpeICTaBIeHbI B TA0IUIE 2.5.

Tabmuma 2.5. OcHoBHBIE MOP(HOIOTHIECKUE U3MEHEHHS TIPU 3a00JI€BaHUSAX TIOUYEK.

1. CBeroBasi MUKpPOCKONINS
e Kirybouku:
- CTpyKTYpBl (PHIOTENHHA, ME3aHTHH, SMHUTEIWN, TIOMepyJspHas Oa3albHas

MeMOpaHa)

- PacnipoctpanenHocts: nuddysHas/ GpokanbHas, TOTadbHas/ CErMEHTapHas)

- AKTUBHBIE U3MEHEHUS (HEeKpo3, arorTo3, TUIEPKIETOYHOCTD,
nponudeparys)

- XpoHHUYECKHE U3MEHEHUS (CKJIEpO3, THAINHO3)
e KaHanblbl 1 MHTEPCTULIMI
e Cocynsl

2. UmmyHodJI00pecieHTHAS MUKPOCKOMUSI
- Cseuenue (rpanyispHoe, quHeiHoe) IgA, IgM, IgG, C3, Clq, A, k, C4d u
Ap.

3. DJIeKTPOHHAsI MUKPOCKOIHUS

- ba3anbHble MEMOpaHbI: YTOJIIEHHUE, CIOUCTOCTD

- Me3aHrHaabHbBIA MaTPUKC: PACIIUPEHUE

- DNEeKTPOHHO-IIJIOTHBIE JENO3UTHI: CyOIHA0TENNaIbHbIE, HHTPaMEMOpaHO3HbIE,
cyOsnuTenuanbHble, Me3aHTalbHbIE

- IlogouwuTsl: CrilaXXuBaHUE HOXKEK

- Jpyrue: TyOyJIOpeTUKYJISIpHBIE CTPYKTYPbI, (GUOPHILIBI U Jp.

OueHka pe3yJibTaTOB MCCJIeI0BAHUA IOYEYHOT0 OuonTara

CBeToBasi MHUKPOCKOIHS WIpaeT TIJIABHYIO pOJb B OIIEHKE OCHOBHBIX
CTPYKTYPHBIX DJIEMEHTOB — KIyOOUKOB, COCYAOB U TyOynmouHntepctuuus. s
B3aMMOITOHMMAHHUS MEXJIy KIMHUIKUCTAMU W TATOJIOTOAHATOMAMH Ba)XHO 3HAHHE
o0eMMHU CTOPOHAMHU CJEIYIOIIMX OTPEACIICHNH, HCIOIb3yeMbIX TpPHU OMHCAHUU
Mopdonornueckux uameHenuu (bx. Muxau, X.Xonaep, 2010):

Jlugpghy3nwiii: maTogoruuecKrue N3MEeHeHus, 3aTparupatoiue 6osee 50% ki1y00uKoB.
@DokanbHblil: TATOJOTUYECKUE U3MEHEHMS], 3aTparuBatomne Mmenee 50% KkiryOouKoB.
Inobanvhbiii: UI3MEHEHHE, TIOpaXarolee 0osee MOJIOBUHBI KiTyOouKka (KJIyOOYKOBBIX
neTesh, MPOCTPAHCTBA Karcyibl boymena).

CeemenmapHulli: W3MEHEHHE, OTPAaHUYEHHOE MEHEe YeM TIOJIOBMHOM KITyOodKa
(cerMeHTOB, J0JIEK).
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IOxeccyoayus: TEUKOUUTHI B KAMWUISPHBIX HETJISIX HAapsAy C BBIXOJOM IUIa3Mbl WM
¢bubpuHa B MOJOCTD KATCYJIIbI.

l'unepxknemounocms: SHAOKAMIUISIPHAs MHOTOKJIETOYHOCTD CBSI3aHa CO CKOIUIEHUEM
OenmpIX KJIETOK KpOBM B KaNWUIAPHBIX METISIX W/WIKM  npoiudeparmei
ME3aHTHAJIBHBIX  KIETOK; JKCTpaKamWUIIpHasT MHOTOKJIETOYHOCTh CBs3aHa C
nponudepanueii  KIETOK IMapueTaJbHOrO  SIUTENTUs WIA  [TPOHUKHOBEHUEM
JEUKOIMTOB U3 KAWUISPHBIX NETENb B IEPUTIIOMEPYJIIPHbIC TKAHHU.

Ilponugepayusa: MecTHOE  yBEIMYEHHME 4YHUCIA TPUCYHIMX  KJIETOK,  T.€.
ME3aHTHAIBHBIX, OSHAOTCIMAIBHBIX WM  SIUTCIHANBHBIX  (MTOJOIMTOB WM
NapUeTAIbHBIX MUTETUATBHBIX) KIETOK.

Knybouxoeuviti cknepo3: yBeIWYEeHHE ME3aHTHAIBHOTO MaTpHUKca (JIydllle Ha3bIBaTh
ME3aHTHAJIBHBIM CKJIEPO30M, IOCKOJIbKY HET BOJIOKHUCTOTO KOJUIAreHa).
Knybouxoeviti  ¢pubpos. HOBOOOpa30BaHHE BOJOKHUCTOIO KOJIJIAreHa, TJIaBHBIM
00pa3oM B ME3aHTUH.

lTuanun u @ubpunouo — 4YUCTO oONMUCATENbHBIE TEPMHUHBI, HCIOIb3YEMBIE B
CBETOBOM MUKPOCKONMU: THAIIMH = CTEKJIOBUIHO TJIAJIKUM, HE aCCOLMUPOBAHHBIN C
BOCIaJieHueM; (UOPUHOMJ = OKpammBaeTcs Kak (uOpuH, dYalle BCEro mpH
BOCITQJICHUU.

luanun: TMATMHOBBIA MaTepual B KIyOOUYKax, apTepuojiaX U KaHAJIbLEBbIX KJIETKaX,
COCTOUT M3 HIMMYHOTJIOOYJIMHOB U/WITM KOMIIOHCHTOB KOMILIEMEHTA.

@ubpuHouod: COCTaBHbIE YACTH IUIa3Mbl, IJIaBHBIM O00pa3oM HMMMYHOIJIOOYJIMHBI U
KOMITOHEHTBI KOMIUIEMEHTa ¢ Win 0e3 (uOpuH(OreH)a, BBISIBISICTCS IPU BOCIIAJICHUU
u/vaM HeKpo3e.

Tonynynus: npomudeparsi MPUCTCHOYHBIX SIUTEIMANBHBIX KIETOK (Oonee 2-x
CJIOCB TIAPUETAIBHBIX JMUTEIUATBHBIX KJIETOK). CKOIICHHE IMOJIOIMTOB, HAIIPUMED,
MpU KOJUTaOUPYIOUIEM BapuaHTe (POKaIbHO-CETMEHTApPHOTO TIIOMEPYJIOCKIEpO3a, He
Ha3bIBAIOTCS MOIYTYHHUSIMU.

Cunexusiladeezus: clvsHUEe KaNWUISPHON Oa3ayiibHOW MeMOpaHbl ¢ 0a3ambHOMN
MeMOpaHoil karcynbsl boymeHa, Oosblield yacThio OJsarojgapsi MONYJIYHHUSIM TpH
CEIrMEHTapHOM CKJIEPO3€.

[lonHoe onuMcaHWe COCTOSHUS KIyOOYykKa — pa3MepoB, U3MEHEHHUs B
KalWUISIPHBIX TETJISAX, ME3aHTUH, SHAOTENNH, nogonurax, I’ bM, a taxxke karcyJibl
boymena, TpeOyeT UCIIOIB30BaHUS KOMIUIEKCA CBETOBOM M DJICKTPOHHOM
MUKPOCKOIIUU. MIMMyHOTHMCTOJIOTMYECKUE HCCIEIOBAHUS HE 3aMEHAT JJIEKTPOHHYIO
MUKPOCKOIIHIO, U HA000POT.

Co CcTOpPOHBI KaHAIBIEB MOTYT ONPEAEHATHCS Pa3IMUHbIE U3MEHEHUS: HEKPO3,
atpodust, pacmupenue. M3MeHeHUs] KaHAIBLIEBOTO AMUTENHS COMPOBOXKIAIOT BCE
M3MEHEHUS B KIIyOOUKax, MHTEPCTULIMU U cocyaax. Hanbonee BaxHble N3MEHEHUS B
MHTEPCTUIIMHN — OTEK, (UOPO3 U BocHanuTenbHas HHOUIbTPALIHS.

[TocTanoBKa MOP(OIOTUYECKOrO AUATHO3A, OMPECISIONIEI0 TAKTUKY JICUECHMUS,
TpedyeT OOJBIION OTBETCTBEHHOCTH U HCIIOIBb30BAaHUS BCEX COBPEMEHHBIX METOOB
UCCIENOBAHMS, a TakkKe 3HaHUs Mop(doJoroM KIMHUYECKOW Hedposorun u
CONOCTABJIEHUsI TOJYYEHHBIX HAXOJOK C KIMHUYECKMMH JAHHBIMH Yy KaXJI0ro
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KOHKpeTHOTO O0nbHOTO. OcHOBHBIE TUTBI ['H, BBISBIsIEMbIE TIpU OMOTICHH TIOYEK,
MIPEICTABJICHBI B TaOymIie 2.6.

Tabnuma 2.6. Mopdonoruyeckue THITBI TIIOMEPYIOHEPPUTOB

* bonesnp wmuHuMabHBIX u3MeHeHUN (BMU-nedpornueckuit cuHIpoM C
MUHHAMAJIbHBIMA U3MEHEHUSIMU )

*  ®dokanbHO-cerMeHTapHbIN rmomepynockiiepo3-OCI'C

* MesanrnonpoaudeparuBubiii ['H: ¢ neno3uramu [gA (IgA-HIT) wim 6e3 Hux

*  Mewmb6panonpoaudeparuuelii I'H (MIITH)

* bone3np mioTHbIX neno3uToB (BITJI)

*  JIudgdy3Hbli SHAOKAMUIUIAPHBINA poiudepatuBubiil ['H

*  DKcTpakanuwuIsipHbId (oynyHHBIN) npomudepatuabii [H (OKIT'H)

*  Memb6pano3znas HIIT

CymiecTBYIOT U Jpyryde BapuUaHTHI TIIoMepylsipHbIX 3aboneHmii (I'3) (TMA,
aMUJIOU103, HacieAcTBeHHBIM Hedput). Takume 3a0oneBaHus, Kak CHHIPOM
Anpriopra, a TakXKe ONUChIBaeMble B moclieqHee Bpems Tunel [H  —
MMMYHOTAKTOWJIHAS TiioMepyionatuss W (Quopuwuisipubii ['H, MOXXHO HajexHO
JUArHOCTUPOBAaTh TOJBKO ¢ momomibio OM. Jlns nuarHoctuku IgA-nedponatun u
OKOHYATEIHLHON JTMAarHOCTUKKA MHOTHX IMEPBUYHBIX M BTOpUYHBIX ['H, HE0OXOAMMBI
NI'X v U® uccnenoanus. CtannapTHas naHelb aHTUTEN JOJDKHA BKIIOYATh 1gA,
IgM, IgG, xomnonenTsl kommuiementa: Clq, C3, C5-9 u ¢ubpun. g noctaHOBKH
quarHo3a  JApyrux  3a0ofieBaHUM  (aMWJIOWI03, TMOpPAKEHHE  TMOYEeK  IpH
auMmdonponudepaTtuBHbIX  3a00J€BaHMSIX,  HMCCIAEAOBAHWE  TPAHCIUIAHTAHTA)
TpeOyIOTCS TOMOTHUTENbHBIE peareHTsl Jyis UI'X .

2.6. MOHUTOPHUHI JIEKAPCTBEHHBIX ITPEITAPATOB

NMMyHOCYTIpeccHBHAsT Teparys MPUMEHSETCS] B JICUEHUH PELUUAUBUPYIOILETO,
crepouapesuctenTHoro HC, mponudepatuBubix Gopm I'H, I'H npu Backynurax,
ayTOMMMYHHBIX  3a00Ji€eBaHMM, a TakXe ToClie€ TPAHCIUIAHTALMK  TMOYKH.
NMMyHOCyTIpeccuBHBIE TIpenapartbl (LHUKIOCIOPUHA, ModeTrnsia MHUKO(EHOaT,
TaKPOJIMMYC, CUPOJIUMYC, IBEPOIUMYC) TOJDKHBI UCIOIB30BATHCS C MEPHOAHMYCCKUM
M3MEPEHHEM HX KOHUEHTpalMu B KpOBU g Koppekuuu nA03. Hekotopsie
AHTUMUKpPOOHBIE  mpemnapaThl  (TOOpaMHIIMH, BaHKOMMIIMH) HMMEIOT  Y3KO€
TEpaneBTUYECKOE OKHO, TPEOYIOT HEPEJIKO ONpeAeNeHUS X KOHIICHTPAIMH B KPOBHU.

bonee Toro, BaXHO y4YWUTHIBaTH OOJIbIINE WHIUBUAYATIbHBIC Ppa3InYMs B
(bapMakoKMHETHKE, (papMaKOJUHAMHUKE MPErnapaToB M MX B3aUMOJCHCTBUHM JAPYT C
apyrom. [losToMy BaskeH MaHUTOPHHT JIEKAPCTBEHHBIX MpPENapaToB, XOTS HE Bceraa
noctyrneH u3-3a jgoporoBusHbl [1]. Tlpu pacdere m03bl mpenapaToB HEOOXOIMMO
00s13aTEIbHO YYUTHIBATh (PYHKIIMM TIOYEK, TaK KaK OOJIBIIMHCTBO JICKAPCTBEHHBIX
CPEZICTB dJIMMUHUPYIOTCS IOUYKaAMHU.
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2.7. TEHETUYECKOE OBCJIEAJOBAHUE U METO/IbI
MOJIEKYJISAPHOM BUOJIOTUH

B IHOCJICOAHNC T'OJbI B He(prJIOFHI/I CTaJIn 4allc IMPpUMCHATHCSA MOJICKYJIAPHO —

TCHCTHUYCCKHUC MCTOIBI

HCCICAOBAaHM:I,
reHeTUYeCKHue OOJIE3HH IOYEK JO0 HX KIHMHHUYCCKHX HpOfIBJ’ICHHﬁ,

KOTOPBLIC IIO3BOJIAOT AUAIHOCTHPOBATH

BBIABJIATDH

naTo(pU3NOIOTHYECKIE MEXaHU3Mbl MX Pa3BUTHs (T€HOMHKA), AU(PPEpeHInpOBaTH
ITHOJIOTUYECKH CXOKHE KIMHHYECKUE W THCTomarojorudeckue (enorumnsr [1]

(Tabnwma 2.7.).

Tabnuma 2.7. Bo3M0OXXHOCTH MOJIEKYISIPHON T€HETUKU B TUATHOCTHKE Pa3TUIHbBIX
HACJICJICTBEHHBIX 3a0oseBanmit mouek. [A.Y. Naushabayeva, K.A. Kabulbayev, A.L.
Rumyantsev, V. Brocker, J. Ehrich. Rational diagnostic methods and algorithms for
detecting kidney diseases in children // Pediatric Pharmacology, 2009. — Vol. 6(4).

—P.48-83]

Hacnencrsenuoe
3200JI€BaHNE TOYEK

I'en (Omim#) / Jlokanuzanus

Komupyewmsiii 6emox
DOyHKIMSA

Inomepynspusvie 3a601e6anusl

Cunapom Anbnopra

Col4A5 (301050) / Xq22.3

05 mens KomnareHa 4 Tuma

Col4A4 (203780) / 2936-037

o4 uenp KoJjutareHa 4 Tura

Hedpossr NPHS1 (602716) / 19g13.1 Hebpun
NPHS?2 (604766) / 1925-0931 ITomoruu
Tyoynapuvle 3a601e6anus
Cungpom baprrepa Bartterl - SLC12A1 (601678) / Baprtun
15q15-g21
Bartter2 - KCNJ1 (241200) / 11924
Huctrao3 CTNS (219800) / 17p13 [{ucTrHO3MH
LuctunypHst SLC3AL1 (220100) / 2p16.3 benok-tpancmnoprep
AMHUHOKHCIIOT

bonesns /lenra

CLCNG (300008) / Xp11.22

CLCK2-xnopuaHblit kKaHal

Oxkcano3

AGXT (259900) / 2936-37

ANaHWH-TJIMOKCHJIAT
aMuHOTpaHcdepasa

Hedporen. necaxaphsrit
nuaber

NDI1 (304800) Xq28 / NDI2
(125800) 12q13

V2- peneniTop, aKBaropyuH-
2

PenanbHbIl TYOYISIpHBIN
anuao3

a. IPOKCUM, ayTOCOM-TOMHUH
b. AuUCTaNIBH, ayTOCOM-peLece

SLCYAL (182307) / 5p15.3
SLC4A4 (604278) / 4g21

Kucmosnwie 3abonesamnus

Hedponodrus NPHP1 (256100) / 2q13 Hedpommctua
NPHP2 (602088) / 9931 WuBepcun
[Monukucrosnas nereneparust | PKD1 (601313) / 16p13.3-p13.12 [Momumuctua

IMOYCK

PKD2 (173910) / 4921-q23

THomummerun 2

MenynnspHast KUCTO3Has

MCKD 1(174000) 121

54




6OJIE3HB OYCK | MCKD 2 (603860) 16p12 \

Cunopomwi
Onyxonu Bunpmca WT1 (607102) / 11p13 Zinc-Finger
Henmnc-Jlpam TpaHCKpUNIIMOHHBIN FeH
BpoHX10-0TO-peHaNbHBII EYAL (113650) / 8913.3 ?
Jlopenca-Myna-bapae-bumns | BBS1-BBS8 (209900) / 20p12, BBS, ¢yukmwms ?
16921, 11913 u.a.
Jloy OCRL1 (309000) / Xq26.1 ?
(okyiorepedpopeHaIbHbII)
Nail-Patella LMX1B (161200) / 9934.1 @DaKTop TPaHCKPHUITLUU
LIM
Bonesns llumke SMARCAL 1 (242900) / 2934-036 | Perynsitop xpomaruHa,

BoccTanoBieHnne JJHK

HmeeTcss MHOrO JIOBYHOICK B MOJ'I@KYJ'ISIpHO-6H0JIOFHLIGCKOI>'I ANAarHOCTHKC,

KOTOPbIE OTYACTH CBSI3aHBI C BHIPAKEHHBIMU PA3IMYUSIMU KIMHUYECKUX MPOSBICHUN
00JIe3HH B OJIHOM M TOHW XK€ ceMbe (OTCYTCTBHUE KOPPEJSIUU TeHOTHUI-(DEHOTHII).
Crnenyer mOMHUTH O BOBMOXKHOCTH COCYIIIECTBOBAHUS JABYX HE3aBUCUMBIX OOJIE3HEH
MOYEK y OJHOIO MalleHTa, Hampumep, HePPOTOKCHYHOCTh ITUTOCTATUKOB IOCIIE
JICYeHUs] OMyXoJid BuibMmca; MHTEPCTUIMATIBHBIM HEPPUT, BHI3BAHHBIN JICUCHHEM
TpaBaMH Y MalMeHTa ¢ HePOTHUECKUM CUHIPOMOM MU MocT-uHdexkmonHsii I'H y
HOCUTENsE TeHa Ajbnopta u Ap. IIpy MHOrMX HACIEICTBEHHBIX OOJE3HAX
XapaKTepHbIE MyTallUU JI0 HACTOSIIETO BPEMEHU €IIIE HE BHISBJICHBI.

Ok wn

o

KoHTposabHBIE BONIPOCHI 1O I1aBe 2.

Kakoil MeTon wuccienoBaHuss MOYM MCIIOJIB3YeTCA B Hacrtosiiee Bpemsa? EcTb
HEOOXOMMOCTb B KOJIMYECTBEHHBIX METOAAX UCCIIEOBAHUS?

Kakoii nokazarenb sBIS€TCS ITIaBHBIM B OLEHKE (DYHKIIUU TTOYeK?

Kakoli noka3arenb B aHaJIM3€ MOYU CBUIETEILCTBYET O MOBPEKIACHUU KITyOOUKa?
Kakoit MmeTos pekoMeHayeTcs JUIsl pacyeTa SKCKPELUU BEIEeCTB ¢ MOYON?

Kakue uWMMyHOJIOTUYECKHE METOAbl HCCJIENOBAHHUS B TMEPBYIO O4YEpelb
UCIIOJIb3YIOTCS B HE(Dposoruun?

B03MOKHO 11 TOCTaBUTh JUArHO3 riIoMepysioHedpuTa 6e3 OMorncuu novYku?
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I''TABA 3. KIMHUYECKHUE CUMIITOMBI 1 CUH/IPOMBbI B
HE®POJIOI'NAN

BrisiBnenue Beayiiero CMHApPOMa B HEPPOIOTHH — 00S3aTeIbHBIA HauadbHBIN
3Tam B AWAarHoctuke Oose3Heil. Ha sTom sTame Bpay BBIABISAET KIMHUYECKHE,
7abopaTopHble, TMOJYYEHHbIE C TOMOIIBI0 HWHCTPYMEHTAIBHBIX HCCIIEIOBAHUNA
CUMITOMBI OOJIE3HM W JENAeT MOMBITKY CBSA3aTh BOEAMHO B OCHOBHOHM CHHIPOM U
HAMETHUTh MyTH K AU} PepeHuanbHoi THarHOCTUKE.

B Hedponmornyeckoii mpakTHUKe BBIIETSIOT Pl CHHAPOMOB:

e MoueBoi
e Hedporuueckuit
e Hedpurnueckuii
e [MnepTroHNYECKUi
e TyOyno-uHTEpCTULIUATBHBIN
e Ocrtpas noueyHas HegocraroyHocts (OITH)
e XpoHuueckas noyeyHas HempocrarogHocTh (XITH)

MoueBoi CHHAPOM

M3MmeHeHHs B MoOY€ B MEPBYIO OYEpPEeIb MO3BOJISIOT 3aloA03pUTH OO0JIE3HU
MOYEK, MOUEBBIBOJISAIIMUX ITyTEH U BCTPEUAIOTCS B OOJIBIIMHCTBE CIIy4aeB.

IIporennypusi — HarOosee BaXXKHbIA CUMIITOM MOpaKeHUs noyek. benku B Moue
MMEIOT IJIa3MEHHOE MPOUCXOKACHHUE. 3a CYyTKH B 00€HX MOYKaX (PUIBTPYIOTCA OKOJIO
180 n mnazmel. B HOpMe Menee 150 mr Oenka e€XeIHEBHO YAAISETCS C MOYOM.
[Tockonbky 1 11 mna3mel conepxuT 60-80 r Oenka, Takoe Majgoe KOJIMYECTBO Oelika B
MOYE€  CBHUAECTEIBCTBYET 00  HMCKIIOUUTEIBHO  BBICOKOM  3((EKTUBHOCTH
TJIOMEPYJSIPHOTrO  (PUIIbTpa, MPEMATCTBYIOIIETO MOTEpe IUIa3MEeHHOro Oenka. B
MOYEYHBIX KIyOOUKax MPOUCXOIUT (PUIbTpanus OETKOB IJ1a3Mbl B COOTBETCTBUHU C
WX MOJIGKYJIIDHOM Maccod ¢ pa3MepoM Mojekyl. HebOompmme Oenku ¢
MoJiekyssipHoi maccoid MeHee 20 000 [la momajgaroT B MEPBUYHYIO MOUYY, HO 3aTEM
peabcopOupyroTCs W pacnajgaloTcss B NPOKCHUMAJbHBIX IOYEYHBIX KaHalblax. B
HOpPME C OKOHYaTeJIbHOW MOYOM BBLACHSAIOTCA OEJNKH, COCTOSIIHE W3 albOyMHHA
(40%), IgG (10 %), nerkux nemeit (5%), IgA (3%). 50 % Bcex OenKOB MOYH
cocraBisier Oenok Tamma-Xopcdamra, oOpasyronuiics B HOpME B KaHaJIbIaX
(Bocxopsmiem otaene nernu ['enne). He3HauuTenbHy!0 4YacTh COCTaBISIIOT HE
MO/ABEPTUIMECS] peadCcopOIMU HU3KOMOJIEKYJIsipHbIe Oenku (B2-MuKporio0yauH, Gl-
62 MukpornoOynuH, JIU30LUM). PyTHHHBIE MeETOIbI uccienoBanus (mpoba ¢
cylb(acalulMIOBOM  KUCIOTOW,  TECT-MIOJOCKU)  OOBIYHO  HE  BBISIBISIOT
BBIJICJISIFOLIUIICS B HOPMAJIbHOM MO4€ OENOK.

Mexanusmvr  namonozuueckoti npomeunypuu. CyllecTBYeT TpPU MeEXaHU3Ma
pasBuTHs potennypuu (puc.3.1) [2].

56



MuenomHbIe

nerkue nenu Ig

OnuH TUI

Genka —> I'emornodunypust

Muorno6unypust

/ neperpysKoit
MHoro TUIOB

CodepxaHue benka 8 naasme kposu T GEIKOB —> Bocnanenue

TyOynspHas e TyOyno-unrepcTunuaibHoE 3a001€BaHUE
IIporennypus >
Peabcopbyus 8 KaHanbyax
/ I'momepynoneppur

I'momepynsipHas e Juaber

Bri3BanHas /

Momeps npu punempayuu AMHAIION03

Pucynoxk 3.1. Mexanusmsl nporennypun (o K.A. O’Kamnarxan, 2009)

IIporennypusi mepenoJiHeHUsl Pa3BUBACTCA NPU MOBBILIEHHOM 00pa30BaHUU
MJIa3MEHHBIX HU3KOMOJIEKYJISIPHBIX O€JIKOB (JIETKUX LeMNeld, MMMYHOTJOOYJIHHOB,
reMorjo0rMHa, MHUOTJIOOHMHA), KOTOpbIE CBOOOJHO (UIBTPYIOTCA HOPMaIbHBIMU
KJIIyOOUKaMH B KOJMYECTBE, MPEBBIIIAIONIEM PEaOCOPOIIMOHHBIA MOPOr KaHAJbIEB
(meperpy3ka). OObIYHO 3TO — O€JIOK OJHOTO THWMA, 4Yalle BCEro JIETKUE LEMH
MMMYHOIJIOOYJIMHOB,  NPOAYLHUPYEMBIX B  OOJNBIIMX  KOJMYECTBaX  MpHU
npoymdepaTUBHBIX B-KJIeTOUHBIX 3a0ojieBaHUAX (MHUeIOoMHass Ooje3Hs). MHorma
MPOTEUHYPHUSI TEPENOJHEHNsI HECKOJIbKMMHU THUIAaMH O€IKOB HaO0aeTcss mIpu
BOCIIAJIUTENIBHBIX MPOIECCaX M3-3a MOBBIIIIEHHOTO 00pa30BaHus 0EJIKOB OCTPOi (pa3bl
BOCITAJICHUS.

TyOyasipHasi npoTeuHypHsl BbI3BaHA HapylIeHHEM peabcopOLuu B MOYEYHBIX
KaHayblax. OuiIbTPALIMOHHBIN Oapbep B HopMe. B Moue noBbliaeTcst skckpenus ol -
62 MuKporioOynuHoOB, P2-mukporinoOynuHa. HaGmromaercss mpu BpOXKACHHBIX U
NPUOOPETEHHBIX TYOYyJIO-UHTEPCTULIMAIBHBIX 3a0oneBaHusx. OOllee KOJIUYECTBO
CYTOYHOM MPOTEUHYPHUH PEIKO MPEBBIIIAET 1-2 T.
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I'siomepyssipHasi  NpPOTeMHYpPHMsSl  TIOSBISIETCS  MPU  TIOBPEKICHUSIX
TJIOMEPYJISIPHOTO Oapbepa (rmomepyJiipHbIE 0o0J1e3HH, nuabeTHIecKas,
TUIIEpTOHUYECKass HepomaTus, TpoMOO3 TMOYEHHBIX BEH, HIIEeMUYecKas OOJIe3Hb
nmouek, aMmuiaons03). MopdororuueckuM H3MEHEHHEM TMpU BceX OO0Ne3HIX C
[JIOMEPYJISIPHOM  MPOTEMHYpUEH SBISAETCS TaK Ha3bIBAEMOE «CIUSHHE HOMXKEK
OTPOCTKOB» TOJOLIMTOB, KOTOPOE COIMPOBOXKJIAETCS MOBBIIMICHUEM MPOHUIIAEMOCTU
meneBuaHoNn  auadparmel.  Ilatorenes  3a0oneBaHuwii  MHorooOpaseH. Ilpwu
HEe(POTHUUECKOM CHUHAPOME MOTYT OBITh M BPOXKJIEHHBIE, HACJIEICTBEHHbIC Ne(EKThI
mieneBord  auadparMel. [lpu  HehpoTHUYECKOM CHUHAPOME C MHHUMAaIbHBIMU
U3MEHEHHUSIMU, 4YacTO BCTpeyalolleMcs B JIETCKOM Bo3pacte, HabJo1aercs
Qg ¢y3HOE CIUSHUE HOKEK OTPOCTKOB MOJOLHUTA (IJIEKTPOHHO-MHUKPOCKOITUYECKH )
Opyd HOPMadbHOM BHJE KIYyOOYKOB B CBETOBOM MuKpockome. Ilpu »sTom
MPEUMYIIECTBEHHO TEPAIOTCS allbOyMUHBI (CeNeKTUBHas npotennypus). [lpu npyrux
rIoMepylnoHedpuTax C BBIPAKCHHBIMH BOCHAIUTEIBHBIMU, CKJICPOTHUYECCKUMU
M3MEHEHHUSMHU B KITyOOUKax MMEIOTCSl 04aroBble M3MEHEHHUSI OTPOCTKOBBIX HOXEK. B
MOY€ MOT'YT MOSIBUTHCA KPYMHbIE O€TKUA (MMMYHOITIOOYJIMHBI, 2 MaKporioOyJIiHBbI),
TaKyl0 MPOTEHHYPHUIO HA3bIBAIOT HECEJICKTUBHOW. [oMepyrsipHas NpOTEHHYpPHUS
MOXeT ObITb OT HebOompmol (o 1r/c) B Havane Hedpomatum mpu auadbeTe u
TUIEPTOHUU JO0 3HauuTenbHOM (2-3 r/c m Oosee) mpu riaoMmepylioHedpuTax.
[Iporeunypust 6osee 3,5 r/c NMpUBOAUT K T'MIOATBLOYMHUHEMHH, YTO CIOCOOCTBYET
BO3HUKHOBEHHUIO HEePpOTHUECKOro cuuapoma. llpu ompeneneHun KOHLEHTpaluu
Oelika W KpeaTUHHHA B MOY€ O HE(PPOTUYECKOM CHHAPOME MOKHO TOBOPUTH MpHU
koddurmente >400 mr/mmons win >45 mr/mr (r/r). MukpoaasOyMUHypusi npu
nuadeTe WM THIIEPTOHUH BBISBIIICTCS BHICOKOUYBCTBHTEIBHBIMU MeTOaMu mipu 20-
200 mr/cyt mouu. JlJig yCTaHOBJIEHHS TYOYJSIPHOM MPOTEHHYPHUH Yalle MCIOIb3YIOT
uccaenoBanue 61 MUKporioOyiIrMHa B MOUe.

Hago mnoMHHTH, YTO KpOME MAaTOJIOTUYECKOW MPOTEHMHYPUH MOTYT OBIThH
npexonsiue nporennypuu. CKpHHUHTOBBIMU HCCIIEOBAHUSMU YCTAaHOBIICHO, YTO Y
1% 3A0pOBBIX JUI] HAOIIOAAETCSA aCUMIITOMaTH4Yeckas mpotenHypus. [Iporennypus B
OJIHOM IpoOe Mouu He SBJSETCS MoKaszareneM 3abosieBaHus novyek. HesHauurenbHas
MPOTEUHYPHUST MOXKET BBISBUTHCS BCIIEJCTBUE pa3pylieHUs] (OPMEHHBIX JIEMEHTOB
Ipy  JUTUTEIPHOM XpaHEHHH MO4YM (JokHast mnpoteunypus). [lpum wuHbekusx,
OIYXOJIEBBIX 3a00JICBAaHUSAX B MOYEBBIBOJSAIINE TYTHU MOXET HKCKPETHPOBATHCS
0€JIOK U3 MOYEIOJIOBOTO TPAKTA.

DOyHKIMOHAJIBbHbIC IPOTEHHYPHH.

Opmocmamuyeckas npomeunypus — NOSIBICHUE OeJika B MOY€ NP JITTUTEIbHON
xop0e (B BEPTUKAJIBLHOM TIOJIO)KEHUH) C  OBICTPHIM VCUYE3HOBEHHUEM B
TOPU30HTAJIBLHOM MOJIOXKEeHUHU. Yalie BcTpedaercs: y MoApOCTKOB, IoHoIIeH. MoxeT
BBIJICTISATHCS 710 2 T/c Oenka (aHem). 1jisi TMarHOCTUKK TTPOBOJAUTCS OPTOCTaTHUECKAsI
npo0a: coOuparorcs 2 MOpLUHUHM MOYH C OIpEACIICHUEM B HUX Oelka, repBas - nepen
MOJABEMOM C MOCTEIN U BTOpasi — MOCJI€ XOAbObI WK B MOJIOKEHUU TUIIEPIOPA03a C
ITAJIKOW 34 CIIMHOM.
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Ilpomeunypus nanpsiscenuss Moxet Habmogatbesi y 20% 3TOpPOBBIX JIHUIL
(Hanmpumep, y CHOPTCMEHOB) TOCie (PU3NYECKOTO HAMPSHKCHUS W €€ CBA3BIBAIOT C
reMOJIMHAMHYCCKIMHU U3MECHEHHSIMH, TIepepacipeieieHueM KPOBH.

Jluxopadounas npomeunypusi HAOMIOJACTCS TPHU OCTPBIX JUXOPAJTOUHBIX
COCTOSTHUSIX Yallle y JETeH 1 MOKUITBIX.

[IporenHnypusi MOXeT OBITh HM30JUPOBAHHOW WJIM B COCTaBE CHHIPOMOB.
JlmarHoctuka 3a0o0JeBaHMs], SBISIOMIETOCS TPHYUHOW MPOTEHHYPUHU, HEPEIKO
TpeOyeT MO3TaIHOTO MPOBEACHUS UCCIICIOBAHIM.

CxeMa mo3TaNHOI0 IMATHOCTHYECKOI0 NMOMCKA NMPH NPOTEHHYPHH
OcHosHble uccneoosanus:
* AnHaMHe3: CeMEHHbIN aHaMHE3, JIEKapCTBEHHAS TE€panus, NpeIleCTBYIOIIUE U
COMYTCTBYIOLIME 3a00JIeBaHUS
* @u3uKalabHbIA OCMOTpP: OTEKHU, ACITUT, BBINOT B IJIEBPAIHLHOMN 1MOJI0CTH, A/l
* AHanmu3bl MOYM: TECT-TIOJIOCKH, KOJMYECTBEHHOE OIpe/eieHne Oelka,
anpO0ymMuHa, ol -MUKporoOyirHa, Kajiusi, HaTpusl, TaK ke KOJIUYECTBa KIETOK
MOYH.
* Anamusbl kpou: COD, remorpamma, 3JIEKTPOJIUTHI, MOYEBHHA, KPEATUHUH,
anbOyMUH, XOJIECTEPUH, TJIFOK03a, KOMIUIEMEHT, TUTP aHTUCcTpenToau3uHa O,
CPb

* Oproctaruueckas npooda

* Y3U noyek 1 MOUYEBBIX ITyTEN
JlononnumenvHvie uccneoosanus:

* Undexuu: Mapkepsl renatura

* Ummynonorusi: Ig, anturena k asyxcrnmpansHoit JIHK, C3, C4 dpaxius

KOMILJIEMEHTA.
* Koarynorpamma
CneyuanbHbvle Ucc1e008anusl
* buomncus MOYKHM CO CBETOBOM, MMMYHOTMCTOXMMHYECKOW W 3IJIEKTPOHHOU
MUKpPOCKOTIMEH HepoOuonrara

* Omnpenenenne CKO.

* MonekynsapHas TeHETUKa, Hampumep, ONpPEACIICHUE MYyTallMd TI'eHOB
MOAOLIUTOB.

I'emarypusi saBisieTcss OgHUM H3 HanboJee YacThIX CHUMITOMOB OoJie3HE
MOYEBOM CHCTEMBI, HEpeIKo HabIomaeTcs W TpU  JIpYrux 3a00JIeBaHUSX,
CONPOBOXKJIAIOIIUXCSl TOpAKEHUEM TOoYeK (CUCTeMHBbIE 3a0osieBanus). WHorga
BCTpEUaeTCsl MpPU HEMOYEUHBIX 3a00jeBaHMAX  (JIeWKO03, TPOMOOLMTOICHHUS,
MepeI03UPOBKa aHTUKOATYJIIHTOB U JIp.). DPUTPOILUTHI MOTYT TMOMNajaTh B MOUY W3
T000T0 OTheraa MOYEBOM cHUCTeMbl (KIyOO4YeK, MHTEPCTHULIMMA, COCYJIbI MOYEBBIX
nyteil). IlaTonoruyeckum CUYMTAIOT MPUCYTCTBHE 5 U 0oJiee 3PUTPOLUTOB B IOJIE
3perust npu x40-mukpockornuu. [Ipexopsiiee MOBBIIMICHUE 3PUTPOIUTOB B MOYE
MOXET OBITh CBSI3aHO C JUXOPAAKOH, (U3MUECKOW HArpy3kod U JIpyruMu
npuunHamMu. [loaToMy Mukporematypus 0€3 KIMHHYECKHX MPU3HAKOB M JPYTUX
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W3MEHEHUH B MO4Ye [OJDKHA OBITh mMOATBEpkAeHa TmoBTOpHO. Cpemu nmeren
IIKOJILHOTO BO3pacTa acHUMIITOMAaTHYeCKas MHUKpOTeMaTypusi MO pa3HbIM aBTOpaM
BcTpeuaercs B 0,5-4,0 %, makporemarypust — 0,1-0,2 %.

Buabl remarypum. PasznmuuaroT MHKpPOreMaTypuro pas3jiMyHOM CTEIICHH,
Makporematrypuio. l'eMatypusi MOXET OBbITh M30JUPOBAHHOM W B COYETAHUU C
nporeunypueit > 0,5 r/n. Ilocinennee Ooisiee XapakTepHO ISl TJIIOMEPYJISPHBIX
nopaxxeHuit. ['emarypuro HeoOxoauMo aud@PepeHInpoBaTh OT OKPAIIeHHOW MOYHU
U3-3a MPUCYTCTBUSL B HEW reMOryioOnHa U MUOTJIOOMHA, TAK)KE€ HEKOTOPBIX JIEKapCTB
U numeBblx mpoayktoB. [lostomy mna  auddepeHuupoBKH — HEoOXoauMa
MUKpPOCKOIHUsSI MO4YeBOro ocajka. [I[puunmHoOil reMatypur  MOTYT OBITH pa3iu4HbIC
3a0oneBaHus. Pa3nnuaioT mMOYeYHbIE MW BHEMOYEYHBIE MPUYUHBI TeMaTypHH.
HekoTtopsie n3 HUX puBeACHBI B Ta0mie 3.1.

Tabnuma 3.1. [lpuuuHs! remMatypun

IToyeunnie

1. I'nomepynsapHuvle Octperit moctuHpexknnonHbii ['H

beictponporpeccupyromuit I'H

Ig A — nedponarus

Memb6pano-niposmdeparuBabiii ['H

Hedpur Lllennetin-I'enoxa

Jlromyc-nedput

Cungapom I'ynnacuepa

[TopaxxeHne moOYeK IpPU CHUCTEMHBIX BacKyJIUTaXx,

KpUOTJI00yIMHEMUH

HacnenctBennsiii Hegpur

e bose3Hb TOHKHX 0a3aIbHBIX MEMOpaH

e Jlpyrue I'H (®CT'C, memOpaHo3Hast Hedpomatus U
Ap.)

2. Heenomepynsapnuie e Bpoxnennsie HepomaTuu:

- Ilonuxucro3Hast Ooyie3Hb MOYEK U JAP.KUCTO3HBIE
OoJie3Hn

e TyOyno-uHrepcTuIMalibHble HeQponaThu:

- OcTpblif 1 XpOHUYECKUI NHTEPCTULIUATBHBINA HEPPUT
(JIekapcTBEHHBIN, UMMYHHBIN U JIp.)

- Iluenonedput u UHPEKIUA MOUYEBBIX MyTEH

- Merabonuueckass Hedpomatus (HedpPOKATBIMHO3,
OKcajaThl, MOYEBasi KMCIIOTA)

e  Omnyxonu:

- TyGepo3sHslii ckiepo3

- Omnyxons Buibmca

- IloueunoxieTouHast KapITHOMA

e Cocynucrsle:

- Tlopoku pa3BuTus COCYyIOB TOYEK (aHEBpU3MA,
TeMaHTHOMA)

- Hedponarus npu cepnoBUIHOKIETOUHON aHEMHUHU
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e TybGepkyne3
e TpaBmbl IOYEK
BHemouye4Hsbie
1. IlocmpenanvHvie (mouegvlie e OOcTpyKuus
nymiu,) o ludexuus
e KamHu
e  Onyxonu
e Tpasma
o JlexapctBa (uukimodochammn)
e [lopoku pa3BuTus COCy10B
2. [l[pyeue b6one3nu e  AHTHUKOATYJISTHTBHI
e [unepxanbuuypus
e [larosoruu npencraTesbHOI JKeIe3bl
e 3aboneBaHus KpOBU (TpOMOOITUTOTICHHH,
reMo(uus, TeMOJMTUYECKIE aHEMUN)

HuddepenunpoBanue rIOMEpPYISIPpHOM UM HETJIOMEPYJAPHONM reMarypHuu
MPOBOAWTCS HAa OCHOBAaHMHM XapaKTEPHBIX Ui OMpPENeJICHHOTO 3a00JeBaHUS
CUMIITOMOB U pe3yJlbTaToOB 00ciefoBaHus. B HesACHBIX ciydasx HEOOXO0AMMO
uccienoBaTh (OpMy SpUTPOLIUTOB B MOUYEBOM ocajke (riasa 2). [Ipu TyOepkyinese
MOYEBOM  CHCTEMbl Te€MaTypus, Kak IpaBUJIO, COYETAeTCs C JICHKOLMTYypHUen
(HebakTepHalIbHOM) U HE3HAUUTENBHON NpPOTEHHYypHUe. B nuHaMuke riaBHYIO poiib
UTpalOT TOBTOPHBIM TIOMCK MHUKOOAaKTepuil B IOCEBAaX MOYH, pPE3yJbTaThl
MHCTPYMEHTAJIbHBIX HCCIIEOBaHMUM, Haluuue NEepBUYHOro odvara uHpexkuuu. B
IpakTHUKE JETCKOoro Hedposora BCTpeyaeTcss TIeMarypusi, CBfA3aHHas C
HACJICJICTBEHHON Mmarojiorveil 0a3ajibHON MeMOpaHbl KiyOouka (kosuiareHa IV).
Jlnarno3 HacieICTBEHHOro HeppuTa, CEeMEHHOW H00pOKauYeCTBEHHOW TIeMaTypHH
CTaBUTCS TMPH  DAJIEKTPOHHO-MUKPOCKOTIMYECKOM  HCCIENOBaHUU  0Oa3ambHOU
MeMOpaHbI KIIy0Oo4Ka B OMONTaTe MOYeK, TAK)KE TeHETUIECKIMHE UCCIIEA0BAHUSIMU.

CxeMa Mo3TANMHOI0 IMATHOCTHYECKOT0 MOUCKA NMPU reMaTypun
Ocnoenvie ucciedo8amus..
* AHaMHE3: CEMCHHBIM aHaMHE3 C OOCJICJOBAHHEM UIECHOB CEMBH,
JICKapCTBEHHAs TEPAIMs, IPEAMICCTBYIONINE U COITYTCTBYIOIINE 3a00IeBaHMS
* du3uKadbHBI OCMOTpP: TajJbIalMSg >KUBOTA, WHQPEKIUH AbIXaTCIbHBIX H
ITOJIOBBIX ITyTEH, U3Mepenue A /[
* AHanu3bpl MOYM: HEOJHOKpATHAs KOJMYECTBEHHAs M Ka4eCTBEHHAs OIICHKa
0Cajika MOYH, IKCKPEIUs KaabIUs
 Anamussl kposu: COD, Na*, K, CI', Ca**, PO*, reMorpamMma + TpOMOOLIUTHI,
MoYeBHHA, KpeaTuHuH, 0eaok, ACT, C3 KkoMIUIeMEHT, BO3MOYKHO 3aMOpO3Ka
CBIBOPOTKH JJIsl MOCJIEIYIOIIUX UCCIIEIOBAHUIA
* V3U noyek U MOYEBBIX ITyTEN
Jlononnumenvhole UCCie008aHUA:
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- AnHanu3bpl KpOBU: MOUE€Bas KHCIOTa, WMMYHOIJIOOYJIHMHBI, AaHTHUHYKJIEApPHBIHI

(dakTop u T.1.

-  HMMmyHonorusi: *MMyHOTJIOOYIMHBI, aHTUTENa K AByxcrnupaisHoi JIHK, C3-

HedpuTHuecKuil (hakTop ap.

- AHanu3 MOYM Ha MOYEBYIO, IIABEJIEBYI0 KHCIIOTBI, IUCTUH
- Koncynpranus JIOP-Bpada m oKysimcTa JUIsl MCKIFOYEHUS TIIYXOTHI U JPYTHX
HApPYLICHUAN
CneyuanbHbvle uccie0o8anusl
- Ilucrockonusg mnpH MakporeMaTypud M IIOJO3PEHMHM Ha OJHOCTOPOHHMM
IpoLece, OIMyX0JIb, ”HOPOIHOE TEJIO
- Ouenka CK®
- buoncus nouku npu noJ03peHUN Ha rIOMepyIsIpHOE 3a00JIeBaHUE

JlelikonuTypusi — TJIaBHBIA MOKa3arenab OaKTepuadbHON WMH(EKIUHU MOYEBOMH
cuctemMbl (MMC). AbGakrepuanbHasi JEHKOUUTYpUS MOMKET BCTPEUYaTbCA IpU
MHTEpPCTUIMANbHBIX Hedputax. Ilpu HeoOxomumocTn MOXHO AUQGdepeHIupoBaTh
pazuyHble  JIEMKOLMUTHl  (HEUTPOQUIBI  XapaKTepHbl MpU  OaKTepUAIBHOM,
503UHO(UIIBI - TPU UHTEPCTULUATBHOM HEPPHUTE).

[Ipu oTcyTcTBUM pocTa OakTepud M JIpPYrMX XapaKTEpHbIX CHUMITOMOB
MH(EKIMOHHOTO BOCIAJICHUS TOBOPAT O «CTEPUIIbHOM Jeiikouutypum». [Ipexae yem
TOBOPUTh O «CTEPUJIBHOW JIEHKOLUTYPUN» HEOOXOAMMO HCKIIOUUTH TyOepKyJes,
aTUNHUYHYI0 MHPEKIUIO (XJIaMUIUN), UHTEPCTULIMAIbHBIA HEQPUT.

Bakrepuypusi — npucyrctBue B Moue Oakrtepuil. CTeneHb OakTepuypuu
OLIEHUBAETCS MO TUTPY KOJIOHHOOpaszyromux equHul Mukpo6os (KOE) B 1 M moun.

Hcemunnas — (3uauumas, evipadxcennas) baxmepuypus — OTO HAJIAYUE
nuarHoctudeckoro tutpa KOE 10°

OcHOBHBIE NPUHUIMIIBI MUKPOOHOJIOTHYECKOTr0 HCCIEA0BAHNSA MOYN:

1) Jlo Hauana aHTHOAKTEpHATHHOMN Teparuu

2) Cpemusis mopuust yTpeHHEH MOYH

3) Jlmarsoctuuaecknii Tatp — 10°

4) TIpy HATHYUHE CHUMIITOMOB AU3yPHH — gaxke 10

AcuMITOMaTHYeCKasi 0aKTepUypusi — HAIMYUE UCTUHHON OaKkTepUypHUH NpU
OTCYTCTBUM  JICHKOIMTYPHUM U  KIMHUYECKHMX CHUMOTOMOB  HMH(EKIHNOHHOIO
BOCITAJICHUS.

CuMIITOM OJTMIYPHH — 3TO YMEHBLIEHUE INype3a y JeTel 10 1-ro roga MeHee
Imi/Kr Maccel Tena B yac M y jAered crapuie roga — 0,5Mi/kr macchel Tena B 4ac
pa3BUBaeTCs  BCICACTBUE  JIETUApPATALMM  W3-32  CHIDKEHHMS  KOJIMYECTBA
yHooTpeoiasieMoil  KMAKOCTHM WJIM TOTepU JKUIAKOCTU. PeHaibHas onurypus
pa3BUBAETCA BCJIEACTBUE TMOBPEXKACHHUS T[MOYEUYHOM TKAaHW WJIM TOTAIbHOU
00CTPYKIIMM MOYEBBIBOJSAIIUX IyTEH.

[Ipu oTCyTCTBMM OOCTPYKLIMH MOYEBBIBOJSALIMX MyTeH HEOOXOAMMO OLIEHHUTH
TaKMe TOKa3aTelu KaK: OTHOCHUTENbHAas IJIOTHOCTb MOYM, COJEp>KaHHE HATpUs B
Mode M ero ¢pakuMOHHAs SKcKpeuus (BblaeneHue). Bpicokas oTHocuTenbHas
IUIOTHOCTh MOYH, CHIDKEHHE HaTpus B Moue MeHee 20MMOJIb/T U ero (ppakinoHHOE

62



BbIBe/IcHUE MeHee 1% XapakTepHO MJid MPEePEHAIbHOW MPUYUHBI OJUTYPUHU, KOTJA
MOYKAa COXpaHSET CHOCOOHOCTh 3aJepKuBaTh HaTpuii u Boay. [lpm peHampHOM
OJIMTYpUU BCE 3TU IOKA3aTEJM HWMEIOT MPOTHUBOIIOJOKHBIE JIaHHBIE W CBA3AHBI C
KaHaJIbLEBOU HETOCTATOYHOCTBIO.

Tostypust — 5TO BBIICICHHE MOUH Goliee 2 TUTPOB Ha M MOBEPXHOCTH TENa B
CyTKu. [lpuuumst — WuU30BITOYHOE TMOTPEOJICHUE KUIAKOCTH TPU HOPMAIbHOU
BBIJICJIUTEIILHON CHOCOOHOCTU TMOYEK, TIJIIOKO3YpHs, NPUEM JUYPETHKOB U Kak
CJIEICTBHE HApYUICHUSI KOHIICHTPAIMOHHOW CIIOCOOHOCTH MOYEK MPH MOBPEKICHUU
KaHAJIbLIEB, TAKXKE M3-3a CHUKEHUSI 00pa30BaHUsl aHTUIMYPETUYECKOT0 TOPMOHA WU
CHIKECHHSI YYBCTBUTEIBHOCTH K HeMy. [lonmypusi pa3BuUBaeTcCs MpU pa3pelICHUU
OTEKOB U BoccTaHOBJIeHUU (QyHKIMU novyek mpu OITH.

Honnakuypusi — 3T0 y4alieHHOE MOYEUCITYCKaHUE MPU OTCYTCTBUH 3HAYMMOTO
YBEJIIMYEHUSI KOJMYECTBA BbIACHsAeMON Moud. CHMIOTOM, XapakKTEpPHBIA IS
MH(DEKIMN OpPraHOB MOYEBOW CHCTEMBI WJIM HEHPOr€HHOW AMCHYHKIHUHA MOYEBOIO
y3bIpsL.

JHype3 — HEMPOU3BOJIBHOE HOYHOE MOUYEHCITYCKAHHE y peOeHKa cTapiie S5 JeT.
o 80% ciydaeB sHype3 MMEET MEPBUYHBIM XapaKTep, KOTJa BBIABISIOTCS ClIydau
CEMEICTBEHHOCTH (IETH U OJIMH WK 00a POAUTENS B IETCTBE CTPafalid YHYPE3OM).
C Bo3pacToM 3Hype3 IpOXoauT, HO 1% B3pOCHBIX NPOJOJIKAET UCIBITHIBATH 3TY
npoosemy.

IIpuuunsl pa3BUTHS SHYpE3a OCTAIOTCA HEICHBIMU. He nekimrogaeTcst He3pesnocTh
MOYEBOTO MY3bIpS M €ro HECIOCOOHOCTh YyAEpKHBaTh MOYY, paccTpoicTBa
MexaHu3Ma cHa u 1npoOyxjaeHus. Ilpu mnepBUYHOM »SHype3e Mpenrnoaraercs
OTCYTCTBHUE MOJIaBJICHUSI 00pa30BaHUsi MOYM B HOUHOE BpeMs moj aeiictBuem AJIIT
runogusza (rnasa 14).

[Ipy mepBUYHOM 3HYpE3€ OTCYTCTBYET CBETJIBIM IPOMEKYTOK WM CYyXOM
nepuos B TeueHue 6 u 0oznee mecsues. [Ipu BTopuuHOM 3HYpe3e Ha (OHE OCHOBHOIO
3a0oneBanusi (caxapHblii aMa0eT, HEBPOJOTHMYECKHE pacCTPOWCTBa, HMH(EKUIUS
OpraHoB MOYEBOM CHUCTEMbI) SHYpE3 HOCUT 3MHU30JAMYECKUI XapakTep U CBSA3aH C
000CTpEeHHEM OCHOBHOTO 3a00JICBaHMS.

JIHEBHOE HeOep)KaHWE MOYM, KakKk M[pPaBWIO, CBSI3aHO C HEUPOIrECHHOU
IUCQYHKIMEH MOYeBOro IMy3bIps, BCTpedaeTcs yame y JeBodek. llpu
rUneppeeKTOPpHOM MOYEBOM ITy3bIp€ KOJMYECTBO MOYEHUCIYCKAHMM MOXKET
npesbliath 10-15 B cyTku. B Takux cutryanusx B MEPBYIO OYEPEAb HCKIIOYAOT
MHQEKIHI0 MOYEBOM CHUCTEMBl. Y  B3pOCIBIX HEIEp)KaHWE MOYM MOYKHO
KJIacCU(PUIIMPOBATh B 3aBUCUMOCTH OT OCOOCHHOCTEW aHaMHe3a, (PU3MKaIbHBIX
CHUMIITOMOB M JJAOOPATOPHBIX HCCieaoBanui (Taom. 3.2., cM. 1. 14).

Tabnuna 3.2. OCHOBHBIC TUIIBI HEIEPKAHUS MOYU

«HeoTnoxH0E) HCIACPIKAHHUC HOTCpH MOYH, CBsA3aHHasA C CHUJIbHBIM
KCJIAHUEM OITOPOKHUTHCA
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Henepxanue rnpu nepenojHeHUH MOYEBOIO [ToTepst Mouu, CBsI3aHHAs C IEPENIOTHEHUEM
y3bIps MOYEBOI'0 MYy3bIPs IPU OTCYTCTBUU
COKPALIEHUS MBIIILbI, U3TOHAIOLIEH MOYY

PednexropHoe Henepxanue AHomainbHas peQIieKTOpHast aKTUBHOCTD C
OTCYTCTBHEM OOBIYHOTO OIIYIIICHUS
HE00XO0IMMOCTH OTIOPOKHUTH MOYEBOU
y3bIpb

HctuHHOE MM TOTaNbHOE HEACP)KAHUEC IlocTossHHOE MCTEUEHNE MOYHM C HAaKOIJIEHHEM
€C B MOYCBOM I1Y3bIPC B HEOOJIBIIIOM
KOJIMYECTBE WM 0e3 Hee.

DKcTpaypeTpaibHOE HEAEpKaHUE MOUU [ToTepst Moum vepe3 aHOMAITLHBIE COOOIICHUS
MOYEBOI'0 KaHaja ¢ OBEPXHOCTHIO TeJa.

HawnOoisiee yacTbiMu NpUYMHAMU HEIEpKaHUS MOYM y KEHIIMH CpPEIHEro U
IIO’KWJIOTO BO3pacTa SIBJIAIOTCS CTPECCOBBIE COCTOSIHUS, OTCYTCTBHE TOPMO3SIIECH
PEryJsiuU y MY»X4YHMH U KEHIIUH MOKUJIOT0 BO3pacTa.

Oteunbiii cuHapoM. OCHOBHOM MEXaHM3M Pa3BUTHS OTEYHOTO CHUHIpPOMA —
3TO moTepsi Oenka C pa3BUTUEM THUIIONPOTEMHEMHH W CHHYKEHHEM OHKOTHYECKOIO
naBieHusi. CHuKeHue Ha 3ToM (oHe nepdy3ud B KIyOOUKax MOYEK MPUBOAMUT K
YIECPKAHUIO KUAKOCTH MU BBIXOJAY €€ B MEXKKJIETOYHOE IMPOCTPAHCTBO. IJTO TakK
Ha3bIBaeMasi TEOPHUS «HEIOJHOro pyciay. CoraacHO TEOPHUH MEPENOJHEHHOTO pycia
MEXaHU3M pa3BUTUS OTEKOB CBSI3aH C YyAEpKAHUEM HaTpus B COOMpaTENbHbBIX
KaHaJIbLAX. BeneacTBue CHUOKEHUS SKCKPEMH HaTPUSl IPOUCXOIUT 3a1€PKKA BOABI.

Hedpornueckuit cHHAPOM
Hedpotuueckuit cunapom (HC) BcTpeuaercs npu pa3HbIX 3a00JI€BaHUSX MTOYECK.
DTO — OJIUH U3 «OOJBITUX» HE(PPOIOTHIECKUX CHHIPOMOB, IMEET BEChbMa CEPhE3HBIH
MIPOTHO3 U BCTPEUAETCS C MEePHOa HOBOPOKIACHHOCTH JI0 MOKUIIOTO BO3pacTa.
CHUMIOTOMOKOMILJIEKC BKJIIOYAET B CEOSI:
® OTEKH (pacrpocTpaHEHHBIE, BIUIOTh 0 aHACAPKH)
® TIPOTEHHYPHUIO MACCUBHYIO, BhIIIE 3,5 1/c, y nereit Boimie 50 Mr/kr/c
e rtunomnporenHemuto (menee 40 r/m), runoansoOymuHemuto (Mmenee 30 r/m),
runep 02rao0yImHEMUIO
® TUIEPXOJECTCPUHEMUIO (TUTICPIUTUIEMUIO)
Ipuyunabl HC npuHATO pa3fensaTh Ha NEPBUYHBIC MOYCUHBIC M BTOPUYHBIC

(Tabm. 3.3).

Tabmuna 3.3. [Ipuannbl HeHPOTUUECKOTO CUHIPOMA

Hexkotopbie ocodbeHHOCTH
Hpuunnsr HC Hetn Bspociibie
Ilepsuunvie noueurvle
e HC ¢ MUHUMAJIBLHLIMHU JacTo penKo
U3MEHEHUSIMU
peaKo 4acTo
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e MemOpano3Has HeponaTus B nocnegHue rojpl 4acToTa pacTeT y BCEX
e  DOKaIbHO-CErMEHTaPHBIN

TJIOMEPYJIOCKIIEPO3
e MemGpano-niponudeparususiii TH | B pa3BUTBIX CTpaHax 4acToTa yMEHbIIACTCs
e Bpoxnennsiit HC B pannem Bo3pacre,

(UHCKUH THTI C
MIEPBBIX MECSIICB

Bmopuunvie

e Cucremusle 3a00JIEBaHUS npu CKB, 6ose3nu Y B3pOCJIbIX
COEIMHUTEIILHON TKaH! [lenneiin-I'enoxa
o (CucremHbIC BaCKYJIUTHI , vame, 9€M y NCTCH

KPHUOTJIOOyTHHEMUSI

e AMMUIION]IO3 TIOYEK

e  Onyxomu (muMmpomMa, KaplIMHOMA U
zp)

e [loGouHble AEWiCTBUS JEKAPCTB
(mpemnapatkl 30J10Ta, IEHUIIMJIAMUH,
KaIrToIpui)

e (Caxapnblii TuadeT

e Uudeknuonnsie 00JIC3HU:
MH(EKIMOHHBIA SHAOKAPAUT, ITYHT
- He(puT, renatut B u C, mayspus,
BUY undexnus

e Cunapom Anbrnopra

e VmnorpebiieHHue reporHa

qamie y
B3POCIIBIX

Yacrtora nprunH HC oTinnyaeTcs y JIMI[ pa3IndyHOIO BO3pPACTa, TAKXKE B Pa3HBIX
CTpaHax U pailoHax mpokuBaHuda. Y nereid HC yamie Bcero BO3HHMKAeT BCIEACTBHE
riomepynonedopura (I'H) ¢ MUHHUMaNbHBIMM W3MEHEHHUSIMH, a Y B3pOCIBIX — Ha
¢bone MeMOpaHO3HOM HedponaTuu W (b oKaTbHO-CETMEHTAPHOTO
TJIOMEpPYJIOCKIIepo3a. Y JIeTed pPaHHEro BO3pacTa BCTPEYAETCA BPOXKICHHBIN
HeDpPOTUUECKUN CUHAPOM, TPUUYUHONW KOTOPOTO SBISIETCS MYTalMsl TEHOB
nogouuTapHeix 6enkoB. Oreku npu HC msrkue, TecroBateie. Y JeTeil cHauaaa OHU
JIOKAJIM30BaHbl B OKOJIOTJA3HUYHOM oOnactu. Yacto ux omuO0OYHO MPUHUMAIOT 3a
MPOSIBJICHUE aJuleprudeckoil peakiuu. OTEKH pacnpoCTPaHSAIOTCS MO BCEMY TeIy,
XapaKTepHO HAKOIUICHHE >XUJKOCTH B TUICBPAIbHONM M OpIOIIHOM MOJOCTSX, B
00J1acTh MOIIOHKH. Y B3POCIBIX OTEKH OOBIYHO 3aMEYarOT HAa HMKHUX KOHEUHOCTSX
(mpu xoap0e) unu B obnactu nosicHuilsl (B nocrenu). Oreku npu HC paszBuBarorcs
BCJIC/ICTBUE MAaCCHBHOM TMOTEpPH OEITKOB C MOYOM M CHIXKEHUS OHKOTHYECKOTO
naBiieHHusl. ['WnoBojieMHsi B CBOKO OuY€pelb BBI3bIBACT AKTHUBAIMIO PEHUH-
aHTUOTEH3UH- anbaocTepoHoBoil cuctembl (PAAC) u 3amepX Ky COJIM U BOJIBI,
U30BITOK KOTOPBIX YCHIUBAET OTekH (puc. 3.2).

65



[Toteps 6enmka ¢ MOYOI (TIPOTEHUHYPHSI)

!

I'mnonporennemus

!

YMeHbIIIeHHEe OHKOTHYECKOTO JaBJICHHUA I1J1Ia3Mbl

!

OTCKH

(TpaHCKANMIISAPHBINA BBIXOT )KUAKOCTH M3 IJIa3Mbl B MHHTEPCTHUIIHIA)

!

OTHOCUTENIBHOE YMCHBIICHUC o0beMa I1a3Mbl

!

YMeHblIeHHE KPOBOCHAOKEHUSI TOUKU

!
AxtuBarnus PAAC

!

3aieprKka coseit U BOJbI

OTECKH

Pucynok 3.2. [Tatorenes oteka npu HehPOTHISCKOM CHHAPOME

Onnum u3 npusnakoB HC sBisieTcst runepiaumnuaeMus, 00ycIoBIeHHas oTepen
c wMouoi OenkoB. OTMeuaercs CKJIOHHOCTh K THUIEPKOATYJSIMH, WHOT/A
CIOCOOCTBYIOIIAsl Pa3BUTHIO TPoMO030B cocyaoB. [Juarno3 npu HC oObuHO cTaBAT
M0 pe3yJbTaTaM TUCTOJIOTUYECKOTO HCCIIeIOBaHMs OMoNnTaToB nouek. MckimoueHnem
apiasiercs [H ¢ MUHMMadbHBIMH M3MEHEHMSIMU Yy JIeTeé u Jauaberuueckas
Hepponatus. Y OonbHbix ¢ HC MOryr pa3BUTBCS CEpPbE3HBIE OCIOKHEHHUS:
MH(EKINN, TUMOBOJEMHYECKUM HEPPOTHUECKUM  KpU3, OCTpas  IOYedHas
HenocratouHocTh (OITH), oTex Mo3ra, TpoMOO3bI COCYIOB.

Hedpurnueckuit (ocTpbiii HePPUTHYECKUI) CHHAPOM
CUMIITOMOKOMILIEKC ~ «ocTporo  Hedputuueckoro  curapoma»  (OHC)
XapaKTepU3yeTcs:
e [‘emarypueit (Makpo, MUKpOreMaTypuen)
[IpoTennypueit (yMepeHHO)
OTtexamu (yarie yMEpeHHBIMH )
ApTepuanbHON TUIIEPTEH3UEN
BBICTpBIM CHUYKEHUEM CKOPOCTH KITyOOUKOBOW (PUIIbTpaAIuu U a30TeMUE
Hapsiny ¢ NOMHBIM KJIMHUKO-TA0OPATOPHBIM KOMILJIEKCOM Y HEKOTOPBIX
OOJBHBIX MOTYT OBITH TOJBKO OTIENBHBIE €ro MpHU3HAKW, HampuMmep HeOOobIlne
OTE€KH IMOJ TIJa3aMd M MOYeBOM CHHApPOM. OTEKH U TUIEPTEH3US MOTYT OBITh
HEBBIPAXCHHBIMU W KPAaTKOBPEMEHHBIMHU Tpu3Hakamu Ooje3nu. Ilpuumnamun OHC
SIBJISIIOTCS uH(pEKIn (ocTpsrit MOCTCTPENTOKOKKOBBIN I'H, Ipyrue
noctuHekuronnsie ['H). HeobOxonumo muddepeHunpoBaTh ¢ CHCTEMHBIMU

3a0oneBanusiMu (CKB, cuctemHble BacKynuThl, cUHApOM ['yamacuepa u ap) (Tado.
3.4).
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Tabnuma 3.4. IlpuynHbl HEPPUTUYECKOTO CUHIPOMA

[MepBuynsie I'H e TlocrerpentokokkoBslii 'H

e Jlpyrue noctundexnuonnsie ['H

o Ig A medponarus

e MembOpano-niponudeparuBabiii ['H

e brictponporpeccupyroniuii uMMyHoKoMIUIekcHbIH ['H ¢
MOJTYTYHUSIMH

e Hacnexncreenusiii Hepur

CucreMHBbIe 3a00JIEBaHUS CKB

e (CucTeMHbIE BaCKYyJIUTBI

e bakrepualbHBIN Y3HAOKAPAUT

e Cunapom ['ynnacuepa
Ocrtpslii e VIMMyHHBIN
TyOyJIOMHTEPCTULIHAIBHBIH e JlekapCTBEHHBIN (TOKCHYCCKHIA)
Hepur

[TaToreHes riaBHBIX CUMIITOMOB — OTEKa M TMIICPTCH3UH, CBS3aH C aKTUBAIMCH
PCHHUH-aHTUOTECH3UH-JIbIOCTEPOHOBOM  CHCTEMBI M 3aJICPXKKOW COJHM U BOJIBI
(puc.3.3).

['momepynspHoe moBpexkaeHHE (BOCTIAICHUE)

/ v W

CHuxenue AKTHUBaLINSA [Iporeunypus,

bunbTpanuu PAAC reMarypus
(Moua «11BeTa

l / \ MSCHBIX HOMO@B)))

Onuroanypus Otexn AT’

|

A3oTemMus

Pucynok 3.3. [laTorene3 HEPPUTUIECKOTO CHHIPOMA

Ha d¢one wumMmeromerocs XpOHUYECKOTO TJIOMEPYJISIPHOTO  3a00JeBaHUS
MOpaKEHHUE KIyOOUKOB MPOrpecCUpPyEeT MEJIEHHO C IOCTENEHHbIM HapacTaHWEM
MPOTEUHYPHUH, TE€MaTypuH, apTEpPUATbHONM THUINEPTEH3UMH M CHIDKEHHEM (QYHKUIUU
noyeK (XpoHuueckas 001e3Hb movek 1-5 cr).

Boicrponporpeccupyrommii I'H (BIII'H) — dopma 3a0oneBaHusi KiyOOUKOB,
IpyU KOTOPOM OTMeuaeTcs OBICTpPO HapacTaromias HouyeyHass HEJOCTATOYHOCTh C
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OJIUTYpPHEN B COYETAHWU C MPOTEHMHYPHEH M remMaTypHueil, 0ObIYHO 0e3 MpHU3HAKOB
HepoTraeckoro cuaApoma. Mopdomornueckum 3kBuBaieHToM BIII'H sBisercs
skcTpakanmsipubiil ['H («momynyausi» B kimy6oukax B >50 % Ki1yOOUYKOB).

VY neteil M MOJIOABIX B3pPOCIBIX HanboJiee 4acTON MPUUMHON HEPPUTUUECKOTO
CHUHJIpOMa SIBJISETCS TMOCTCTPENTOKOKKOBBIM uin mnoctuH(exkuronnsli ['H. Ilpwu
XPOHUYECKOM TEUEHHUHU 4allle Bcero BeisiBsieTcs IgA Hedponarus. [gA nedponarus,
HayaBmnch kak OHC, Moxer IauTenbHO NPOTEKaThb Yy JETed M MOJIOJBIX C
rematypueil u nporeunypueil. Ho udepes mnurenbHoe Bpemst (10 u Goree ner) Ha
NEPBBINA IJIaH BBICTYMAET apTepHalibHAsl TUIIEPTEH3UA U CHIKEHUE (QDYHKIMM MOoYeK,
41O TpeOyeT mpoBelaeHUs HeDpOnpoTEeKTUBHOM Tepanuu s 3amenieHuss XbII.
3aboJieBaHUE YaCTO BCTpEUaeTCs B CTpaHax A3uu, B ToM unciie B Kazaxcrane.

OcloXHEHHUST OCTPOro He(HPUTHUECKOTO CHUHApPOMA — SKIAMIICHUS U OCTpas
ceplieyHass HEJOCTATOYHOCTb, PA3BHBAIOLIMECA BCIECACTBHE OBICTPO HapaCTAIOLICH
TUIIEPTEH3UU W 3aI€pKKU HaTpus U BoAbl. Hapsmy ¢ mpexondmien azoTreMuen, Ha
(doHe onuroanypuu MoxkeT pasButhbes Tsokenas OIIH, TpeOyromas reMoauaan3Horo
JICYEHUS.

[IpakTHueckn BaXXHO OTIMYUTH OCTpbId Hepputuueckuit cuaapom ot BIITH c
NOJyTyHUSIMU  (HY>)KHa OHOIICHS TIOYKH), IOCKOJbKY OOBEM TepaneBTUYECKUX
MEPOIIPUATHN U IIPOTHO3 IIPH ITUX COCTOSHUAX PA3JIMUCH.

I'mneproHuYeckud CHHAPOM

AptepuanbHas runeptensus (Al) — cToliKoe TMOBBIIICHUE apTEePUATHLHOTO
nasienust 10 140/90 MMm.pT.cT U BbIIe, Y AeTedl — 95-T0 MEpHEHTUISA A1 JaHHOTO
nmosia u Bo3pacta (rmaBa 10). Ilepeuunas (3cceHnmanbHas) AT MOXKET BBI3BATh
MOBPEKJEHUE KPOBEHOCHBIX COCYJIOB, OPraHOB M TKaHEH, a TakKe CTaTh MPUUYUHOU
cMepTH nanueHTa. Ecnu ynaercs yCTaHOBUThH NMPUUYMHY pa3BUTUs 3a0oneBanus, Al
HAa3bpIBAIOT BTOPUYHOW. K mpuyMHaM BTOPUYHOW THUIEPTEH3UH OTHOCSITCS CTEHO3
MOYEYHBIX apeTpHil, MEPBUYHBIA TUNIEPATbAOCTEPOHNU3M, MTOUYCUHbIE 3a00JICBaHUS U
npyrue. l'unepreH3usi 4acTto pa3BUBaeTCa Ha (POHE OXHUPEHHS, H30BITOYHOTO
YHOTPOOJICHUS aJTKOTOJIs, TIOJIarPhl U PE3UCTEHTHOCTH K HHCYJIUHY.

B naroreneze AI' wurparor poiab wu3MeHeHUss cO0 cTopoHbl PAAC
(comppesuctenTHas, peHuH3aBucuMas Al') U U30BITOK HAaTpUsl U BOJABI B OPraHU3MeE
(conmpuyBcTBUTEIBHAS, O0OBeM3aBucuMas Al).

VY pa3naudHbIX OOJIBHBIX MOTYT MPEBAIUPOBATH pPAa3HBIC IMATOTCHETHUYECKUE
dakTopsl AI', OHU MOTYT IPUCYTCTBOBATh U OJTHOBPEMEHHO (puc. 3.4).
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Pucynok 3.4. Ponb 3aepxku Hatpust ¥ Bojibl U PAAC B matoreHese apTepHaibHON THIIEPTEH3UH
(mo K.A. O Komnarxas, 2009r.)

HeoOxoaumbie Ajis AMArHOCTUKHM MPUYMH W ociokHeHuid Al maboparopHbie
WCCIICIOBAHNS: aHAIIN3 MOYM, KPOBH, DJIEKTPOJUTHOTIO COCTaBa KPOBH, JIUIHMIHOTO
npo@uiIsi CBIBOPOTKH KPOBH, a TAaK)KE COAEPKAHUS B HEHM TIOKO3bl. Pekomenayercs
npoBectn OKI'. B kauecTBe JONOJHUTENBHBIX HCCIECAOBAHUM MOKHO IPOBECTH
onpeneneHre CoAepKaHus MOYEBOM KHUCJIOTHI B KpPOBHM, KATEXOJAMHHOB (I
UCKIIFOUEHHSI (PEOXPOMOLIUTOMBI), TECTUpPOBaHUE (YHKUHUU HaAmo4yeuyHukoB. [lpu
MOJO3PEHUH Ha CTEHO3 MOYEUHBIX aAPETPHUMl MPOBOAAT aHTrHorpaduio KpOBEHOCHOU
CUCTEMBI ITI0YEK.

TyOyn0o-uHTepCTHLHHAIBHBINA CHHAPOM

[ToueuHble KaHaNbIl MU MHTEPCTHUIMNA TECHO B3aMMOCBSI3aHbI, MO3TOMY MpPH
HEKOTOPBIX 3a00JICBAaHUSAX BBISBISIOT HMX COYeTaHHOE mopaxeHue. [lopakenue
TyOyJO-UHTEPCTUIIUATBHON TKAaHU TPHUBOJUT K CHEIMUMUYECKUM HaPYIICHUSIM
TPAHCIIOPTa BEIIECTB, HAPYIIEHUIO CHHTE3a HPUTPOINOITHHA, AKTUBHOU (POPMBI
ButamuHa J| u ap. 310 — T.H. «TyOyJO-MHTEPCTUIUAIBHBIA CHHIPOMY, KOTOPBIHA
MOJKET Pa3BUTHCS BCIACACTBUE CAMBIX Pa3IHUHBIX MPUUKH (Tad. 3.5).

Tabnuna 3.5. [lpuuuHb! TyOy10-MHTEPCTULMAIBHOTO CUHIPOMA
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Bpoxkaennbie HJIH npuodperennbie | KananbueBbie nucyHKINHU (TyOy10NATHH)
NMOpPAaKeHusl MoYeK

1. BpoxnaeHnHble TyOyno- | 1. BpoxxieHHble HACJICICTBCHHBIC
MHTEPCTULMATIbHBIC 3a00JieBaHUS TyOyJonaTuu
(mucrnasum) o Kananbuesslil anua03
e AyTOCOMHO-JJOMUHAHTHAas (mpoKcuMaNbHbBIN U TUCTAJIbHBII)
MTOJIMKKCTO3HAsT 0OJIC3Hb (B3pOCJ'Ia$I ° Heq)poreHH},H}'[ HecaxapHHf/'I I[I/Ia6eT
(opma) o AMUHOALIMAYpPUH
OAYTOCOMHO-peHeCI/IBHa}I ° FJ‘[}OKQ?,ypI/I;{
MOJIMKUCTO3HAst O0Je3Hb  (IeTckas e dochar-muader
hopma) e Cungpom baprrepa
e MenymisipHass KHUCTO3Hasi OOJIEe3Hb, e Cungpom Jlnmina
HepoHOPTH3

e Cunapom ['urenbmana
e [IceBnorunoasb10CTEPOHU3M
e [IceBnorumnomnaparupeos

e ['yOuaTas mouka
¢ OIMHOYHEIE, IPOCTHIE KUCTHI
e [loueuHble KUCTHI TPU CHHIPOMHBIX

00me3HsIX
2. HWurepcrunmanbhbiii Hedput (octpeiii u | 2. CuHapoM DaHKOoHH (coueraHHbIC
XPOHUYECKH ) TyOyJI0TIaTHH )
e AHanreTnyeckas HedponaTus e [[pu  BpOXIEHHBIX  3a00JIEBaHUSIX
e Peuitokc-HepponaTust IIOYEK
e [Tonarpudeckas HepomaTus e [Ipu MeTaboIM4YeCKNX HApYILICHUSIX:
o CeproBHIHO-KJIETOYHAS aHEMUS] - boniesnp Bunibcona
e JlexkapcTBeHHBIE He(pOaTHH
- lluctuHo3
e CBUHIIOBOE HapyllIeHUE
* baskanckas HeponaTus o [TproOpereHHbIe 3a00J1€BaHUS:
e Hedponaruu npu nuHpeKnuax - CBUHIIOBBIE OPAKEHUS

- IEVCTBHUE KaIMHUS U Jp.

Brigenstor 2 rpynmsl 60ie3HEH, B IEPBYIO OTHOCST TyOYJI0-UHTEPCTULIMATBHBIE
nopakeHust (BPOXKJICHHbIE U MPUOOPETEHHBIE) ¢ pa3BUTHeM (Pubpo3a, BO BTOPYIO —
HapyleHue (pyHKIUM KaHajbleB — TyOynonatuu (tadn 3.6). M3 nmociaeaHux TOJIBKO
HEKOTOPBIE COMPOBOXKIAIOTCS TMOPAKEHUEM HWHTEPCTUIMS, OCIOKHEHHEM [0
TEPMHUHAIBHOUN IMOYEYHON HENOCTATOYHOCTH. Ha mepBblii I1aH B Ha4yase BBICTYIIAOT
CUMITOMBI HapylieHus peabcopOuuu otaenbHbIX BemecTB ( Na, K, Cl, Bonupl,
[JIIOKO3bI W T.JI.) W WX TOCHeAcTBUA  (00€3BOKMBAHUE, DJICKTPOJIUTHBIC
HapYIICHUS,AlU103, AJTKAJI03).

VY nereil ¢ xponuueckumu 8podircoeHHbiMU 3a001e6anusMuy nodyex (HeppoHOPTHU3
®daHKOHHU, IpYTHe KUCTO3HBIE U HEKUCTO3HBIC TUCIIIa3uU, OOMEHHBIE 3a00JIeBaHUS C
MOpaXeHUEM IOYEeK TUNa IUCTHHO3a) IO TMOSBICHUS CHUMITOMOB TEPMHUHAJIbHOU
MOYEYHON HEIOCTATOYHOCTH Pa3BUBACTCS AHEMHUS, OCTCOTUCTPOQUS, MOIUYPHUS C
MOJIMAUIICUEH. [eTh OTCTaroT B pOCTE U Pa3BUTHMU.
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K mpuoOpeTeHHO#W MaTONOTHU OTHOCSTCS OCMpblll U XPOHUYEeCKUti myoyno-
UHMEePCMUYUATbHBIE  Heghpum, TPUYUHAMH, KOTOPBIX MOTYT OBITH PpPa3IUYHBIC
dakrops! (r1aBa 13).

MexaHu3Mbl MOPAKEHUA  KAaHAJIBLEB — TOKCUYECKHW, aJJIEPTUYECKUH,
OOCTpYKIIMSI KaHaJbIEB, MMMYHHBIC PEAKIIUHM, WIIEMHS, PEAKIHUS OTTOPIKEHUS
TpaHCIJIAaHTAaTAa.

Mopdonoruueckre U3MEHEHUs: JECTPYKIMS KaHAJIBIEBBIX KJIETOK MPU OCTPOM
npolecce M pacllMpeHue  KaHalblieB, aTpodus KIETOK, HHUIbTpanus
UHTEPCTUIIMAIIBHOW  TKaHW, WHTEPCTUIUAIBHBIA (HUOPO3 TMpPU  XPOHUYECKOM
npouecce. HaOmogator Hapymienue ¢GyHKUIUAN KaHaJIbLIEB (OTHOCHUTEINIbHAS
IUIOTHOCTh MOYHM, aMMOHHOTEHE3) U HapyIICHHE HEIKCKPETOPHBIX (DYHKUIUN MOYEK
(anemus1, ocreogucTpodus).

TyOyno-uHTepCcTUIINATBHBIC HAPYIICHUS U TyOyJIO-MHTEPCTUIINATBHBIN CKIEPO3
pa3BUBAIOTCS M TPU TEPBUYHBIX M BTOPHUYHBIX TJIOMEPYISAPHBIX 3a00JIEBaHUSX,
paHHee BBISBICHHE KOTOPBIX OMNPEIENSIeT MPOTHO3 M CKOPOCTh HACTYIUICHHS
tepmuHaibHON XITH.

[Ipu ocTpomM TyOynO-UHTEPCTUIIMAILHOM HeppUTE B KIMHUKE MOTYT
IpEeBAJIMPOBATh CHUMIITOMBl QJJIEPTUU (ChbIb), Juxopanka. Hepeako cuMnTomsl
00J1€3HM MOTYT OTCYTCTBOBaTh. B Moue MNOSIBISIIOTCS NMpOTEeMHYypus (HeOoJbIIast),
SPUTPOLIUTHI, JIEHKOIMUTHI. XPOHUYECKUM TyOyJI0-HHTEPCTULMAIbHBIA HE(PUT
NpOSBISIETCS  HapylleHWeM (QYHKIMM KaHaiubpleB. M3-3a HecmeuepuuHocTH
KJIMHUYECKUX CUMITOMOB IMarHO3 HEPEAKO CTAaBUTCS OMOIICUEN MOYEK.

Kananvyesvie oucghynxyuu (Tydynonatun)— O0NbIIeH 4YacThbIO HACJIEICTBEHHbBIC
3a00neBaHusl, BBISABISIOTCA 4Yalle B JETCKOM Bo3pacte (rnaBa 16). Ilpu stom
HAPYIIAIOTCS TPAaHCHOPTHBIE (DYHKIIMU KaHAJIbIIEB, HE BIWsAA Ha uWHTepcTHIMiA. K
HUM OTHOCSTCS ~ aMHUHOAIMIypWH, PEHATbHBIA TYOYJSPHBINA amumo3, CHHIPOM
baprrepa, ¢ocdar-nuader, HedporeHHbIi HecaxapHblii AMa0ET U COYETAHHOE
HapYIICHHE HEKOTOPBIX (PYHKIIMHA MPOKCUMAILHBIX KaHAJIbIEB — CHHAPOM DaHKOHHU.

Kananvyesvie oucynkyuu — pe3yabTaT MyTalldd TEHOB, KOAUPYIOIIUX CUHTE3
TPaHCIOPTHBIX OEJNKOB M HOHHBIX KaHaioB. Hampumep, wMyramusi TIeHOB,
KOAMPYIOMIMUX pa0dOTy TpaHCIOPTEpPa B TOJICTOM BOCXOJSILEM OTHele neTiu [ 'enie
MPUBOJNUT K Pa3BUTHIO CHUHApoMa bapTrepa ¢ OoiblIoi moteped HaTpusl, Kayus,
BoAbl. KiMHMKAa HamoMHMHaeT JCHCTBHE TMETIEBBIX JUYPETHKOB ((pypoceMun).
TpancnopTHOe HapylleHHE B JAHMCTaIbHOM OTAeNe He(poHa SBISETCA NPUUHMHON
cuaapoMa ['urenpMana (MOJOOHO MAEUCTBUIO THA3UIOB, PAOOTAOIIMX B ITOM
cermente). HaobGopot, mpu cungpome Jluanna myranusi TeéHa HOHHBIX KaHaJlOB
MPUBOAMUT K HAPYIICHHUIO PETYJALMH C M30BITOUHON peadcopOuuel HATpHUs U €ro
HAKOIUICHHEM B opranmsme. Pa3BuBaeTcsi rumepBojemMusi, runepreHsus. HazpBaor
MICEBIOTUNICPATBAOCTEPOHIU3MOM H3-3a CXOJICTBA KJIMHUYECKUX TPOSIBICHUN C
M30BITKOM  almbAOCTEpOHA. bBJIOKMpOBaHME MYTAaHTHBIX KaHAJIOB aMUJIOPHIOM
oka3biBaeT JieueOHbId dPdext: [edpexkt V, penentopoB aHTUIUYPETUUECKOTO
TOPMOHa BeIET K pa3BUTHIO HepporeHHoro amabera. Takke HACIEICTBEHHO
OOyCIJIOBJICHHbIE HAPYIIEHUS APYTUX KaHAJIBLEBBIX IPOILIECCOB  COOTBETCTBEHHO

71



ABIIIOTCS TMPUYMHON Apyrux TyOynomatuii — ¢docdar-nuadbera (Pocdatypus,
runodocdaremus), TITIOKO3YPUH, allia03a, AMUHOAIUTYPHH.

[Ipu coueranHoMm cuHapome DAHKOHU BBIABISIIOTCS META0OJWYECKUNA aluuio3,
[JIIOKO3YpHUS, aMHHOAUUAYPHs, YPHUKO3YpHs, TUNOypukemusi, ¢ocdarypus,
runoocpatemMusi, LUTpaTypus, MNpOsIBIEHUs paxura. HMHorma BecTpeyaercs
TUIOKAIMEMUS U TyOyJsipHas npoteuHypus. Yamie cunapom MaHKOHU pa3BUBAETCA
BTOPUYHO — MpU JpYyrux OoJie3HSIX (LMCTUHO3, Ooine3Hb BuiibcoHa, oTpaBieHue
CBUHIIOM, KaJIMUEM).

TyOGynonatuu BcTpeuyaroTcs HEYAcToO, MPUYMHON KOTOPOIO MOXKET OBITh
OTCYTCTBHE pPaHHEH NHMarHOCTUKH, CMEPTh B PAHHEM BO3PACTE M3-3a BPOXKICHHBIX
BOJHO-3JIEKTPOJUTHBIX HapylmieHud u 1p. llepBble KIMHUYECKHE CHUMIITOMBI, YTO
JOJHDKHO OOpaTUTh BHUMAaHHE 3TO — METaOOIMYECKUE HapyIIeHHs, OeCpUYUHHBINA
anua03, TUIOKAIUEMHS U JIPYTHUE DJIEKTPOJIUTHBIE HAPYIICHUS, TOJIUYpPHs], aHEMUS
HESACHOM OTHOJIOTMM M KOCTHbIE Jedopmanuu (paxuT, MEpesioMbl KOCTEH) ¢
OTCTaBaHHEM B pocTe, Ho O0e3 XITH.

OcTtpast noyeyHast HeIOCTATOYHOCTH

OcTtpas noueunas HegoctarouHocTh (OITH) — 310 cunapoM omnpeaensemMbiii Kak
BHE3aIHAsI TIOTEPS  HNOYEUHBIX (QYHKYUli (Ocmpoe  CHUdCeHUe  KiyOouKo8oll
Qurbmpayuu) ¢ HaKonlieHuem 8 KpOo8U COCOUHEHUl, IKCKPemupyemvlX HOUYKAMU.
ITepssiii mpusHak OITH — azotemust (pe3koe NOBBINIEHUE KOHLIEHTPALMN MOYEBUHBI U
KpeaTWHWHA), BTOPOW — OJIUTOaHypusi, koTopas BcTpeuaerca He Bcerda (y 50-70 %
6omnpHbIX). [Ipuunnbr OITH pa3nenstor Ha TpU OCHOBHBIE TPYIIBI — MPEPEHATBHEIE,
pCeHAIIbHBIC U TTOCTPeHANIbHEIC (T1aBa 17).

lIpepenanvusie npuuunsr o0ycnoBiuBatoT OonbiuHcTBO OITH (50-65%). D10
BHEMOYEYHbIE 3a00JI€BaHUs, MPUBOIALIME K THINOTOHUHU, YXYALICHUIO MOYEYHOIO
kpoBocHaOxenus U nageHuto CK®. K Hum oTHOcATCS ceplieyHas HeJOCTaTOYHOCTb,
TUTIOBOJIEMUYECKOE  COCTOSIHUE  (KPOBOTEUEHHE, OOE3BOKMBAHHUE),  CEICHC,
MEYEHOYHAass HEJIOCTAaTOYHOCTh, T'€HEPATM30BAHHbIE OTEKH (HEPPOTUUYECKUN
CUHApPOM, Ippo3 neuenn). CHmxkaetcs novyeunas nepdysus u CKO. [Ipepenanbhas
OIIH BHauane (QyHKIMOHAIbHAS, T.€.0HA Pa3BUBACTCS MPH 310pOBOM nouke. OIHAKO
IpU JUIUTEIBHOM COXPAHEHHHM HApYLIEHHOIO KPOBOTOKA B IMOYKAX MpepeHabHas
OIIH wMoxeTr MepelTH B pPEHAIbHYI0 C OpPraHUYECKUM MOPAXKEHUEM MOYEK
BCJIEJICTBUE UIIEMUH TKAHHU.

Penanvnvlie npuuunvl vnu BHyTpHUNOUYeYHbIC 3a00J€BaHus BeTpeuarorcs B 20-
55%. Camwxenne CK® 00yclOBIEHO TMOBPEKICHHEM IIOYKM — KaHAJIBIICB,
MHTEPCTUIMS, KIyOOUKOB, cocyAoB. OCHOBHBIMU SBIISIFOTCS TJIOMEPYJSIpHBIE U
TyOyJI0-UHTEPCTUIIMAIbHBIE HEPPUTHI, OTPaBJICHUS JEKAPCTBEHHBIMHU CpPEACTBaMH,
TOKCHUHAMH.

llocmpenanvuas OITH pa3BuBaeTcsi MpU OOCTPYKLIMU MOYEBBIBOISIINX MYTEH.
N3-32 MOBBIIIEHHOTO BHYTPEHHETO JIaBJICHHWS IIOYEYHBIE KaHAJbLBI HAa0yXaroT,
CIABJIMBAIOT KPOBEHOCHBIE COCYJbI IMOYEK, YTO MPUBOAUT K MIIEMHUU TMOUYCUYHBIX
TkaHed. OOCTpyKuHs MOXeT OBbIThb CBfi3aHA C MOYEKaMEHHOW O0Jie3HbIO,
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OIyXOJIEBBIM MPOLECCOM, C KpHCTAUIAMU MOYEBOM KHUCJIOTHI IpPH pa3pylIEHUU
3JI0KaYE€CTBEHHOM TKaHH BCIIEJICTBUE XMMUOTEPAIIUN Yy OOIBHBIX JIEMKO3aMHU.

B Hacrosiee BpeMs BBEJEH HOBBI TEPMUH — OCTPOE MOYEYHOE MOBPEKICHHE
(OIIIT) u mpennoxensl kputepun panHed auarnoctuku OINII (rnasa 17)

XpoHHYECKAs MOYeYHAA HEAOCTATOYHOCTh

Xponudeckas modeyHas HegocTaTouHocTh (XIIH) — kiauHUYecKud CHHIPOM,
Pa3BUBAIOIIMNACS  BCJIEACTBUE TMOTEpU TMMOYEHYHBIX (YHKIMH B  pe3yibTare
HEOOpaTUMBIX MTPOTPECCUPYIOLIUX TTOBPEKICHUMN TTOUEK.

[Tpu XIIH nmpoucxoauT MOCTENEHHOE NOBPEKIACHUE U 3aMEIICHUE HOPMAJIbHOM
TKaHU TI0YeK pyOI1oBoii. CKOPOCTh MPOTPECCHUPOBAHMS HEOJMHAKOBA Y Pa3HBIX
O00NBHBIX B CBA3M C MHoOrooOpasuem mpuunH XIIH. VYV oaHux OGoibHBIX
MPOrPECCUPOBAHUE JO KOHEYHOM - TaK HA3bIBAEMOM TEPMUHAIBHON CTaguu
noyeyHo! HepoctarouHocTu (TXIIH) mpoucxogut ObICTpO - MEHeEe, YEM 3a OJUH
roji, y Ipyrux mejyeHHo, yepe3 20 u Oonee jet. s onpeneneHust Takoro, mopou
JUIMTEIBHO TIpollecca, ObUITM HEOOXOAuMbl Oojiee 4YETKUE KPUTEPUM CTaaui
MPOrpeCCUPYIOLIEro 3a00JeBaHus, YTO OTCYTCTBOBAJIO JI0 HEJABHETO BPEMEHHU.
Tepmun XIIH wu3nauaneHO TpenronaraeT 3HAUYUTETbHOE HapylieHue QyHKIUN
MoYeK, TpeOyrolee 3aMeIleHre €€ IKCTPAKOPIOPaTIbHBIMU METOJIaMU, T.€. KOHEYHYIO
CTaJMIO JJIUTEILHOTO MPOTEKAIOIIET0 XPOHUYECKOTO 3a00JIeBaHMUSI.

C 2002 rona Bmecto «XITH» npennokeHo ucnoib30BaTh TEPMHUH «XPOHUYECKAS
oonesnp mouek» (XBII) [5]. B Hacrosiee Bpems BO3 pekoMeH10BaHa Clieayrolas
knaccudukanus craguit XbII. (Tadm. 3.6).

Tabmuma 3.6. Ctagun XpoHUYECKO# 00JI€3HN TTOYEK

Cranuu XapakrepucTHKa CK® mu/mun/1,73 m°
XbII

1 [loBpexnenne Tmodyek ¢  HOpMalnbHOM  wiau | >90
noBeimeHHo CKO®

2 [ToBpexnenue noyek ¢ aerkuM cHuxenneM CK® 60-89
3 VYmepennoe camxenne CKO 30-59
4 Bripaxkennoe canxenne CK® 15-29
5 [Toueunast HEIOCTATOYHOCTD <15 wnu Ha quamu3e

Knaccudukanus oxBaTblBaeT BCE CTAIMU XPOHUYECKUX MPOTPECCUPYIOLIUX
MOYEUYHBbIX 3a00JIEBaHUN MOYEK, BKJIOYas HayajbHblEe CTaJAuM O€3 HapylleHUs
¢bynkuun. B ocHoBy knaccudukanuu ctaauii XbI1 nmonoxena rpaganus no BeIUYUHE
ckopoctu  kiayOoukoBoi  ¢unbrpanuu  (CK®), kak Haubosiee HaACKHOTO
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WHTETPAILHOTO Mepuia (GyHKIIMOHAIBLHOTO COCTOSIHHSI TIouek. PaHHee ompeneneHue
camMoOil HO30JIOTHYECKOH (OpMBI OOJE3HM MOYEK Ha OCHOBAHHM J1aOOpPaTOPHBIX
aHAIN30B, BU3YAJTU3HPYIONUX, MOP(HOJIOTHIECKUX HCCICIOBAaHUNA B  CTaIuu
COXpaHHBIX (YHKIWNA TIO3BOJSET HA3HAYUTh paHHEE JTHOINATOTCHETHYECKOE
ne4yeHue, a onpenenenue craauu XbII — cBoeBpeMEHHO KOHCTaTUPOBATH CHUKEHUE
CK® u pa3zpaborath HepONPOTEKTUBHYIO TEPAINIO, HAIIPABICHHYIO Ha 3aMe/JICHHE
IPOrPECCUPOBAHUS CKIEPOTUUECKOTO Ipoliecca B oukax. Takum o0pa3oM, 0 Havasie
XIIH niu 0 BO3MOXKHOCTU Pa3BUTUS B IOCIEAYIOLIEM TEPMUHAIBHOM ITOYEUYHOU
HegoctarouHoctu (TXITH) moxxno roBoputh yxke ¢ 3 craguu XBII, T.e mpu CK®D
Huke 60 mi/mMuH. [Ipu 3TOM YeTKue KIMHUYECKHE MPU3HAKU HAPYIICHHS TOMEOCcTasa
(BOIHBIM, COJIEBOM, KHCJIOTHO-IIEJIOYHOW OanaHChl) MOTYT €Ile€ OTCYTCTBOBATbH,
BCIIC/ICTBUE PA3BUTHS KOMIIEHCATOPHBIX MpoleccoB. HekoTopble CUMIITOMBI
(anemusi, KOCTHbIE JAe(OpMalMH), TOBOPSIIME O HAPYIIEHHMH HEIKCKPETOPHBIX
(GyHKIIUH TOYEeK, MOTYT OBITh OILICHEHBI HENpaBUJbHO. TOJBKO (aKT HAIUYUS
camkeHnss CK®, noaTBEepKICHHBIM MNOBTOPHBIMHU HWCCIIEIOBAHUSMH, ITO3BOJIUT
onpenenuth ctaauto XbII (rnasa 18).

llamoezenes npoepeccuposanus XbI1. Ilpu mo60oM 3a0071€BaHUM, TPUBOASAIIEM K
YMEHBIICHUIO (DYHKIIMOHUPYIONIUX HEPPOHOB, CO BPEMEHEM Pa3BUBACTCA MOYCUHAS
HEJI0CTaTOYHOCTh. Umciio paboTaromux HEPPOHOB IMOCTENEHHO YMEHbINAETCS, a
octaBirecs GyHKIMOHATBLHO KOMIICHCUPYIOT UX yTpaty 3a cueT yBenuueHus CKD u
peabcopOIuM  AIEKTPOIUTOB. 3a CUET ATOro OOIuMi OajaHC roMeocras3a BEIIeCTB
noJro coxpansiercs. OaHaKo, K COXKaICHHUIO, KOMIIEHCATOPHOE MOBBITICHUE (QYHKIIUN
B OTJEJIbHBIX HEePpOHAX OBICTpEE MOBPEXKIAET MX M CKOPOCTb MPOTPECCUPOBAHUS
CKJIepO3a MOYEeYHOM TKaHW Bo3pacTaeT. KoHeuHas ctaaus 3a001€BaHUs HACTYIIAET,
KOrjJja TI0OYKa caMa HE€ CIHpaBisSIeTCS W JJISI COXpaHEHUs >KU3HU HEeo0XoIuma
3aMeCTUTEJIbHAS TTOUeUHasl Tepanus (Auanu3 Win TPaHCIIJIaHTALIHS).

Takum 00pa3oM, OCHOBHBIM MeXaHM3MOM mporpeccupoBanusi XbII saBisercs
runepGUIbTpalusi M BBICOKOE BHYTPUKIYOOUKOBOE JABJICHUE B OCTaBIIMXCS
Hepponax.  Teopuss  runepuibTpanu  OOBACHSET, TMOYEMYy  IOYECUHAS
HEJIOCTaTOYHOCTh MPOJOJIKAET IMPOrPECCUPOBATh Jaxe TOrAa, KOorjga yCTPaHEHO
JeNCTBUE MPUYMHHOTO (hakTopa (MMMYHHOE MOBpEXACHUE, OOCTpyKIus u T.1.). Ha
cerofusi runepduiIbTpalusi B OTIACHbHBIX (OCTAaBIIMXCSA) HePpoOHAX MpHU3HAHA
YHHUBEPCAJIBHBIM MEXaHU3MOM mporpeccupoBanus npu Bcex XbII, He3zaBucumo ot
npuunH. [loBpexnenne movyex B pe3ysbrare TUnepPribTpaluid MOKHO YMEHBIIHUTH,
CHUXasi TUAPOCTATUYECKOE JaBJICHUE B KIyOOuke. Y OOJbHBIX C THINEPTOHUEH, TIe
TaK K€ UMEETCSl BHYTPUKIYOOUKOBasi runiepTeH3us, nporpeccupoBanue XbII moxer
OBITH 3aMEIJICHO JICYCHUEM TUTiepTeH3uu. [Ipu 3TOM urpaer posib He TOJBKO MaJeHUE
JaBJICHUs] B OOJIBIIIOM Kpyre KpOBOOOpAIIeHUs, HO M HU30UpaTeIbHOE CHUXKEHUE
JABJICHUS] B OTACJIBHBIX KIyOOUKax, T.€ Ha3HAUCHHE MpernapaToB, PACHIUPSIONIUX
OTBOJISIIKE apTeproibl (MHTuOMpoBanue cucteMel PAAC).

IIpu nucnancepHom HaOmoaeHUM O0JbHBIX ¢ XBII wam mnoreHuuanbHO
yrpoxkaembiMi 10 pa3Butuio XbII 3aboneBaHusIMM HEOOXOOUMO 3HATH IEpPEUYEHb
71a00paTOPHBIX U IPYTHX HCCiIeq0oBaHui (Tadi 3.7)
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Tabnuma 3.7. Uccnenoanus y 60npHbIX XbBI1

HUccaenoBanus

3HayeHue

1. O6mmii aHamM3 KPoBU:
e HB
® DPUTPOLIUTHI
e ['emarokput

BrigBienue anemun

2. O0Wwui aHaJIn3 MOYU

BrigBiieHne n3MeHeHuit

3. buoxumuueckuii aHaJIu3 KpOBU:
e Kanuit

Brisgsienne T'HUII0-, TUIICPKAJIUCEMU A

e Harpuii BelsiBiIeHHE TUIIO-, TUIIEPHATPUEMHUH
o Kanpnuii BrisiBneHue rumno-, runepKajiblueMUn
e docdop BeisiBrienue rumno-, runepdochareMun

e MoueBuHa
e KpeaTtunun

BrigBiienue azoreMuu

4. CKO® (y B3pocabix mo Kokpodry-
l'onty, y nereii no llBapiry)

Onpenenenne ctaguu XbII1

5. [Tapatropmon

Onpenenuts runeprapaTupeos

6. Buramun /]

Onpeaenutp ne@umuT

7. pH, ObukapOonar,

Ouenutsb coctosinue KIIC

8. Hacelienue xene3oM Tpanchepuna ,

bepputuH

OHpeI[eJ'II/ITL ,I[e(bI/II_II/IT KEIIC3a

9. Jlunuaer u ppakiuu

OHpeI[eJ'II/ITB HapyICeHUs JIMIIMAHOTO CIICKTpa

10. AprepuanbHoe 1aBJICHHE

Monutopunr AJl

11. OKT', OxoKT

KoHTpoIb coCcTOSIHUS CEpIeUHO-COCYAUCTON
CHUCTEMBI

KonTpoJsbHbIe TeCThI 10 IJ1aBe 3

1. OOGsi3aTenbHbI CUMITOM B COCTABE «HEPPUTUIECKOTO CUHAPOMA) :

1) oreku

2) reMatypusl

3) npoTenHypwHs

4) runepKpeaTHHHHEMUS

5) aprepuanbHas THIIEPTECH3USA

2. s medputrueckoro curapoma HE xapakrepHo:

1) remarypus
2) TUTNEPKpEeaTHHUHEMHUSI
3) aprepuaibHas TUIICPTOHHS

4) HeOoubIIasi MPOTESHHYPHUS U TeMaTypus
5) BeIpaKEHHBIC OTEKU M MACCUBHASI IPOTECUHYPHUS
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3. Ilpu3naku nmopaxeHusi KaHAJIbLIEB:
1) remarypus
2) BBIpaOKEHHAS IPOTCHHYPUS
3) MOBBINICHHUE APTEPUATEHOTO JTABICHUS
4) KaHaibplLieBas MPOTCHHYPHS, TUTIOCTCHYPHSI
5) BbIpakeHHBIC OTEKU ¥ MACCHUBHAsI TPOTCUHYPHS
4. OCHOBHOW ME€XaHW3M MPOTPECCUPOBAHUSI XPOHUUECKON OOJIE3HN NTOYEK !
1) TpoMOOLMTONCHHUS
2) runepuIbTpaIHs
3) rumnepxojecTepUHEMUs
4) HeIoCTaTOYHOCTh HIMMYHHOTO CTaTyca
5) aKTHBHOCTH BOCHAJIMTEIHHOTO TpoIiecca
5. Ilpu3Haku riioMepyasipHO reMaTypuu:
1) TompKO MakporemMaTypus
2) TOJIBKO MHUKPOTEMATYPHSI
3) Bcerga coueTaercs ¢ MPOTEHHYpHEH
4) coctaBisieT OOJILITMHCTBO CIy4aeB TeMaTypHH
5) spurpouuts [IHymepa (akaHTOINTHI)
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I'JTABA 4. IEPBUYHBIE I'NIOMEPYJIOHE®PUTBI
4.1. OCTPBIY MOCTUH®EKIIMOHHBIN ITTOMEPYJIOHE®PUT

Octpeiit  nmoctuHdekmonHbii ['H  mposiBiasieTcss ocTphIM  HEDPUTHUUESCKUM
CUHIPOMOM C THUNHWYHBIMM CHUMITOMaMH B BHUIE AaKTHUBHOTO MOYEBOIO OCaJKa
(Makpo-, MHUKporemMaTypusi) W MPOTEUHYPHH, YacTO C OTE€KaMH, apTepuaIbHOU
TUIEepTEH3MEeN U HapyleHueM (YHKIUHN MoveK (OJIUrypus U TUMepa3oTeMus). XoTs
MOPAKEHUE TIOYEK MOXKET AacCCOLMUPOBATHCS C  PA3NUYHBIMU  HMH(DEKUUAMH
(cTpenTOKOKK, CTapUIOKOKK, TpaMOTpHUIaTeNIbHbIe OaKTepUHU, BUPYCHI, Mapa3uThl),
MIPOTOTUIIOM 3a00JieBaHusl  ABJsieTCA ocTpbii noctcTpentokokkoBwii ['H (OIICTH)
[6,7].

Omuonoeus u snudemuonozus. 3aboneBaHue OOBIYHO HOCHUT CIIOPaIUYCCKUMA
xapakrep, panee orMmedanuch BenblIkd. OIICI'H o6plyHO Haumuaercs uepe3 1-3
HEJENUW IIOCJI€  PEeCHUpaToOpHONl  AMOO0  KOXKHOM  MH(EKIUH, BBI3BAHHOM
«HE(PUTOTEHHBIMM» IITAMMaMH [-T€MOJIMTUYECKOIO CTPENTOKOKKA TIpynmbl A.
OIICTH BcTpeuaercss y HeTEH MIKOJBHOTO BO3pacTa M Yy MOJIOABIX, Yallle Y JIMI
MyKCKoro mosia. Peako OosieroT et miaimie 2 jeT u B3pociblie crapuie 40 ner.
3aboseBaHrEe IOYTH MCYE3JI0 B PA3BUTHIX CTpaHax, HO JIOBOJIBHO YacTO BCTPEYAETCS
B HEKOTOpPBIX cTpaHax JlatmHckon Amepukn, A3uu. B nmocinenHue roapl NOSBISIIOTCS
JAHHBIE O BO3pACTAIOLIEH POJIU CTAPUIOKOKKA U TPAMOTPULATENIBHBIX OAKTEPHIA.

Ilamoecenez. OIICI'H sBnsieTcss WMMMYHHO-ONOCPEIOBAHHBIM 3a00J€BaHUEM
(nmmyHHBIE KoMILIeKChl — C3 1 IgG B KanWUIAPHBIX CTEHKAX M Me3aHTuu). B To xe
BpeMs, TOYHBIE MEXaHHW3Mbl [OPAXEHUS IIOYEK OCTAKTCS  HEJOCTATOYHO
n3ydeHHbIMH. OOCYKIaeTCsi BO3SMOXKHOCTD: 1) 00pa3oBaHusi HUMMYHHBIX KOMILJIEKCOB
Ha TEPPUTOPUHU KIyOOUukoB (in situ) MeXAy paHee HMIUIAHTUPOBAHHBIMU B
KIIyOOYKaxX CTPENTOKOBHIMHU AHTUTCHAMH W IUPKYJIUPYIOINIUMHU aHTUTEJaMu; 2)
3aXBaT MHUPKYJIUPYIOMIUX UMMYHHBIX KOMIUIEKCOB KiIyOoukamu; 3) mepekpecTHas
peakuusi MEXAy CTPENTOKOKKOBBIMU M TJIOMEPYJISPHBIMU aHTUIeHaMmu; 4) mpsiMas
aKTHUBAIUS KOMIUJIEMEHTA CTPENTOKOKKOBBIMU AHTUT€HAMHU B KITyOOUKax.

Mopdgonoeus. Knaccuueckum tunom OIICI'H sBasiercss SHIOKANWIUISIPHBIN
npoiudepatuBHbli  (3kccynatuBHblid)  ['H. I[Ipuy  sTOoM  HaOmomaercs
TUIEPKIETOYHOCTh KIIyOOUKOB: HEUTPOPHUILIBI, MOHOIIMTHI B IPOCBETAX KaNUJUISIPOB
KJIIyOOUKa M DHIOTENHANIbHAs, Me3aHrHayibHas mnpoiudepanus. ['UnepKiIeTOYHBIHN
YBEJIMUYEHHBIN KITyOOU€eK 3amoIHsIeT Bce MPOoCTpaHCcTBO boyMeHa.

Moryt ObITh moNynyHHs, HO B MeHee ueM B 50% kimy6oukoB. Oxpacka
TPUXPOMOM BBISIBIISIET CyOSMUTENHAIbHBIE JEMO3UTHI Pa3IMYHOro pazmepa. Moryt
OBITh TaK)K€ ME3aHTMalbHbIE U CYOdIHIOTENHAbHbIE Menkue aeno3uTsl. [Ipu OM
HauboJsiee MpUMEYATENIbHBI «TOpPOb» (CyOdMHUTENUANbHBIE JIIEKTPOHHO-TUIOTHBIC
neno3utbl). OHU pacnonokeHsl KHapyku oT ['BM u He conpoBOXAArOTCS
oOpazoBanueM mUNUKOB. [Ipu D Ha GoHe cTpenTOKKOBON MH(EKIIMN BBISIBISIOTCS
muddy3Hble U riao0anbHbIe OTIO0XKEHUs KoMiiemMeHTa C3, 4acTo B COMPOBOXKIACHUU
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ornoxxkeanit 1gG, a mnpum cradpumokokkoBoir wuHpeknuu momuaupyer IgA. Co
BpeMEHEM (OT HEeJeNb JI0 MECSIIEB) BOCIATUTEIBHBIC KICTKU B KAMMIIIPHBIX METIISX
YMEHBIIIAIOTCA C MOJHON HOpMau3aluei Kiyoouka.

Pucynoxk 4.1. luddy3nbiii sH10KaNMIUIIpHBIN niponudepaTuBubii ['H.

A. Me3aHruanbHass ¥ 3HIOKAMWUIApHAs THIEPKIECTOYHOCTh KiyOouka. BumHbel HeWTpoduibHbIE
JIEWKOLUTHI B TPOCBeTaxX KammuisipoB. PAS-peakumst, x400.

B. Beoipaxennoe cBeuenue IgG B wme3anruu u 1o nepudepuu KanWUIAPHBIX TETENb.
NmmynodmroopecuenTHass Mukpockonst, x200.

C. KpymHbli cyOdnuTenuanbHblii  Ieno3uT 1o Tumy «ropouka» (hump). OnexTpoHHas
MUKPOCKOTIHSI.

Cnaiinbl onmyObnuKoBaHbI ¢ pasperienus npodeccopa Aprypa Kosna (mo nexkuuu, Anamarsl, ¢peBpaiib
2014).

[Moctundekmonnsii I'H He orpanuumBaercs KiyOOYKaMu, WMMYHHBIE
KOMILJIEKChl HAXOJAT B TYOYJSIpHBIX Oa3ajbHbIX MeMOpaHaX, UHTEPCTUIMU U B
JIPYTUX OpraHax (Cele3eHKe, KOxKe)

Knunuueckaa xapmuna. OIICI'H xapaktepu3yercsi BHE3alIHBIM H3MEHEHUEM
[BETA MOYM IO THUILYy «MSICHBIX IIOMOEB», HEPEAKO B COYETAHUU C OTEKAMU U
runepreHsuerl yepe3 1—3 Hemenw mocie CTPENTOKOKKOBOW HMHGEKIUH. XOTs
KJIMHAYECKUM SKBUBAJIEHTOM 3a00JIEBaHMUSI CUUTAETCS OCTPBIM HEPPUTHUUECKHI
CUHAPOM, y OOJBIIMHCTBA MAIMEHTOB 3a00JIEBAHHE OrPAHMYMBAECTCS MOYEBBIM
cuHapoMoM. Makporematypusi ormeuaercsi B 40% AuarHOCTUPOBAHHBIX CIYy4aeB U
MPONOJDKAETCd A0 2-X Hemelb. [eMarypus CONpPOBOXKIAETCS  YMEPEHHOMN
poTeuHypueil Menee 2 r/cyt. HemocTosiHHAs MUKpOTeMaTypusi MOXKET COXPaHATHCS
B TEUCHHME HECKOJbKUX MecsieB. HeppoTuyeckuii CHHAPOM OTMEYaeTCsl KpaiiHe
penko u TpeOyeT NOMOJHUTENHOTO T'MCTOJIOTMYECKOTO IMOATBEPIKICHUS MarHo3a
OIICTH. YV wMHOrux NauMeHTOB HMEETCS TPAH3UTOPHOE CHIKEHUE IMOYEYHOM
(GyHKIMM B TOW WJIM UHOW CTENIEHU C Pa3BUTHUEM OJIUTYPUHU.

OTteku, OOBIYHO yMEpPEHHbBIC, U TUNIEPTEH3US ABIISIOTCS PE3yJIbTaTOM 3a/ICPIKKH
KUIOKOCTH WU COJNM. B OTAENBHBIX ClydasX pa3BUBAECTCSA 3AaCTOWHAs cepAcdHas
HEIOCTATOYHOCTh CO  3HAYUTEJIBHOM IIEPEerpy3KOM  JIETOYHOM  LUPKYJISLNH,
NPOSIBIISIFOIIEHCS  KAllUIEM, OJIBIIIKOW, KpEnuTauued B JIETKUX. [unepreHsus
oTMedaeTrcs y OOJIbIIMHCTBA TMAIIMEHTOB, SBISETCA OObEM3aBUCUMOM, MOXKET
COMPOBOXKIATHCS TOJIOBHBIMH OOJISIMHU, TOIIHOTOM, pBOTON. HOT1a MOTYT pa3BUThCS
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CyIOpOTH — THUIIEPTeH3UMOHHas »SHuedanonatus. Penko pa3BuBaercs aHypus —
Tsokenble craaun  OIIII, TpeOyromue 3aMeCTUTENBHONW IMOYEYHOW TEpamui.
VYkazaHHbIE OCIOKHEHUSI MOTYT MPEACTABISTH OMACHOCTD JJISL dKU3HH.

Juacnocmuxa 3a00neBaHNs OCHOBaHA Ha aHaMHe3€ (MIepeHeCeHHbIe MH(EKINN),
JaHHBIX OaKTEpUOJOTMYECKUX M CEpPOJOTMYECKUX MCCIEAOBaHUN (IOBBIIIEHHE
aHTUCTpenToan3uHa-O, ypOBHS aHTUTEN K THAJIypOHUJA3e M JIp.), BBISBICHUU
OTEKOB, TUIIEPTEH3UH, OJUTYPUU U J1a0OpAaTOPHBIX M3MEHEHUN (yMEpeHHas
POTEUHYpHUsI, MaKpO- U Mukporematypus u camxenue CK®, camxenue C3, CH50),
[UKJIMYECKOE TeUEeHUE 3a00I€BaHUSI.

YuureiBas MUKJIIMYHOCTh TEUYCHUS OIICTH, HE0OXOIUMOCTh B
TUCTOJIOTUYECKOM MOJATBEPKACHUM JUArHO3a BO3HUKAET OYEHb PEIKO, B OCHOBHOM
P HAIMYAKA HEXApPAKTEPHBIX CHUMITOMOB, CBHUJIETEIBCTBYIOIIUX O THKECTU
MOpaXCHHs MOYEK: aHypUHu, HEPPOTHUECKOM CHHApPOME, UIUTeIbHOU (Oonee 3-6
Mec.) npoTeuHypud u ap. Cienyer npoBoAUTh TU(PPEpeHIHATBHYIO JUArHOCTHKY C
momnyc-Hepputom, IgA-HedponaTreil, oOCTpbIM HUHTEPCTULUATBHBIM HEPPUTOM (CM.
B CJIEAYIOIINX TJIaBax).

Jleuenue.  Pa3zBuTHEe  OCTPOrO  HEPPUTUYECKOIO  CHUHApPOMA  Tpedyer
rOCIUTANIN3alMHA, 0COOEHHO Y B3pOCHbIX, Koraa umeercs Tsbkenas AT u cepaednas
HEJOCTATOYHOCTh. [IOCTENIbHBIN pEXUM Ha3HAYAeTC MCKIIOYUTENBHO B CIIydae
TSOKENBIX KIMHUYECKUX TMPOSIBICHUNH (OTEK JIErKOro, Mo3ra, apTepuajbHast
TUIepTeH3us U JIp.). Tepanus ocTporo HepUTUUECKOTO CUHAPOMA BKIIIOYAET B ceOs
OrpaHUYECHUE JKUJAKOCTH M  COJM, HAa3HA4YCHHWE IIETIEBBIX JUYPETUKOB U
TUIIOTEH3UBHBIX cpeAcTB (MHrHOuTOphl AIID 1 G10KaTOphl KalblLMEBBIX KaHAIOB U
ap.) [laieHThI ¢ OTEKOM JIETKOr0 M TMIIEPTEH3MOHHOM AHIIE(aIonaTue Hy K AatoTcs
B AKTUBHOM IUYPETUYECKOW W AHTUTUIEPTEH3UBHOW Tepanuu. HeoOXoIumocTh B
3IIT Bo3Hukaer penko. IIpum 3HaumrTensHoM cHmkeHUn CK® BpemeHHO
OrpaHUYMBaEeTCs TpHeM Oenka. YUuThIBas NPEALIESCTBYIOLUIYI0 HWH(EKIU0, Ha
MOMEHT aAuarHoctuku ['H pyTuHHO Ha3HayaeTcss aHTUOMOTUK NEHUUUTMHOBOTO
psna wi Makpoauasl. [IpodunakTruueckyro aHTHOAKTEPUAIBHYIO  TEpaIuio
PEKOMEHIYETCsl NPOBOAUTH BCEM YJIEHAM CEMBH, KOTOPbIE HAaxOIWJUCh B
HENOCPEJACTBEHHOM KOHTAaKTe€ C IMalUeHTOM, OCOOEHHO B YCIIOBUSIX BCIIBIILIKH
3a0osieBaHus. B3pocibiM nanueHTam Npu NMEePCUCTUPOBAHMM MOYEBOIO CHHAPOMA
Oonmee 6 wMecsIeB, OCOOEGHHO €CIM TMPOTEHMHYPHUs TMpeBbIaeT 1r/cyT, ciaemyer
Ha3HayaTh HATID unu bPA.

B caydae OwicTponporpeccupyromero tedeHus OIICTH w npu Hanmmuum
MHOTOUHCJICHHBIX MOJYJyHMH B OuONTAaTe MOYKM HEOOXOAMMO HA3HAUUTH IYJIbC-
TEpanuil0 METWINPEIHU30JJO0HOM, HWHOTJa B COYETAHUU C LHUTOTOKCUYECKUMHU
npenapaTamu.

[To Mepe MUKBUAIIMU OTEKOB, TUIIEPTEH3UU PEOCHOK MOKET MOCEIATh IIKOJTY.
OcraTouHass MUKpOremaTypusi He SBJISIETCSI MPOTUBOMOKA3aHUEM JUIsl CIIOPTHUBHOM
AKTUBHOCTHU.

Teuenue, npocnoz u oucnancepuzayus. B nedrore OIICT'H cmepTHOCTH B
pe3ysbTaTe OTeKa JIETKOro M Mo3ra oTMedaercss y MeHee 4yeM 1% OoibHBIX. Y
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npeobiiagaroniero OOJbIIMHCTBA MAIIMEHTOB pa3BUBAETCs MOIHAs peMuccusi. OcTphii
HEe(QPUTUUYECKUN CHUHAPOM IOTOMY M HA3BIBAETCS OCTPBIM, YTO 3aKaHYMBAETCS
BbI3ZIOpOBiIeHHEM. [l0ATOMY OCTpBIM HEPPUTHUUECKHII CHHIPOM MOXHO Ha3BaTh,
Korja HaOJII0JaeTcss IMOJIOKHUTENbHAS JWHAMHKA C KYIUPOBAaHHMEM OCHOBHBIX
NPOTHOCTUYECKH HEOJAronpusTHbIX  (PaKTOpOB — MPOTEUHYPUH, MOYCYHOU
HEJJOCTATOYHOCTH WU apTEPUANbHON TUIIEPTEH3WUH, B TEUECHHE HECKOJIBKHUX HEIENb.
[Ipy uX NEpPCUCTUPOBAHMU MO OTAEIBHOCTH WM BCEX BMECTE B TEUYEHUE TPEX
MECSIIEB, MOXKHO MPEIIOJIOKUTh JAPYTyI0 NPHUpPOAY 3a00jeBaHHs, TaK KaK OY€Hb
HU3Ka BEpPOSITHOCTh TOTO, YTO 3a00JE€BaHHME KOTJA-TMO0 OTCTYNUT OT MAalMeHTa.
3/1ech OTHOIICHHE K MalUeHTy coBceM apyroe. CriemyeT OCOOEHHO MOMHHUTh, YTO
HEONaronpusITHOE 3HAYECHUE MMEET COXpaHEHHUE AaKe HEOOJBIION MPOTECHHYPHH.
TpaH3uTopHas MHKpoOreMaTypus MOXKET HaOmomaTecsa B TedeHue 1-1.5 ner wu
ucye3HyTh. Ilpm auHaAMUYEeCKOM HaOMIOAEHUMU 32 OCTATOYHBIMU CHMITOMaMH
nedyeHus: He Tpedyercsa. BecbMa penko 3a0os1eBaHuE TPUHUMAET MPOTPECCUPYIOIIHIA
xapaktep. B uccnegoBanusx ¢ 15 netHum HabmoneHuem cinydau paszutus TXITH
coctaBwiia MmeHee 1%. OnHaKko OTIAJEeHHBIM NPOTHO3 XYXKE Y HOKHWIBIX ITAIIUEHTOB C
nepcuctupytoiieit nmporeunypueit (KDIGO 2012). HebnaronpusatasiMu (hakTopamu
B JI0I0TE SIBIAIOTCS HEPPOTHUUECKUNA CHUHAPOM, JUIMTEIBbHOE HapylIeHHE (PYHKIHMU
IIOYEK, OTHAEIBHBIE THCTOJIOTMYECKHE WM3MEHEHHUs, TAaKHE KAaK MHOIOYMCIICHHBIE
nonynyHusi, anare3uu, ckiuepo3. Hepeaxko OIICTH kiuHHYeCKM HEBO3MOKHO
omimuuth oT aedrora MIII'H. Hopmanuzarnus C3 KOMIIOHEHTa KOMILIEMEHTa 10 3
MecsEeB OT Hayana 3a00JIeBaHUs SIBISIETCA BECKUM apryMeHToM B mojbs3y OIICIH.
Hmerorcst eMHUYHbBIE OMMCAHUS MOBTOPHBIX 3IM30/0B 3a00jeBaHus. B cBs3u ¢ TeMm,
4TO B OOJIIIMHCTBE CIIy4aeB OMONCHS IOYKM HE MPOBOIAUTCS, HAOIIOACHHUE 32
OOJIbHBIMH JI€TBMH U B3POCIBIMU, NIepeHeciInMH ocTpblid I'H, 101HO nMpoBOAUTHCS
nnutensHo. [Ipu nepenaye nered B MOAPOCTKOBBINA KAOMHET JOJIKHO OBITh YKa3aHHUE
Ha MEePEeHECEHHOE 3a00JIeBaHNE TOYEK U HEOOXOIMMOCTh MEPUOAUUECKOTO KOHTPOJIA
AJl, CK® (110 ypoBHIO KpEaTUHHHA) U YPOBHS MPOTEHUHYPHUH.

AtunuuHeli  noctuHGekuonHbii ['H  BO3HMKAaeT y HUMMYHOKOMIIPO-
METHUPOBAaHHBIX B3pPOCIbIX, HAlpUMEp, MPHU aAJIKOTOJU3Me, caxapHoOM Jauabere, y
KOTOPBIX MPOTHO3 XY’Ke, MOJIHBIE PEMUCCUH pa3BUBAIOTCS MeHee yeM B 50% ciyuaes.

4.2. HEOPOTUYECKH CUHAPOM

Hedpotuueckuit cunapom (HC) mpexncraBmsier coboli CHMITOMOKOMILIEKC,
BKJIIOYAIOIIINH:

- OTEKH BIUIOTh J0 aHAcCapKu (aCLUT, MOJUCEPO3UTHI);

- mpoTeuHypuio 6ojee 3,5r/cyT uiam oTHolieHue Oenok/kpeaTuHuH Moun (0b/K)
>3 y B3pOCHbIX, a y aerei >40 Mr/mM*/aac wn 1 F/MZ/CyT, i ob/K >2;

- runonpotenHemMuto <50 r/1;

- rUnoaJbOymMuHeMuro <25 r/i;

- TUNEep-02-TI00yIMHEMHUIO;
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- TUNEPXOJIECTEPUHEMUIO, THIIEPTPUTITULIEPUIEMUIO.
B o6mem ananuse kposu nosbimmaercs COD. Ho npu atom AJl B ipenenax HOPMBI, a
remMarypusi HexapakTepHa. CHHOHUMaMH Takoro «4uctoro» HC sBASIOTCS TEPMUHBI
«upuonarnyeckuit HC», «immnonansiii Heppo3», «aerckuit HCO».

Nnnonatnueckuit HC nHambomnee xapaktepeH mia jgereid. Hapsay ¢ Hum
IpUYMHAMU Pa3BUTHS 3a00JI€BaHKUS MOTYT OBbITh MoBpexkaeHus ' bM u nmogonuToB Ha
(hoHEe HMMMYHHOKOMILJIEKCHOTO TIOpakeHUs Ipu TepBUUHBIX ['H M cuCTEeMHBIX,
MeTa0O0IMYEeCKUX, 3JI0KauYeCTBEHHBIX 3a0oieBanusaX. [locaennue Oojiee XapakTepHBI
s B3pocasix. HC sBisercs mposBiIeHUEM psja TEHETHYECKUX 3a00JIeBaHUM C
HapyIIeHUEM MTPOAYKITUHU MTOAOIMTAPHBIX OCIKOB UM KOMIOHEHTOB ' BM.

BoJie3nb MUHUMAJILHBIX U3MEHEHUH

HC y nereli knuHndecku pasnensercs Ha crepoua-uyyBcTBUTeNbHbI (CHHC) u
crepoun-pesuctenTHoli  (CPHC) BapuaHThl mnocie NpoBEIEHUS CTaHJAapTHOU
Tepanuu TpenHu3ojoHoM [6,7]. bomee uwem B 90% CYHC y nereii umeer
MOpP(}OIOrMUECKyl0 OCHOBY B BHUAE MHHHMMAJIBHBIX HM3MEHEHUH (0oJie3Hb
MUHUMAaNIbHBIX u3MeHeHuit, bBMU). BMU Bctpewaercs wame y gereit (dame —
MaJIbuMKU B Bo3pacte 2-5 neT). Y B3pocibix BeTpeuaercst Becero B 10-20% cimydaen
(E.M HlIunos, 2010). [Tostomy HC y B3pocibix TpedyeT 00s3aTeIbHOIO NPOBEICHUS
OHMoOIICMM NOYKH B camMoM Hayajie 3a0oieBanusa. Y nereit ¢ HC Owmomncus moyku
MIPOBOJIUTCS, KaK MPABUIIO, TIOCIIE YCTAHOBJIEHUS CTEPOUJI-PE3UCTEHTHOCTH, TO €CTh
yepe3 6 Henenb oT Hadasma HC. Havany HC npenmecTByroT pa3indHbie COCTOSHHUS:
OCTpbIE pecnupaTopHble 3a00JeBaHUS WA JApyrue HHPEKUHUH, aJIeprUYecKue
peaklMM, BaKIMHALMS, IJIUTENbHOE JIEUEHUE NpernaparaMyd, HO HEPEeAKO MpUYHHA
OCTAETCs HESCHOM.

Ilamozenes. bONBIIMHCTBO UCCIEN0BAHUM CBUAETEIBCTBYIOT B MOJIb3Y BEAYIIEH
ponu quchyHKuM T-TuMGOIUTOB B MMMYyHOT€HE3€, MPUBOJALICH K HapyIICHHIO
CTPYKTYPBI TJIOMEPYJISIPHOTO ¢ubTpa. JIum@ouunTs IPOLYLIUPYIOT
HUPKYJTUPYIOUMI  (AaKTOp NPOHUIIAEMOCTH, KOTOPBIA BBI3BIBAET MOBPEKIACHUE
HIeJIeBbIX AuadparM Mexay HOXKKaMy MOJOLMTOB. B pesynbrare 3TOro mpoucxoaut
CIJIAXKMBAHUE HOXXEK MOJOLUUTOB, KOTOPhIE B HOPME HE MPOMYCKAIOT B MOUY
anbOyMuH, IesieBble AuadparMbl paspymarorca. [[ogouuTel N0 CyTH MpeKpalarT
CBOIO HOPMaJIbHYIO (DYHKLIHIO, TPHOOpPETast OKPYIIIYyI0 GOopMy, @ MEXKIYy HUMH OEJIOK,
a MMEHHO albOyMHUH, CBOOOJHO momagaeT B Mouy (mporeunypusi). C paHHOU
Teopuen COTJIacyeTcs 0O1IEN3BECTHBIN dakr s pexTuBHOCTU
rimokokopTukoctepousioB (I'KC) npu BMU. Mexanusm aeiictBust I'KC, oueBuaHo,
CBs3aH C OJOKaAOW MPOAYKIUUA JUMGOIUTAPHOTO (HAKTOpA, BBI3BIBAIOIIETO
noBpexaeHue riaomepyisipaoro ¢puiabtpa. [Ipu CM TkaHu MOYKH: KITyOOUKH, COCY/IbI
U TyOyJOWHTEPCTUIMATIBHOE MPOCTPAHCTBO BBINVIAIAT HEeM3MEHEHHbIMH (puc. 4.2).
[Ipu m100BIX M3MEHEHMSIX B TYOYJOMHTEPCTHLIMAIBLHOM MPOCTPAHCTBE, MOJOOHBIX
TeM, 4To uMeroT mecto pu @CI'C, nuarno3 BMU cTaHOBUTCS COMHUTEIBHBIM.

[Ipu DM BBIABISAIOTCA XapaKTEpHbIE W3MEHEHHUs MOAOLUMTOB: Muddy3HOE U
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r100anbHOE CrIIXUBAaHUE HOXKEK MOJOUMTOB. J[pyrume CTpyKTypbl KiyOouka He
MeHSIOTCA. B OThHenbHBIX  choydasx  MOTYT  NPUCYTCTBOBAaTh  HEOOJbIINE
napame3anruaibHbie (B ydacTkax ['BM B o0mactu Me3aHTHs) AJIEKTPOHHO-TUIOTHBIC
aeno3utsl. [Ipu UI'X uccnenoBannu ki1yb0O4Kyd B OCHOBHOM HE OKPAIIUBAIOTCS, THOO
(OKaNbHO M CErMEHTAPHO BBISBISAIOTCS HEOOJbIINE IETO3UThl [gM 1 KOMIOHEHTOB
komrieMenTta (C3, Clq, C5-9). DnekTpoHHO-TUIOTHBIE JENO03UThI, Ig U oTIoXKEeHUs

KOMILJIEMEHTA, TaK K€ KaK U CIUSHUE OTPOCTKOB HOKEK MOJIOIUTOB, MOTYT UCYE3aTh
ripu pemuccun HC.

Pucynoxk 4.2. bones3Hb  MHUHHMAJIbHBIX
U3MEHEHUHN. Kny6ouex npu CBETOBOM
MHKpOCKonuu He u3meHeH, PAS x400.

(A.E Haymabaesa., 2009.)

Pebenok O., 5 nmer, HePpOTUUECKUN CHHIPOM,
CTEpPOUIUYBCTBUTEIbHBIA BapHAHT.

Knunuueckaa kapmuna. Kak 1paBuiao, NEPBBIMH CHMITOMaMH  SIBJISIOTCS
CHW)KEHHUE JMYpe3a, NMEHUCTasi Mo4Ya M OTEKH JIMLA, TOJIEHEH, MOSICHUIbI, KOTOPbIE
MOTYT MpOrpeccUpoBaTh 10 aHacapku. Pa3BuTthe OTEKOB  CBSI3aHO €
TUN0AIbOYMUHEMUEH U TMAJICHUEM OHKOTUYECKOrO JABJICHMS IUIa3Mbl KPOBHU (pHC.
4.3). Bo3HWKAaeT OHKOTHYECKHH TPAAUEHT MEXIy BHYTPUCOCYIUCTOU W
AKCTpaBa3aJIbHOM CPEOH, COMIACHO KOTOPOMY MPOUCXOUT MEPEMEIICHUE KUJIKOCTH
B TKaHU. KpoMe Toro, cymiecTByer Teopusi, 0ObsICHSIONIAs epeMENICHUE KUIKOCTH
U3 BHYTPUCOCYJUCTOrO MPOCTPAHCTBA U3MEHEHHEM IPOHULAEMOCTH KaluuIIpoB. B
psie cllydaeB THUIIOBOJEMHUSI MOXET OBbITh BBIPQXEHHOH U MPHUBOIUTH K
runonepdy3un MoYeK W CHIKEHHIO CKOpPOCTH KiyooukoBol (uubrparuu (CK®D) u
TUIEPA30TEMHUH.

MexaHu3M pa3BUTHs THIEPIUIUMIAEMUN 10 KOHIA He sceH. IIpeamomnaraercs,
YTO TUNOAJLOYMUHEMUS NMPUBOJUT K HAPYLICHUIO MEYEHOYHOro MeTaboju3Ma C
nmoBbIlieHeM cuHTe3a aununoB. MuHorma HC coueraercs ¢ remarypueit w/wnm
aprepuanbHOil TUnepreHsueil (Al'), 4To TpedyeT HCKIOYEHUSI HEPPUTUYECKOTO
npolecca, XOTS JaHHble CUMIITOMBI ONHUCAaHbl NpuMepHo y 10% OOJBHBIX C
uauonaruueckum HC. Tlotepu pa3ziaumyHbIX BEHMIECTB C MOYOM BBI3BIBAIOT CHHXKEHHE
MMMYHUTETA, TUNOKAIbIIMEMUIO, CHI)KEHHE (YHKIMHU IIMTOBHUJIHOM *Kene3bl U Jp.

(puc. 4.3).

82



| Tospexnenue k1y6ouka |

}

| [Iporeunypus |
B nieuenu: B kposu:
A\ 4
IToBblllIEHHE CUHTE3a < I'unonporennemus »- TUIIOraMMarjio0yInH-
JUTUJIOB B TICYCHU emMus -> HHpeKIuu
- | paxTopoB KomIIIEeMeHTa
-> | orncoHu3anuu
v - L AT L X, XL X
| l'nnepiannuaemus | |  TunoansGymunemus | (haxropos ->
TUTIEPKOAT YIS
l l - | Tpancdeppuna, T3, T4,
Jlunupypus ‘|/ | | OHKOTHYECKOTrO JTaBIEHUS \ BUTaMHuHa J|
\4
T AT | a3ddexruBHOTO T PAA

I1a3MaTUYECKOro 00beMa

~. + 7

| TCI/IMHaTI/I‘leCKOFO TOHYCa |

| 3agepxka HyO u comn |

Pucynok 4.3. [Tatorene3 HehpOTHUIECKOTO CHHIPOMA

K oco6ennoctssm orekoB mpu HC oTHOocUTCS WX TecToBaTas KOHCHUCTEHIIHS,
MAaCCUBHBI XapakTep M CKJIOHHOCTh K OOpa30BaHMIO aclHUTa, THIPOTOpaKca,
rujponepukapaa.

Ocnoowchenus.  T'WnoBosieMUsT  pa3BUBACTCS  BCJICJACTBUE  3HAYUTEIBHO
BBIPQKEHHOTO OTE€Ka C KaracTpoUuecKoll 3aJep>KKOM >KUAKOCTH B TKaHSIX U
HEJIOCTATOYHOCTU €€ B KpoBoToke. [Ipum ypoBHe anbOymmna Huxke 10-15 r/n u
CHIKeHHH o0beMa 1upKynupytromiet xuakoctu (OLK) Ha 25-30% MoxkeT pa3BUTHCS
eunosoemudeckuil wox. Pa3BUTHIO €ro MOXET CIOCOOCTBOBATH HEMPaBUIBHOE
nedeHue pauypetukamu. OmpenesieHHe BOJEMHYECKOro CTaTyca HMEeT BaKHOE
3Ha4YEeHUE IS BBIOOpA UYPETUUYECKOU Tepanuu. BeyencTBue CHIKEHUST KpOBOTOKA B
noykax paspupaetrcs npepeHaibHoe OIIII, moBbIIaeTcst ypoBeHb a30TUCTHIX IIAKOB
B KpoBU (KpE€aTMHUH, MOYEBHHA), CHIKAETCS AUype3. [ MMOBOJIEMHUYECKHUI IIOK
ObIBaeT TMpU HA3HAYEHUU JAUYPETUKOB, OCOOEHHO KOTJa WMEETCS CEeNTUIIEMUS,
nvapesi, pBota. ['MIIOBOJIEMHYECKHM IIIOK MOKHO MPEANOJIOKUTh MNPU HAIUIUH
pa3HOM MHTEHCUBHOCTH OOJIeH B )KMBOTE, TUIIOTCH3UHU, TaXUKapIuK, 03HoOe. B kpoBu
MOBBIIIEHBI ~ ypPOBHUM  IE€MAaTOKpHUTA, MOYEBMHBI W  MOYEBOM  KHCIOTHI.
BoccranaBnmuBaetrcss myteM CpouyHbIX HH(GY3UH (PU3MOJIOTHYECKOTO pacTBOpa U3
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pacuera 15-20mi/kr B Teuenue 20-30 munyT, MOxkHO noBTOpHO. MHDY3usa 10-20%
pacTtBopa anbOymuHa (5-10MI1/Kr) IpoBOAUTCS NP OTCYTCTBUU 3 (exTa mocie IByX
00JI0COB (PH3UOJIOTHUECKOTO PAacTBOPA.

Hegpomuueckuii kpu3 pa3BUBAETCs BCIEACTBUE THUIOBOJEMHYECKOTO IIOKA C
HapyUIEHUSIMA MHUKPOLUUPKYJSIUU. Pa3BuBaercs a0JOMUHANIBHBIA KpU3 — KIMHUKA
OCTpPOTO JKUBOTA, HA KOXKE — XapaKTEPHbIC IpUTEMbI («KMHUHOBBIN KPU3»).

Tpom603, mpom60odmMbOIUS MOTYT PA3BUTHCS BCIEACTBUE TUIIEPKOATYIISAIUH,
pa3BuBarolelica Ha OHE TUIOBOJIEMUH, TUTIEPHUOPUHOTEHEMUU U TTOTEPH C MOUYOM
antutpomOuna Il  wu  yrHerenus  ¢uOpuHONMM3a. MM  CcrocoOCTBYIOT
00e31BMKEeHHOCTh, jeueHue auypetukamu u ['KC. [Ipusznakamu nepudepuyeckoro
TpoMOo3a MOTYT OBITH THUIlEpeMHs, OO0JIb W KOXKHas Trumepacre3us. TpombOo3
MOYCYHON BEHBI MPOSBISETCS PE3KUM YBEIWYCHHEM IIOYKH, MOSICHUYHON OOJIbIO,
TUIEpTeH3ued M MakporeMatypuei. TpoMO03MOOIMIO JIErOYHBIX M MO3TOBBIX
apTepuil cieayeT MOATBEPAWTHh BHU3YaJIH3UPYIOIIUMHU HccleAoBaHusMu. K rpymme
pUCKa MO0 TPOMOOTHYECKHM OCJIOXHEHHSIM OTHOCSTCS TAllMeHTHI C YPOBHEM
CBIBOPOTOYHOTO anbOymMuHa Huxe 20 1/11.

JIns npoIIakTUKU U JIYEHUS TPOMOO30B OCOOEHHO Y JIMI], BBIHY>KJICHHBIX
co0II0aTh NOCTEIbHBINA PEXUM, HazHayaeTcs jeueHue renapuHom o 100 ea/xr B
J€Hb WM HU3KOMOJEKYJSIPHBIMU TE€lapUHaMH, JIUOO HENpPsIMbIM aHTUKOAryJISTHTOM
BaphapuHOM MOJ KOHTpOJeM MeXAyHapoJHOT0 HOPMAaJIM30BAaHHOIO OTHOIICHHUS
(MHO) ¢ ueneBsiM ypoBHEM 2-3. MHOTUMH PEKOMEHAYIOTCS aHTUTPOMOOIIUTAPHBIE
IpenapaTsl WIK aHTUATPEraHThl — JAUMUPUIAMOIT 4-5 MI/KT WM aCTIUPUH Y CTapUINX
nerei (0,2 Mr/kr yepe3 AeHb). BONbHBIM CileyeT pPEeKOMEHIOBAaTh JABUTATEIbHYIO
aKTUBHOCTh, HM30erasi IMOCTENBbHOTO pexknMa. Kak mpaBuio, mocie TOCTHXKEHUS
pemuccui  MPOPMIAKTHKA TPOMOO30B MPOBOJUTCS TOJABKO TMAIlMEHTaM C
TPOMOOTUYECKUMHU OCTIOKHEHUSIMU B aHAMHE3E.

Hnghexyuu BcTpeuarorcss yacto y mnaumeHtoB ¢ HC wu3-3a  BTOpUYHOTO
UMMYHOJC(PHUIIUTHOTO COCTOSHHS, CBSI3aHHOTO C TOTE€pPEl MMMYHOTJIIOOYJIMHOB C
MOYOW M nenpeccued T-KJIETOYHOro 3B€Ha MMMYHHUTETa, OOIIMX MeTabOoIMYecKuX
HapyLIeHUH ¥ MPUMEHEHHs] UMMYHOCYNPECCUBHBIX mpenaparoB. [lomumo dvacThix
pecnipaTOpHO-BUPYCHBIX 3a00J€BaHUI OMUCHIBAIOT MTHEBMOKOKKOBBIN MEPUTOHUT,
MHDEKIUI0 KOKU U TOJKOXKHOM KJIeT4aTKH Ha (hOHE OTEKOB (IICJUTIONUT), CETICHC,
MH(DEKIIMI0O MOYEBBIBOANIMX TMyTeW, MNHEBMOHUIO U J1p. Ocobyro omacHOCTb
MPEACTABISIOT CO0OM BETpsiHAS OCMa U OMOSCHIBAIONIMN JMIIAl, TpeOyromue
aKTUBHOTO JIEYEHUS AallMKJIOBUPOM, B/B BBEJIEHHEM HMMYHOIJIOOYJIMHA MPOTUB
BUpyca zoster. HecMoTps Ha TO, 4TO NpoQUIaKTUYECKOE JICUeHNE aHTUOUOTHUKAMU HE
PEKOMEHIyeTCsI, P BO3HUKHOBEHWH WHQEKIMU CIeAyeT OBICTPO MPHOETHYTh K
aHTUOAKTEepUANIbHOW WM NPOTUBOBUPYCHOM Tepamuu C y4E€TOM CBOMCTB
B0o30ynuTens. B mepuox pemmccud TOMHUMO IUIAHOBOW MMMYHHU3AIMUA YOUTBIMU
BaKIIMHAMH, PACCMATPUBACTCSI BOMPOC O MPOQPHUIAKTUKE TMPOTUB ITHEBMOKOKKA,
rematuta B, exeromHo mpoTuB Tpunma (A€TAM M BCEM MPOKUBAIOIIUM C HUMH).
Hetsam, nonydaronum ['KC-cOeperatomyro MC-tepanuio, mMpoTUBOMOKAa3aHbl KUBbBIC
BakuuHbl [KDIGO, 2012].
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T'unepaunudemusi MOXKET CONPOBOXKAATHCS PUCKOM aTEPOCKIIEPO3a B OCHOBHOM
y B3pOCIBIX, OJHAKO M Yy JETEe OHa MMEET HeOJIaromnpusiTHOE 3HAYEHHE B Ciydae
MIEPCUCTUPOBAHUSI B CTEPOUJIPE3UCTEHTHBIX cllydasx. PekoMeHlyeTcs orpaHUYeHHE
’KUBOTHBIX XKUPOB B JUETE, BKIIOUCHHUE IOJUHEHACHIIICHHBIX MUPHBIX KHUCIIOT,
OCTOPOKHOE MPUMEHEHHE CTATUHOB Y JIETE€H CTapIIero Bo3pacTa.

benkoso-anepeemuueckas nedocmamouHocms BO3MOXKHA TPU  JJIUTEIBHOM
orpaHU4eHUH OeJKa B JUETE, UTO HEleeco00pa3Ho y IeTeH.

[Ipu Tsoxkenom tedenun HC MOryT BBISIBASTBCS TPAH3UTOpHAs TIIIOKO3YpHS,
aMUHOAIUAYpPUS U JIp., KaK MPU3HAK HAPYIIECHUS KaHaJIbIEBOM peabcopOium.
Opnnako, Kak MpPaBUIIO, 3TU HAPYUIEHUS TPAH3UTOPHBIE U MOTYT OBITh CBSI3aHbI HE
TOJIBKO C caMuM 3aboJieBaHueM, HO U ¢ ero jedenuem (I'KC).

Jleuenue.

1. Cnenyer n3beratb MOCTEIBHOTO ped#CuMd, TMOCKOJIbKY OH IOBBIIIAET PHUCK
TpoMO00OpazoBaHHUs.

2. Jlmera 3akirovyaeTcss B OTpaHWYEHWW HaTpusa. MHorma yMmepeHHO
OrpaHUYMBAETCSl MPUEM >KHMJIKOCTH, MOKa YpOBEHb albOyMHHA HIDKE 25 /1 HU3-3a
HapacTaHusi oTeKoB. C y4eToM NMOTpeOHOCTEH pacTyIero opraHu3Ma, a Takxke 13-3a
OTCYTCTBUS YOCIUTEIbHBIX JOKA3aTEIbCTB B MOJIb3y MajJoOEIKOBOM JAUETHI, IETAM C
HC cnenyer pekoMeH10BaTh HOPMAJIbHBIN YPOBEHB MOTPEOICHUS )KMBOTHOTO OeJIKa.

3. Cumnromaruueckass Tepanus. [lpu 3HAUUTENBHBIX OTEKAaX MPUMEHSIOTCS
MeTJeBble AUYPETUKU — Pypocemu, TopaceMus. PypocemMus Ha3HAYalOT B J03¢€ 1-
3mr/kr/cyt B/B 3 pa3a B J€Hb 4epe3 paBHbIC MPOMEKYTKH BpemeHu. I[lpu
pedpakTepHOCTH K JICYEHHIO (YpOCEMHJIOM HCIOJB3YETCS COYETAaHHUE CO
CIIUPOHAJIOKTOHOM WJIM THA3UIAMU, B TSHKEIBIX CIydasiX KOMOUHAIUS TUYPETUKOB U
anbOymuna. Ilpu BbIOOpE AMYpPETHYECKON Tepanmuu HEOOXOAUMO 3HAHUE
BOJIEMUUYECKOTO cTaryca. [[py TMNmoBoJIeMUH W HAIMYKUKU PBOTHI, TUAPEU AUYPETUKHU
He HaszHauyawoT. [loreps anbOyMHMHAa MOXKET COMPOBOXKIATHCA TUIO -, HOPMO - WJIH
runeppoiemMueid. ['mnoBonemus compoBoxnaercss akruBauuern PAAC. Ilpu stom
3 deKT ampaoCTEpOHa 3aKIIOYACTCS B YCHJICHUU BBIBEICHUSI Kalaus C MOYOH M
3a/iepKKe B OpraHu3Me Hatpusi. IJTOT (EHOMEH HE TPOSBIACTCS TPH THUMEpP- U
HOpMOBoOJieMuu. IMEIOTCS HECKOJIBKO (POpMYJT IJisi pacueTa BOJIEMUYECKOTO CTaTyca
npu HC. ®opmyna Ban ne Bamie npeamnonaraeT uccliieioBaHHUE KOHIIEHTpaIUU
AIEKTPOIUTOB B Moue U pacyeT 1o dopmyiie: Kyoun / Kyoun T Nayoun X 100. 3HaUCHUE
Bhitie 60% cBumerenscTBYeT 0 Hepgozanoanenuu (underfill) unu runoBonemuu. 3to
TUKTyeT HeoOxomumocTh uHGy3un 20% pactBopa anbOyMHHa B J103€ 5 MI/KT C
MOCJIEYIONIUM BBeleHHeM ¢ypocemuna B no3e 1-4 wmr/kr. ['unmoBosieMUYeCcKHid
craryc, npuBomsamuii kK npepeHanpHoMmy OIIIl, Takke MOXHO ONPEAETUTH IO
skckpetupyemoii ¢pakuun Hatpus (FEns:) mo dopmyne: (Navouww / Napmasme) /
(Kpeatunun,,,, / KpeaTuHuH,;;,y,;) X 100. Huskuii mokazarens (Menee 0.5 — 1.0),
HU3Koe AJl MOATBEPkKIAIOT HAIMYUE TUTIOBOJIEMUH.

4. ITatorenernueckas Tepanusa. CrontanHsie pemuccuu npu HC penxu (5-6%).
Jleuenne neporo snuzona HC naumnaercsa ¢ tepanuum ['KC mo crienyromemy

craHaapry [6,7]:
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[Ipenuu3zomnon 60 MF/MZ/CYT, [Ipeanu3zonon 40 MI/M,

Pemuccust MakcuMalibHO 40MT yepe3 JIeHb B
TeueHue 4-6 Hemenb

(o IepyKUBAIOIIIAS TEPATTHS )

A 4

MakcuMaibHO 60 MI/CyT B TeUCHHUE
4-6 nenenb (MHIYKIIMOHHAS

Teparms)

[To nocneguum pexomenaanusm KDIGO (2012) npuem Bcelt CyTOYHOU O3B
[13 ocymectBisercss ogHOMOMEHTHO yTpoM. OObiyHO oTBeT Ha I'KC mocrtaTouno
OBICTpBIA, B TedeHHEe 2 HeAenb. JlaHHas Tepanusi NPUBOJUT K PEMHUCCHUHU T10
nporennypun 6omnee yeM y 90% nereit u menee yeM y 50% B3pocnbix. Tepanus y
B3pOCHbIX Oosiee JMTENbHAs — 5-6 MecslleB, OHA MOXET MOBBICUTh YaCTOTY
pemuccuu, npu 3ToM HHAYKIKHOHHYIO 103y ['KC MoxHO yBenmnuuth 10 80 Mmr/c. Tem
HE MeHee, y OOJIBIIMHCTBA U3 HUX 3a00JI1€BaHNE PEIIUINBUPYET.
B 3aBucuMOCTH OT OTBETa Ha MHAYKIMOHHYIO Tepanuio 13 m manpHenmero
TEUYEHUS UCTIONB3YIOTCs cieaytomue onpeneneaus HC [KDIGO, 2012][6]:
1) nepsuunviti omeem — NOCTHKCHHE TOJIHOH PEMHCCHU B TeUeHHUE 4 Heaewb
KOPTUKOCTEPOUTHOM TEpanuu;
2) nepsuunoe omcymcmeue omeema — HECIOCOOHOCTh JOCTHYDL MOJHON
peMHCcCcUU TIOce 8 HEJEIb KOPTUKOCTEPOUTHOM TEpaIuu;
3) peyuous — ob/K >2000Mmr/1 (>200Mr/MMOIIB) WTH OITOK >3+ TIpH ONpeACIICHUN
TECT-MOJIOCKAMH B TEUEHUE MOCIIEI0BATEIbHBIX 3 JHEW;
4) peokue peyuousvl — OIUH PEIMINB B TCUCHHUE 6 MECSAIEB ITOCIIC MEPBUIHOTO
OTBETa, WM OT | 10 3 peuuanBOB B T€UEHHE 12 MECAILIEB;
5) uacmule peyuousvr — 2 wau 0oyiee PEIMINBOB B TCUCHHE O MECSIECB IOCIE
MEPBUYHOIrO OTBETA WM 4 1 00Jiee PeIUAUBOB B TeueHUe 12 MecsIeB;
6) cmepouo-3asucumviti HC (C3HC) — 2 nocneaoBaTeIbHBIX PEIUANBA BO BpEeMs
KOPTUKOCTPOUHOM TEpanuu Uiu B TeueHue 14 nHeil mociie OTMEHBL;
7) nozonee omcymcmeue omeéema — NEPCUCTUPOBAHUE TIPOTCUHYPHH B TeUcHHE 4
u OoJjiee HeNEIb TEpanmuu KOPTUKOCTEPOUJAMHU TIIOCJIE MPEAIIEeCTBYIOMIETO
JIOCTKEHUSI OJTHOM UK 00JIee pEeMHCCHIA.
ITocne 4-6-HenenbHOro MOAICPKUBAIOIIETO (ATLTEPHUPYIOIIETO) Kypca B J103¢€
40 Mr/M*/48 4 TIPOU3BOIUTCS MOCTEIICHHOE CHIDKEHHE 03Bl 110 5-10 MIr/M° B HezeImo
710 TOJTHOM OTMEHBI. J|TUTENBbHOCTh PEMUCCUM OTPEALIISAETCS MPOAOIKUTETLHOCTHIO
Kypca tepanuu 113, KoTopbIil JOKEH COCTaBIATh HE MeHee 4-5 MecsueB. HekoTopsie
aBTOPHI (MPU PEIKUX PElUMBaX) OTMEHY IPEAHU30JI0HA MPOBOMST Cpa3y MOCIe
aTBTEPHUPYIOIETO Kypca JICUEHUS.
Penuausbl CHHC. /{111 CBOEBPEMEHHOTO BBISIBIICHUS PEIUAMBA MALIUEHTHI W
X poauTenu (ecid 3TO PEeOEHOK) MOJDKHBI 3HaTh O HEOOXOAMMOCTH KOHTPOJIS
MPOTEUHYPHUH C TTIOMOIIBIO TECT-MOJIOCOK, CHaualla 4epe3 JIeHb, 3aTEM pa3 B HEMECIIIO.
JlanHbie DOMKHBI (DUKCUPOBATHCS B JHEBHUKE. B ciyuae mHbEKIMY Wiu TUXOpaaKu
MPOBEPSATH TMPOTEUHYPHUIO ClIEAyeT exeaHeBHO. He MeHee BaKHBIM SIBIISETCS
KOHTPOJIb MacChl T€Ja MalueHTa.
Yacro penuauBupyrwmmii (YPHC) (>4 paza B ron) u crepoua-zasucumbiii HC
umeer ™mecto y 2/3 mammentoB co CYUHC, mnpencraBnsis CyIIECTBEHHYIO

86



TepaneBTUYECKyI0 mpobieMy. Jletn, 3a0oneBmme paHo (B Bo3pacte <3 JieT), HIMEIOT
OOJBIINN PUCK YACTHIX PELUIUBOB. Y OOJBIIMHCTBA MALIMEHTOB YyBCTBUTEIBHOCTD K
I'KC coxpansieTcs naxxe npu NociaeqyommuX MHOrouncieHHsix peuuarsax HC, B Tom
YHCIIE — IPHU PEAKO BCTPEUAIOIIMXCS PELUANBAX BO B3POCIOM COCTOSHUMU.

Jleuenue penuauBupyomero CHHC

1. Tlo pexomennanusim KDIGO (2012), y gereit ¢ penkumu peuuauBamu HC
IpeUTaracTcsl IPOBOANTD JeueHue 113 B 103e 60 Mr/m” mwin 2 MI/KT (MaKCHMAIBHO
60 mr/cyt) B OOMH mpHEeM A0 TeX MOp, Nmoka He OyAeT KOHCTaTHpPOBaHA MOJHAs
pemuccuss B Tedenme 3 aHeil. Ilocie AocTKEHUsT Takod pPEMUCCHHM 1032
NPEHNU30MI0HA CHIDKaeTes 10 40 mr/m® mwin 1.5 Mr/kr (MakcumansHo 40 Mr) u
JICYEHUE MPOBOAUTCS B AIbTEPHUPYIOIIEM PEXKUME B TEUEHHE KaK MHUHUMYM 4
Henenb [6,7].

2. IIpu YPHC u C3HC npennaraercst JIEYUTh PEIUANBBI aHAIOTUYHO PEIKUM
peuuanuBaM, 10 3-X OTPULATENbHBIX Pe3yJbTaTOB aHAIN3a Ha IPOTEUHYPHUIO, a 3aTEM
yepe3 JeHb (aJbTEpHUPYIOIIMM KypcOM) B TE€YEHHUE HE MeHee 4eM 3 MecsileB.
Opnako mnpu »3ToM II3 Ha3HauaeTcss B HM3KHX [103aX, HEOOXOOUMBIX MJIA
NOJJIEPKAaHUSI PEMHUCCHUU, BO H30€kaHHE CEepbe3HbIX MOO0OUYHBIX 3(ddexToB. Ecau
npueM depe3 JeHb He 3(pdextuBeH, 13 HazHauaeTcs €XeIHEBHO B MHUHUMAJIbHO
BO3MOHBIX 03ax. [13 Ha3HadaeTcs exXeTHEBHO Takke B ciydae pazsutus OPU wim
Apyrux MHGEKUUH B JAHHOW rpymme nanueHToB. Jl03bl U JUIMTENbHOCTh JICUEHUS
JOJDKHBI TIIATEJIBHO PErUCTPUPOBATHCS CaMUMU MAallMEHTAMU WM UX POAUTEIISIMM.
N3-3a npoOiem komiiaeHca (HEBBIIIOJHEHUE PEKOMEHIAINN 110 JICUEHUI0) UMEETCs
PUCK OECKOHTPOJBHOIO JICYEHHs, & HMMEHHO IMEepeI03UPOBKHA, HEOOOCHOBAHHOTO
MPOJIJIEHUS JIEUeHHsI JIMOO OTMEHBI Mpenapara Wid MPOMyCKOB MpHemMa. ITO MOXKET
MPUBECTU K MOBBIIMICHUIO YaCTOThI MOOOYHBIX 3((PEKTOB JeueHus Tu00 K pa3BUTHUIO
oboctpenust HC. B mo0om ciyyae, cxema MMMYHOCYIIPECCUBHOM Tepanuu JOJKHA
ObITh HMHAMBUAYAJM3HMPOBAHA C YYETOM pE3YyJbTaTOB JIEUCHHUS] TIPU paHee
nmpoBeleHHbIX Kypcax. lloBropnas tepamms I'KC, a y mammentoB co C3HC -
HE0OXOAMMOCTh B IOCTOSSHHOM UX MIPUEME, BEAYT K PA3BUTHUIO CEPHE3HBIX MOOOYHBIX
ABJICHUM, K KOTOPBIM OTHOCSTCS: cuHApoM KyimHra, ocreonartusi, ocreonopos, Al
Karapakra, sa3BeHHoe nopaxenue JKKT, 3aaepxkka pocra y aeren, NCUXOTUUYECKHUE
peaxkiuu, CTepOUIHbIN AualdeT, CTpUH, NH(EKIIMOHHBIE OCIIOKHEHUS U JIp.

3. K tak Ha3zpiBaeMoi cTepou-coeperaroiieii Tepanu OTHOCUTCS IPUMEHEHHE
ATKWJTUPYIOIIUX TMpernapaToB — nukiodocdamuaa (2 MI/Kr/cCyT) WM XJIopaMOyIuia
(0.2 wr/kr/cyt). JledeHue aNKWIMPYIOUIMMU TMperapaTaMyd HAYMHAIOT IOCHe
noctwkenust pemuccur Ha ¢oHe 'KC. Ilpu srom Tepanus ['KC mpopomxaercs B
ANbTEPHUPYIOIIEM PEXKUME CO CHIKEHHEM J103bl. JUIMTEIBbHOCTH JIeUEHUs
ANKWIMPYIOLMMHU TIpernapaTaMu cocTaBisieT 8-12 nenens. Jleuenue xmopamMOyIuioMm
PEKOMEHyeTCsl POBOJAUTh B TE€UEHUE TOJNBKO 8 Hexaenb. [IpoBoaMUTCS KOHTPOIb
YPOBHSI JIGUKOIIMTOB M J3PUTPOLIMTOB B Tepudepuueckoil kpou. Ilpu cHmkeHHH
ypoBHs neiikouuToB  <4x10°/1  ciueayer caenat TEpEpHIB B JICUCHHHL.
Heuenecoobpazno mnpuberarb K JEYEHHUIO LUTOCTATHKAMM IIOCJE BCEro JIMIIb
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onHoro-AByx peunaroB HC. IlpruMeHeHne HUTOCTaTUKOB MOYKET COMPOBOXKIATHCSA
Jernpeccueil KpPOBETBOPEHHMSI M LUTOMEHHEHW, WH(GEKIMOHHBIMU OCJIOKHEHUSIMU
BCJICICTBUE CHW)KCHHS  HMMYHOJIOTHYECKOW  PEaKTUBHOCTH, TOKCHUYECKUMU
MOpPaXCHUSIMHU TICYEHHU, IUCTUTOM TPHU MPUMEHEHUU 1ukiopochamuaa, oopaTuMoin
anoneuuei. Ocobo omnacHbIMU Ha (poHe mpuMeHeHus uukinodochamuaa sBISIOTCS
BETpsiHAsL OCTa U OMOSICHIBAIONINI JIMIIal, TpeOyIolre OTMEHBI Mpernapara yxe npu
KOHTaKTe ¢ OOJIbHBIMU. 3-3a TOHaJOTOKCHUYHOCTH MaKCHUMajbHas KyMYJISITUBHAsS
no3a (KDIGO 2012) uuxnodochamuaa cocrapnser 168 mr/kr, xinopamOymmia — 11.2
mr/kr [8].

Nmerorcss cooOmiernst 00 3¢G(GEKTUBHOCTH TPUCOSAUHEHUS JI€BaMHU30JIa B
KayecTBE Hecennu(puueckoro UMMYHOMOTYJIATOpa B 03¢ 2-2,5 MI/KT uepe3 JCHb B
TeueHne 12-24 mecsieB + HU3KWE J03bI MPEIHU30JI0HA ¢ 1,5 MI/KT depe3 JIeHb CO
camxenueM g0 0,25-0,5mr/kr. IloGounsie 3¢ dexTsl JeBamMu3ona — JICUKOICHHUS,
arpaHyJoLNTO3, FeNaTOTOKCUYHOCTh, KOJKHAs ChIIb.

[Ipu oTCcyTCTBUM YJUIMHEHUSI PEMHUCCHUU TIOCIE Kypca alKWIMPYIOITUX
[pernapaToB, a MHOT/Ia U JI0 €ro MPOBEIECHUS BCE Yallle MCIONb3YETCsl LIUKIOCTIOPUH
A (LIcA) - uHrubuTOp KanblMHEHPHHA, CHOCOOHBIN MOAABIATH TpaHcKkpunuo PHK
VMHTEpJEHKNUHA-2 W 3a CYET JTOr0 YrHETaTh NATOJOTMYECKYIO AKTUBHOCTH -
muMpouuToB. Ilpu oOmeM CXOACTBE TOUYKM NPHIIOKEHHS [TaHHOIO Mpernapara C
TIIIOKOKOPTUKOWIaMHA OH He o00JajaeT XapakTepHbIMU [UIsI HUX MOOOYHBIMU
sdpdexramu. Jleuenne LICA HauMHAIOT TOCHE JTOCTMXKEHUS PEMHCCUU B MOMEHT
nepexoja Ha aJIbTEpPHUPYIOIINNA MpUueM MpeaHu30i0Ha. J[o3a nmpenapaTta cocTaBisieT
4-6 mr/kr wm 150 mr/m2 B cytku B 2 npueMa. O 10CTaTOYHOCTU U O€30MaCHOCTH
BbIOpAaHHOM J103bI CYAAT MO KOHLEHTpauuu LIcA B KpoBH, TepaneBTUUECKUI YPOBEHb
KOoTOpor HaxoauTcs B mpexaenax 70-120 Hr/mu o yTpeHHEro mpuema Ipemnapara
(manHast papMaKOKUHETHUKA OTPEIENICHA IS MUKPOIMYILCUOHHOUM (opMbl LICA) min
700-1000 ur/mi uepe3 aBa yaca nocie ero npuema. [Ipu coxpanennn pemuccuu HC
Ha (oHe asekBaTHOM 7036l LICA 4yepe3 2 Mecsina HAYMHAIOT MOCTEIIECHHOE CHUKEHHE
J03bl IPEIHU30JIOHA JI0 TMOJTHOM OTMEHBI, €CJIM TaKOBas OKAa3bIBAETCSl BO3MOKHOM.
[Ipumenenue IICA cmocoOCTBYeT MOIAEPKAHUIO PEMHUCCHU C TPEKpalieHueM
npuema crepougoB 'y S50—80% gmereil ¢ 4acTo pEUUMIMBUPYIOIIMM U
crepouzaBucuMbiM - HC, 4TO cOMpOBOXKAAETCS pErpeccoM XapaKTepHBIX s
CTEPOMJIHOW HMHTOKCHMKAMU IpU3HAKOB. B HekoTopeix ciydasax Bmecto LIcA
MPUMEHSIOT JPYroll MHTHOUTOp KajdblUHEWpuHA — Takpoiumyc — B go3e 0.1
MT/KT/CYT B 2 paBHBIX mpuema. M3-3a JHOpPOTOBH3HBI OH SIBISIETCS TMpENapaToM
BTOoporo BbiOOpa mocie LlcA. Jleuenne WMHrHOMTOpaMu KalbIMHEHPUHA OJKHO
OBITH AJIMTEJbHBIM C MOCTENEHHBIM CHUKEHHEM J103bl.

OcHoBHBIM 1T000YHBIM 3¢ dexTom LIcA sBuseTcs HeDPOTOKCHUHOCTD, IO BCEH
BUJUMOCTH, OIOCPETOBaHHAs CIa3MOM MPUBOASIIEH KITyOOUKOBON apTepHOJIbI, UYTO
npuBOUT K cHIkeHUI0 CK® npu nmpuMeHEeHUHU BBICOKUX /103 mpenapara. B cBs3u ¢
ATUM €ro Ha3HAYaroT MPU COXPAHHOW (DUIBTPAITMOHHONW (DYHKIIMH W KOHTPOJIUPYIOT
ypoBeHb kpeatuHuHa. [Ipu camxenun CK® na 30% nosy LICA yMeHbIatoT BABOE, U
npu cHwkeHnn Ha 50% mnpenapar otMeHstoT. [lpw  anMTEenBPHOCTH JIEYEHWUS,
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npeBblIatonie 2-3 roja, JKeIaTelbHO BBHIMOJIHEHHE OWOMNCHH TOYKU C IIEJIbIO
ONpENENeHUs] NPHU3HAKOB LHMKJIOCIOPHUHOBOW TOKCUYHOCTH, MPOSIBISIOLIEHCS
MOBPEXKICHUEM KAaHAJIBLIEBOTO SIUTENUS, CKIEPO30M HWHTEPCTHIMS M CTEHOK
aptepuoi. Jpyrumu nobounsiMu 3dpdextamu LICA moryt ObiTh AT, runepkanremus,
TMIEPTPUX03, TUIEPILIAa3Hsl AECEH, TMIepaunuieMus W runepypukemus. OIHaKo
BBIDAKCHHBIMU OHM CTAaHOBATCS, KaK IIPaBUJIO, TOJIBKO IIPU CYIIECTBEHHOM
IPEBBIICHUNA PEKOMEHAOBAHHBIX TEPANEBTUYECKUX KOHLEHTPALMK IIpenapara B
KpoBU. HepoTOKCUUHOCTh MEHBILIE NPU MPUMEHEHUU TAKPOJIUMYCAa, HO OH MOXET
BBI3BATh IOBBILICHUE CaXxapa KPOBH.

[Tocne ormensl LlcA y OospmmHcTBa OONpHBIX HC peunmmuBupyer uyepes
HECKOJIBKO HEZeNlb WM Jake THEH, yTo kimaccuduimpyercs kak L[cA-3aBUCUMOCTb.
B nonoGHoit cutyaruu jedenue LlcA MoxeT ObITh BO3OOHOBIICHO, a JIJIs yIep KaHUs
7036l TIpernapara Ha BO3MOXKHO 0oJiee HU3KOM YPOBHE OH MOKET COYETaThCsl C
HEOOJIBIION 10301 MPETHNU30JI0HA.

B cramuum u3yuyeHuss HaxoIATCS HEKOTOPbIE HOBBIE HMMYHOCYIPECCHUBHBIE
npenapatel g jgeyeHns YPHC m C3HC. Opaum n3 HuX sBisgercs Mogeruniia
Mukopenosar (MM®), uHrUOUTOP MHO3UH-MOHOGOCHAT AETrUAPOreHa3bl, OJTHOTO
U3 KIIIOUEBBIX (pepMEHTOB, 00eCIeUnBaIOINX KIOHAIBHYIO nposudepanuto T- u B-
mamdoruros. [Ipemapar HasHadaeTcst HepopatbHo B g03e 20-30 mr/kr (1200 mr/v’;
10 2000 mr/cyT). OTCYTCTBHE CEPhE3HBIX MOOOYHBIX SIBJCHUM MO3BOJISCT IPUMEHSTh
3TOT Hpenapar JJIATEIbHO, W 3TO BBIFOJAHO OTIMYACT JaHHBIM Ipenapar oT
aNKWIMpYoIuX are’HToB. Haubonee yacTo OTMEYaOT TacTPOMHTECTHHAJIBHBIC
pacctpoiicTBa. IMeroTcst Nuib OTAEIbHbIE COOOIIEHUS O MOJACPHKAHUU PEMHUCCUU
CO cTepoucOeperawM AecTBUEM Ha (DOHE IITUTENBHBIX KypcoB JieueHus MMO.
Takxe npumeHsaroTcs npenaparbl MUKOpeH0s0BoM kucioTel (M®K). Ilo cymectBy
nevicteue MM® n1 M®OK B opranuzme He pa3inyaercs, 3a UCKIFOYEHUEM MEHBIIUX
no6ouyHbIX 3P dekToB co ctopoHbl KKT (MecTHOpa3apaxaroiiee AeicTBue) Ha GoHE
MOK.

Hpyrum mnpenapaToMm, SBISE€TCS PUTYKCUMAO, MPEACTABISIIOUMN  cOOOi
MOHOKJIOHaJbHBIe  aHTUTena K  CD20-mumdoruram. Ilpenmapat  BBoAWTCS
BHYTPHUBEHHO B 103¢ 375 MI/M” e5KeHe/IeIbHO B TeUCHHE 4 He/Ieb.

Ocuoxnenusi Tepanuu npu HC umeror He MeHee BaxHoe 3HaueHue. s
npoQUIAKTUKA  SI3BEHHBIX ~ OCJIOXHEHMH  CO  CTOPOHBI  JKEIyJKa U
JBEHAUATUIIEPCTHOW KUIIKA B II€PUOJ AaKTUBHOIO JIEUYEHHUS MPEIHU30J0HOM
HA3HA4yaloTCs MHIMOUTOpPHl MPOTOHHOW momnbl (omempazon u  np.). s
npoUIakTUKU AePUIMTA KaJlblUs M OCTEONOpo3a Ha3zHayaeTcs: BUTaMHH D3,
TUIOKAIMEMUHU — Mpenapathl Kanus. OrpaHuuuBaeTCsl MOBAPEHHAsH COJIb U BEACTCS
peryispHblid KoHTposib AJl. JIns nmpodunakTUKu OXKUPEHUS OrPaHUYMBAIOT MPHUEM
VTJIE€BOJ0OB, CTUMYJIUPYIOT ABUTATENIbHYIO AKTUBHOCTh. Y UUTHIBAsI PUCK CTEPOUTHOTO
nuabeTa, KOHTPOJUPYIOT TJIOKO3YpUI0O M IIHMKEeMHUI0. ExerogHo mnpoBoauTcs
0 TaNbMOJIOTUYECKHUI OCMOTD.

[Iporno3 npu crepoumuyBcTBuTeabHOM HC, B 1enomM, OnaronmpusiTHbIA mOpH
YCIIOBUM CBOEBPEMEHHOTO JICYEHUS PEUUIMBOB M KOHTPOJS 32 OCJIOKHEHUSIMH
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3a0oneBanuss U ero Tepanuu. Y OombmmHCcTBa aerer ¢ HC ¢ romamu dacrora
PELIMAMBOB YMEHBIIIAETCS, a4 3aTEM OHU MOTYT IIPEKPATUTHCSA COBCEM. BMecTe ¢ TeM
HE SIBIISIETCSI UCKIIIOYEHUEM W TpojosnkeHue peuuauBoB HC Bo B3pocioil xKu3HM.
Cny4yan pa3BUTUS TEPMHUHAIBHOM XPOHUYECKOM MOYEYHON HEJOCTATOYHOCTH MPH
aJICKBaTHOM TEPANEBTUYECKOM MOJAXOAE KpailHE pEIKM U B OCHOBHOM CBSI3aHBI C
BO3HUKHOBEHUEM BTOPUYHON  CTEPOMAPE3UCTEHTHOCTH, KakK [MPaBWIO, TpPH
TpaHchopMalii  MHUHUMAIbHBIX ~ M3MEHEHUH B  (DOKaJIbHO-CErMEHTapHbIN
TJIOMEPYJIOCKIEPO3.

boJjie3Hb MUHMMAJIBHBIX U3MEHEHUH Y B3POCJIbIX

Hanueiii Mopdonornueckuii Bapuant (BMU) BcTpeuaercs B 10-20% Ouoncuu
npu HC y B3pocCIbIX.

Jleuenue oebroma. Pexomenayercs metwinpeaau3onon 0,6-0,8Mr/kr/cyT wim
npeaun3oyion  0,5-1Mr/kr/cyt (MakcuMallbHble CyTOYHbIe 110361 64 u 80w,
COOTBETCTBEHHO) B TeUeHHE 4-6-8 Henenb (pu OTCYTCTBUU MOTHOM peMuccuu 1o 16
HEeJIeNb) B BHUJIE€ OJJHOKPATHOIO MpHUEeMa B YTPEHHEE BpeMsl, MOcie MpueMa 3aBTpaka.
[To mMOCTHXKEHWIO TOJMHOM WM YAaCTHYHOM PEMUCCUU B TE€UEHHE 6 MECAILIEB J103a
MPEIHU30JI0HA CHWKAETCI HAa S5 MI Kaxzable 3-4 JHS 10 JOCTHXKEHHUS JI03bI
npeanuzoniona 20-30mr/cyt. Ilocneayromue 2-3 mecdiia npueM MNPETHU30JI0HA B
ATbTEPHUPYIOIIEM PEXKUME, T.€. Yepe3 JACHb C MOCTEMCHHBbIM CHIXXKEHUEM 03I IO
Smr kaxapie 1-2 Henenu, no poctwxkeHua 10mr. Ilocnenyroniee CHUKEHUE O3B 110
2,5Mr kaxzasle 1-2 Henenu npu albTEPHUPYIOIIEH CXeMe NpremMa A0 MOJTHON OTMEHBI.

ITo pekomenganusam KDIGO-2012 neyenne MOXKHO HayaTh B alIbTEPHUPYIOIIEM
pexume B 03¢ 2Mr/Kr/484 B ouH npueM (MakcumainbHO 120Mr).

Bbonee OwicTpoe cHMXKEHHE J103bI MPEAHU30JI0OHA BO3MOXXHO TMPU TMOSBICHUH
HEXKEJATEIbHbIX SBJICHUNU U OCIIO)KHEHUN CTEPOUTHOMN TEPaIINH.

[TanueHnThl, HE MOCTUTIIKME ITOJHOM WIJIM YaCTUYHOW PEMHUCCUU IOCIE Ipuema
MOJTHOM J03bI B T€UCHHE 16 Heaenb ONMPEeAeSIIOTCS KaK CTEPOU-PE3UCTEHTHBIE U
TpeOyI0T KOMOMHHMPOBAHHON Tepanuu LUKIOCIOPUHOM-A M MUHUMAIbHOW J030M
npexaan3oniona 0,15-0,2mr/kr/cyr [KDIGO, 2012]. Ha neuenue LlcA mepeBomsTcs
MalMEHTHI C MPOTUBOIIOKA3aHUAMU WK HenepeHocnMocThio ['KC.

Jleuenue peyuousa. Y 50-75% mnanueHTOB, OTBETHUBIIUX HA CTEPOUIHYIO
Teparuio BCTpeUaroTcs peruuauBbl. [Ipu penuause Ha3HaAYaeTCs MPEAHU30JI0H B J03€
60Mr, MakcumyM 80MTI/CyT B TeueHUE 4-X HEENb C MOCIEAYIONUM CHIDKEHHEM TI0 5
MT KaKable 3-5 qHeH 1o ITOJIHOM OTMEHHI B TeueHue 1-2 Mmec.

[Tpu yacTeix (3 u GoJnee B TeueHue | roga) penuauBax WM CTEPOUT-3aBUCUMOMN
(peuuauB Ha (QoHE MpueMa cTepousioB) (HOpMe HCTHOIB3YeTCS KOMOMHHMpOBAaHHAS
Tepanusi: HU3KUe 103bl mpearu3oniona 0,15-0,20mr/kr/cyt + OoIMH W3 CIEAYIOMUX
Tpynn Tpenapar: aJKwikpyionme areHThl (mukinodocdamunn), WHTHOUTOPHI
KaJbLIMHEeWpUHa  (UMKIOCHOPUMH-A  WJIM  TaKpoOJMMYC),  AHTUMETA0OJIUTHI
(MukodeHoioBas KMcioTa, ModeTria MukodeHosar).
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e [luxnodochamua 2mr/Kr/cyT Ha3HA4yaeTCs BHYTpb B TedeHHe §-12 Henm, moj
KOHTpOJIEeM uwucia JiedkouutoB (He meHee 3 x 109/1) + mpodumakTuka
reMopparuyecKkoro MUCTUTa (MECHa, ypOMUTEKCAH )

e [luknocnopuH-A, €ro MHKpOdIMyJIbCHOHHas ¢dopma B 103€ 3-5SMI/KT/CYT,
BHYTpb B 2 MpueMa, HE MHUKPOIMYJIbCHOHHas ¢opma B Jo3e 4-5SMI/Kr/cyT,
BHYTpH B 2 mpuema, mipu 1eneBoit CO konuentpauuu 100-200Hr/Mi1 B TeUueHue
18-24 mecsueB u 6oee.

e MukodeHonoBas kuciaora, BHyTpb B go3e 540-720mr x 2 pa3a wiu moderuna
MukogpeHonat BHyTps B go3e 750-1000Mr x 2 pa3a B JeHb B TeueHue 6-26
MECSIIIEB.

e PurykcuMald HCHONB3YEeTCS JUIsl JICUCHUS PaA3IUYHBIX MOPQHOIOTrHYECKUX
BapuantoB HC. ¥V Gonbubix ¢ BMU pexomenayercst JIuib Mpu OTCYTCTBUU
sddexTa OT BbIIE MpoBeneHHOW Tepanuu. Hasnawaercs B nmosze 375mr/m2
IIOBEPXHOCTH Tena, 1 pa3 B Hexento, Bcero Ned, BHyTPUBEHHO KalleJIbHO MOCIIE
peMeaNKalUU.

Ilpu cmepouo-pesucmenmuocmu PEKOMEHAYETCS MPOBEACHUE IMOBTOPHOU
ouorcuu (Tak kak He uckitouaetcs TpaHchopmanus B CI'C).

lIpu nepcucmupyrowem HC, HECMOTPSI HA TPOBOAUMYIO0 UMMYHOCYIIPECCUBHYIO
Tepanuio, AOJKHBI Ha3Hauatbesl HWAIID® wim BPA, nuyperuku (metneBbie +
TUA3UA0NOA00HBIE + aHTAaroOHUCTHl AJIbJIOCTEPOHA), CTATHHBI, AHTUKOATYJSHTHI
(HU3KOMOJIEKYJISIPHBIE ~ TemapuHbl) g NPOPUIAKTUKH  TPOOOIMOOIMYECKHUX
OCJIOKHEHHM.

Y namuentoB ¢ OIIIl nmpu BMU npoBOAAT 3aMECTUTENBHYIO IMOYEUYHYIO
Tepanuio (reMoJuann3, reMoauaduiIbCTpaIuio, yasTpaduibTpaluio) Ipu HaATUIUH
IIOKa3aHUil, HO C OTHOBPEMEHHBIM IPUMEHEHHEM KOPTUKOCTEPOUIOB.

He pexomenayercsi IpUMEHSTh CTaTUHBI ISl KOPPEKUUU TUIEPIUNUACMUU U

HAII® wim BPA nns CHMKEHHsI NMPOTEMHYPUM y HOPMOTEH3UBHBIX IAI[UEHTOB C
bMU.

Crepoua-pe3ucTeHTHBIN HE(PPOTHYECKHIA CHHAPOM

Crepounn-pesucrentHocte HC 'y nmererl ycTaHaBIMBAaeTcss NPU OTCYTCTBHUH
ITIOJTHOW PEMMCCUU 10 OKOHYAaHUM KaKk MUHUMYM 8§ HenenbHOro Kypcea 13, u3 Hux B
TeyeHue 4 Helleab B TEPANEBTUUECKON J03€ €KEJHEBHO U 3aTEM B T€UeHHUE 4 Helenb
B 103e 40 Mr/mM° B anbTepHHpYOmEM pexkume. KOHCTATHPOBAaHHAS HAa 3TOM JTarie
CTEPOUI-PE3UCTEHTHOCTh TUKTYET HEOOXOIMMOCTh BBIITOJIHEHUS! OMOTIICUU TIOYKHU JJIs1
onpeaeneHus MOpQOJOrHYecKoro BapHaHTa MoBpexaeHus. [lo pexomeHnmanusm
KDIGO neyenue crepouaMi MOXET OBITh MPOJOJKEHO IOIMOJHUTENIBHO €IIe B
TeueHne 4 Hemenb (cyMMmapHo 12 Henmenb), MOKa OXUIAIOTCS PE3yJIbTaThl
MOpPQOJOTUYECKOr0  ucciaenoBaHus. s JOCTHKEHHMsT  PEMHUCCHM  HMHOTA
HCIIOJB3YIOT 3 MYJIbCOBBIX BBEACHUS METWJIIPEAHU30J0HA MOCJIE€ WHIYKIHOHHOTO
Kypca JI€YEHUS.

¥ B3pocabIx Ouorncust IpoBOaUTCS B caMoM Havauie BbisiBiienust HC.
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Mopdonornueckumu Bapuantamu HC MoryT ObITh (hOKaIbHO-CErMEHTapHbIN
riioMmepyaockiepo3 (PCI'C) wnu, HECMOTpS Ha CTEPOUI-PE3UCTEHTHOCTh, BMMU.
[Tocnenusas ne uckmouaer OCI'C, ecnu uncno kiayOboukoB B Ouonrare <20 u3-3a
OYaroBOCTH mpolecca. Hanuuue kaHanbIEBBIX M MHTEPCTUIMAIBHBIX H3MEHEHUN
ropoput 3a OCI'C (cMm. knuHndeckuit cimydaid Ne2). I[Ipuunnoit HC MoryT okazatbes
memOpanonpomdeparuBabiii ['H (MIITH), 6one3ns miotHbix aeno3utoB (BITM),
Takke MemOpaHo3Has Hedponatus (MH), monmyc wnedpur, IgA-nedponarus,
amwton103 u ap (tadm. 4.1).

Tabmuma 4.1 — 3aboeBanws, MPUBOIAIINE K PA3BUTHIO HEPPOTUUECKOTO CHHIPOMA

IlepBuYHbBIE TOYEYHBIE

e bone3nbs MUHUMAIIbHBIX U3MEHEHUH/(DOKaThHO-CErMEHTAPHBIN CKIIEPO3
e MewmOpano3Has HeponaTus

e MewmOpanonponudepaTUBHbI rmomepyaonedpur I Tuna

e (3 rmomepynonaruu (00JI€3Hb TUIOTHBIX JIETIO3UTOB)

BropuyHble

e JlnuTenbHasi TUIIEPTOHUS

Juaber

Amunonnos

CKB

Oxupenue

[TocT-uH(pEKIMOHHBIN TIIOMEPYIOHEPPUT
Pednrokc-nedponaTust

CungpoM Anbnopra u jp.

YacroTra Ka)xxJ10ro U3 HUX OTJIIMYAETCA Y AeTeu u B3pocibiX. Jleuenue HC
MIPOBOJIUTCS B 3aBUCUMOCTH OT MOP(OJIOTUUECKOTO BapUaHTA.

DoKaJIbHO-CErMeHTAPHBIN r10Mepyaockiaepo3 (PCI'C)

B nocnenHue Heckosibko necsaTuieTuit ormedaercs poct yactotel @CI'C BO
BCEM MMpE.

Mopdgonocuueckas kapmuna. XapakTepHO HaJIU4UE CKiepos3a (THaJnHO3a) B
HEKOTOPBIX KaMWUISIPHBIX NETJISIX B 4YacTH KiyOoukoB. Hammume npaxke omHOro
KJIyOOUKa C CeTMEHTapHBIM CKJIEPO30M JlaeT ocHoBaHue auarHoctuposatsh OCI'C. B
Hayaje HM3MEHEHHUs TMOSABISIIOTCA B IOKCTAMEAYJUIAPHBIX KIyOOuKax, 3aTeM JTOT
IPOLIECC PACIPOCTPAHSETCA IO BCEMY KOpKOBOMY cior. [lopaxkeHHas posbka
KJIyOOYKa 4acTo cpacraercs ¢ karcyioil boymena (cunexust). Ilpu DM BbisiBIsieTcs
(dbokalbHOE CIUSHHUE HOXKEK TOJOLMTOB B KIyOoukax ©Oe3 ckiepo3a, a B
CKJIEPO3UPOBAHHBIX 30HaX moaouutel Ha [I'BM MoOryr oTCyTcTBOBAaTH (OTpBHIB
nonouutoB oT I'BM u ciaymmuBaHue ux B mpocBeT KaHaiblieB). ['BM, Oyayuu
«JTUIIKOW», aAre3upyeT K COCEIHUM KallWULIPHBIM NETVISIM WK Karcyie boymeHa,
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4yeM U 00BSCHSETCS 00pa30BaHUE CUHEXHUM M COMUAN(PHUKAIUS KAMWUISIPHBIX METENb.
I[Ipu UI'X umeer Mecto oTioxkenue IgM u C3 B CKIEpO3UpPOBAHHBIX Yy4YaCTKaX.
N3meHeHus B TyOyJIOMHTEPCTUIIHATIBHOM IPOCTPAHCTBE COOTBETCTBYIOT
BBIPO)KEHHOCTU NopakeHus KiyooukoB. [Ipu mmurensHom Teuennn OCI'C mnm npu
TSOKETBIX €r0 BapHaHTAaX BBIABIAIOTCS aTpo(us KaHAJIbBLEB, WHTEPCTULIHMATILHBIN
¢bubpo3, TMMEGOrUCTHOUUTAPHBIE UHPUIBTPATHI, IEHUCTHIE KJIETKU B KaHAJIbLIAX U B
MHTEPCTUIIMH, PE30pOIHs MPOTEHHOBBIX (THATWHOBBIX) Kaleidb B KaHAJIbLIEBOM
AIIUTEIINH, THATTUHO3 apTepuoil. Paznuyarorcs Heckosbko BapuanToB OCI'C:

1) neyrounennass ¢opma (korma DPCI'C TpyaHO OTHECTH K OJHOMY U3
HUKENIEPEUHCIIEHHBIX BAPUAHTOB);

2)  KJETOYHBI  BapuaHT: B  IOPAXEHHBIX  JIOJbKAax  HaOIIOAaeTCs
THIEPKIETOYHOCTh, CBsI3aHHAas ¢ mnpoiudepanuel >HIOTETUANbHBIX —KJIETOK,
MOHOLIUTOB M HaJU4YMEeM HEUTpOPWIbHBIX JeilkouuToB. Kpome Toro, moryr
MPUCYTCTBOBAaTh THMaNMH W/min ¢GuOpuH. Bes kaptuHa Oosiee XapakTtepHa s
(poxanbHO-cermenTapHoro npoJugeparusuoro I'H;

3) kosutabupyromuii BapuUaHT: KOJUJIANC METeNb KIyOouka, OO0YCIIOBJICHHBIN
HEKOHTpoJupyemoi nponudepanreit nonouutos. (puc. 4.4A);

4) BepXylIE€UHBI BapUaHT: CaMblil OJJarONPUATHBIN 110 TEUEHUIO, CETMEHTaPHbIN
CKJIEpO3 pacmnojoXeH Yy TyOynsgpHOoro moitoca kiyOouka. OtnenbHblE NETIIH
KITyOOUKa MposiabupyroT B kaHazier (puc. 4.4B);

5) mnepuXWISApHBI BapUaHT: CKJIEpo-/ THAJIMHO3 B 00JacTH BHAJACHUS
IPUBOJALIEH apTepUOJIbl B KIIyOOUEK C YaCTUYHBIM T'MATMHO30M CaMOM apTepUOJIbI.
Xapaktrepen s BropuuHoro OCI'C Ha ¢Qone aprepuanbHON TUNEPTEH3UH,
OXKMPEHHS U CaxapHOTo quadeTa;

6) Clg-nedponarusa: nuddysHbie U rodanbHbie Aeno3utbl Clq B Me3aHTHU ¢
OCI'C.
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Pucynoxk 4.4. ®okanbHO-CETMEHTapHbI  riiomepyinockiepo3  (Mukpodororpapuu  —
O.A.BopoOweBa, Cankt-Ilerepoypr, 2007). A. KommaGupyromuii BapuaHT: KOJJIAanc TeTelb
KiyOouka (crpaBa), 0OyCIIOBICHHBIH HEKOHTPOJIUPYEMOU Mpoiudepanueid MmoaouToB, cepedpo-
MeteHamuH 1o JIxoHcy, x100. Mansuuk A., 15 ner, Hepporrueckuit + HeHpPUTHUESCKUN CHHIIPOM.
B. Bepxymeunsiii Bapuant (cmpasa). Conmuaudukanus KamWUIIPHBIX IeTelb, oOpamieHHas B
o0nacTh mpokcuManbHOro kananeia, PAS x 400. Manbuuk T., 7 ner, HeppoTHuecKuid CUHIPOM,
CTEpOHI-PE3UCTCHTHBIN BapUaHT

llamozcenemuueckue mexanusmor PCIC.

Briaensaror naponaTnyeckuil, BTOpU4HbIA U reHeTnaecknid BapuanTel OCI'C.

B ocHoBe MIMONATHYECKOI0  NPEANOJATalOT  y4acTHE  TeX  XKe
MaTOr€HETUYECKUX MEXAHU3MOB C HapylleHueM T-KIIETOYHOrO MMMYHHUTETA, YTO U
npu HePpPOTUYECKOM CHHIPOME C MHUHMMAJIbHBIMH H3MEHEHUSIMH. B HacTosiee
Bpems uanonarndeckuid @CI'C kak y JIeTei, Tak U y B3pOCIbIX pacCMaTpPUBAIOT KaK
craauto oxHoro 3aboneBanusi (nepexonq BMU B OCI'C, uwacto — BepxylIeyHBIH
BapuanT) [10]. [Ipu4yrHBI CErMEHTApHOTO CKJIEPO3UPOBAHUS OTACIBHBIX KIIYOOUKOB
CBA3BIBAIOT C WHBIMUA HHUpKyJaupyromumu dakropamu (suPAR  u  apyrue).
OnpeneneHHas poyib  OTBOAUTCS MPOTEUHYPUM KaK TaKOBOW, BbI3bIBAIOIIEH
runep@uiIbTpaurio B KIyOOYKax, BEAYLIYI0 K TMOBPEKICHUIO KamWUIAPOB, HUX
KOJUIAancy u ckiiepo3y. CymiecTBeHHas pOJib  MPUHAUISKUT  TMOJOLMTAM, B
YaCTHOCTHU HMX MHUTOXOHJApHaIbHOM JuchyHkumu. IloMHMO 3TOro  MOXeT
HaOIIOAAaThCS TaK Ha3blBaeMas MOJOLMTOIEHHUSA, KOrJa KOJUYECTBO MOJOLIMTOB Ha
I'bM yMeHbIIaeTCs 3a CHYET MX amnonTo3a, UHAYLIUPOBAHHOTO aHTMOTEH3UHOM Il n
MPOANONTOTUYECKUMU LIUTOKUHAMHM, a TAKKE 32 CUET OTPbIBA «KUBBIX» MOJOLIMTOB
or I'bM B MoueBoe mpocTpaHcTBO. Ha ywacTkax, JMIIEHHBIX MOJOLMTOB,
MPOUCXOAUT WHTEHCHBHAs mMOTepst Oeika, Oojiee TOro, BO3HHMKAIOT CHHEXUH C
KancyJyou, 4dro siBusiercss xapakrepHbiM npuzHakoM OCI'C u ogHON M3 mpUYMH
CKJIEPO3a U CIAJIEHUs KallUJUIIPOB.

Kimaccupumupopanne ®CI'C 1omKHO HAUMHATHCSA ¢ MCKITIOYEHUS BCEX MPUYHH
BTOpU4HOro @®CI'C. D10 UMeeT BaKHOE TEpaNeBTUUECKOE 3HAUEHUE. BTOpUYHBIIM
OCI'C moxer passutrbes npu wuHbekusx (BMUY, BI'B u C), cucreMHbix
BOCMAJIIUTENIBHBIX M ayTOMMMYHHBIX  OoJie3HsX, JiuMdbonpoaudepaTUuBHBIX

3a001€eBaHusAX, UIMTEILHON apTepHaIbHONW TUIepTEeH3UH, pedIirokc-HepponaTuu.
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[Tosisnenuem OCI'C MOXKET OCIOKHUTHCS OXKUPEHUE U JAPYrue MeTabOIUYECKHE
Hapymenus. [Ipuunnoit @®CI'C MoryT ObITh JekapcTBa (FepOMHOBas HePpomaTus,
uHTep(epoH-0, aHAOONUYECKUE CTEPOHUBI), MPAKTUUYECKH JIIOObIE COCTOSIHHSA,
COTIPOBOXAAIOIINECS YMEHBIICHHEM KOJIMYeCTBAa (YHKIIMOHUPYIOIIEH MMOYEeYHON
NapEHXUMBI.

Bropuunbiii OCI'C wmoxer OBITH CcTafueil MpOTrpeccUpoBaHUs OO0
rJIOMEpyJonaTui, HO NPHU OSTOM JIOJDKHBI HaOMI0aTbCs TUCTOMATOJIOTUYECKUE
NpU3HAKU TEPBUYHOM OOJIE3HH B OTIMYHE OT uauonatuyeckoro Bapuanta OCI'C.
['enetnueckue BapuanTsl @CI'C pazOuparorcs HUXKE.

Krunuueckasa xkapmuna

OCI'C mnposiBasieTcss TpeXJe BCEro NPOTEUHYPUEH pa3IMYHOM CTENEeHH
BBIpaXEHHOCTH, BIUIOTH A0 pasBepHyroro HC. HC B nmeGrore 3aboneBaHus yaiie
BCTpEYaeTcsl y JieTed, 4em y B3pocibiX. CoyeTaHue ¢ MUKpOremMaTypuerd MOKeT
ormeuatbcs 'y 40-50% OonbHBIX, y HeOosbimoi yactu (1m0 5%) 3a0oneBaHue
MPOTEKAET C 3MU30JlaMU MakporemMaTypuu. Al' HECKOJIbKO 4Yalle BBISBISIETCS Y
B3pOCTBIX, YEM Y AeTeil. Y 4acTu OOJBHBIX YK€ IPH MEPBOM 00CIECTOBAHUU MOXKET
OobiTh cHmwkeHue CK®. Ilpu Bropuusbix ¢opmax PCI'C oreku BcTpedaroTcs
3HAYUTENIbHO pPEeXe, JaXke NPU HaJMYUU MPOTEUHYPUH HE(POTUYECKOTO YPOBHS U
runoansOymuHemMun (kpome ciydaeB BUUY-acconmupoBaHHONW U TepOMHOBOMA
HedponaTuit).

Mopgonocuuecku npu BropudHOM @DPCI'C BBIABISETCS TMEPUXUILIIPHBIN
BApUAHT, TJOMEPYJIOMETrajusi, XapakTepHO (OKAIbHOE CIVIAKMBAHUE HOMXKEK
MOJIOIIMUTOB B OTNIMYKE OT MU Py3HbIX n3MeHenuid npu nauonaruyeckom OCI'C.

Teuenue u npocnos. llpm orcyrctBum nedenuss PCI'C mporpeccupyer ¢
pPa3BUTUEM TEPMUHAIBHOM CTaJAUM XPOHHUYECKOW MOYEHYHOM HEIOCTATOUYHOCTH
(tXIIH). VY mnamuentoB ¢ mnpoTeuHypuueckuMm Bapuantom OCI'C  mporHos
oTHOcuTeNbHO Oonee OnaronpusareH. TXITH mMoxer HacTynuTh 4epe3 AECITKU JET OT
nebrora 3aboneBanus. llpenukropamu HEOJArOMpUSTHOTO TeUYEHUs 3a00JIEBaHUS
ABJISIFOTCS Cleaytolue (HakTophbl:

* IEPCUCTUPYIOIIAS] MACCUBHAs IIPOTEUHYPUS;

* HapyIIeHne PYHKIUI TOYEeK B MOMEHT BBISBJICHHSI 3a00JICBaHNUS,

* koymadbupytouui Bapuant OCI'C;

* pacrpocTpaHEeHHOE MOBpeXAeHUE (aTpodust KaHaIbIIEB, ckiiepo3 bomee 20%).

Cy111eCTBEHHBIM NPEIUKTOPOM JJIUTEIBHOIO COXpaHEHUsI (PYHKIMM MOYeK MpH
OCI'C ¢ HC sBnsieTcst TOCTUKEHNUE PEMUCCHUH, TTOTHOU (Y B3pPOCIIBIX - IPOTEUHYPHS
menee 0,3 r/cyT) unu yactuuHoi (nmpoteunypus 0,3-3,5 r/cyt) [6]. [Ipu mocTmwxkenun
peMuccun S-nmeTHsss BbDKMBaeMOCTh cocrtaBisier 100% gaxe y OONBHBIX C
koJutabupyomuM Bapuantom @OCI'C. B nemoMm, mpu JOCTHKEHUU PEMUCCUHU
tepMmuHanbHas craaua XIIH pazBuBaercs menee ueMm y 15% manneHToB.

VY nereit Teuenne nauonarndeckoro @CI'C npuHIMNKATBLHO HE OTINYAETCS OT
TaKOBOT'O Yy B3pOCJIbIX; TEM HE MEHEe MMEIOTCS COOOIIEHHS O JIydllleM OTBETEe Ha
TEpanuio U Jy4ylleil oOYeyHOU BBIKUBAEMOCTH Y OOJIBHBIX C A€0IOTOM 3a00JI€BaHUS B
BO3pacTe MeHee 12 Jer.
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Jleuenue
Henbto neuenus npu OCI'C sBnsierca coxpaneHue GyHKIUN MOYEK NAIEHTa B

TEYEHUE KaK MOXHO 0oJiee IMTEIbHOTO BPEMEHH W KYyIUPOBAHUE AKTUBHBIX
nposinenuii HC. [laxke dacTtuyHass peMuccusi 00€CleuMBaeT CYIECTBEHHOE
YJIYYIIEHHE HCXOJI0B.

1. Wcnonp3yroTcs o01IMe MPUHLIMIIBI JIEYEHUSI JTI000M TPOTEUHYPUH:

Huera ¢ orpannueHuemM conu (MeHee 3r/cyt), orpanudeHuem Oenka (0,8-2,0
I/KT) ¢ aIEKBaTHBIM KaJIOpakeM

NATI® (pozunomnpui, nepungonpuit u ap.) win BPA (jiozaptan, BanscapTan u
ap.)

AHTaroHUCT aJibJIOCTepOHA (CIMPOHAIAKTOHBI B Majioi go3e 12,5-25 mr/cyr).

2. UMmmyHoOCynipeccuBHasi Tepamnusi MPOBOAMUTCS TOJBKO TPH  HUIUONATHYECKOM
OCI'C.
e B KayeCTBE 1503020002113 (0)7 Teparuu PEKOMEHIYFOTCS

riaokokopTuxkocrepouabl (I'KC), xoTopsle Ha3zHa4arOTCs y B3POCHBIX Kak
MUHUMYM 4 Henenu (103bl Kak ipu BMU) 1o gocTHXKeHUs MOTHON PEMUCCHH.
CTeponape3uCTEHHOCTh YCTAHABIMBAECTCA MPU OTCYTCTBHUM PEMHUCCHH YEpE3
16 wenmens (mpu ynosierBoputenbHor mnepeHocumoctu ['KC). Ilocre
noctuxkeHus pemuccun 103y ['KC CHMKalOT TOCTENEHHO B TeYeHUE 6
MECSIIIEB, IIPU CTEPOUI-PE3UCTEHHOCTH — OTMEHA [13 B TeueHue 6 Henenb.

VY mnanuenrtoB (y aereit u B3pocibix) ¢ @CI'C npu onpeneneHuu CTEPOUI-
PE3UCTEHHOCTH WJIY MPU HAIUYUU TPOTUBOIOKA3aHUN MM HEIEPEHOCUMOCTH
Beicokux 703 I'KC (mmaber, mncuxuuyeckne 3a00JCBaHUSA, TSKEIBIMA
OCTEONOpO3) B KA4yeCTBE TepaluM TIEPBOM JIMHUHM, MPOBOJUTCS JICUCHUE
unruburopamu KanbluHelipuaa (MKH): mukiaocmopunom A (IlcA), npu
HenepeHocumocTH LICA - Takponmycom.

MexaHu3M IeNCTBUS LIMKIOCTIOPUHA A 3aKIIFOYAETCSl B TOM, YTO OH BBI3BIBAET
crasM TPUBOJSAIICH apTepUOsibl KIYOOUYKOB U CHIDKEHUE MPOHUIIAEMOCTU
I'BM nnst Genka, 4TO TakXKe MOXKET CHUXKATh MPOTEUHYPHUIO, HE3aBUCUMO OT
€ro UIMMYHOCYIIPECCUBHOM akTUBHOCTH. Tepanus L[cA, mpoBoauTcs B 103¢€ 3-
5 mr/kr/cyT (MUKpOIMYIbCHOHHAsE (OopMa) B IBYX PAaBHO pa3lieJICHHBIX J03aX
B TeueHue He MeHee 6 mecsiieB. LleneBas Cy konmnenTpanus — 100-200 vr/mi.
B cnyudae gocTtrkeHUsI peMHCCUU MPOJOJIKAIOT B TEUEHHE KaK MUHUMYM 12
MECSIIEB, Jlajiee C MOMBITKOW MEIJICHHOM OTMEHBI CO CHUXKEHHEM H03bl LICA
Ha 25% xaxnaple 2 mecsua. [Ipu orcyTcTBUM peMHUCCUU B TeYEHUE 6 MECSLIEB
JIeYEHUE CIIeyeT MpEeKpaTuTh. PekoMeHayeTcsi KOMOMHHMPOBATH C MajbIMHU
nozamu ['KC. Jleuenue uAIl® nmu BPA sBiaseTca 00s13aTenbHBIM B OTINYNE
ot bBMU.

Ucnonb3oBanue LIcA npu PCI'C orpaHuyeHO HEPPOTOKCUYHOCTHIO
npenaparta: Ha (OHE Tepaldu BO3MOXHO TOBBIIICHHE YPOBHS KpeaTHHHHA
kpoBu, AIl', npu MOpQoJIOTUYECKOM HCCIEAOBAaHUM — oOvard arpoduu
MOYEUYHBIX KaHAJbIEB, YCWICHHE (HUOpO3a MHTEPCTHUIIHS, apTEPUOIOCKIEPO3.
[Ipu 5TOM KIMHWYECKH (PYHKIIUU TMOYEK MOTYT OCTaBaThCS COXPAaHHBIMH,
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Cuuraercs, 4TO TOKCHYECKOE IEHCTBHE €ro 0oJjiee BBIPAXKEHO B CIlIydae
pacupoOCTpaHEHHBIX  CKJIEPOTUYECKUX  HM3MEHEHMH B  KIy0OukKax |
WHTEPCTHINH, Y)KE CYIMIECTBYIOMNX K HaUady Teparuu HapyImeHUsIX QyHKITui
noyek (MOBBIIIEHHOTO YPOBHS KpPEaTMHHUHA), a4 TaKXK€ MPEBBIIICHUU 03I
LcA>5,5 wmr/kr/cyr. DBoOJBIIMHCTBO  HCCIIENOBATEIE  PEKOMEHIYIOT
pOBeJIeHHE MOBTOPHON HeppoOuorncuu yepe3 2—3 rojia OT Hayaya JCUCHUs
LIcA ¢ nenpo KOHTPOJIs ero mMo0oYHbIX A(HPEKTOB.

Takpoaumyc B no3e 0,1-0,2 mr/kr/cyt B ABa mpueMa (11eJeBoi YpoBEeHb — 5-
10 wvr/mn). Ilpu ®CI'C takpommmyc (FK506) obmamaer cxomupim ¢ lIcA
MEXaHU3MOM JICHCTBHSI M MEHbIIEH HEPPOTOKCHYHOCTBhIO. OH MOXET
MHIYLMPOBATh PEMUCCHIO Y YaCTH, HO HE y BCEX OOJBHBIX, PE3UCTEHTHBIX K
npyrum Bugam seuennsa — 'KC u LcA.

Modgeruna mukogenoiar B 103¢e 1mo 750-1000 mr 2 pa3a B IcHb B T€YEHHUE 6
mecsieB U Oosee. OTCyTCTBHE HEPPOTOKCHMYHOCTH BBITOJAHO OTIMYAET
mukoderonat mModeruna (MMD) — ceneKTHUBHBIT UMMYHOCYIPECCUBHBIN
npenapar, yrHeTarouuil npoaudepanuio JTuMEGOIUTOB U MOHOIIUTOB, a TaKXKe
HapYUIAIOMUN aJre3ul0 aKTUBUPOBAHHBIX JTUM(OIUMTOB K AHAOTEIUATHHBIM
kiaeTkaM. HMwmerorcs coobmieHus o ero 3()(EeKTUBHOCTH B COYETAHUU CO
crepouiamu U uHruouropamu AIID y GOJIBHBIX ¢ pa3IUYHBIMU NEPBUYHBIMU
romepynonatusiMu, B ToM uuciae u ®CI'C. KDIGO (2012) pekomeHayrOT
MM® wu BBICOKME J03bl JAEKCaMeTa3oHa Ipu HemepeHocumoctu LIcA y
6osbHbIX ¢ DCI'C.

IIo npumenenuro Purykcumada mpu OCI'C mnoka HeEZOCTaTOYHO
PaHIOMU3UPOBAHHBIX HCCIEIOBAaHUM, XOTS OCTAaETCs MHOT0O0OEIIAI0IINUM
npenapaTom.

Nzyuaercs sddexktuBHOCT M apyrux npenaparoB (ACTH, abartacent —
CTLA-4).

Boszepar ®CI'C B moyeyHoMm TpaHCIuIaHTtate npoucxoauT B 30% ciyuaes.
OCI'C, pa3BuBaroUMiics B TpaHCIUIAHTaTEe, TPEOYEeT MHTEHCUBHOIO JICUCHUS
koMmOuHanuen myiarcoB MII, minazmadepesa.

[IpoBoauM creayrommui KIMHUYECKAN CIydal U3 IETCKOU IPAKTUKH.
Manvuux I, 6 nem, npu nepgom nocmynienuu oonen 1 200. B Oebrome

HEenoHbllL Hedhpomuueckuti cuHopom besz omekos, ¢ npomeunypueti 2,8 2/n, COI 28
Mm/y. Jleuuncs no mecmy scumenbcmea npedHu3oionom 40 me/c 6 meuenue 8 Heoenw,
pemuccuss HC oocmuenyma monvko na 6-ii HeOene neuenus. | peyuous pazeuics Ha
Gone crudicerusi 003wl 113 00 10 me/484 u na gpone nuesmornuu. Tepanesmuueckuil
unoykyuonnwil xkypc I13 u nyrvc-mepanus memuanpeonuzononom Ne2 sghgpexma ne
oanu, CoXpansnacey npomeunypus 6,6 /1.

Ilpu nocmynnenuu ommeuaemcs obocmpenue HC c¢ awmacapkou, AH 110/80

MM.pM.CM., YMepeHHblll IK302eHHblll eunepropmuyusm, COD 74 mm/4, eunoxpomHas
anemus, npomeunypus 8,5 2/c u spumpoyumypus 20-22 6 n/3p. Ilposedena
YPEeCKOINCHASL NYHKYUOHHASL OUONCUSL €801 NOUKUL.
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Ilpu ceemosoii muxpockonuu 6 npenapame cpeou umeowuxcsa 16 knybouxos 6 4
(25%) — ceemenmapmbill cK1EpO3 KANUIAPHBIX Nemelb )y MYOVIAPHO2O NOICA
KAYOOUKO8 C NEeHUCMbIMU KIemKaMu 6 30He cKiepo3a. B 2 Opyeux xaybouxax
umeemcs Jleekas mezaneuanvHas npoaugepayus. Tpu kaybouxa  8viensoam
yeenuueHHvIMU 6 pasmepax. OcmanvHble KIYO0ouKu He usmeneHvl. Kananvyvr —
ouggysuvle Oecenepamugrbvle usMeHenus, ieekas ampogus. Mnmepcmuyuti — neexkut
Gokanvublil hubpos. Apmepuu u apmepuonvt He usmenensl (puc. 4.54).

Pucynok 4.5. Bepxymeunsiii BapuanT (oKaIbHO-CETMEHTAPHOTO IIIOMEpYJIOcKiepo3a y pedenka I'., 6 et
(Muxkpogororpadun — A.B.Cyxanos, Mocksa, 2004 t.)

A — CermMeHTapHasi OKKITIO3US TIPOCBETOB KAIMMILISIPOB KITy0OYKa ¢ yBETMUESHHEM ME3aHTHaIbHOTO MaTpUKCca
W THaJUHO30M. Anre3us K kamncyne boymeHa B oGsactu mepexoia B HpokcuManbHbIA Kananern. LIMK-
peakuus x250

B — IuddysHoe criaxuBaHue HOKEK MOJOMUTOB. DIEKTpoHHAsE MUKpocKomus x4000

Ipu ummyrnoghroopecyenmrnom ucciedosanuu ommeuanocs ceevenue IgM, C3 6
me3aweuu U no nepugepuu KanuiiapHvlx nemenv 2+. Ilpu 21exkmponHOU
MUKPOCKONUU ommedaemcs OuppysHoe canadcusanue Manblx HONCeK NOO0OYUMO8
(puc. 4.5B). /lenosumos ummyHoxomniekcHo2o muna Hem. bazanvnas membpana
KanuliiapHolX nemeib He ymonujena. Mmeemcs yuacmoxk cecmeHmapHo2o CK1epo3d
KanuiiapHblX nemeisb 8 pailoHe 8blx00a NPOKCUMANIbHO20 KaHanvya. B unmepcmuyuu
UMeromcsi neHucmble Kiemku.
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Mopdghonocuueckoe 3axarouenue: DokanbHbll cecMeHmapHbull
27IOMEPYNOCKAEPO3, 8EPXYULEUHDIL 8APUAHMI.

Knunuxo-mopghonocuueckuii ouazHo3: Cmepouo-pesucmenmmoiii
Heghpomuueckull CUHOPOM, C DOKANLHO-CE2MEHMAPHBIM — 2NOMEPYIOCKIEPO3OM,
gepxyuedHbim gapuanmom. Xponuueckas 60.1e3Hb novexk, I cmaous.

B neuenue nooknrouena unmencuguyuposannas cxema ieyerus: Yukiocnoput A
(Canoummyn Heopan) 6 mepanesmuueckou o0oze 150 me/m2/c, npeonusonow
20me/48u, uAIllD. Ha ¢hone neuenus uepes 2 mecaya pazsunace NOIHAS PeMUCCUS
Heghpomuyeckoeco cunopoma, oauewascsa 1 200. B nocrnedyiowem no mecmy
Jocumenbcmea  — peyuousbl  HehpomuuecKko20 CUHOPOMA NOUMU  eHCe2OOHO
gcredcmeue HedocmamodHou 0036l yuxknocnopuna A. [Jo 2014 2o0a  neuenue
nyavcamu MII, ysenuuenue 003bl YUKIOCNOPUHA NPUBOOUNO K NOJHOU PEMUCCUL.
Hcnonvzosanoco couemanue llcA ¢ MM® u uAll®. I[losmopnas o6uoncus
npomusgonoxkasanuti Kk ILJcA wne obnapyxcuna. Jlo nacmosweco epemenu CKOD
ocmaemcs Hopmanvhou. Ho 6 2014 200y 6ce svluieckazantoe jieyenue He npueoouio
K pemuccuu. Hauamo neuenue Pumyxcumabom.

Cneoyrowuit Knunuveckuii cayuaii. Iayuenmra I, 24nem (1990 2.p.)

llebiom 6 mnauane ascycma 2014e. ¢ noseieHus OmMeKO8 HA HUNCHUX
KOHeyHocmaAx 00 naxosou cknaoku. llosviuwenue CA/J 0o 160 mm.pm.cm. B urone
20142 — conneunas unconayus. Jlewenue — aHmuOuoOmMuxu, CUMRMOMAMuU4ecKoe.
Hacmosawas ecocnumanuzayus ¢ KasHUW Kapouonocuuu u eHympenHux b6onezueti —
naaHo8as, OJisi NPOBedeHUss bUoONcuY NOYKU No NOB0OY HehPOMUYEeCKo2o0 CUHOPOMA.
Hacneocmeennvui anamnes: no mamepunckou aunuu — Al Cocmosmnue cpedneii
cmeneHu msxicecmu, 3a cuem CUMIMOMO8 cunepauopamayuu. Beipasicennvie omexu.
YCC 74 ¢ mun. A/l 132/70 mm.pm.cm.

Jlabopamopnvie u uncmpymenmaibHvle UCCAE008AHUA:

OAK (20.08.142-05.09.142): Hb- 117-119 2/n, spumpoyumei- 4,7-4,95%10%/x,
Ht- 37,4%, L- 4,1-6, *10%, TpombGoyumwi-330,0 *10%/2. CO-21-60mm/u.

OAM (21.08.142-05.09.142): ysem-c\oic, yo. eec — 1025-1015 , npos- nonn,
benrox++++ 10-5,12/n, pH-6.0, neiikoyumol- nem, bakmepuu+, kposb++, 50 rbc\uxr

buoxumuueckue uccneoosanusn kpoeu (21.08.142-03.09.142): kpeamunun -
46-63mrmonv/n, obwuii denox — 37-422/n, mouesuna - 6,7-3,7mMMmonv/n, 2n0Ko3a-
4, Smumonv/n, Na-134,4-144, Immonwv/n, K-5-5, I mmonw/n.

Koazynoepamma(20.08.2014): AYTB-24,3, [ITB-20,1, IITH-87,3, MHO-1,60.

HDA na zenamumwvr (27.08.2014): cenamum C (cymmapHvie anmumena)
ompuyamenvro, HBsAg ompuyamenvho.

IKI' (20.08.2014): Pumm cunycoswviii ¢ YCC 75 6 MuH., pecyrspHblil.
T'unepmpogua JVK. Hapywenue npoyeccos penonsipuzayuu.

Ix0-KT (21.08.2014): KCP 27.1, KJ[P 44.4, T3CJDK 7.5, TMJKII 8.7, IDK 11.3,
Hoa-25.6, JIII 25.6, /[O-89 ma, CO 27 ma, YO 52 mn, OB 69%. Coxpamumenvhas
CHOCOOHOCMb 116020 JHCENYOOUKA YO081emeopumenvtas. [JonoiHumensvuas xopoa
NOJIOCMU 7168020 HCeNYOOUKd.

buoncua nouxku om 08.09.2014:
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Mopgonozuueckoe uccnedosanue ouonmama nouxku 08.09.2014z:

Ceemoonmuueckoe ucciedo8anue 6vINOIHEHO HA NAPAPUHOBLIX Cpe3ax ¢
UCNONIL308AHUEM GbIULEYNOMAHYMBIX OKPACOK.

B mamepuane Hegpobuoncuu npedcmasnienvl KOPKOSbIU U MO32080U CIOU
mKanu nouku, 15 K1y60YK08, MOMANLHO CKAEpPO3Upo8anHvlx Hem. IlonynyHuil,
ckaepo3a 6 Kuyooukax Hem. B I knybouke ommeuaromcs cunexus ¢ Kancynou
boymena u nebonvuioe nponabuposanue KanuiisApHuIX nemelb 8 HAYAIbHbll 0moei
NPOKCUMANILHO20 KaHanvya. Hexomopwvie KnyOOuKU 6blena0sam YEeludyeHHbIMU 8
pasmepax. Hebonvuian me3aneuanvHas 2unepriemoyHocms 6 1 knybouxe.

Ouazosviti myOyYI0HEeKpO3 € UCUE3HOBEHUEeM WEeMOYHOU Kalmbl, CIYWUBAHUEM
K1emoK myOyasApHO20 dNUMenUsi 8 Npoceem KAHANbYEE U NOJHbIM OMCYMCmMEUuem
INUMENUATILHOU  BLICIUIKU  HEKOMOPbIX KAHAIbYES8, PpPACUIUPEHUeM HNpOCEemos
Kananivyes. Inumenuti NPOKCUMATbHBIX KAHATbYEE COO0epHCUm D0IbU0e KOTUYEeCmB80
benkosvix  epanyn. Hebonvwioi omexk  unmepcmuyus. Jleekuil — 0ouacosvlil
UHmMepCMuUYUanbHull Guopo3. Apmepuu KpynHo2o, cpeone2o u Meaiko20 Kaiuopa He
U3MEHEHDL.

Hmmynozucmoxumuueckoe uccineoosanue: Co ecemu peazeHmamu pe3yiomam
OmpuYamebHulil.

Iamonocucmonocuueckoe 3axnouenue (Haynabaesa A.E.):

DoKaNbHO-CE2MEHMAPHBLIL 271I0MEPYNOCKNEPO3, 6epXyuieuHblil éapuanm (tip-
lesion). Quacoeoe ocmpoe noeperxcoenue Kananvuyes. Quazoevlit necKkuil
UHMePCMUYUATbHBLIL GUuOpOo3.

Knunuueckuii ouaznos: [nomepynapuas ooneznv. Hegppomuueckuii cunopom.
llepsuunwiii hoxanvro-ceemenmapuwiii 2nomepynockinepos (PCI'C). XbII I cmaous.

Jleuenue:

1. Hduema c oecpanuuenuem nosapenHou conu,
2. Cumnmomamuueckoe — anvoymur 10%-200mn Ne4, ¢hypocemuo 120me Ne5 6/8,
3amem mopacemuo 8 mabiemrax.
3. Ilamocenemuyeckas mepanusi:
a. Memunpeonuzonon 48me/cym: 3 maobaemxku no l6me x 1 paz ympowm,
3anueams MoJOKOM.
b. IlcA 250mz/cym 6 2 npuema.
4. Hegponpomexmusnas mepanusi:
a. Ilepunoonpun, Bepownupon.
b. Ipoguraxmuxa snexmponummusix HapyweHull Ha Gone OuypemuyecKol u
cmepouonou mepanuu (Call3, npenapamol kanus).

Jocmuenyma  pemuccus,  8vlnucaHa 0N NPOOOJICEHUs.  JleYeHUus 8

amoOyIamopHbuIX YCI0BUSX.
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4.3 MEMBPAHO3HAS HE®POIIATUA

Memb6panosnas Hepponatus (MH), siBnserca Hanbosee yactoit npuunHoit HC
y B3pOCIHBbIX. Y AETEH BCTPEYAETCS PENKO U cocTaBisieT 1-2% OT 4nciia maluueHToB ¢
HC. Ongnako onucans! cimydan MH naxe y HOBOpOXAEHHBIX [7].

Paznuuaror MH:

1. Uanonatuyeckyro, IEpBUYHYIO
2. Bropuunyto

[Tpumepno B 80% ciyuaeB MH y B3pocnbiX nepBUYHBIE (MAUOMATHYECKUE),
20%-BTopuunslie, pas3uBmuecs Bcienactsue CKB, Bupychoro remarura (uame B,
pexe — C), npUMeHEeHusl IpenapaToB 30J0Ta, O0upocdaHaTOB, TaKKE OIMYXOJIEBBIX
3a00JIeBaHUI U MPOTUBOOIYXOJIEBBIX MpENapaToB u Apyrux [9].

B nerckom Bo3pacte MH uaie pazsuBaercs BCIEACTBHE BTOPUYHBIX ITPUYMH, &
uauonarnueckas MH — peakas npuumna HC. BonbmmbcTBO 3a60neBmmx MH
B3POCIBIX — MY>KUMHBI, B TO BpeMs Kak y JETEM Takoe pa3/elieHHe HEXapaKTEepPHO.
3aboneBaHMe BO3HMKAaeT BO BCEX JTHMYECKMX rpynnax. JluarHos craBuTcs
MOP(OIOTUYECKH.

Ilamomopgponozus. I'ucronornyeckue usmeHenus npu MH cBuneTensCcTByIOT
O  TJIABEHCTBYIOIIEM  POJM  HMMMYHHBIX  KOMIUIEKCOB,  PacIOJIOXKEHHBIX
cyosmmurenuansHo  (Mexxny I'BM uw momomuramu). CyOsmuTenuanbHBIC
(31MMeMOpaHO3HbIE) MMMYHHBIE JEMO3UTHl HE MPUBOAAT K BOCHAJICHUIO WU
IPUBJICYCHUIO LUPKYJIUPYIOIUX JIEUKOUUTOB (HEPpUT), a B OOJIbLICH CTENeHU
BBI3bIBAET KOMIUIEMEHT-3aBUCHUMOE MOBPEKICHUE MOJOLUTOB U HEPPOTHUECKHI
cuaapoM. Takum obOpazom, npu MH npoucxomutr yronmenue ['BM  6e3
nposudepanuu kieTok. Paznuyatorcst detwipe craauu 3Bosronu MH: cranus 1 ¢
MEJKUMH CYyORNUTENUANIbHBIMU AeN03UuTaMu (CcBeTio-cepsrie), ctaaus Il ¢ munukamu,
ctagusi Il ¢ HOBooOpazoBanHoit I'BM Bokpyr nemno3utoB u cragus IV ¢
HepaBHOMEpHBIM yTommeHuem ['BM u pactBopeHreM aemno3uTos (puc.4.6).

B I cranun kiny6ouku mo CM 4acTo BBIMISAST HOPMAJIbHO, TAK KAK UMMYHHBIE
JENO3UThl MEJIKUE, OTJEJEHHBbIE APYT OT Jpyra. bojbiioe yBenudeHUE B JIydllleM
CJIy4ae MO>KET BBISIBUTH CIIeTKa yToJieHHbIe nepudepudeckue ['bM.

Bo II cragum I'BM umMmyHHBIE neno3utsl yBenuuuBaroTcs, ' bM crierka
yronmeHa. Okpacka cepeOpoM BBISIBISECT TUIWYHBIE UIMIUKA — BBIPOCTHI C
Hapy>kHo# nosepxuHoct ' BM. [Togouut o6pasyer HoBbIit MmaTepuan s ['BM.

B III craguum OenkoBbie (DIAECKTPOHHO-TJIOTHBIC) JICTIO3UTHI TOIHOCTHIO
MOKPBIBAIOTCS HOBOOOpazoBaHHOW ['BM M moOmHOCTBIO pacrosiaraioTcsi BHyTpHU Hee.
Bcesa I'BM 3amertHo yrodeHa.

B IV craguu tommmHa I'BM CTaHOBUTCA KpaWHE HEPABHOMEPHOW W3-3a
pe3opOLMK MPOTEHHOBBIX JEMO3UTOB, HA MECTE€ KOTOPBIX OCTAIOTCA IYCTOTHI
(xopomo Buaumbie Ha OM). B cragusx III u IV obnapyxuBaercss Bce Ooubllie U
0O0JIbIIIE MOTHOCTHIO WJIM CETMEHTAPHO CKJIEPO3UPOBAHHBIX KITyOOUKOB.

101



102




Pucynoxk 4.6. nponomxenue. B, C - JleBouka A., 9 ner, HedpoTmueckuil cuHAPOM -+
Mukporematypusi. B. Kiybouek ¢ yTOJIIEHHBIMM KaOWUISpHBIMU CTeHKamMHu. B mpaBoil udactu
KIIy0OUKa — MHCCyaTuBHOE U3MeHeHue. CBetoBas Mukpockonus, PAS x400. (Mukpodororpadus
— A.B.CyxanoB, MockBa, 2004 r.). C — II cragus meMOpaHO3HOH He(pOMATHUH: OTYETIMBEIC
cyOanuTenuanphele mwunsl ['BM, cnusHie HOXKEeK U MUKPOBUIUIE3HAs TpaHC(hopMalys MOJOLHUTOB.
OnexrponHas Mmukpockonus. (Mukpodororpadus — A.B.Cyxanos, Mocksa, 2004 r.)

Bo Bcex cragusix, HO yanie B 0ojiee MO3AHUX, B KaHAJIbIIAX U B UHTEPCTUIIUU
MPUCYTCTBYIOT TICHUCThIE KiIeTKM. C HapacTaHWeM TOBPEXKIEHUS KIyOouKa,
O0COOEHHO CKJIepo3a, pas3BuBalTCs arpodus kaHamblleB u ¢udpo3. I[lo UD
MMMYHHbBIE Aeno3uthl conaepxat IgG u C5-9, pexe - IgM, C3, C4 u Clq. Y nereii u
Mpu  BbI3BaHHOM JiekapcTBamu MH naeno3utbl MoryT ObITh (DOKaJIBHBIMH U
CEeTMEHTapHBIMU, HO OOBIYHO OHHM TyI0OanmbHBl W Auddy3Hel. HecmoTps Ha
npeasiaraeMblii  KiaccuuKalueil HeoOpaTUMO Mporpeccupyrommii npouecc ot |
ctaguu K [V, 3a0osieBaHuEe MOXKET MOJBEPTHYTHCS CIIOHTAHHOW PEMUCCUM Ha JIFO00i
craguu. [lpu BTOpMYHBIX (Qopmax, T.e. CBA3AHHBIX C JIEKApCTBaMHU, MHQEKIUIMHU
(rematut B), onmyXonsiMu | T.1I., JIeYeHUE TPUYHUHBI MOXKET CIIOCOOCTBOBATH OBICTPOM
pemuccuu 0osne3nu. B cinydasx HacTymienus: pemuccuu B I unu navane Il cragum
MOKeT HaOmo1aThes nmoHas Hopmanuzanus ['bM B Teuenue roja.

ITHOJIOTHA U MATOTeHe3 MeMOPaHO3HOM HeponaTHu

NnonaTnyeckas (mepsuvHasi) MemOpano3Has Hepponatus (MMH)
IOmuonozus u namozernes. B nocnenHue roabl MHTEHCUBHO U3YYaeTCsl NATOTEHE3
MH u B pe3ynbTare 3TUX MCCIEIOBaHWM, YCTAHOBJIEHO, YTO MPUYMHAMHU PA3BUTHS
MH MoryT OBITh pa3HbIe 3K30Te€HHBIC U dHAOTeHHBIC GakTopsl [10].
OkcnepumenTanbHas monenb MH y kpsic (Heymann nephritis) ¢ akTuBHOi
MMMYHU3AlMEN KOMIIOHEHTaMH MOYE€YHOM TKAaHM, Jajla BO3MOXHOCTb JOCTATOYHO
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MOJIHO M3y4yuTh TmaroreHe3 3abonemanus. [lpu skcnepumentampHoit MH
o0pa30BaBIIMECS aHTUTENA MPOHUKAIOT Yepe3 KIIyOOUKOBBIN (UIBTP, CBSI3BIBAIOTCS C
QHTUTCHOM — MEMOpPAaHHBIM OEJKOM IIOJIOIIUTOB - METaIMHOM. B pesynbrare
o0pa3yloTcs aHTUTENa K MErajiuHy, CBS3BIBAIOTCA C HHUM, AKTUBHPYS CHCTEMY
KOMIUJIEMEHTa U (GOopMUpYsST CyO3MUTENHaIbHble UMMYHHBIE KOMIUJIEKCHI in situ. B
pe3yabTare MNPOUCXOAUT HMMYHOJIOTMYECKOE IOBPEKICHHE MOJOLMTOB  C
pacIUlaBJI€HHEM HOXKEK IOJIOIUMTOB, pa3pylIeHUEM MIeNeBbIX auadparMm
MIPOTEUHYPHUEH.

Y moneit antureHom npu  uauonarumdeckon MH (MMH)  cayxut
TpaHCMEMOpPaHHBIA TJIMKOMPOTEHH IMOJOLMUTOB — peuentopsl ¢docdonumnazsl A2
(PLA2R). K HuM o0Opa3yroTcst anTuTeNa, KOTophie BhIABISIIOTCS Y 70-80% manueHToB
¢ uauonatuyecko MH u orcyTcTBYIOT y manmeHToB ¢ BTopuunor MH.

Takum oOpa3zoM, TpaHcMeMOpaHHbId raukonporenH PLA2R  sBidarcs
AHTUTEHOM, K KOTOpoMy oOpasyrorcs antutena (aHtu-PLA2R) ¢ dbopmupoBanuem
CyOaMUTENNANBHBIX JEMO3UTOB In Situ OpsIMO TOJA HOXKKAMH TMOJOIMTOB. ODTOT
Mexann3M xapakrtepeH st UMH. Uckntouennem sBIistoTCs cinydan BropuaHod MH,
ACCOLIMMPOBAHHBIE CO 3JI0KAYECTBEHHBIMM HOBOOOPA30BAHUSIMH, IPU KOTOPOU
yacToTa BbIsABIEHUS aHTUTEN nocturaer 30%. Ho omimuueM sBisieTcss TO, 4YTO IpH
NMH npeobnagatot Ig G4, a npu 3710KaueCTBHHBIX 3a00JI€BaHUSAX — MpeodIajaHue
Ig G-1 u Ig G-2, nag Ig G4. Antutena onpenensitorcs y 70-80% mnanueHToB B
HECKOJIBKMX PacoBbIX Ipynnax ¢ uauonarnyeckod MH. IIpu 3ToM ypoBHM aHTHUTEN
KOPPEJIUPYIOT C IPOTEUHYpUEN U 0TBETOM Ha Tepanuto. AHTU-PLA2R ncuesaror mpu
pemuccun MH 1 NOSABISIFOTCS PU peLUIMBE WIM BO3BpaTe B TpaHCIUIAHTaTe. AHTH-
PLA2R OTCyTCTBYIOT HOpH JpPYrux TJIOMEPYJISAPHBIX 3a00J€BaHUSAX M CIIyXKaT
XOpOIIINM TuarHoctTudeckum kputepuem st UMH [10].

UcuesnoBenne antu-PLA2R antuten mpu wmawonatuyeckoid MeMOpaHO3HOM
He(ponaTuu SABJISETCS OJHUM M3 CaMbIX PaHHUX NMPU3HAKOB CHUKEHHSI aKTUBHOCTHU
npouecca. lcue3HOBEHHWE NPOTEMHYPUH OTCTA€T OT HMCYE3HOBEHUS AaHTUTENl Ha
HeZeN/MeCsIbl, TO €CTh Y HEKOTOPBIX MALMEHTOB ¢ HEPPOTUUECKON MPOTEUHYpUEH
BclieicTBUE aHTUTEN aHTU-PLA2R, nociaegHue B KpOBU HE HUPKYIUPYIOT. DTO TAKKE
3HAYUT, YTO NPOTEUHYpPHs caMa Mo cebe — ciiabdblii MapKep aKTHUBHOCTH UMMYHHOTO
IIPOLIECCA U HE MO3BOJISIET ONPENEIINTh, KTO HYKIA€TCs B TEPANIUU, a KTO HET.

[Tomumo  Heppura  XeilmanHa, ObUIM  TOJYyYEHBl  JBE  ApYrue
AKCIIepUMEHTaIbHbIe MosieTu MH, rie B kauecTBe aHTUI€Ha BHICTYNAIA U TUIUIT
nentugasa [V (I IV) y kpeic u HeliTpanbHas saaonentuaaza (HIII) y kpoiukos.
BaxxHo oTMeTuTh, YTO 00a aHTUre€Ha SKCIPECCUPYIOTCSA HA MOJOLUTAaX, a TaKKe Ha
SHAOTENUANBHBIX KJIeTKax uejoBeka. B mocnenyromem HOIII kinyboukoB Obuia
YCTaHOBJICHA B Ka4€CTBE AHTUIE€HA-MUIIEHU B HECKOJIBKMX CIy4asX HEOHAaTaJIbHOU
MH y genoBeka. Y MaTepu ¢ TeHETHUECKUM Je(hEeKTOM BhIPA0ATHIBAIOTCS aHTUTENA K
HOII HopmanbHOTO 11042, 4TO TPUBOAUT K pa3BuTuio HC y HOBOPOXKICHHBIX.

Bropuunas memMOpaHo3Hasi HepponaTus
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IIpuyunamu BTopuyHoii MH siBJsitoTCA ciexyromme 3a00/1eBaHUA:

1. Undekmun
- BI'B, BI'C, mapasurapssie 3a00aeBaHus, CUu(pUINC
2. 3nokadecTBeHHbIE HOBOOOpazoBaHus (y 20% mammentoB >60 mnet, 4% <60
JIeT)
- Conuanele onyxoju (JIETKWe, MOJOYHAs Kejie3a, TOJICThIA KUIICYHUK,
MpeACTaTeNbHas KENe3a)
3. AyTtouMMyHHbIE 3a00J€BaHUS COCIMHUTEIHLHON TKaHU
- CKB, tupeounaur, nuadeT, MoYeyHbIe aJIOTPAHCIIIIAHTATHI
4. TlpenapaTbl/TOKCUHBI
- HIIBII, 301m0TO0, NEHUUWUIAMWH, KaNTONPWJ, pPTYTh, JIUTHUH,
dbopmanbaerua

UK w™oryr ¢opMupoBatbcs In situ TMOCPEICTBOM pEaKUUU aHTUTEN C
HK30I€HHBIM  AHTUIEHOM, KOTOpPBIM  OTJIABIUBAaeTCs B  CyO3mUTENINaIbHOM
MIPOCTPAHCTBE (MMIUIAHTUPOBAHHBIM AHTUTEH). DTOT MEXaHU3M MOXKET OOBICHHTH
acconuanuio MH ¢ HekoTopbiMu HHGEKIMSAMU U nipenapaTtamu (BTropuuHas MH).

[Ipu BrOpuuHbIX (opmax MH Obu OOHapy>KEHBI pa3jIMYHbIE AHTUTEHBI B
COCTaBE CYO3MUTENNATBbHBIX UMMYHHBIX J€MO3UTOB. OHU BKIIOYAIOT OIYXOJIEBBIC
AHTUTEHbl (KaHUEPOIMOPUOHAIBHBIN, MPOCTAT-CHEHU(PUUECKUA AaHTUTEHBl W Jp.),
TUPOrJI00yIUH, UHPEKIMOHHbIE aHTUreHbl (rematutr B, C, reaukobakTep MUIOpH,
cupumuc), JIHK-accouunpoBanusie anturensl (Ac-JIHK, ructonsl, HykJI€OCOMBI).
HecmoTps Ha TO, UTO 3TU aHTUTEHBI CYUTAIOTCS MATOT€HHBIMU, OHU MOTYT OTPaKaTh
IPOCTO HECHeIU(pHUUECKOEe MPOXOXKIEHUE OEIKOB B CBSI3M C IOBBIILIEHHOU
MPOHUIIAEMOCTHIO 3H0TENUA U [ 'BM.

AKTHBaIlMg KOMIUIEMEHTa TPUBOAUT K oOpazoBanuio C5-9, KkoTophIii
BCTpauBaeTcsi B MeMOpaHbl mnonouuToB. llogouuTtsl 00magaroT oOrpaHUYEeHHOU
CIIOCOOHOCTBIO K MPOH(EpAINH, TIOITOMY MPHU MOTEPE MOJOIMUTOB (AMONTO3, OTPHIB)
yYMEHbIIAeTCA WX 4ucio. Yepe3 ywactku oroneHHol ['bBM ycumimBaercsa mnoreps
OEJIKOB MJIa3Mbl B MOYY U HAUMHAETCS Pa3BUTHE IIIOMEPYJIOCKIIEPO3a.

Ilamocenes npoepeccuposanus noweunou oucpyuxyuu npu MH. Tlopaxenue
nogouToB U ['bM OoJbiiieil 4acThi0 MOTYT OOBSICHUTH BBIPAKEHHYIO MPOTEUHYPHUIO
nmpu MH. IlporenHypus Takke OTpa)kaeT MEXAHU3MbI, BEAYLIME K Pa3BUTHUIO
TyOYyJIOMHTEepCTUIIMATBHOTO (rOpo3a. CKOPOCTh CHUKEHUS MIOYEYHON (PYHKIIMU MPU
MH koppenupyeT co CTEeNeHbl0 NPOTEUHYPUH, U, HECMOTPSL HA TO, YTO OHA MOXKET
oTpaxaTh 00Jiee BBIPAXKEHHOE MOBPEXKICHNE KITyOOUKOB, BCE OOJBIIE JOKA3ATEIbCTB
B M10JIb3Yy TOTO, YTO MPOTEHHYPHsI caMa M0 cebe MOKET OKa3bIBaTh BPEIHOE BIMSIHHE
Ha TYOYJSIpHBIC OIUTETUATBHBIC KICTKUA. OMUTEIHUAIbHBIE KIETKH KaHAaJbIICB
CIIOCOOHBI ~ CHHTE3UPOBATh KOMIIOHEHThl KOMIUIEMEHTa W MOTYT  CIY>KUTh
aKTUBAaTOpPaMU aJbTEPHATUBHOTO MyTH aKTUBALIUH.

Kiaunuka u jeyeHne meMmOpaHo3Ho# HepponaTumn
Knunuka MH. B 60-70% B nebtore MH otmeuaercs HC, y ocranbHbIX —

MPOTEUHYPUSI, KOTOpasi B OOJBIIMHCTBE CIy4aeB B TE€YEHHE 1-2 JIET mporpeccupyeT
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no passutus HC. VYV 30-40% OonbHBIX OTMEYaeTcss TakkKe MHUKpOreMaTypHsl.
Makporematypust U 3puTpountapisie nuinHApbl, OITH BcTpewatorcs kpaliHe penko
u  TpeOyroT mpoBeacHUs JupPepeHInanbHON  OUArHOCTUKU €  JIPYTUMH
3aboneBanusamu. K magasry MH mnpeobnagaroriee OOJBITUHCTBO TMAIUEHTOB MMEET
HopMmanbHOe AJl. I'mmepreHsus mo xoay 3abojeBaHusi orMeudaercs juiib B 10-20%
ciydaeB. CtaHgapTHas TOpPMOHAJIbHAS Tepanusi 0ObIYHO HeddpexTuBHA [8].

Teuenue. MH sBnsercs XpOHMYECKMM 3a0ojeBaHUEM, Uil KOTOPOTO
XapaKTEpHbl CHOHTAHHBIE PEMUCCUU U PEUUIUBBI. B CBA3M C pEAKOCTHIO MATOJIOTHH
y nereil Oone3Hb HambOoJee MOJTHO M3Yy4YeHa y B3pocibiX. [1o MaHHBIM pa3mTu4HBIX
aBTOPOB, CIIOHTAHHAsI PEMUCCHUS B TeueHue S5 et ormedeHa y 20-40% marueHTOB.
Ocrtanpabie manueHTsl (mo 30%) a1ub0 yXOAsT B MOYEHYHYIO HEIOCTATOYHOCTH, JINOO
MOIICPKUBAIOT HOPMATbHYIO (PYHKITHIO MTOYeK Ha (hoHE akTUBHOTO 3a0oseBanus. 10-
JIETHAS TOY€YHasi BbDKUBAEMOCTh cocTaBisieT 70%. OTmedyeHo, 4yTo y JeTell vauie,
4eM y B3pOCIBIX, HMMEIOT MECTO MAaKporemMaTypus M pEUUIuBbI, pexe —
TpoMOOSIMOONIMUECKHE OCloKHEHUs. B menoM, mnporHo3 y jgereil Oonee
onaronpuatHeii. Teuenue BropuuHbix Gopm MH wmenee usydyeno. ¥ 30—60%
nanueHtoB ¢ HBV-accouuupoannoin MH pasBuBaercsi cioHTaHHasi pemuccus. Y
OCTaJIbHBIX — COXPAHAETCS MPOTEUHYPUS U/WIN HEPPOTUUECKUM CUHIPOM.

Tepanus uouonamuueckoeo MH. B cBeTe HOBBIX JaHHBIX y MMALIMEHTOB C JIETKUM
teueHueM uauonarnyeckoi MH 6e3 HC u ymepeHHoil npoTenHypueid, HOpMaabHOM
¢dbynkuuei nouek, ummyHocynpeccuBHas tepanus (MCT) ne npoBogutcs.

NCT mnokazana npu NOPOTEMHYPHM, NpeBbILAOMEH 4 T1/CyT, OTCYTCTBUH
TEHJEHUUN K CHIDKCHHIO TPOTEMHYpUUM Ha (POHE aHTUNPOTEUHYPUUYECKOU H
AHTUTUIEPTEH3UBHON Tepanuu B T€UEHUE 6 MECSIEB, Y MALMEHTOB C TSKEIBIMHU U
yrpoxatomumu xu3Hu cumntomamu HC. TlanueHTsl ¢ MOBBIIEHHMEM KpEeaTHHHHA
nojjiexxar Oosjee paHHeMy Hayaly Tepanuu. B TeueHue 6 MecsieB OT Hayana
3a00€BaHUsl MAIMEHTHl JIOJDKHBI IMOIY4YaTh MCKIIOYUTENIBHO MOICPKUBAIOIIYIO
TEpPanuIo, IMOCKOJBKY 3a 3TOT IIEPUOJ Yy 3HAYUTEIBHOIO YHCIA U3 HHUX MOXET
Pa3BUTHCS CIIOHTAHHASI PEMHUCCUS. Y OCTaIbHBIX COXpaHAETCS MPOTCUHYPHUS /WK
HC. Ycrpanenue npuumHbL, €CJIM OHA YCTAHOBIIEHA, MOKET IPUBECTH K JIOCTHKEHUIO
noiaHo pemuccuu. IIpoBoguTCSs CUMITOMATHYECKasl Tepanus: JIAYpPETUKAMU,
antunporeunypudeckass  (unrubutopsl  All®, BPA), anTUrUnEpTEH3UBHAS,
AHTUTUIEPIUNUAEMUYECKas Tepanus NpH MOBBIILIEHUH YPOBHs XonectepuHa. [lpu
TUN0AILOYMUHEMUN MeHee 25 T/ peKOMEHAYeTCs AaHTHKOAryJsiHTHas Tepanus
(Bapdapun). Kimnanueckumu ¢akropamu BBICOKOTO PHUCKa MO MPOTPECCUPYIOIIEMY
TEUEHUIO SBIISIIOTCA MPOTEHHYpHUsi Oojee 8 r/cyT, apTepuanbHas TUIEPTEH3HS,
camwkenne CK®, myxckoi non u Hamuuue 6osnee 20% TyOyIOMHTEPCTUIIUATIBHOTO
¢budposa. Jleuenne BropuuHoii MH 3aBHCHUT OT CBOEBPEMEHHOCTH IUATHOCTHUKH H
Je4eHus OCHOBHOTO 3aboieBanus. [Ipu Bcex BropuuHbIX npuunHax MH Tepanus
HalpaBjieHa Ha OCHOBHYIO MPUYUHY (MH(DEKINH, OIMyX0Ju U Jp.), a JIeYeHUE, KaK MpH
nepBuyHOM (Mauonatudeckoit) MH, nenpumenumo nmmubo maxe omnacHo [8].

B HaCTOsIIIee BpeMs UCIIOJIb3YIOTCS ClIeIyIoLue METO/IbI
MMMYHOCYIIPECCUBHOU Tepanuu uauonatuyeckon MH:
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1. Meron Ilontuuennu: 6-mecsuHas Tepanus ¢ 4depenoBaHueM [KC wu
ankunupytomux npenaparoB. ['KC npumensitorest B 1id, 31 u Si Mmecsupl, npu
ATOM KaXK[IbIif MECSI] HAYMHACTCS C B/B MyJIbCOB METHIINIPEHU30JI0HA B T€UEHHE 3
naedt B go3e 1000 mr, ¢ mocneayrommmM opanbHeM [13 B moze 0.5 Mr/kr/cyT B
TEUECHHE OCTaJIbHOro Mecsua [8];

Huknopochamun 2 wmr/kr/cyt wmm xjopamOymmn 0.1-0.2 mr/kr/cyt (Mmenee
MpeanoYTUTENbHO) B TeueHue 30 gHeid Bo 2-M, 4-M u 6-M wmecsamax. Takum
00pa3oM, IBYXMECSAUYHBII LUK MOBTOPSIIOT TPH pasa.

IIpn peruause MH y nereit moBTOpHOE JIeUEHNHE AKWIMPYIOIIMMU IpenapaTaMu
u 'KC ne npoBoautcs. Bapocnsim nipu 3¢ (HEeKTUBHOCTH WHIYKIIMOHHOM Tepanuu
IIpU PELMJIUBE BO3MOXKHO IOBTOPHOE JICYEHHE IIECTUMECSYHBIM KYpPCOM 3THX
npenaparoB, HO He 6osiee ogHOro pasza (KDIGO, 2012) [8].

2. AnprepHatuBHbiM MetonoM UKC saBngercs LuknocnopuH W TakpoiauMmyc B
T€YEHUE MHUHUMYM O MecsleB, KOTOpble MPUMEHSIOTCA y MalHEeHTOB,
OTBEHAIONIMX KpuTepusiM mnpoBenaeHuss nepBoro kypca MCT. HWMuarubOurtopsl
KaJIbLIMHEMpUHAa MOTYT NMPUMEHATHCS B CIy4yae OTKa3a OT JIEYEHUS MO0 METOAY
[loHTHYENIM WM TPU HAIWYMAKA IIPOTUBONOKA3aHWKA K Hemy. lIpu coxpanenum
pEMHUCCUU JIEYEHUE MPOBOJIUTCA MOJ KOHTpojieM YypoBHS LICA B KpoBu c
MOCTEIIEHHBIM CHIDKEHUEM 036l 10 12 MecdleB U OoJiee.

3. Modernna muxopeHOTAT PEKOMEHAYETCS HEKOTOPHIMH aBTOpPAMH, dYalle Mpu
nerkom teuennn HC.

4. B mocnegHue roAbl BcCe OOJIbLIE PEKOMEHIYETCS JIEUEHUE PUTYKCUMaOoM,
HaunHas ¢ neorora UMH.

4.4, MEMBPAHOITPOJIM®EPATUBHBIN I'TOMEPYJTOHE®PUT

MewmOpanonpommmdepatuBasii. ['H  (MIITH) — 5310 3aboneBanue U,
OJTHOBPEMEHHO, MOP(OJIOTHYECKUI  BapuaHT TJOMEPYJISIPHOTO  MOPAXKEHUs,
BKJIIOYAIOIIMN  PA3HOPOJHBIE  IATOJOTMYECKHE  COCTOSAHMS C  PA3JIUYHBIMHU
MMaTOr€HETUYECKUMHA MEXaHW3MaMH Pa3BUTHUSA: OTJIOKEHHE MMMYHHBIX KOMILUIEKCOB,
XpOHUYECKass  TpOMOOTHYECKass  MHUKPOAHTHONATHS, XPOHHMYECKass  peakuus
OTTOP)KEHHUsI TpaHCIUIaHTaTa W Jp. ['mcronormueckas KapTMHA XapaKTEPU3yeTCA
[JIOMEPYJISIPHOM THUIIEPLEIIIIONAPHOCTHIO, PACIIMPEHNEM ME3aHIMaJIbHOTO MATPUKCA,
YTOJILIEHUEM KAITUJUIAPHON CTEHKHU.

[Tatorenetnueckn MIII'H wu3HayanpHO OTIMYaeTcs OT APYTUX BapUAHTOB
XpPOHUYECKOTO  IJIOMEpyJloHe(hpHUTa HajauuueM Yy OOJBIIMHCTBA MAIMEHTOB
THIIOKOMILJIEMEHTEeMHH.

BoiiensoT nepBUUHbIA (MAMONATUYECKUN) U BTOpUYHBIM BapuanTsl MIIIH.
Panee nepBuunbiii MIIT'H nogpasnensnu Ha 3 tuna. B Hacrosimee Bpems k MIIT'H
OTHOCUTCA TOJIbKO ero I Tum c¢ cyOsHAOTEeNManbHBIMU Jeno3uTaMu. B cBs3u ¢
pa3IMuMsIMU B MATOTEHE3E, XapaKTepe THUCTOJOTHMYECKUX W3MEHEHWH, TEYEHHH M
MpOTHO3€ (B TOM YHUCIIE U MOCJe TpaHCIulaHnTauuu novku), bIIJ[ (panee oTHOoCcHIiICs K
MIIT'H II tuma) teneps BbiBeneH u3 rpynnsl MIIIH u otHecen k rpynme C3-

107



riioMmepyionatuii (0e3 neno3utoB Ig). III Tum cymiecTBEHHO HE OTJIMYAETCA OT
MIITH I Tuma xax mo Mopdoiaoruueckoi KapTHHE, TaK U 0 KIMHUYECKOMY TEUSHUIO
U TIPOTHO3Y, oTOoMY ObL1 uckitoyeH [10].

Onuoemuonocus. Panbiie MIII'H BcTpeuancs yamie, HO Onarojapsi yCHeUIHbIM
MepaM TNpOPUIAKTUKM M JIeYeHHs] HH(PEKIUOHHBIX 3a00JIEBaHUN B TOCJEIHEE
JEeCATUIETHE B pa3BUTHIX cTpaHax EBponbl u CeBepHO AMepHKH 3a00JIEBAEMOCTh
MIIT'H cuuzunacek. B nenom, 3aboneBaemocts nepBuyHbiM MIII'H B 3x0HOMUYECKH
Pa3BUTBIX CTpPAaHAaX OYEHb HU3Kasg, B TO BPEMs KAaK OHA OCTA€TCA BBICOKOM B
pasBuBaromuxcs crpaHax. HWamomarmueckum MIIIH OGoseror oOBIYHO neTH H
nonpoctku. Yame Bcrpeuaercs MIITH 1. BIIJ[ siBnsiercss peaxum 3aboseBaHHEM,
cocraBisisi b 5% Bcex nepBuuHbix ciaydaeB MIITH. Takxke, xkak MIITH I,
XapakTepHa U1 AETEN U MTOAPOCTKOB.

MIITH I Tuna

Ilamoeenez. MIII'H 1 tuma, wim teneps npocro MIII'H, pasBuBaercs B
pe3yabTare  OTIOXKEHHS  [UPKYJIHPYIOIIMX  HMMMYHHBIX  KOMIUIEKCOB B
cyOsHoTeNnManbHOM npoctpanctBe ['bBM u Me3aHTuu, 4TO MPUBOJIUT K aKTHUBALIUU
KOMIUIEMEHTA M0 KJIACCUYECKOMY ITyTH. XapakTepHa THIOKOMIUIEMEHTEMHUS. OJTH
MpOLIECCHl MPUBOAAT K Mpojudepalud ME3aHTHAIbHBIX KJIETOK M PACIIMPEHUIO
ME3aHTMaJIbHOTO MaTpHKCA. Me3saHrunanpHbIE KJIETKA o0pa3zyroT
LIUATOIIa3MAaTUYECKUE BBIPOCTHI, KOTOPBIE MPOXOIAT TOJA SHIAOTEIUATBHBIMHU
KJIETKaMH U CUHTE3UpyroT Matepuan I'bM, cocrosmuii u3 komiarena I'V tumna (kak u
Me3aHruit). TakuMm 00pa3oM, KanwuisipHash CTEHKa KIyOO4YKa M3 TPEXCIOWMHOM
CTAHOBUTCS MATUCIONHOM:

1) sHAoTeaHalbHAs KICTKA;

2) HoBooOpa3zoBanHas [ bM;

3) nMrormia3Ma MEe3aHTHaJbHON KJICTKH;

4) mnepBonavanbHas ['BM ¢ aenosutamu;

5) MOmOIMTEHI.

Kiyboukn mnpuoOperaroT MHOTOKJICTOYHBIM, OJIbYATHI BHUJ, TMPOCBETHI
KaNWUISIPHBIX NETENb CYKUBAIOTCS. DTOT Mpoiiecc HOCUT AN y3HbIN XapakTep.

[Ipu okpammBanuu no J[>KOHCy nABOIHBIE Oa3albHbIE MEMOpPAHBI CO3/1AI0T
TUMUYHYIO KapTUHY «TpaMBalHbIX penbcoBy. [Ipu UMD umeer mecto no nepudepun
KanWUBIPHOW CTEHKM rpanyisipHoe cBeuenue IgG, C3, pexe IgM. Ilpu MIITH
XapakTepHO TAaK JK€ IOpPAKEHUE KaHAIBLEB W HWHTEpCTULMS. BpisiBusercs
BOCIAJIUTENbHAs MHQUIbTpalusi HeUTpoduIaMu U MOHOHYKJIeapamMu, Makpodaramu.
O6napyxenue MIIIH y B3pochbix TpeOyeT HCKIIOUYEHHS XPOHUYECKOU
antureHemuu. Yame BcTpedaercs BropuuHbld MIIT'H, cBA3aHHBIM ¢ BUPYCHBIM
renatutoM B, C, GakrepmansHbiM sHAoKapauTtoMm, CKB, cuaapomom Illerpena,
XPOHUYECKUM JIUMQOJIEHKO30M, nepuutom ol-aHTuTpuncuHa, Ha QoHe HehpuTa
myHTta. [lpu BupycHom rematute C pa3BuBaercs kpuoriioOynuHemudeckuii ['H,
KOTOpbIH Mopdosorndyecku xapakrepusyercs, momumo MIII'H BapuanTta, Hamnurem
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KaMWUISIPHBIX TPOMOOB (KPHOTJIOOYJTWHBI M MMMYHOTJIOOYIHMHBI), apTepunta. [lpu
OM 7Aeno3uThl U Macchl B IPOCBETAX KaMJUISIPOB HOCST OPraHW30BaHHBIA XapaKTep
0 TUITY TpyOOUY€eK WK TaKTOUAHBIX n3MeHeHull. [Ipu U®D ceeuenue IgM, C3, IgG He
TOJIbKO MO mnepudepur KanmwUISIPHBIX IeTelb, HO M B MPOCBETaX KalUJUISIPOB,
COOTBETCTBYS KallWJUIIPHBIM TpOMOaMm.

Knunuueckas wapmuna. MIITH nposiBisgercss HEPPUTHUECKUM CHHIAPOMOM,
He(POTHUUECKUM CHHJIPOMOM WM UX codyeTaHueMm. B Hauane 3a0oieBaHusl y TpeTu
nanueHToB uMeetr mMecto Al' M modeyHasi HeIOCTaTOYHOCTh. [Ipu 3TOM ero ObIBaeT
TpyaHo otanuuth oT OIIMT'H. Ho g OIIMI'H xapakTepHO yiaydllleHUE TEYEHUS C
KyIIUPOBAaHUEM OCHOBHBIX CHMIITOMOB HE(PUTUYECKOTO CHUHAPOMA B TEUYCHHE
nepBbiX Henenb. [Ipu MIITH I Tuma cuMOTOoMBl CTaOMIIBHBI JUOO CTaHOBATCA
Tsoxenee. CIOHTaHHBIX peMUCCUH 3a00JIeBaHUs HE ObIBAET, OHO TEUET XPOHUUECKU U
nporpeccupyet A0 passutus TXIIH B Teuenue 5-10 ner.

Jleuenue. MIII'H TpynHo mnoanaercss JiedeHUro. TeM He MeEHee IpHu
nauonatnyeckom MIII'H [ tuna wmmyHOCyNpeccuBHas Tepamnus IO3BOJISIET
3aMeUTh TporpeccupoBanue [8]. V merelt M MoapoCTKOB JIHTENbHOE JieueHue 113
B g03¢ 60 Mr/M° aIbTEPHHDPYIOUIMM KypCOM C MOCTEAYIOUINM MEUTCHHBIM
CHIDKEHHEM JI03bl C 00I1ell MaKCUMaIbHON JJIMTENBHOCTBIO JIedueHus 10 S5 jet [8] B
psafe ciy4aeB OPUBOJMIO K CHWKEHUIO YpPOBHS NPOTEUHYPUU U YIIYUIICHHIO
[IOYEYHON BBDKHMBAEMOCTH, XOTA B TIOCIEAYIONIEM HE OBbUIO MPOBEIEHO
PaHIOMHU3UPOBAHHBIX HccienoBaHuil. Y B3pocibix u nered npu MIITH ¢ HC u
nporpeccupyromuM cHmwkenueM CK® mnpejaraercs B KadecTBE WHIYKIHMOHHOU
tTepanuu nukiodochamun BHyTph wiik MM®, B couetanuu ¢ Huzkumu jao3amu ['KC
B anbTepHUpyomeM pexume win exenHeBHo (KDIGO, 2012). [pyrumu
npenaparaMy BbIOOpa MOTYT CTaTh PUTYKCUMAa0 M B MEHBINICH CTEIIEHU UHTUOUTOPHI
kanbluHelprHa (ycuenue Al', Oosee ObicTpoe najeHune QyHKIui nouek). B cBsi3u ¢
HEOOJIBIIIMM YKMCJIOM HAOJIOJICHUM BBIBOJIBI B OTHOIIEHUU A(HPEKTUBHOCTU CHENIAThH
CIOXHO. MHOIMM  MalMeHTaM  Ha3HadaeTcs  MOAJACpPXKUBAIOIIAs  Tepanus
(cumnTomMaTuueckasi, IMypeTHdecKasi, aHTUTUIepTEH3UBHAS, HEPPONPOTEKTUBHAS ).

[Ipu BTOopuunom MIII'H, pa3BuBaromemcs Ha (oHe MHGPEKIUH (BUPYCHBIH
renatut B u C), cucremubix 3aboneBanuil (kpuornoOynuuemusi, CKB u np.), npu
OIYXOJIEBBIX 3a00JIEBAHUSIX, THCTOJOTMYECKHE W3MEHEHUS HE OTJIMYAIOTCS OT
TaKOBBIX  IPU  HMJIUONMATUYECKOM  BapuaHte. B  nedeHuum  00s3aTENbHBI
BBILICYIIOMSHYTbIE BHUJBI IMOJJEPKUBAIOLIEH TEpalmuyd B COYETAHWU C JICUEHHEM
myckoBoro ¢aktopa pazsutusi MIII'H — undexnuu. [lpu Hanuyum Bupyca remarura
C npumensieTcss KOMOMHHpPOBaHHAsi IPOTUBOBUpYCHas Tepanus. [lpu atom crnenyer
yuutbiBaTh craanto XbIl, mepeHocuMOCTh mpenaparoB NauveHTamMu. Y NalueHTOB
CO CMeNIaHHOW KpuornooynuHemuei, ITY HEPpOTHYECKOTO YPOBHS U CHUIKEHUEM
CK® pexomMeHayercss Ha3HAdaTh MPOTUBOBUPYCHYIO TEpPAIMI0 B COYETAHUU C
mazmadepesom, purykcumadbom uin LD B coueranuu ¢ mynbcamu ['KC (KDIGO,
2012).

Hwxe npoBoaum ucTOpuio OOJ€3HM MALMEHTKH, HaOMroAaBUICiics ¢ Hayasa
00JIe3HU 70 TPAHCIUIAHTAIIUN TTOYKHU.
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M., oesouxa 9 nem, b6orvua 1,5 2o0a, 3ab601e6anue 8bIAGIEHO CAYUAUHO NPU
npogpocmompe — npomeurypus, yckopeunoe COD, ¢ nocrnedyowum noseieHuem
yepez Heckovko Mmecayes omekos, A/l 150/80, maxpocemamypus. Ilpu
oocnedosanuu: COD 46 mmlu, npomeunypus 3,3 o/c, kpeamunun 110 mxmonv/n,
mouesuna 13,4 mmonw/n. Illonyuana npeonusonon 60 me/c 6 Hedenv, Ha ¢one
KOmMopo2o npomeunypus cHuzuiacs 0o 1 2/c. I[lposedena ouacnocmuueckas buoncus
HOYKU.

Pucynok 4.7. MemOpanonpommdepatuBablii riiomepynonedpur I tuna. (Mukpodororpadus —
A.B.CyxaHnoB, Mocksa, 2004).

JeBouka M., 9 net, HeppoTHUECKHI + HEYPUTUICCKUN CHHIPOM.

A. JlonmpuaThlii BUA KIYyOOYKOB 3a CUET BBIPAXKEHHOH MNponudepanun Me3aHTHalbHBIX KIETOK,
YBEIIMUYCHNS ME3aHTHAIbHOTO MAaTpHKCa, CTa3a MOHOHYKJICApPOB M HEHTPO(HIOB B MpOCBeTax
KanWUIIpHBIX nietens. CBeroBas mukpockonus, PAS x100.

B. Ha DM MOXHO pa3nu4uTh MATh ypPOBHEW KaNWUIIPHOW CTEHKH, HAadyWHAs OT TPOCBETA
Kamwusipa: 1) oHpoTenuanbHas —KieTka; 2) HoBooOpasoBanHas ['BM; 3) mwmromnmasma
Me3aHTHAIbHON KieTku; 4) mnepBoHadanbHas ['BM ¢ cyO0sHIOTENHaTbHBIMH JIEMO3WTaMH; D)
noouuThl. CTa3 MOHOHYKJIAPOB B MPOCBETE KaMMIUIApa. DICKTPOHHAS MUKPOCKOIIHS.
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Ha ceemosoii muxpockonuu: 20 Kk1yoouxos, 6ce yeenuuyewvl 6 pazmepax,
nooynapusl  (pucynok 4.714). T'unepxkremounocms 3a cuem npoaughepayuu
Me3aHSUOYUMO8, IHOOMENUOYUMOE U 3A0EPIHCKU NEUKOYUMOE8 8 NemisX KIYOOUKos.
Cmenka  KanuuiApHelX  nemeiv  3HayumenvHo  ymoawena.  uggysnvie
Oe2eHepamusHvle UMeHeHuss 6 Kauanvyax. Jleekas ¢oxanvhas unurbmpayus
uHmMepcmuyus. MOHOHYKIeapamu. Apmepuu u apmepuonvt He uzmeneHvl. Illpu
UMMYHODIIOOpECYeHMHOU —~ MUKPOCKONUU — OmMeyaemcs  vlpaxcenHoe  (+++)
ceeuenue IgG u C3 60016 KANUNIAPHLIX nemelb KIyOOUK08 epanyIsApHO20 Xapakmepa
U 8 Me3aHeuu. INeKmpOHHOMUKPOCKONUYECKOE UCCIe008AHUE BbIABULO MHONCECTBEO
ME3AHSUATILHBIX, CYOIHOOMENUATLHBIX U HEMHO2OUUCIEHHBIX UHMPAMEMOPAHO3HBIX
0eno3umos UMMYHOKOMNIEKCHO20 muna. Muocue cyb3ndomenuanivhvie 0eno3umsl 6
cmaouu paspewenus. Ha mmuoeux yuacmkax KanuiisApHuIX nemeib OmMMedaemcs
Gopmuposanue HOB0U OA3ANLHOU MEeMOPAHLL U UHMEPNO3UYUSA Me3aH2Us (PUCYHOK
4.7B). 3nHauumenvHoe ysenuueHue Me3aHUATbHOSO0 Mampukca u npoaughepayus
Me3aHeUoOYUmos8. B KanuuiapHulX nemisax umeemcs MHO20 auMpoyumos u
ce2MeHmMOA0ePHbIX NetUKOYUMO8.

Mopdghonocuueckoe 3aKnoueHue: Membpanonponughepamusnuwiii
enomepynonegppum 1 muna.
Knunurxo-mopghonocuueckuii OUacHo3: Cmepouo-pe3ucmeHmmblil

Hepomuyueckuti CUHOpoM C e2emamypuel U apmepualbHou cunepmeHsuel ¢
MembpanonpougepamusHvim enomepyionedppumom 1 muna.

Pebenox nepeseden na mepanuro anomepHUpyrOWUM KypCoM NPEOHU30IOHA CO
cHudiceruem 00 40 me/m2/48 u 6 couemanuu c uAIllD, na pone komopoti 3a nepgvie
3,5 eo0a y oesouku CK® ocmasanacv 6 mopme — 101 mn/mun, necmomps Ha
nepcucmupyrowyio npomeurnyputo 1-1,5 2/c.

Jlannwit  kKauHuweckull  caydan OeMOHCmpupyem 6IUAHUE HA NOYEUHYIO
BBINHCUBACMOCMb  OIUMENbHOU  mepanuu  NpeOHU30J0HOM 8  AlbMepHUpyrouiem
pedicume 6 couemanuu ¢ uneuobumopamu AII® npu membpanonporugepamuenom I'H
1 muna. B nocnedyrowem, npu o60Cmpenusix Heppomuiecko2o CUHOPOMA 0e80UKA
nonyuana L{cA, Ild, MM®, no 6e3 cmotixozo s¢ppexma. Uepes 8§ nem om nauana
3abonesanus, 6 ceA3U ¢ paszeumuem mepmuHaibHou cmaouu XBII npoeedena
ynpeaxcoarowas (bes ouanuza) mpaHcniaHmayus NOYKuU.

bosie3Hb UIOTHBIX A€M03UTOB
boiie3Hb IIIOTHBIX AEMO3UTOB, BbiBeAeHHAs U3 rpynnsl MIII'H, sBnsercs spkum

npeacraButeneM  C3-rnomepynomatuii.  BIIJI — »T0 penkoe 3aboieBaHue,
BCTpEUArOIIeecss MPEUMYIIECTBEHHO B JETCKOM M IOHOIIECKOM BO3pacTax,
He3aBUcUMO OT Tmona. (C3-rinomepysionaTdd — 93TO TIpynmna 3a0o0JIeBaHUM,

XapaKTEPU3YIOMINXCS OTJIOKEHUEM HUCKIounTeabHo C3 (dpakuuu KOMIUIEMEHTa B
KiIyOoukax (0e3 HMMMYHOIVIOOYJIMHOB), 4YTO OTpakaeT HapyUIeHUs perysiuuu
CUCTEMbI KOMIUIEMEHTA.

[Ipu cBeTOBOW MHUKpPOCKONUHU HEOOs3aTeNIbHO OOHapy)KeHue Mpoiaudeparu,
JNOCTATOYHO Haimmuue ytoiueHus I'bM m Me3aHrmanpHas MHTEPHO3ULIUAS JIBOWHBIX
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KOHTYpOB. IIpu OM kapTuHa KapavHaNIBHO OTiM4aeTcsa oT TakoBo mpu MIITH 1
tuna. B tomme I'BM otmeuaercs nHammune aud@y3HBIX SIEKTPOHHOIUIOTHBIX
JETIO3UTOB MO TUNY «IIHYPOB». ' BM CTaHOBHUTCS TOJCTOM C YEPHBIM LIECHTPAIbHBIM
cioeM (rioTHas mactuHka). C TedyeHneM OOJe3HU KIIyOOUYKH CKIepo3upyrorcsa. B
TyOyJIOMHTEPCTULIMAIBHOM ~ [IPOCTPAHCTBE MOTYT  OOHapyXMBaThCsl — aTpodus
KaHaJbLEB, (UOPO3 U BOCHAIUTENbHBIE MHPWIBTPATHL. B OTAEIBHBIX CoydasX TaKke
MMEIOTCS SKCTPAKANIUIPHBIE TIOTYJTyHUS.

Pucynok 4.8. (Mukpodororpadus — A.B.Cyxanos, Mocksa, 2004).
HeBouka A., 13 ner, HedpuTudeckuii CUHIPOM. bBONE3HL TIOTHBIX ACMO3UTOB. MacCCHUBHBIC
AJIEKTPOHHOIIOTHBIE en03UThl KomiuieMeHnTa C3 B Tonie 'BM. DnekTpoHHas MUKPOCKOIIHS.

Ilamocenes. BIIJ] pa3BHUBaeTcsi BCIEACTBUE HAPYLICHUS PETYISALUU CUCTEMBI
koMIuieMeHTa. [Ipu aTom mpoucxoaut uzoeiTouHas aktuBanus C3 u3-3a HapyLICHUS
akTuBHOCTH (C3-KoHBepTasbl. AKTUBHOCTh (3-koHBepTauuu peryaupyercs C3-
Hepputnyeckum ¢pakropom (HD), sBrusrommmcs, mo cyTH, ayroanturenom IgG c
omHOM cTopoHbl n (akTopoMm H ¢ apyroit. Ilocnenuuii criocoOCTBYeT pa3pyIIeHUIO
C3-xouBeptasbl. IlpucyrctBue H® w/unu nedumur daxrtopa H (Mmyramus rena,
HaJU4he aHTUTEN) BEAYT K OECKOHTPOJBHOW AaKTHUBAIlMM KOMIUIEMEHTa IO
aNbTEPHATUBHOMY NYTH, C HEJAOCTATOYHOM €ro MHaKTHUBalMeil. Y OOJbIINHCTBA
nauueHToB ¢ BIIJ[ myrauum rena, kogupyromero ¢akrop H, moxer He ObITh, HO
MUHHUMAQJIbHBIE OTKJIOHEHUS B KOHIeHTpauuu ¢akropa H wMoryr mnpuBectu K
pa3BuTHio 3abosneBaHud. [IpuumHBl POPMHUPOBAHUS IUIOTHBIX JEMNO3UTOB HESCHBI.
H® obnapyxuatorcss y 55% B3pocnbix u 80% nereir ¢ BIIJI. B TOo Bpemsi kak
aTUMHUYHBIA reMoiuTuko-ypemuueckuit cunapom (I'VYC) wacto HaOmomaeTcs y
monen ¢ aedunuroM wiM HapymeHuem ¢yHkuuu (pakrtopa H, Takas cBa3b penko
umeer mecto npu BIIJI. HaOGmioneHus cCBUAECTENBCTBYIOT B IMOJIb3Y THIOTE3bI: B
natoreHeze bBIIJI HeoOxomumo Hamuume wetabonutoB C3 B pesynbrare
MPOTEOJIUTUYECKOTO pa3pyllieHus, KOTopble OoTKiIaabiBaloTca B I'bM. Jlo cux mop
HEIIOHATHO, II0YEMY Y HEKOTOPBIX IIAllMEHTOB C HEPEryJUpyeMON aKTUBaLUEU
KOMIUIEMEHTAa IO albTepHATMBHOMY IIyTH pasBuBaercs bIIJ[, a y npyrux -
atunuunblid ['YC u apyrue rinomepyinsaphblie 3a6onesanust (MIITH).
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Knunuuecxaa kapmuna. B nebrote BIIJ] kmuanyecku ve otnmgaercs ot MITT'H
I tuma. IlpumepHO B moNIOBHHE ciydaeB 3aboieBanuio mpenmecrsyer OPU wnun
BakiuHaius. Becerna mmeer mecto mukporemarypusi, npoteunypus. HC B meGrote
3a00€BaHUS MOXXET OBITh B TIIOJOBHHE CIy4aeB, acCOIUUPYACh C IJIOXUM
nporao3oM. IIporpeccupoBanue no TXIIH udepe3 10 neT HacTymaeT y NOJOBHUHBI
NanueHToB. Y OJHOW MATOM MalUMeHTOB 3a0o0JieBaHHE B Haudaje COMPOBOXKIIAETCS
Makporemarypueil. MHorga mmeer MecTo OBICTPONPOTPECCHPYIOLIE TEYEHUe, Y
HEKOTOPBIX TMAaIMEHTOB 3a00JIeBaHUE NPETEPIIEBACT IEPUOMbI 3aTUIIbS, OJIHAKO
TUIIOKOMIUIEMEHTEMHUS COXPAHSIETCS] BCeria. Y TshKeJlIeHne 3a001eBaHus TPOUCXOIUT
Ha ¢oHe uHpexnui. [lomMuMO mOpa)keHUsT MMOYEK HUMEET MECTO KOMIUIEMEHT-
3aBUCHMOE TOPaXEHUE IPYTrux OpraHoB (TJia3a, CENEe3€HKa, >KUpoBasi TKaHb). B
0a3anpHOW MeMOpaHE CeTYaTKH TJla3a WM CHUHYCOWJAX CEJIe3CHKH, KOTOPhIe KaK U
I'BM oMbIBaroTCs m1a3Moi KpOBH, (POPMUPYIOTCS IUIOTHBIE JIETIO3UTHI. Y MALIMEHTOB
BITJ] Hepeako oOHapy)uBaeTCs MapuuagIbHas JUIOIUCTPOPHS.

Jluaenos. lpeanonoxuts Hanmuuue bITJ] moxxno Ha ocHoBanuu OHC, HC u/unu
reMaTypuu U IPOTEUHYPHUH, NPU MEPCUCTUPYIOINIEM CHUXeHUU ypoBHS C3 B KpOBH,
HaJIMYUU  DKCTPApPEHAJIbHBIX  TMPU3HAKOB  HAPYIIEHUSI  PETryJsAlUd  CUCTEMBI
KomruieMeHTa. TeMm He MeHee, quarHo3 BIIJ — mopdoorudyeckuii, To ecth TpeOyeT
MPOBEICHHUST OUOIICUU TOYKH U MOP(OJOTUYECKUX HCCICTOBAHUN C BKIIOUYECHHUEM
OM. V nanyeHTa U 4WICHOB CEMbH IPOBOMSTCS OINPENEICHUE KOHUEHTPALUH
akTuBHOCTU (hakTopa H U 1p., HO TOJIBKO MOCJE TUCTOJOTUYECKOTO MOATBEPKIACHUS
MarHo3a.

Jleuenue. Jleuenue BKIOUaeT HePpompoTeKTUBHYIO Tepanuio. [lpu nedunmre
daktopa H »>ddexTuBHBIM MOXET OBITb €ro BO3MEIICHUE TpaHCchy3ueu
CBEXKE3aMOpOXXKEeHHOW 1a3Mbl. Hamnune HO®  gBugercs mnokazaHuem IS
mnasmadepe3a. MmmynocynpeccuHass tepanus (I'KC, MKH, MM®) o00b1yHO
Hea(hpexTuBHA, 3a HCKIoYeHueM myibc-Tepanuu MIT npu coderanun BIIJ[ c
AKCTpAKAMWIISApHON mpoiudepannreili U OBICTPONPOTPECCUPYIOMIUM  TEUCHHUEM.
ITpoBogutcsa uzydenue spdexktuBHOCTH aHTU-CD20 antUTEeNn (pUTyKCMMal), aHTHU-
CD57 antuten (3xynuzymad). B Tteuenume 10 mer y OOJBIIMHCTBA MAIUCHTOB,
BkItoyasi jgeted, paszBuBaercs TXIIH. Iloutm B 100% ciydaeB mocie
TpaHcIanTauu nmoyku blI/] Bo3BpaiaeTcs B TpaHCILUIAHTATE MTOYKHU.

4.5. BBICTPOIIPOI'PECCUPYIOIIUNI I'H (BIITH)

BII'H sBnsieTcs KIMHUYECKUM TEPMHUHOM, HCIIOIB3YIOMUMCS TIPU OBICTPOM
MoTepe MOYEHHOW (YHKIMHM C TPOTPECCUPYIONINM TMOBBIINICHUEM KpeaTHHUHA B
TEYEHHE HECKOJIBKUX THEU — Henelb y nanuenTa ¢ cumnroMamu 1'H. BIII'H saBisercs
HEOTJIOKHBIM COCTOSTHUEM, TPEOYIONIUM CPOYHBIX TUATHOCTHUYECKHX U JIeUeOHBIX
Meponpustuii. Mopdonorndeckoir ocHoBoii BIII'H sBisieTcs skcTpakanmuisspHbIIA
I'H (BKT'H) [6,9].
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Ilamozenes u mopgonocus. Ilpu BIII'H xapakTepHbiM MOpdoOIOrHuecKum
MPU3HAKOM SIBJISIETCS] HATM4KE MoynyHuil 6oee yem B 50% kiry6ouxos. [Ipu OKI'H
pa3BUBAETCA HEKPO3 KANMWUISPHBIX METENb ¢ MOPaXKEHUEM BCEX CJIOEB — DHIIOTEINuS,
I'BM, nogonutoB (puc. 4.9). D10 BemeT K BBIXOMY KpOBH, cojepkamiei GpubpuH, B
noyiocTh Kamcynsl boymena. IlpoucxomuT peakTuBHas mpoimdepanus KIETOK
napueTanbHoro snutenud. [Iponudepupyroiye snuTenuanbHble KIETKH, Makpodaru
u (pubpuH oOpa3ytoT heHoMeH nonynyHuid. [lomynyHus BHavane KJIETOYHbIE, a MpU
OTCYTCTBUHU JIeueHMsI TpeBpamiarorcs B ¢udpo3nsie (puc. 4.10). M3-3a xomnamnca
KaMWUISPHBIX TETeIb MpeKpamaercss (uibTpamus, KOTOopas CTaHOBUTCS CTOWMKOM
P NPEBPAIEHUU KJIETOUHBIX MOTYJIyHUH B UOPO3HBIE.

. ¢ : ; RO SR
Pucynok 4.9. DKCTpakanwUISPHBIA TIIOMEPYITOHEPHUT. MHOKECTBEHHBIE OTBEPCTHS B CTEHKE
KanuJurapa, 4€pe3 KOTOPBIC KPOBb BEIXOAUT B MOUCBOC IPOCTPAHCTBO. 3JI€KTpOHHa$[ MHKPOCKOITHA

(SM Bonsib, Kidney International 33:966-966, 1988).
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Pucynox 4.10. Mansuuk K, 6 ner, OblcTponporpeccupyromuii HeppUTUUECKUH CHUHAPOM.
DKCTpakammuUBsIpHbIid  TioMepyiaoHeput. MmmynokomiuiekcHsli DKI'H (Ha done mmrensHON
MEPCUHHO3HOM + nucTeprno3Hoit nHdpexkuun). [lomyayHus oTMeueHbl YepHBIMH 3BE3104YKaMHU.

A. Knerounoe nomynyaue ¢ HagaiaoM pubdposa. Tpuxpom mo Maccony x200;

B. B npaBom kiybouke umeeTcst GUOpO3HOE MOMYIyHHME, KOJUIANC KanWUIAPHBIX meTenb. JIeBblit
KITyOO4YeK OTpakaeT KapTUHY MeMOpaHONpoiIu(epaTuBHOTO TIIOMEpYylIoHeppuTa (TaKk ke
accolMupoBaHHoro c¢ wuH@pekuueit). CperoBas MuKpockonus, TpuxpoMm no Maccony x100.
(Muxkpodotorpadus — A.B.Cyxanos, Mocksa, 2004).

Hmmynonamocenemuueckue munvt IKI'H. 1lpuunnoin pazsutus DKI'H moryt
OBITh pa3iau4HbIe MepBUYHBIE WM BTOpuuHbie ['H. B 3aBucumoctu oT Bemyiero
MeXaHW3Ma, U3MEHEHUH B KIIyOOUYKax NMpU UMMYHO(IIIOOPECIIEHTHON MUKPOCKOIHH,
pazmuuaroT 3 Trna OKI'H:

1. antu-I'BM Oone3nb, xapakTepHbl JuHeHHbIE neno3uthl I1gG Baoas ['BM,
nnorna C3 (6onesnp ['ymmacuepa). CocraBmsier 15% Bcex ciywaes DOKI'H
(puc. 4.11A);
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2. nmmyHokomIuiekcHbi DKI'H, xapakTepusl rpanynspasie aeno3utsl IgG, IgM
i IgA (B 3aBUCMMOCTH OT JIeXallero B OCHOBE 3a0oseBanus), C3.
Cocrasnsier 25% (puc. 4.11B);

3. manmouMmMmyHHbIM  (maymu-ummyHHbIM) OKI'H, xapaktepHo oOTCyTCTBHE
neno3utoB, Habmonaercs npu ANCA-acconmupoBaHHbIX Backyiautax (60%)
(puc. 4.11C). Manoummynnsiii OKI'H BcTpeuaercs wamie B Oojiee crapiieM
Bo3pacte, auTu [ BM n ummyHokommuiekcHbiid DKI'H — B Mostonom Bo3pacre.

OTcyTcTBUME
cBeyeHus
[eno3nTos

Pucynoxk 4.11. IMmyHonaToreHernueckue Tunbl dKcTpakanwuiipHoro I'H, M® mukpockonus
x200. (Jennette JC, Falk RJ AJKD, 1994). A. Autu-I'BM (6one3ns ['ymnacuepa). JluneiiHoe
ceeueHne IgG Bromp CTEHOK KanmwuisipoB KiyooukoB; B. Wmmynoxommiexcubiii OKI'H.
I'panynsapHoe cBeueHne ummyHornooymuHoB u C3; C. Manoummynneiii OI'KH. OtcyrcrBue
CBEUCHHSI.

Knunuka u ouacnocmuka
116



BIII'H moxer mnposBasatecss OHC, TONBKO NpOTEMHYpHEW M TemaTypuew,
couetanneM HC u nedputuueckoro cunapoma. Ho oOmieit ueproit BIII'H sBnsercs
IIPOrPECCUPYIOLIEE MOBBILIEHUE YPOBHS KPEAaTUHUHA U MOYEBUHBI B KpOBU. Jlnaruos
BIII'H ycranaBmuBaercs kiaunumyecku, DKI'H — mopdonornyeckn. Moryr umersb
MECTO KJIMHUYECKUEe ocoOeHHocTu B 3aBucuMocTd oT Tuna OKI'H, ocHoBHOrO
3a00J1eBaHU.

Antu-I'BM BIII'H 06ycnoBneH noBpexaaromum aciicteruemM antures Ha ['bM.
[Ipumepom sBisieTcst cuHiapoMm ['ynamacuepa, MpU KOTOPOM BBIpAOATHIBAIOTCS
antutena kak K I'bBM, tak m x bM aneBeon ierkux. B ChIBOpOTKE KpOBU
OTPENEIIAIOTCA BBICOKME TUTPbI aHTUTEN K ['BM, KOTOpBIE CllelyeT KOHTPOJIUPOBATH
Ha oHE JeueHus, epe] TPaHCIUIAaHTAIIMeH TOYKH.

NmmynokommiekcHbiii BIII'H pasBuBaercs npu nepsuunsix ['H (IgA-HII,
MIIT'H, OIIMT'H) u Bropuuneix I'H Ha ¢one cucremubix 3adoneanmii (HIIT,
Jonyc-HepuUT, CMelIaHHass KpuoriooyinuHemus). COOTBETCTBEHHO OMPENEISIIOTCS
ceponornyeckue wmapkepsl CKB, KpHOrIoOynuHEMHUH M JPYIMX CHUCTEMHBIX
3a00s1€eBaHUM.

Manoummynsslii  BIII'H  pa3BuBaeTcs y MalMeHTOB C  CHUCTEMHBIMU
BaCKyJIMTaMU — IPAHyJIOMaTO3€ C MOJUAHTUUTOM (paHee — rpaHyiiemaTo3 Berenepa),
MUKpPOCKOIIMYECKOM IIOJIMAHTMUTE U Jp. I AMarHOCTUKM OCHOBHOW IPUYMHBI
BIII'H BaxkxHO ompeneneHHe ABYX BHUAOB aHTUTEN K JIM30COMaJbHBIM (epMEHTaM
HEUTpoQUIOB.  AHTUTENa K  MHEJONEPOKCUAA3€  BBISBIAIOTCS B BUJE
nepuHykieapHoro okpammuBanus HeutpopuioB (p-ANCA), torma kak AT k
IpoTenHa3e-3 BBIABISIOTCS B BUAE OKpaIIMBaHMs LUTOIUIA3Mbl HEUTpodumiioB (c-
ANCA).

Jleuenue BIII'H nomKHO HAauMHATBCS HE3aMEMIUTENIBHO IPU YyCTAHOBJIEHUU
MOJ00HOr0 KIMHUYECKOTO CHHApOMA. 3aJepKKa JICUEHUS Ha HECKOJIBKO JTHEH WM
OoJpIIIE MOXKET NPHUBECTH K KaTacTpoPUUECKOW moTepe MOYeYHOM (YHKIUU U
YIPOXKAKIIEMY KU3HU COCTOSIHUIO. Mopdonoruueckuii 1UarHo3 HEoOXOIuM He
TOJNIBKO [IJIsl OMNpEAENICHUs NPOLEHTa KIyOOYKOB C MONYJIYHHSIMH, HO M JUIA
JTUAarHOCTUKH OCHOBHOTO 3a00jieBaHHMS W HMMYyHomarojorudeckoro tuma BITIH.
HeoOxoaumMo mpoBecTH 3KCTPEHHOE HCCIEIOBAaHHE CHIBOPOTKM KPOBH Ha HAJIU4Me
antu-I'bM anturen, ANCA, autu ac-JIHK antutren m npyrux mapkepoB AJis
auddepeHuranbHol  AuMarHocTUku. OAHAKO JIeYeHUEe CcJleayeT HaduHaTh [0
MOJIyYEHHUsI Pe3ybTaTOB JUArHOCTUYECKHUX (CEPOJOTHYECKUX U MOP(OIOTHYECKUX )
ucciaenopannii. Ilockonmbky bBIII'H sBasercs HEOTIOXHBIM M NOTCHIHAAIBHO
oOpatuMbIM Ha (oHE aJeKBAaTHOM Tepaluu COCTOSHUEM, paHO HayaToe
MMMYHOCYIIPECCUBHOE JieueHHE (10 TOJyYeHHUs] Pe3ylbTaToB MOP(HOIOrHYECKOro
MCCJIEIOBAHMS) MOXKET YIYyULIUTh IPOTHO3.

ITpu Beex tunax bIII'H, He3aBUCMMO OT 3THOJIOrMH, ITOKAa3aHO CPOUHOE HAYAJIO
JieYeHUs TMylbcaMu MeTwinpenuu3onona (20-30 Mr/Kr B CYTKH BHYTPUBEHHO).
Taxxxe BBoauTcs B/B uukiodochamua (400-800 mr) 1 pa3 B mecsi B TeueHue 3-6
MecAIIeB, OCOOEHHO y MallMeHTOB C BacKynutoM u uupkymupytouumu ANCA. B
CBSI3M C HaJMYMEM JI0Ka3aTeJIbCTB Xopoliero 3¢@deKra, OT arpecCUBHOM ITyJbC-
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tepanuu [ KC u L{® npu 1 u 3 tTunax 9KI'H, oHa, kak mpaBuiio, UCIONb3YETCS U IPU
2 tunie ¢ uauonatudeckom BIIT'H (IgA-HII, MIIT'H). Ho LI® Ge3ycioBHO moka3aH
npu BIIT'H, pasBuBmemcs Bcaencrsue CKB u kpuornooynunemun. [Ipu BIITH ¢
antu-I bM-aaturenamu (1 Tum) abCOMIOTHO TIOKA3aH €XKEIHEBHBIM WHTCHCUBHBIN
wiazmadepes anga ynaneHuss anturen. Ilpu 2-m Tune (MMMYHOKOMIUIEKCHBIN)
iazmadepes (IID) mokazan y ManueHTOB ¢ KPUOMIOOYJIMHEMUEH U B HEKOTOPBIX
ciiyyasix Jironyc-Hedpura (pu pe3sucTeHTHOCTH K Tepanun). Tak ke [1D npoBoautcs
npu 3-m tune i yaaideHus ANCA. JIUTenbHOCTh M MHTEHCHUBHOCTH
UMMYHOCYIIDECCUBHON Tepanmuu 3aBUCUT OT OCHOBHOTO 3a00JiIeBaHMS, THIIA H
Tsokectn  OKT'H. HedpomporekTuBHass Tepanus NTPOBOJUTCS B 00s3aTEIHHOM
nopsiike mnoctossHHo. [lo mokazaHusIM NPOBOAUTCS TMOYEUYHAs 3aMECTUTEbHAs
Tepanusl.

Hcxon MOXeET OBbITh B BUJIE ITOJTHOTO OOPaTHOTO Pa3BUTHUS, PEMUCCUU B CIIydae
XPOHUYECKOTO 3a00JIEBaHUS WIH NIEpPEX0a Ha MOYEUHYIO0 3aMECTUTENIbHYIO TEpPaInio
(IporpaMMHBIN THANUM3 U TPAHCIUIAHTALMs OYKHK) npu pa3Butuu TXIIH. Bosmoxen
JETaNbHBIA MCXOJ THpPH OTCYTCTBHM JIEYEHHUS BCJEACTBHE IO3JHEW IUArHOCTUKU
BIII'H ¢ OKT'H.

4.6 IgA-HE®POIIATHUS 1 HE®@PUT HIEHJIEMH-TEHOXA

IgA-nedponatus (IgA-HIT) u wedpur Illennerin-I'enoxa (HIII) wumeror
BEChbMA CXOXKYK KapTUHY MOPAXKEHUS MOYEK C MPEUMYIIECTBEHHON ME3aHTHalbHOMI
npoiudepanuei, O0OYCIOBICHHOW  OTJIOKEHHEM  HMMYHHBIX  KOMILUIEKCOB,
conepxkammx IgA [10,11]. IgA-HII — ato pacnpoctpanenHas popma rioMepyssipHbIX
3aboJyieBaHU BO BceM Mupe. BriepBoie oHa Obuia onucana Bo ®panuuu B 1968 T. 11-
pom bepike cpean manueHToB ¢ remaTypueid. 3aboeBanue BCTpedaeTcs yaiie B A3uu
U ABCTpanuu, peako oOHapyx)uBaercs cpenu adpoamepukanieB. Hampumep, B
SAnonun IgA-HII cocraBmser 25-50% cpenu Bcex ciyudaeB ['H. IgA-HII moxer
Pa3BUThCS y JIeTed M y B3POCIBIX B JIIOOOM BO3pacTe, OJHAKO Yallleé BCErO — Ha
BTOPOW M TpeTbeW JeKajax >KW3HHM, dYalle y MYX4YHUH. 3a0oJieBaHHE HOCUT
XPOHMYECKUN KapaKTep, HEPEAKO MPOTEKAET JATEHTHO, IOCTEIIEHHO MPOrPeECCUpys B
TXIIH. Kpome Toro, IgA-HII — mopdonornueckuii auarnos. Iloatomy uacrora
obnapyxenust [gA-HII Bo MHOroM 3aBHUCUT OT JOCTYHMHOCTH OWOICHUU TIOYKH U
MOpP(OJIOTUUECKUX HCCIEeNOBaHUN ¢ BKIoueHMeM KW@, ¥ OT mnokazaHuUW K UX
npoBeJieHU0. B ¢Bs3M ¢ pelkuM npoBeeHUEM OMOTICUH TTOYKU TTPU U30JIUPOBAHHOM
reMatypuu, OoJILIIMHCTBO ciydaeB |gA-Hedpomnatuii mpoxoasaT He3aMeueHHbIMU. Ha
ayTONCUUHBIX  oOpa3lax ©  OWONCHUSAX  AJUIOTPAHCIUIAHTATOB  OTJIOXKEHUS
riiomepyisipHoro IgA Moryt o6HapyxuBathes B 5-20% ciyuaes. B uccnenoBanuu u3
Kurtas cpeau mnaunumentoB ¢ IgA-HII mnepcuctupyromas B TedueHue 12 jer
MHUKporeMmaTypus npekparwiach B 14% cinydaeB, MeHee 4eM y TpPETH NalUEHTOB
npoteunypus yBenumumiaack 1m0 1 r/cyr wm cHusuinack CK®. V3menenus B
KITyOOouKax, BKItouas [gA, MOTYT IPONTH CIIOHTAHHO WJIU TTOCJIE JICYCHHUS.
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Omuonozcusi U  namoeeHe3  WU3YYAIOTCS ~ WHTEHCHUBHO.  3a00JIeBaHUIO
npeamectBytor uH(peknun, B ToM umcie OPU. OO6cyxmaercs poib MNHUIIEBOM
annepruu (TJIIOTEH), JIGKApCTB W JAPYTUX 3K30TeHHBIX (hakTopoB. B maTtorenese
MPUAAETCS 3HAYEHHE AHOMAJIBHOMY TJIMKO3WIMPOBAaHUIO U NonuMmepusanuu IgA B
KpPOBOTOKE, B TO BpeMsl Kak B HOopMme IgA HaxoxsaTca B Buae aumepoB. Ilpu stom
dbopmupyrorcs anturena IgG K HEIOCTaTOYHO TIUNIMKO3WJIMpPOBaHHOMY IgAl ¢
TPOIHOCTBIO K ME3aHTMaJIbHOMY OTJIOKEHHIO. XapaKTE€pHA AKTHUBAIUS CHUCTEMBI
KOMIUIEMEHTA II0 aJIbTEPHATUBHOMY ITyTH. ECTh J0Ka3aTenbCTBA T€HETHYECKOMN
MPUPOIBI 3a00JI€BaHUs, UMEIOTCS ceMeiHbIe ciydau [12].

Mopgonocuss.  1gA-HII u HIII' xapakTepu3yioTcsi  BBIPQXKCHHBIMHU
ME3aHTHAJIBHBIMU JIETIO3UTaMH IgA, Tak Kak MOJMMEpPU30BaHHBIN IgA, B OOJIbIIMX
KOJIMYECTBAaX OOpa3OBBIBAsICh B  KPOBOTOKE, HE MOXET TMPOWUTH depes
(GuIbTPAaMOHHBIN Oapbep M HaKaIUIMBaeTCs B ME3aHIMH. Me3aHruajiabHble KIETKU
npoau(eprupyoT B OTBET HA UMMYHHBII CTUMYyJ. Me3aHruaiabHas Npoiudepanus
ONpENENseTC INpU CBETOBOM MHKpockonuH, PAS-peakiuu. Cam ke AuarHos
BBICTABJISICTCS TOJBKO Npu Hanmmuuu VP, Ha KOTOpOil BhIABIsIETCA cBeueHUE IgA B
obnactu me3anrus. [Ipu HIIT, koTopslii Takke XxapakTepu3yeTcs: OTI0KeHHeM [gA B
KITyOOuKax, JeMO3UThl OOHAPYKUBAIOTCSI HE TOJIBKO B ME3aHTUH, HO U IO nepudepun
KanWUBIPHBIX neTenb. MectaMm oTinokeHud [gA COOTBETCTBYET TaKKE M CBEUCHHE
C3. Hepenku momyliyHHs pa3HOTO BO3pacTa, HO OHH HOCST OYAaroBbIM XapakTep U
XapakTepu3yroTcs  cBedeHueM (puOpuna. Kak  ucXon  Me3aHTHAIBLHOHM U
AKCTPAKAMWUIAPHOW mponudepanui B KIyOOuKax TakKe BCTPEYAIOTCS YYaCTKH
cerMeHTapHoro ckiuepo3a. M3menenunss npu IgA-HII nmompaspensrorcst corijacHo
Oxcdopuckori knaccudukanmuu (Cattran D et al. 2009) [12]. Beuto mpuHsATO
pellIeHre, YTO HATMYue KJIETOYHBIX MOJYTyHUH MEHEE YeM B MOJOBUHE KIIyOOUKOB Y
CTaOMIBHBIX MAIlMEHTOB HE JOJHKHO OBITH 00si3aTenbHBIM Moka3anuem k MCT, Tak
KaK CUMIITOMaTHYECKasi TEpausl MOKET caMa MPUBECTU K UCUE3HOBEHUIO KIIETOUHBIX
nonynynuid. Takum oOpa3zom, nuarHo3 IgA-nHedpomatuu BbICTaBIsIETCS Ha
ocHOBaHuM cBeueHus IgA B ximyOoukax (puc. 4.12). Ilpu cBeTOBOW MHUKPOCKOIHU
M3MEHEHUs B KIyOOUYKaX pa3HOOOpa3Hbl — OT HE3HAYUTEIbHOIO OTJIOKEHHUS
MMMYHHBIX KOMIUIEKCOB M PACIIUPEHUSI ME3aHTHATBHOTO MAaTPUKCA A0 KIETOYHBIX U
(UOPO3HBIX NOJYJIYHUN U TOTAILHOTO TJIOMEPYIIOCKIEPO3a.
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Pucynok 4.12. IgA-medponatus. A — JleBymka A., 17 5er, u30iupoBaHHAS TEeMaTypus W
IPOTEeUHYpHsl. Y MepeHHas npoaudeparysi Me3aHIHalbHbIX KJIETOK U paCIIUPEHUE ME3aHIMAJIbHOIO
matpukca. CseroBas mukpockonusi, PAS x200 (Mukpodotorpadus — A.E.Haymabaesa, 2008); B —
BeipaxxenHoe ceuenue IgA B mesanrum kiyoouka. M@ mukpockomus x200 (c pasperieHus
Aptypa Kosna); C — MHOXECTBEHHbIE ME3aHTHAJIbHBIE W MapaMe3aHTHalbHbIC JIEMO3HTEHI.
OnexrpoHHas Mukpockonus. (Mukpodororpadus — A.B.Cyxanos, Mocksa, 2004).

Knunuueckasa xkapmuna. Ilpu IgA-HIT moryTt BcTpedaTbCs BCE CHUHAPOMBI
TJIOMEPYJISIPHOTO TMOPAKEHUs: H30JMPOBAaHHAS TeMATypusi W/WIW TPOTEUHYPHS,
OHC, HC wu OpicTponporpeccUpyroui HEPPUTHUYECKUHA CHHIPOM. ITO
00ycnoBJIE€HO MHOrooOpaszueM MOpP(QOJIOTHYECKOW KAPTUHBI MPU  CBETOBOU
Mukpockonuu. IlepBuunas IgA-HII wdaime Bcero mnposiBAsSeTCS MOBTOPHBIMU
AMK30/IaMU MaKporeMaTypuu Ha (poHE MEPCUCTUPYIOIIEH MUKPOTeMaTypuu WU €e
OTCYTCTBUS. DTH 3MU30/IbI HA3bIBAIOTCSI CUH()APUHTUTHBIMU, TO €CTh PA3BUBAIOTCS HA
¢bone wim cpazy nociae OPU. VYposenp I[gA B CBIBOPOTKE KpOBHM HE HECET
JMAarHOCTUYECKOT0 3HAYCHUSI, TAK KaK OH MOXET ObITh MOBBIIIEH B 35-50% ciiydaes.
YpoBeHb KOMIUIEMEHTa B KPOBH OOBIYHO B HOpMe. [Ipu Hamuyuu nomynyHuil 6osee
YeM B TOJIOBUHE KiyOoukoB MoxeT uMmerh mecto BIII'H. Crenenp mporennypun
SIBJISICTCS] OJTHAM W3 CaMbIX HaJeKHbIX penukTopoB IgA-HII. Yem Gonbmre [TV, Tem
osicTpee mporpeccupoBanue 10 TXIIH. B pa3ubix uiccienoBaHusx yCTaHOBJICHO, YTO
ypoBeHb TpoTenHypur Bbimie 0.5-1 T/CyT, yBeIMYHMBAET PUCK Pa3BUTHS MOYCUHOU
HejocTatoyHocTu.  HekonTponmupyemass Al moGaBisieT TSDKECTH K TEUEHUIO
3a0oneBanusi. Tperuil mocTtosHHbIM puck — 3T0 cHUkeHHas CK®. Ilpornos mo
MOYEYHOMW BBDKUBAEMOCTH XYK€ y TMalUEHTOB C OXHUPEHUEM, IIPU OATOM
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HEXUPYPruyeCKOe CHIKEHUE Beca MOXKET MPUBECTU K YMEHBIIEHUIO TPOTeUHYpUU. B
pEeIKuX ciydasx MokeT HaOmoaatbes obopatumas OITH B coderanuu ¢ snuzogamu
MakKporeMaTypuud  BCJIEACTBHE  3aKYIIOPKM  KaHaJbLEB  SPUTPOLUTAPHBIMU
HAJIMHIPAMH.

Teuenue IgA-HII — mennenHo mporpeccupytomiee. Oxono 25% mnanueHToB
HYKJIAIOTCA B TOYEYHOM 3aMECTUTENIbHOW Tepanuu uepe3 10 ser or Havaia
3a0oneBanus. GakTopamu prcka nporpeccupoBanus sBisitoTes Al, mpotennypus >1
r/c, MYXCKOH TOJI, TepcucTupylomas wMukporemarypus. Ilpu snuzonax
MaKkporeMatypuu 6e3 IpOTEHHYPHUH MPOTHO3 JTyYlIIe.

Jleuenue. bonbmmHCTBO Aeteid u B3pocibix ¢ IgA-HII npu orcyrcTBun wim
MUHAMAJIGHON TPOTEMHYpUH HE HYXHAIOTCAd B Tepanmuu. Ha ¢oHe mpumeHeHus
phIObEro JkHMpa (PUKO3aNEeHTACHOBAs KHUCJIOTA) MPU JITUTEILHOM HAOIIOJACHUU
(YyHKIHMH OYEK COXPAHSIIMCH JIydllle, TPOTeUHYpHsl yMeHblanack Ha 75%. KDIGO
(2012) pwi0wuii sxup BKIIOYEH B peKOMeHaanuu 1o jeuenuto IgA-HII [8].

IIpu mnporeunypuu 0.5-1 r/cyT peKkOMEeHAyeTCsl MNPOBEAECHUE MOCTOSIHHON
HedpomnpoTekTuBHON Tepanuu UAII® umu BPA, xotopast cuutaeTcsi OCHOBHBIM JIJIS
3ameqyenust TeueHus [gA-HII. Ee uenbo sBIsi€TCS CHUXKEHUE YPOBHSI IPOTEUHYPUHN
no munuManeHoro. IleneBbiM AJl cuutaetcst <130/80 MM.pT.CT. pU NPOTEUHYPUU
menee 1 r/cyt u <125/75 Mmm.pT.cT. mpu npoTennypun 6omnee 1 r/cyt [8, 12].

AHTUTpOMOOLIMTApPHBIE U AHTHKOATYJISILIUOHHBIE JIEKAPCTBA, M3-3a OTCYTCTBUS
J0Ka3aTeNbHOM 0a3bl, HE BKIIOUYEeHBI B pekoMenaanuu KDIGO 2012.

TonzwmskTomus npu nporpeccupyromeid [gA-HIT pekomenayercs B lnoHuun Ha
OCHOBAHHMHM PETPOCIEKTUBHBIX JaHHBIX. EcTh HaOmoneHus, Korga B Ciydasx
peuuauBupytoniero IgA-HIT ToH3mimskromusa mnpuBena K cHuxkenuto IIY. B
couetanuu ¢ MCT ona mpuBomuia k Oosiee d(PPEKTUBHON HHIYKIIUU PEMHUCCUU
NPOTEUHYPUH W/UIWM  reMaTypud, ueM mnpu npumeHeHun Toibko HWCT.
TOH3MIPKTOMHUS PEKOMEHJIYETCS TOJIbKO MpPHU HAIMYUU YETKOM CBA3UM MEXAY
MPUCTYNIAaMH TOH3WJUIUTA M SNU30JaMU MaKpOreMaTypHH, TaK KaK OHa MOXET
CIOCOOCTBOBATh YPEKEHUIO AIMU30J]0B MAKPOT€MATYPUH Y HEKOTOPBIX NAlMEHTOB, Y
KOTOPBIX MUHJIAIUHBI SABJISIOTCS SIBHBIM 0YaroM pelUANBUPYIOLIEH HHPEKIIUH.

[Tauuentam ¢ nporennypueid 1 CK® Bpie 50 Mi/MUH, TOMUMO KOMIUIEKCHOM
CUMITOMAaTHYECKON Tepamnuu, oka3an 6-mecssunbiii kypce ['KC, Tak kak OH MPUBOAUT
K cHmxkeHuto ITY u pucka pazsutus TXIIH. Manbie 103b1 kopTHKOCTEpOUAOB (20
MI/A€Hb C YMEHBIIEHHEM B TeYeHUEe 2 JeT) oKa3aiuch HedpdexkTuBHbIMU. B
peTpocnekTUBHOM aHanu3e mnyibc-tepanuss ['KC Tak ke, kak u Tepanus HAIID,
HE3aBUCHUMO CHWXKajla TporpeccupoBanue 3adoneBanus. B uccrnemoBanuu STOP-
IgAN Ha done 610kaapl PAAC Ha MakCUMAaJIbHBIX aHTUTIPOTEUHYPHUYECKUX J03aX B
teuenne 6 wmecsueB IIY causmnace g0 menee yem 0,75 r/cyT y OOJBUIMHCTBa
nauueHToB. [lostomy nmns Havanma y mauueHToB ¢ IgA-HII ¢ BbICOKMM pHCKOM
MPOTPECCUPOBAHUS  CIEAYEeT ONTUMHU3UPOBATH CHUMITOMATUYECKYIO TEpaIuio
(makcumanbHo niepeHocumast 103a HAIID). Ecau 3Toro okaspiBaeTcsi HEJOCTATOYHO
JUISl CHIDKEHUSI IPOTEMHYPUU HIDKE | T/1eHb, malnueHTaM Ha3zHaydaeTcsl 6-MeCsSuHbIN
kypc I'KC npu CK® Bbime 50 mi/mMuH.
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[Ipu ObIcTpOrpeccHpyIOIIEM TEUYEHWH C HATUYMEM IMOJYJIYHUH MPOBOIUTCS
tepanus ['KC B coueranuu ¢ mukinopochamMuioMm B TEUCHUE MUHIMYM TOJIYTO/1a.

Y namuentoB ¢ HC u rucrosornyeckuMu NpU3HAKUMH MUHHAMAJIBHBIX
M3MEHEHUM W HaJIU4YMEM JIETNIO3UTOB IgA pEKOMEHayeTcs Je4YeHWe, aHAJIOTHYHOE
TakoBOMYy, Kak ipu bBMMU [8].

Taxxe uccnenyercs apdpexkruBHocts MM® y namnuentoB ¢ [gA-nedponarueit
BBICOKOTO pUCKa B pa3HbIx cTpaHaX. [lo pesynapTaTam padoT, ONyOJMKOBaHHBIX B
Kurae, mpu npueme 1-1,5 r/mesr MM® B Teuenune 12 wmecsneB, HabmonamH
cHmkenue mnporeunypuu a0 0,5-0,75 r/menp, 4to 3HAYMTENHHO OBUIO JIydIlEe O
CPaBHEHUIO C BBICOKMMH JI03aMH IEPOPAIBHOrO MpEeAHU30HAa. B uccnenoBaHusx Ha
€BPOINENCKON MOMYJISIIUN BIMSHUS HAa NPOTEUHYPUIO HE YCTAHOBJIEHO, HECMOTPS Ha
aHAJOrMYHbIN 1r3aitH. [103TOMy Ha TaHHOM 3Tare pa3yMHBIM SBIISIETCS IPUMEHEHHE
MM® ToJIbKO y NAMEHTOB a3MaTCKOIO MPOUCXOKIEHUS NpU OTCYTCBUM 3 dexTa
cumnroMatuueckor Tepanuu w/mwim I'KC, unm npobieMaTHYHOCTH HCIOJIb30BAHUS
I'KC BcnenctBue conmyTcTByOMMX 3a0osneBaHuil 1160 moOouHbx 3¢dexroB. Ecnu
MM® wucnons3yercss y nanueHtoB ¢ IgA-HII co cHmxkennoit CKO®, cnenyer
IPOBOANTHh MNPOPUIAKTUKY MHEBMOLKUCTHOM MHEBMOHUU (OMHUCAaHbl HECKOJIBKO
JeTaJbHBIX CIydaeB y MmanueHToB B Kutae).

Hu uuknocnopun A, HU TakpoIuMyC, HU CHPOJMMYC HE MPEIOTBPAIIAIOT
Bo3Bpart IgA-HII B TpaHCIUTaHTHPOBAHHBIX MTOYKAX.

Iypnypa llenseitn-I'enoxa

[Typnypa lenneitn-I'enoxa (L") — 3T0 BacKyJIUT COCYIOB MEIKOro Kanuopa,
KJIIMHUYECKUMH  TPOSIBJICHUSIMA  KOTOPOTO  SIBJISIETCS TE€MOpparuyeckas Chlllb,
aptputhl, 6onu B xkuBote U ['H. I'H ormeuaercsa B 25-50% ciyuaeB mypmypsr LT
IgA-HIT u wedpur II-I' (HIII') TecHO cBsi3aHbI MAaTOTEHETUYECKH B CBSI3H C
npoaykuued anoMmanbHoro IgA. OmnucaHo onHoBpemeHHoe pazsutue IgA-HIT y
cuOcoB W 00omx 3a00JeBaHMK y OJHOTO MalueHTa. B CBI3u ¢ OOJbIINM
TUCTOJIOTUYECKUM CXOJCTBOM Io4yeuHblx u3MeHeHuu HILI' Hepeako cuuraror
cuctremHbiM BapuantoM IgA-HII. Onpnako B otnumuue ot IgA-HII, HIII' sBnsercs
3a0oyieBaHMeM  OOJIbIlle JIETCKOIO BO3pacTa, XapaKTepU3yeTcsi CUCTEMHBIMU
MPOSIBIICHUSIMU (TeMOopparuyeckas Cbillb, OOJM B KMBOTE, CycTaBax). B3pocibie
0OJICIOT pPeAKo, Y HUX IOJ 3Ha4YeHUsi He umeeT. bosee Tsxenwvie Bapuantel HIIT
otmeyvarorcs y ManbunkoB, HIII nmporekaeT vaiie B BUe TpaH3UTOPHOU FEMaTypHUH.

llamocenes. Taxk xe, kak u npu [gA-HII, otmMevaeTcst maToJIoruyecKkuii mporece
TIIMKO3WINPOBaHus [gA. BONBIIMHCTBO UMMYHHBIX JIETIO3UTOB B MOYKAaX COJEPKAT
nonuMmepHbiil IgA. TIOBBIILIEHHBIN CHHTE3 3TOr0 MMMYHOIUIOOYJMHA, MPOUCXOJIUT,
MPENOJIOKUTEIBHO B CIU3UCTBIX 000JI0YKaX, W €ro 3aMeIJICHHBIH KIUPEHC
OTBETCTBEHHEH 3a O00pa3oBaHME€ HWMMYHHBIX KOMILJIEKCOB, coaepxamux IgA.
Knuanueckn oTMedeHa CBs3b 3a00sieBaHus ¢ oTaenbHbiMA nHpeknusymu (OPU, kops,
KpacHyxa, OaKkTepuu | Jp.), IPHEMOM MEIWKAMEHTOB (BaHKOMUIIUH, PAHUTUIUH H
1p.) U apyrumu paktopamu (OMyXO0Jd, TUIEBas auieprus u ap.). OnHako HUA OJUH
AK30TE€HHBIN AHTUTCH HE UACHTU(GUIIMPOBAH HHU B IHUPKYIUPYIOIMIMX HWMMYHHBIX
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komriekcax (IIUK), ®wm B wMe3anrmyme modek OonbHbIX HedpuTom I
Mopdonornuecku HEpeIKO MOXKHO OOHAPYKUTH MOTYTYHUS.

Knunuuecxas kapmuna. Hanbonee yacTeiM BapuanToM MaHudecranuu Heppura
HII" aBnsieTcst HeOoJibIIAs MPOTEMHYpPUsS B COYETAHUMU C MUKporemarypuei. Pexe
oTMedaeTcs MakporemMatrypus. Bo3mokHa manudecranus c¢ kiumHukoi BIITH. B
TSDKEJIBIX CIy4yasx pa3BUBACTCS HEPPUTUUECKUM CHUHAPOM, KOTOPBIM B OTAENIBbHBIX
coyyasx Moxker coueratbcsi ¢ HC w mporpeccupoBaTh [0  MOYEHYHOU
HeJoCcTaToYHOCTU. ClielyeT y4ecTb, YTO TMIONPOTEUHEMHS YACTUYHO MOXKET OBIThH
PE3yIbTAaTOM SHTEPATBHBIX MOTEPH OEIKa.

Jluaenocmuxka. B CBSI3M C TUOWUYHBIMU SKCTPApPEHAIBHBIMU IPOSIBICHUAMHU
3a0oyieBaHusl N7l yCTaHOBJeHHs AuarHo3a Hepputa I[N Her HeoOXoauMocTH B
MpOBEJCHUHA HEPPOOUOIICHUH, 33 UCKIIFOUEHUEM TSKEIIbIX ciiydaeB, ocooenHo bITTH.

Tepanus. Tepanusg NPOBOAUTCA HA OCHOBAHUM TEX K€ KPUTEPHUEB, YTO U IPHU
IgA-HII. Bo3MoXHBI pelMIuBBl B TPAHCIUIAHTATE C MOCIEAYIOIIEH €ro morepei,
qanie B CIy4dae )KUBOU POACTBEHHOM TPAHCIUIAHTALUU.

IgA-HII u npyrue 3a0osneBaHusi, NpPOTEKAIOUIME C TreMarypued, TpeOyroT
IIPOBEICHUS g depeHunanbHoR JUArHOCTUKH C HACJIeICTBEHHbIMH
3a00J1€BaHUSIMU.

KonTpoJibHbIE TECThI 110 rJ1aBe 4

1. V pebenka, 6 ner, TMArHOCTUPOBAH HIUONATUYECKUN CTEPOUI-PE3UCTEHTHBIN
HEe(POTUYECKUIT CHHIAPOM C (OKATBHO-CETMEHTAPHBIM TJIOMEPYIOCKIEPO30M.
Kaxoit npemapat 6yaet Hanbosee 3 HEeKTHBHBIM B JICUCHUHN ?

1) npenHU30JI0H

2) a3zaTHONPUH

3) muKIocopuH A

4) mukiopochamu

5) moderunna mukodeHnonat

2. Y oOompHOro wumeercs Hedput Illlenneiin-I'enoxa. Kakas wmopdonorndeckas

OCHOBA MOPAXXEHUS MTOYEK XapaKTepHa JAJIsl 3TON NaToIoruu?
1) lgA-aedpomnaTus
2) MUHHMAJbHBIC H3MCHCHHUS
3) memoOpanomnponudeparuBubiii ['H
4) ¢hoxaIbHO-CETMEHTAPHBIN TIIOMEPYIIOCKIIEPO3
5) wme3anrunonpoympeparuBubiii ['H ¢ nenosuramu IgM

3. VY O6onbHOrO ¢ HepoTHUECKUM MpoBeAeHa Ouorncus noyku. Mopdonorus: npu
CBETOBOM MHKPOCKOTIMM — YYacTKH CKJIep03a W CErMEHTapHbBI KOJUIarc B
HEKOTOPBIX KAMWIISPHBIX METIAX KIyOOUKOB; UMMyHoQutoopecuenuus — IgM u
C3 neno3uThl B y4yacTKax cCKiepo3a KIyOOUKa; 3JIEKTPOHHAs MHUKPOCKONHUSA —
doxanbHOE CriaXMBaHUE HOXKEK IMOJOLUTOB, B HEKOTOPBIX MECTaX MOJOLUTHI
otcyTcTBYI0T, orosieane ['bM. Kakoit Mmopdonornueckuit Bapuant I'H y sToro
namueHTa?
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1) wme3aHTHONpPONU(EPATHBHBIN rIIOMEpyTOHEHPUT
2) (oKaIBbHO-CErMEHTAPHBIN TIIOMEPYIIOCKIIEPO3
3) MeMOpaHO3Has HedponaTus
4) MUHUMAaJIbHbIC H3MCHCHHS
5) sxkcrpakamuuispHbiii ['H
4. Ilaument, 58 ner, rOCNUTAIU3UPOBAH B CTAllMOHAP C OCTPHIM HEPPUTUYECKUM
cunapomomM u OIIH. B anamuese: OponxuanpHas actmMa Oonee 30 er.
JlabopatopHo: runepao3uHoduiug, p-ANCA+, MUKpPOCKONUS Ocajgka MOYH
BBISIBUJIA DPUTPOLIMTAPHBIE IIMIIMHJIPHL. Balll mpeAnoaoKuTenbHbIi 11arHos:
1) TVC
2) Jero4Hoe cepe
3) cuHIpOM Tryanacuepa
4) y3eIKOBBI MOJIHMAHTHUT
5) 203MHOGUIBHBIN IPaHyIOMAaTO3 C MOJTHAHTUUTOM
5. Manbuuk 12 neT, NOoCTynuiI B KJIMHUKY C Kajno0aMu Ha FOJIOBHYIO 00Jib, OTEKH
BeK U Hor. [Ipu ocMoTpe: HEOOMNbIIME OTEKU BEK M HIXKHUX KOHEUHOCTEM, AJ|
160/90 mm pt ct. JlabopaTtopHo: B kpoBu CO3D 40 mMMm/4, obwmuii O0enok 60 1/,
kpeatnHuH 150 MxMob/1, MoueBrHA 10 MMOIIB/J1, XoJecTepuH 5,6 MMOJIB/J; B
Moue 0eJoK 2 T/J1, SpUTPOLUTHI B OOJIHIIIOM KOJIMYECTBE B 11/3p, JCHKOIUTHI 2-3 B
n/3. B KOHTpONBHBIX aHaNW3aX KpOBU KpeaTMHUH BbIpoc — 300 MKMOJB/,
MOUYeBHHA 10 16 MMoOmw/iI, oOmmi Oeiaok 56 r/im., B moue Oenok 2,2 1/,
SPUTPOIUTHI B OOJIBIIIOM KOJTHYECTBE.
Kaxoit mopdonorudyeckuii BapuaHT TJIOMEPYIONATUH HAJI0 UCKITIOUYUTH?
1) oskcrpakanmwnspHeni ['H
2) MHHHMAaJIbHBIC U3MCHCHHUS
3) MeMOpaHO3HEIH rIIoMepyoHehpHUT
4) boxanbHO-CErMEHTAPHBIN rIIOMEPYJI0CKICPO3
5) Me3aHrHONpOIM(EPATUBHBIN TIIOMEPYIOHEPPUT
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I'JIABA 5. HACJIEACTBEHHBIE U BPOXKXAEHHBIE I''TOMEPYJISAPHBIE
3ABOJIEBAHUA

PasnuuHbple reHeTMYECKHE HApyLIEHHs CTPYKTYpPHBIX KOMIIOHEHTOB ['BM
(xomnared IV Tuna, JaMHUHHMH W JIp.) MOTYT NPUBECTH K PA3BUTHIO INIOMEPYJISPHBIX
3a0oneBannii. Kommaren IV Tuma Bkimouaer 6 anbda-meneld, KOTUPYIOUIUXCS
Pa3IMYHBIMA T€HAMH, HAaXOIAIIMXCS Ha Tpex Xpomocomax. Ilodukm mopaxarorcs u
IIPU JIPYTUX FEHETUYECKHX 3a00JIEBaHUSX C CUCTEMHBIMHU MPOSBICHUAMH (OOJIE3Hb
®alpu) U CUHAPOMAX, MPOSABIOLIUXCS BPOXKACHHBIM HE(YPOTUUECKUM CHHAPOMOM.
Cemelinble (DOpMBI TNIOMEPYIISIPHOTO MPOSBICHUS HAOIIOAIOTCS MPU aMUJIOUI03aX
(rmaBa 9).

5.1. Cunapom Aabnopra, 00j1e3Hb KoJuiarena IV tuna

Cunnpom Ansnopra (CA) — 3TO HacieACTBEHHOE HapylleHue KoJuiareHa IV
TUIA, XapPAKTEPU3YIOIIEECS COYETAaHHUEM MPOrPECCUPYIOMIEr0 TIeMaTypHUYECKOro
He(puTa ¢ M3MEHEHUsIMU B yibTpacTpykType I'BM u HelpoceHCOpHON mnoTepei
ciyxa [6, 7]. [Ipu 3TOM CHHIpOME TaK)K€ 9acTO BCTPEUAIOTCSI PACCTPOMCTBA 3PEHHUS.
MukporemaTypusi, BBISIBICHHAass B PAaHHUE CPOKHM JKWU3HM, SIBIIIETCS IOCTOSIHHBIM
XapaKTEepHBIM IPU3HAKOM OOJIE3HHU.

[ToBTOpsIONIMECS AMU30/bI MAKPOTEMATypUu HaOM0Aar0TC nMpuMepHo y 60%
MAIMEHTOB B BO3pacTe A0 16 jeT, Ho AOCTATOYHO peaKu y B3pocibiX. Co BpeMeHeM
MPUCOEIMHAETCS MPOTEMHYpUsl M 3a00JIeBaHUE MIPOrPECCHPYIOT € BO3PACTOM, B
3aBUCUMOCTH OT 10JIa MallMeHTa W TUIla HaclieqoBaHus 3a0oseBanus. Al sBusercs
MO3/THUM MTPU3HAKOM.

JIByXCTOPOHHSISI HEMPOCEHCOPHAsA TYrOyXOCTh, MOpaXkarollasi CiyX BBICOKON H
CpEeIHEeW YacTOThl, SBISETCA MPOrPECCUPYIOUIEH Y JIeTeld, HO MOKET BBISIBUTHCS
no3xe. EcTh cOOOILIEHUS O HECKOJBKMX THUIIAX 3PUTEIBHBIX PACCTPOMCTB, TAKXKE
IPOrpeccCUpyrouMx ¢ Bo3pacToM. [lepenHuil JIEHTUKOHYC — 3TO KOHYcooOpasHoe
BBIIISTYMBAHNE MEPEAHEN YacTu XpycTaiimka. Ha ceruaTke ria3a mosBISIIOTCS ISITHA
KEJITOBAaTOro 1BeTa, IMpoTrekamue OeccumnromMHo. (O0a THMA MOpakeHUs
cnenu@uuHbl ¥ HaOMIOJAIOTCS NPUMEPHO Yy TPETH MalUUMeHTOB. Takxke ecTh
COOOILIEHUS O HATMYUU Y TAalueHTOB ¢ CA peluIuBUPYIOLIUX 3PO3UI POTOBUIIBI.

Mopdgonoeus. 1Ipu cBETOBOM MHUKPOCKONHUU TOYEUHAs TKaHb, MOJyYCHHas Ha
panHux cragusax CA, BBIVISIAUT HOpMalbHOW. MOKanbHOE M CErMEHTapHOE
VTOJIIEHUS! KaNWUISPHBIX CTEHOK KIyOOYKOB, JIy4llle BBISBISIEMbIE IPHU
OKpallluBaHUU cepeOpOM, CTAHOBATCA BUJIMMBIMU TPU MPOTPECCUPOBAHUMN OOJIC3HH.
OHu coderaroTCss € HeCcNeUUPUUECKUMU TYOYJISIPHBIMH  TOPAXKEHUSMU U
UHTEPCTULIWIBHBIM ~ (ubpo3oM. CraHmapTHas UMMYHO(DIIOOPECICHIUSA, Kak
MPaBUIIO, JAET OTPULIATENbHBIN pe3ynbTaTr. OIHAKO MOTYT OOHAPYKUBATHCS Cla0ble
u/unn (PokasbHbIE OTIOKEHUS UMMYHOTJIO0YIMHOB KiaccoB G u M w/mnu ¢pakuus
koMmruieMeHTa C3. OCHOBHBIE MOBPEXICHHS BBIABISIIOTCA YJIBTPACTPYKTYPHBIM
MeronoM. OnHu Xxapakrepusyrorcs yrommenuem ['BM  (mo 800—1200HMm) c
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pacmieruienneM W (pparmenTtanuedr lamina densa Ha HECKOJIBKO BOJIOKOH,
oOpasyromux ceTb HamojgoOue kop3uHbl. M3menenmss [I'BM  Moryt ObITH
(dbparMeHTapHBIMU (HEOTHOPOIHBIMH), YEPEAYIONUMHUCS ¢ YIaCTKaMU HOPMaIbHOU
WM YMEHBIIEHHON TONIIUHBEL. B 11e10M, Haubosiee BBIPAXXEHHOW 4YepTON y JieTe
ABJISIETCA HEPABHOMEPHOE YEPENOBAHUE OYEHBb TOJICTHIX M OYEHb TOHKUX YYACTKOB
I'BM. Juddysznoe ucronuenue I'bM obnapyxuBaercs npumepHo y 20% MalnueHToB
c CA.

Ha renernueckom ypoHe CA - rereporennoe 3aboneBanue: mytannun COL4AS
Ha X-XpoMocome cBsizaHbl ¢ X-cremieHHbIM CA, B To Bpems kak mytaunu COL4A3
i COL4A4 Ha 2-i1 xpoMocoMe CBsI3aHbl C ayTOCOMHBIMH (hopMamu 0oJie3HU [6].

X-cuenjieHHbI CHHAPOM AJILIIOPTA.

Knunuueckue cumnmomsbi. X-ClCTIICHHBIN BapuaHT — camasi 4acToig ¢popma CA,
XapakTepu3yercs 0ojiee TSKENbIM TeUeHHEM 3a00JIeBaHUs y MAlMEHTOB MY>KCKOTO
[I0JIa, Y€M Yy IAIMEHTOK >KEHCKOTO I0jia, U OTCYTCTBHEM INEPENayd 0 MYKCKOU
muHun. Hanuume remarypuu — HEOOXOJUMBIA KPUTEpUM JUIsl JIMarHOCTHKH.
[IporenHypusi TOCTENIEHHO HAapacTaeT € BO3PaCTOM U BIOCIEICTBHH MOMKET
INPUBECTH K Pa3BUTHIO HEPPOTHUECKOIO CHUHApPOMA. Y BCEX MAMEHTOB MY>KCKOIO
mona 3a00J€BaHME MPOTPECCUPYET A0 TEPMHUHAIBLHON CTaauu OOJE3HH TOYEK.
CymectByror aBa thna CA - roBeHWIbHBIM, npu kotopoM TXIIH pasBuBaercs
npuMepHO B Bo3pacte 20 JIeT y My>KUMH C Tiepefadeii 00JIe3HU CO CTOPOHBI MAaTepH, U
B3POCJIbIM, XapaKTEepU3YIOIIHiics OoJjiee BapuaOEIbHBIM TEUCHHEM U pPa3BUTHEM
TXIIH B Bo3pacte okoio 40 neT. Y rerepo3uroTHbIX JUIL JKEHCKOTO 10JIa TEMaTypHs
0OHapy»UBaETCS TOJIBKO BO B3pOCIOM Bo3pacte. OHa OTCYTCTBYET MeHee ueM y 10%
xeHIMH (Hocutenei). Puck paszsutusa TXIIH y xenmuuH B Bo3pacte n0 40 et
coctasisieT okoiio 10-12% (mpotus 90% y myxuuH), HO Bo3pacTtaet nocie 60 net. Y
OONBIIMHCTBA TeTEepPO3UTOoT Hukorga He pasBuBaeTcs TXIIH. JIByxcropoHHss
HEHUPOCEHCOpHAasi TYTOyXOCTh MPOrpeccupyeT y OOJIBIINHCTBA NAIUEHTOB MY>KCKOTO
U y HEKOTOPBIX IPEICTABUTENIHUI] KEHCKOro Iojia. MI3MeHeHHs opraHa 3peHus,
MEepeHUN JICHTUKOHYC W/WIM TIEpUMAaKyJIspHble TMsSTHa HaOmomatores y 1/3
naueHToB. B cempix ¢ CA y JKEHIIMH MOXET BcTpeyaTbes AUQQy3HbINA
330(hareasbHbIN JENOMHOMATO3, TaKXKe BKJIFOYAIOIIHN NOpAKEHUE
TPaxeoOpOHXUANBHOTO JEepeBa W TEHUTAIbHOTO TpaKTa >KEHUMH W HHOrAa
BPOXKJICHHYIO KaTapakTy.

Monexynsapuas eenemuka 1Mo3BOJIMIA YCTAHOBUTh OCOOEHHOCTH MYTAIlUil B reHe
COL4AS. Onu 00ycliOBIMBAIOT Pa3ivyuusl B KIMHUYECKUX MPOBIICHUSX, TEUEHUU U

mporHo3se [6].

AYTOCOMHO-peieCCUBHbIA CHHAPOM AJILIIOPTA
CungpoM AnbpnopTa HacleqyeTcs ayTOCOMHO-PEIIECCUBHBIM  CITIOCOOOM
npuMmepHo y 15% mopakeHHbIX cemeil EBpombl. DTOT THN HacleaoBaHUS 4Yallle
BCTpEYaeTCs B CTpaHax C 0oJjiee BBICOKMM ypPOBHEM OJIM3KOPOICTBEHHBIX OpaKoB.
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Knunndeckne cCUMOTOMBI M U3MEHEHUS YIbTPACTPYKTYP MJIEHTUYHBI TE€M, KOTOPHIE
HaOmopatorcss npu  X-cuemwieHHOM CA. OpHako HEKOTOpble MNpPU3HAKKA YETKO
yKa3bIBalOT HA PELECCUBHOE HACJIEIOBAHUE: POJICTBEHHbIE OpaKH, TSHKEIOe TeueHHE
0OJIe3HH Yy MALMEHTOB J>KEHCKOro II0jla, OTCYTCTBUE TSKEJIOro 3ab0sIeBaHus Yy
poauTesnei, MUKporeMatrypusi y otia. bosesHp, kak mpaBuio, paHO IPOTpeccupyeT
no TXIIH, mouytu o0si3aTenbHO BCTpEyarOTCsl HapyLIEHHUs CllyxXa, He BCerja —
HOpa’KEeHHsI OpraHa 3peHHU.

Cpenu TeTepo3UroT OTMEYAeTCs IMOCTOSIHHAs WM HHTEPMUTTHPYIOIIAS
MHUKpPOT€MaTypHsl.

AyYTOCOMHO-IOMUHAHTHBIN CHHAPOM AJILIIOPTA

AyTOCOMHO-IOMUHAHTHOE HACJEIOBAaHHE, XapaKTEPHU3YIOUIeecss nepenaden mo
MY>KCKOM JMHUM, BcTpeyaeTcs peako. KimnHuueckuii (peHOTHIT OJUWHAKOB i
MYXYUH U KeHIIUMH. TedeHue Oosiee JieTkoe, yeM mnpu X-CIEIMIeHHON dopme, ¢
IIO3JHAM W HEMOCTOSHHBIM ITporpeccupoBanueM no passutusa TXIIH w morepen
ciyxa. ['erepo3urorasie mytanuu B reHax COL4A3 wiun COL4A4 ObuH BBISIBIICHBI B
HEKOTOPBIX CeMbsX [6].

/IlmarHocTuka u JedeHue cuHApoMa AJgbmnopra. [luarHoctuka CA wu
ONpeeeHUE TUIIA HACIEA0OBAHMS BaXKHBI JJI TEPAIIEBTUUYECKOTO BEJECHUS, IPOTHO3a
Y MEJIMKO-T€HETUYECKOT0 KOHCYJIbTUPOBAHHUS MAIlMEHTOB U UX ceMel. Bompoc nerko
pemaeTcs, eciii reMaTypus COYEeTaeTCsl C IIIyXOTOW WM MOPAXEHUSIMHU IJ1a3 U €CIH
HACJIEJCTBEHHBI aHaMHE3 JIOCTaTOYHO HWH(POPMATHBEH Ul YCTAHOBJIEHUS THUIIA
HacienoBanus. Kaxpaas cinydailHo oOHapy» eHHas remaTypus Tpedyer o0cie10BaHus
JIpYTHX YJIECHOB ceMbH. PaHHEEe Havyano reMaTypuu M ONpPEAeICHUE HEMPOCEHCOPHOU
TYTOyXOCTH, JICHTUKOHYCAa WJIM MAaKyJONaTUM NP TIIATEILHOM OOCIEA0BAHUU
MOXET COpHEHTHUpoBaTh B OTHOImIEHMHM CA, HO THUIl HAcCJIEAOBAaHUS OCTaETCS
HeomnpeneneHubiM. Onpenenenue wmytanuii B reHax COL4AS, COL4A3 wunu
COL4A4 wumeer pemaromee 3HAYCHUE IS JUATHOCTUKH 3a00JICBaHHUSA, HO
MOJICKYJIIPHBIN aHallM3 — Tpoleaypa JOpOrocTosiimas U TpeOyromas OOoJbIINX
BPEMEHHBIX 3aTpaT W3-3a KPYIHOTO pa3Mepa reHa koyuiaresa IV tuma u 607b110T0
pa3zHO00pa3us MyTaIHii.

Baxno pano otnuddepenuupoBath CUHIPOM AJbIOpTa OT OOJE3HH TOHKHX
6azanbHbix MemMOpaH (BTBM). Jlydmie Bcero 3To caenaTh Ha OCHOBAHUM JaHHBIX
CEMEMHOr0 aHaMHEe3a: HAJU4YMe B CEMbE B3POCIBIX MYXXYMH crapiie 35 JeT ¢
reMatypueii M COXpaHHBIMU MOYEYHBIMU (YHKIIUSIMH C BBICOKOW BEPOSITHOCTHIO
MMO3BOJISIET OCTAaHOBUTHCS Ha quarHo3e bTBM.

B orcyrcTBHE TYroyxoCTHM AMAarHOCTHKa JOCTATOYHO CIIOXKHA: €CIIM CIenaTh
MOYECUHYIO0 OMOIICHUIO CIUIIKOM paHo (70 6 JIET), MOKHO HE YBUJIETh XapaKTEPHBIX
Ui cHUHApoMa AJbIOpTa U3MEHEHUM, KOTOpbIE pAa30BBIOTCA MO3XKE, Ja H
AIEKTPOHHAsT MUKPOCKOMMSI JIOCTYyHA HE Be3lie. B CBs3M C 3TUM MEpPCIEKTUBHBIM
SABJISIETCS BHEAPEHHE MMMYHOTHCTOXMMHUYECKOTO METOJA OINPEETICHUS SKCIPECCUU
pa3IUYHBIX [ened KoyutareHa [V Thna B TOYE€YHOM TKaHHU UJIH B KOXE.
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Cropaguueckass remMaTypusi C [pOTEMHypUeH, OOHapyXuBaemas IMpH
OTCYTCTBUM JKCTPApPEHAIBHBIX MPOSIBICHUM, SBISIETCS IOBOJOM K IPOBEICHUIO
[IOYEYHON  OMONCHM, TO3BOJSIOIIEH  HCKIYUTh JIPYru€ TIeMaTypUyYecKHe
rnomepynonatuu (IgA-aedponarus u ap). [IporpeccupoBanue 10 TEPMUHAITBHOU
cTaauu O0JE3HU MOYEK HEMUHYEMO Ipu X- cuemieHHod popme CA y MyXKUYuH U y
BCEX MALMEHTOB C ayrocomHo-peneccuBHbM CA. K Hacrosmiemy BpeMEHH
CHELM(PHUUECKOro JeUeHUs: He cymecTByeT. OCHOBHOE JieueHHue — OJIOKaJa peHUH-
AHI'MOTECH3MHOBOM CHCTEMBI JUI YMEHBIICHHs IIPOTEHHYPUM W BO3MOKHOIO
3aMeJICHUsl  [porpeccupoBaHus.  TpaHCIUIaHTanWs  MOYEK  NPUBOIUT K
YIOBIIETBOPUTEIIBHBIM PE3YJIbTaTaM, OJHAKO OK0io 2,5% Beex manueHToB ¢ CA
pa3BuBatoT aHTu-I' BM riomepynonedput BcieacTBUE OOpa30BaHMUS AHTUTEN K
«apyroi» ['bM noHopa, 4To BEIET K OTTOPKEHUIO TPAHCIUIAHTATA.

Cunapowm Iupcona

Pazsutne cunapoma [IupcoHa compoBOXKIAETCS TaKKE HAPYLICHUSMHU CUHTE3a
I'BM. Kiununuecku 3abosieBaHue mposBisgercs BpoxxkaeHHbIM HC B coderanuu c
3aJ€PKKOM  YMCTBEHHOTO PAa3BUTHS, NATOJIOTHEN TJIa3 M PAHHUM Pa3BUTHEM
TEPMUHAJIBHON MOYE€YHOM HemoctaToyHOCTH. CBsa3aH ¢ mytanuein reHa LAMB2,
KoJupyroiero B2-1emnp JaMuHuHA. HacnmenoBanue ayrocoMHo-perieccupHoe [6].

CHHIPOM HOITeBBIX IIACTHHOK-HaAKoaeHHnKka (Nail-patella)

CuHApPOM  HOTTEBBIX  IJIACTUHOK-HAJKOJEHHUKA WJIM  HACJIEICTBEHHAs
OCTCOOHMXOJUCILIA3USI — H3TO PEIKOe ayTOCOMHO-IIOMUHAHTHOE 3a0oJieBaHUE,
XapaKkTepu3yrolieecs COYETaHUEM THIOIIIa3uy WM JUCIIA3UU HOTTS, TUIOIIA3Uu
WU aIjla3ud KOJEHHOW Yalleykd U JPYyTMMH aHoMaiausiMu kocted. OOycioBiieH
MyTallie OejIKa, OTBEYAOIIEro 3a KOHEYHOCTH, ¢ Halu4heM u3MeHeHuil B I'BM.
NHorpa nposBisieTcs NPEUMYIIECTBEHHO MOYEYHBIMU CUMIITOMAMU: TPOTEUHYPUEH,
HC ¢ umm 6e3 remaTypuu, NMpU OTCYTCTBUM CKEJETHBIX Mopaxkenuit. [Ipornos
3a001€BaHUsl 3aBUCUT OT HAJIWYHUS M BBIPAKEHHOCTH TMOPAKEHHUS TMOYEK, KOTOPOE
Habmonaercs y 30-40% mnanuentoB. [IporpeccupoBanne no TXIIH BcTpeuaercs B
JIETCTBE WJIM BO B3POCJIOM Bo3pacte [6].

5.2. IOBPOKAYECTBEHHASI CEMEWHASI TEMATYPUSA

BoJsie3Hb TOHKHX 0a3aIbLHBIX MEeMOpaH

[Tpu noOpokadecTBEHHOMN ceMeHHOM reMaTypuu Wi 00JIE3HU TOHKUX 0O0JIe3HSIX
meMmOpan (BTBM) wu3onupoBanHasi reMmarypuisi, Kak NPaBWIO, MHKPOTEMaTypHs,
ABIIIETCS €IMHCTBEHHBIM cuMnToMoM. [IporpeccupoBanust 3aboneBaHus 10
MOYEYHON HEIOCTAaTOYHOCTH He Habmomaercs. [Ipu CBETOBOM MHKPOCKOIHH
MoveyHass TKaHb HOpMallbHas, a MPHU AJIEKTPOHHOM MHUKPOCKONUU MOXKHO YBUJIETh
doxkanpHoe wiu auddysnoe ucronuenue ['BM (puc. 5.1). BTBM mnepemaercs mo
ayTOCOMHO-IOMHUHAHTHOMY THUMy. ['erepo3urotHeie Mmytauuu B reHax COL4A3 wnm
COL4A4 Obutn 0OHApYyKEHBI B HEKOTOPBIX CEMbSIX, TO €CTh, B 3TUX CEMbSIX JIAaHHOE
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CHETSDKENIOE HapYILICHHWE» MPEICTABISIET TE€TEPO3UTOTHBIA CTATYC ayTOCOMHO-
perieccuBHOTO CA. DTO OTKPBITHE TaK)KE MOKA3bIBACT IIMPOKUI CIIEKTP (PEHOTHUIIOB,
cBa3aHHbIX ¢ MytamusmMu B reHax COL4A3 u COL4A4 — oT H30IMpOBaHHOM
rematypun 10 TXIIH. C npakTuyeckod TOYKM 3pEHMs, Y MaJE€HbKUX JETed CO
CIOPaJNYECKOI TeMaTypueil TouHask MOCTAHOBKA JIMAarHO3a MOXKET ObITh 3aTPyAHEHA,
ecnu BbsiBIgeTcs Auddy3Hoe uctoHuyeHue ['BM. B atoit cuTyauum Xopouum
QIbTEPHATUBHBIM METOJIOM JHArHOCTUKM MOKET OBbITh OHOICUS KOXH Jis
ONIPEAEIICHUs DKCIIPECCUH Lieren kosuiarena [V tuna.

= e
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Pucynok 5.1. HacnencrBennsie 3aboneBanust [ BM. Dnexrponnas mukpockomnus. (C paspenieHus
Aptypa Kosna, 2014). A — I'BM B HopMe. OTYETIMBO BUAHA TPEXCIOHHAsA CTpyKTypa. B — Bonesns
TOHKUX Oa3anbHBIX MeMOpaH. Ctpykrypa ['[BM coxpaHeHa, eTMHCTBEHHBIM U3MEHEHUEM SIBJISICTCS
€€ UCTOHYEHHE B 2 U OoJiee pa3 1o cpaBHeHHIO ¢ HopMmoit,; C — HacnenctBeHHbIld HEPPHUT (CUHIPOM
Anpnopra). Ytonuenue u paciierienue ['bM ¢ HeueTKMM BHYTPEHHUM U BHEUIHUM KOHTYpPaMHU,
OTCYTCTBHE HOPMaJIbHOU CTPYKTYpbl ['BM.

5.3. BPOKJIEHHBIN U UTHO®AHTWIbHBIM HEOPOTUYECKHUI
CUHIPOM

Cemeiinblil (reHeTHYeckunii) HeppoTUUECKNH CHHAPOM CBSI3aH C HAIUYHEM
TE€HHBbIX MYyTalUid MPEUMYIIECTBEHHO PELECCUBHOIO Xxapakrepa. Kak mpasuio,
JaHHbIE MYTallMd BEIyT K HApyHICHUIO OWOCHMHTE3a U OJKCIpPECCUU OENKOB,
(opMUPYIOIIUX LIETIEBYIO AHAPPArMy MEXy MaJIbIMU OTPOCTKAMHU MOJOIIMTOB, YTO
BEJIET K UX pacIulaBieHHI0 M Hapymienuto. Haubonee uzyuens myrtanmuu NPHSI
(BpOXKIEHHBIM HEeDPOTHUUECKUN CHHIPOM (UHCKOTO THUIIA — HAPYIICHHE CHUHTE3a
Hepuna) u NPHS2 (cemeliHblii ayTOCOMHO-PEIECCUBHBIN CTEPOUIPE3UCTECHTHBIM
He(pOTHUUECKU CUHAPOM — HApYyIIIEHHE CUHTE3a MOoI0IHA) [6, 7].

Hpyrum BHJIOM MyTauui, NpUBOASAIIMX K Hedporuueckomy cunapomy (HC),
ABJISIFOTCSA MyTauu rena WT-1.

Bpo:xnennsiii HC ¢punckoro tTuna — 3a0o0sieBaHUE ayTOCOMHO-PELECCUBHOMN
MPUPOBI, JETAIBHO ONUCAH Ha NpUMepe (PUHCKON MOMyNsUuU, TJe MPEBATUPYIOT
JIBC OCHOBHBIC Pa3HOBUAHOCTH MyTaiuii HedpunHa - fin-major u fin minor B rexe
He(ppHuHa, pacHojokeHHOM Ha 19-if xpomocome. HMMeroTcs MHOTrOYHCIEHHBIE
OMHCAHMS CITydyaeB ATOro 3a00JeBaHUs Yy JIMIl APYTUX HAIMOHAIBLHOCTEH, OJIHAKO B
He(DUHCKOW TOMyJSIIUU 32 €ro pa3BUTHE OTBETCTBEHHBI JPyTHe MYTalUH
CIIOHTAHHOTO THIIA, KOTOPHIX ornucaHo 6oiee 60.

Knunuxa. Tlpu poxnenun pedenka ¢ HC ¢unckoro tuma oOparaer Ha ceOs
BHUMAaHHE 3HAYUTEIBHOE YBEIMYECHHE MAacCChl IUTAleHThl. B mepuon GepemMeHHOCTH
MOKHO 3a(pUKCUPOBaTh, MOBBILIEHUE YPOBHS a-(eTonpoTenHa B KpoBU maTepu. Bee
MPU3HAKK HE(YPOTUUECKOTO CHUHAPOMA, MOSIBIISIIOTCA C POXKJICHUS WM MEPBBIX JTHEU
KU3HU. 3a00JI€BaHUE  XapaKTepu3yeTcs HEYKJIOHHBIM MPOTPECCUPYIOLIUM
CHWKeHUEeM mnodeuHbix (yHkumii ¢ pazsurrem TXIIH B cpennem k 3-4-mM ropam.
Mop@donoruueck  XapakTEpHO pE3KO  BBIPAXKEHHOE U PacCIpOCTPaHEHHOE
pacumupenue KaHanblleB. KiyOo4dku MOTYT BBITJIAJIETh HHTAKTHO WM HMETh
YMEpPEHHbIE NPU3HAKK YIUIOTHEHHUS ME3aHTHANIbHBIX CTPYKTYpP C MOCIEAYIOIIUM
dbopMupoBaHHEM CKJIEpO3a. NmmyHodroopecieHTHOE UCCIIEJOBAHNE
MaJonH(GOPMATUBHO, HA DJIEKTPOHHOW MHKPOCKOMHH OOHapykuBaeTcs nuddysHoe
pacILIaBIICHUE MAJIbIX HOXKEK MOIOIUTOB.

Jluaenocmuxa BpoxaeaHoro HC ¢unckoro tuma 6a3upyercs Ha KIUHUYECKUX
JTAHHBIX, CEMEWHOM aHaMHE3¢ W OOHAPY)KEHWU U3BECTHBIX TEHHBIX MYTaIlHil.
buoncus mouku pekoMmeHayercss Ha 2-3-M Mecsle XKu3HU. B Oosee paHHHE CPOKH
MMaTOrHOMOHUYHBIE U3MEHEHUSI MOT'YT ObITh HE BhIpakeHbl. HE0OX0AMMO UCKITIOYUTH
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BpoxkaeHHbIN cudumuc u [[MB-undexkunio kak NOPUYUHBI BPOXXKIECHHOTO WU
uH¢antunbHoro HC.

Jleuenue. [TpoBOUTCS MOCTOSIHHOE BOCIIOJHEHHUE MOTEPH OEJIKA C MOYOH ITyTEM
uH@y3uit 20% pacTtBopa anpOyMrHa U BEICOKOOEIKOBOI 1ueThl. JlJis JeueHus: OTEeKOB
npuMeHsieTcss gypocemul. B TsDKeNbIX Cilydasix BBIIOJHAETCS OJHOCTOPOHHSSA
He(PIKTOMUS WM MPOBOAMUTCS TaK HazbiBaemas dapmakosiorudeckas HeppIkroMus
yTeM Ha3HAYCHHS BBICOKUX JI03 MHAOMeTaruHa 1 UHruoutopoB AII® (nAIID). I1o
MEepe TMpPOrpeccCUpoBaHUs OOJE3HU MOXKET TMOHAJOOUTHhCI KOMOMHUPOBAHHOE
aHTurunepreH3uBHoe eueHue (MAII®D, aHTaroHUCThI KaJbIKs) U TUATU3.

B cBsi3u ¢ mocTossHHON ToTepei Oenka, pa3BUBaeTCS OEIKOBO- dHEpreTHuecKas
HEJOCTaTOYHOCTh, BO3pAacTaeT oOMacHOCTh uWHGpekuuid. Bo3MoxHO mpoBeaeHHE
JIBYXCTOPOHHEW HEe(PPIKTOMHM B BO3pAacTe OKOJIO 6 MECSIEB C HA4ajJoM JTUATH3HOU
Tepanuu, NPOBOANUMON IO BHIMOJHEHUS TPAHCIUIAHTALIUN [TOYKH.

Bo3Bpara Oone3Hu mociie TpaHCIUIAHTALMA HE MPOUCXOJIHT, OJHAKO OMUCAHBI
cllydyau pa3BUTUS ayTOMMMYHHOro Hedputa BeaeacTBUE — (HOPMHUPOBAHUS
OpraHU3MOM PELMIIUEHTA aHTUTEN K HEPPUHY.

llpu cemeiinom cmepouo-peszucmenmnom HC c¢ wnapymenusmu NPHS2 ren
MOJIOIIMHA pacojiokeH Ha 1-if xpomocome. M3BecTHO Gosee 30 MmyTanuii 3TOro rexa,
IPUBO/SIINX K pa3BUTHIO cemeitHoro crepouapesuctenTHoro HC. Hekotopeie
MyTauuu cornpopoxaarorcs aedrorom HC Ha mepBom roay »u3nu u apyrue HC B
MOJIPOCTKOBOM MM B3pociioM miepuojie xku3Hu. XoTa PCI'C tunmuen mis HC,
CBSI3aHHOT'O C MyTalluMel MMOJ0LMHA, HA PAaHHUX CTaJUsAX OO0JE3HU MOTYT BBISBISTHCS
MUHUMAaJlbHbIE M3MEHEHHs B TIJIOMEpyJlax, Kak I[paBWwio, 0e3 CBEUYCHMs
MMMYHOTJIOOYJIMHOB MJIM KOMILJIEMEHTA.

Y nammentoB ¢ wmyramusmu NPHS2 wmvmyHOcynpeccuBHas Tepamnus, He
npumensierca. lIpenmourenue otgaercs wuHruoutopam AllD wu  Omokxaropam
peuentopoB AT II. Bo3Bpar B TpaHCIUIAHTUPOBAHHYIO INMOYKY MPOUCXOAUT PEAKO.
IIpu sTOM 3(ppexTrBHBI ObIBatOT HUKIOGOChHAMU, CTEPOUIBI U TIA3Madepes3, XOTs
AHTUTEJ K MOJOLUMHY HE BBIABIAAIOT. CEMBU CO CIIy4assMM ayTOCOMHO-PELIECUBHOTO
HC noanexar MeIMKO-reHETH4eCKOMY KOHCYJIbTUPOBAHMIO.

Myrtamuu rena WT-1 MoryT sBisiThes mpuunHOM cuHapoma Denys-Drash,
MPOSIBIISIONIErOCs paHHUM HaydajoM M ObICTpbM mporpeccupoBanueM HC. Bonesnb
4acTO COYETAETCs] ¢ MYXKCKUM ICeBIOrepMadpoaUTU3MOM U ONyXoJibio Buibmca,
OJIHAaKO BO3MOJKHO Pa3BUTHE HEIOJIHBIX BapHaHTOB cuHApoma. Mopdoioruueckoi
ocHoBoi cuHApoma Denys-Drash cmyxutr auddy3Hblii Me3aHTHATBHBIA CKIEPO3.
HuddepennmanbHblii TUarHo3, UCXoId U3 MOPQPOIOTUUECKIX 0COOEHHOCTEH, MOXKET
MPOBOAUTECA ¢ JTU(PPY3HBIM ME3aHTHAILHBIM CKJIEPO30M Ha (OHE BPOXKICHHOM
IMB-undexkunn. UMMmyHocynpeccuBHasi Tepanusi He moka3aHa, Bo3Bpata HC B
TPAHCIUIAHTUPOBHAHOM MOYKE HE MTPOUCXOINT.

Hpyrum 3abosieBaHueM, CBS3aHHbIM ¢ MyTtamnued WTI, sBisercss CMHAPOM
Fraiser, taxke npossistomuiics HC, Ho ¢ Oosiee mo3aHUM A¢0I0TOM M HE CTOJIb
OBICTPBIM MPOTPECCUPOBAHUEM. Takke XapakTEPHO COYETAaHHE C MYKCKHAM
ncepaorepmMappoautuzmMom.  Mamenenus B moukax npeacraBieHsl  OCIC,
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PE3UCTEHTHBIM K CTE€pOMJIaM M HMMYHOJENPECCaHTaM. BOJIbHBIM BBIMOIHSIIOTCS
TOHAJPKTOMUA M IUTACTUKA C (OPMHUPOBAHHEM IKEHCKHX (PEHOTUITHUYECKUX
MIPU3HAKOB.

HC MOXET OBITh COCTAaBHOM YacThl0 CHMITOMOKOMILIEKCA Pa3IN4HbIX
reHeTudeckux 3abosieBanuil. K HUM oTHOcsTCs paznuusble cuHiapombl (Charcot-
Marie-Tooth, Schimke, Galloway-Mowat, Pierson u ap) (A.H. Lpirun, 2010), npu
kotopsix pa3BuBaercsi HC u repmunanbHas XITH B couetannu ¢ anomanusimu LTHC,
CKEJIETAa WU C I1a3HbIMA HAPYUICHUSAMMU.

Cewmeitnbie cmydan HC MoryT ObITh CBSI3aHBI Tak)K€ C aMHJIOMA030M MOYEK Ha
(dboHe mepuoANYecKoi OOJIE3HH WIIU JIPYTUX BapUAHTOB aMUJIOH]I032 TE€HETHUECKOU
npupozasl. Onucano okono 30 cemeil ¢ ayrocomHo-1oMuHaHTHBIM HC, CBSI3aHHBIM C
MyTallleN MoJoIUTapHOTO Oelika a-aKTUHUHA, T€H KOTOPOro pacnojaraercs Ha 19-i
xpoMocoMe. 3abosieBaHue IMpu d3ToM Jebrotupyer B Bospacte 30-40 jer ¢
JaJbHEHIIINM TporpeccupoBanneM.  Ha cerogsmnuii AeHb u3BecTHO  0kosio 90
Pa3IMYHBIX OJOLUUTAPHBIX OEJIKOB, IO3TOMY HE UCKIIFOYEHO OTKPBITHE HOBBIX BUOB
MyTalll, OTBETCTBEHHBIX 32 pa3BUTHE ceMenHbIX cirydaeB HC.

Takum oOpazom, ecnu HC pas3BuBaercs y nereid no 1 roma, BEpOsITHOCTH
HaJlnyusl MyTaluil T€HOB MoAouuTOB paBHA 80%. ['eHETHUECKHE U CUHIPOMAJIbHBIC
npuunHbl HC onpenensroT pe3sucTEeHTHOCTh K MMMYHOCYIIPECCUBHOM TEparuH.
Takum manueHTaM Ha3HaudalTcs WHQPY3uu anbOymuna, WAIID, HIIBIT s
CHW)KEHUS MPOTEHHYPUHU. B TONrOCPOYHOM acmekTe IpU TKEIOW NPOTEUHYpUU
pPaauKaIbHBIM JICUCHUEM SIBJISIETCS TPAHCIUIAHTALINS TOYKH.

5.4. BOJIE3Hb ®ABPU (IUNDPDY3ZHASA AHTUOKEPATOMA)

bonesup ®abpu — penkas, MyJIbTUCUCTEMHAs JU30COMHas OOJIE3Hb
HAKOIUJIEHUs, 00yCIIOBJIEHHAs! HEIOCTaTOYHOCThIO (hepMEeHTa alb(a-raJakTo3u1a3bl-
A (a-Gal A). DTo PUBOIUT K HAPYIICHUIO META0OJIM3Ma TIIMKOCOHUHTOIUITHIOB U
OTJIOKEHHIO  TJ1000TPHAO3WILIEPAMUIOB B JIM30COMAX  DJHJOTENHS  COCY/IOB
pPa3IUYHBIX OPraHoOB, B TOM 4ucie U noykax. Hacnmegyembiit nedexr cuerien ¢ X-
XpoMocoMoi. Tspkenas KIWHHUKA HAOMIOMAETCS y MYKYHH. Y KEHITUH CHMIITOMBI
00JIe3HM OTCYTCTBYIOT WJIM TIPOTEKAET B jierko (opme [9, 13].

Knunuka. BcnenctBue HaKOIVIEHUS  TIMKOC(HUHIOJUIIAIOB — MOPAXKAOTCS
pasnuyHble TKaHU. PaHHUE CUMIITOMBI MOTYT MOSIBUTHCSL B IETCKOM BO3PACTE B BUJIE
CYXOCTH KO>H, HEIIEPEHOCUMOCTH >Kaphbl, X002, PU3NUECKUX HArpy30K, 3aJep>KKOU
pocTa M Helponatuyeckux OoJiell B 00JacTu Kucte pyk. B mocienyroniye roasl y
66% MY>XYMH Ha KOXKE€ U CIM3HUCTHIX MOABISIOTCS aHTHOKEPATOMbI — KPACHOBATHIE, C
(GuoNeTOBBIM OTTEHKOM BBICHIIAHMS, HE OJIEAHEIOUIMEe TMpU HAJABIUBAHUU C
JIOKanu3alyen B o0nacTu mymnka, 0enep, HuxHel yactu xuBota. OCOOEHHO 3aMETHO
MOpaXeHHE TJla3 — IMOMYTHEHHE pPOTOBHUIIBI B BHJAE «CNULEOOpPa3HOT0» TSATHA.
KapauanbHbie CHMOTOMBI MOTYT TMPOSIBISTHCS B BUIE apUTMUHU, AUCHYHKIUA
KJIaaHOB, THUNEPTPOGUU JIEBOTO IKEIYJOUYKa, CEpIEeYHOW HEAOCTAaTOYHOCTHIO,
nH(papKTOM MUOKap/a B MOJIOJI0OM Bo3pacTe. CleayeT TakkKe 3ayMaTbcs B CIydasix
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y TIAlMeHTa PAaHHUX WHCYJIBTOB M TPAH3UTOPHBIX HIIEMHYECKUX aTak. MoryT ObITh
CIJIbHbIE OOJM B JKHUBOTE, JMXOPaJKa, YTO MPUBOAUT HHOT/AA K OMIMOOYHOMY
nuario3y. Co CTOpOHBI MOYEK B JI€0IOTE MOSBISAETCA MPOTEHHYPHUS, MOXKET HUMETh
MECTO TeMaTypus, B IIOCIEAYIOIEM C TOCTEIIEHHBIM pPAa3BUTHEM IOYEYHOM
HeJ0CTaTOYHOCTU. Hepenko 00Je3Hb pacro3HaeTcsl MPU MPOBEACHUU CKPUHHHTA
cpenu nanueHToB Ha auainn3e ¢ XbII HesiCHOM 3THOJIOTHH.

Jluaenocmuxa. Ilpu nogo3pennu Ha 6oe3Hp @abpu HEOOXOTUMBI:

1) Omnpenenenne o-Gal A pepMeHTHOH aKTUBHOCTH B JICHKOIMTAaX, ILIa3Me,

CyXHX ISTHaX KPOBH;

2) MounekynsapHO-TeHETHYECKUI aHAIN3

N3mepenune depmenTatuBHOW akTtuBHOCTH 0o-Gal A-3H3MMa B JelkoImMTax
SBIISIETCS 30JIOTHIM CTaHAAPTOM JUArHOCTHKH Oosie3Hr Dadpu y My>KUuH. Y JKEHITUH
AKTUBHOCTh (-TAJAKTO3MJA3bl-A MOXXET OCTaBaThCS B Mpeaenax HOPMBI M IpH
MoJ03peHnH Ha Oone3np Pabpu il MOATBEPKIACHUS AUArHo3a HEOoOXOAUMO
MIPOBEICHHE MOJIEKYJISIPHO-TEHETHUECKOTO aHAJIN3a.

[loaTBEepkI€HNE NUArHO3a y OJHOTO HOBOT'O MAall€HTa MO3BOJSET BBIABUTH, B
CpelHeM, MATh ManueHToB ¢ Oose3Hpto ®abdpu B 31O ke ceMbe. CylIeCTBEHHYIO
pOJIb UTPAET TUIATENbHBIA COOpP CEMEMHOTO aHAMHE3a U COCTABJIEHUE POJIOCIOBHOIA.

BaxkHoe nuarHocTMYEeCKOe 3HAu€HUE UMeeT OWONCHS MOYKM B CIydasx
IIPOTEUHYPHUH HESICHOTO IeHe3a.

Heobxoauma koHcynbTanus TeHeTwka. Mcxon — pa3BUTHE TEPMUHAIBHOMN
[IOYEYHON HEJNOCTATOYHOCTU WJIM CEPACYHOM HEIOCTATOYHOCTH Y MYXKYHMH I10CIE
TPUALATH-, COPOKAJIETHErO BO3pacCTa.

Mopgonocus. CpeToBass  MHUKPOCKOINHUS  BBISIBISIET B BHUCHEPaIbHBIX
ANUTEINAIBHBIX KJIETKAX KIYyOOUKOB OOJbIIOE KOMMYECTBO JunuaoB. I[lpmu OM
XapaKTEPHO HAIMYME OBAIBHBIX WU OKPYTJIBIX TE€T — OCMOPUIBHBIX «MUEITUHOBBIX)
TEJl C KOHUECHTPUYECKOW CIIOMCTOM CTPYKTypou. CXOAHblE M3MEHEHHUS HAXOIST B
AMUTENMU KaHAIBIIEB U SHAOTENNATBHBIX KiIeTkax aptepuon [9, 10].

Jleuenue. B Hacrosimiee Bpemsi OoniesHb ®abpu oTHOcUTCS K OpdaHHBIM
3a0osieBaHusIM. B kauyecTBe (hepMEHT-3aMECTUTEIBHON TEpanuu HCIOIb3YIOTCS 2
npenapara: Arancunaza-anbda (Permmarens) u  Arancuaasza-6era (dabpaszum)
BHYTPUBBEHHO, KaxKJple 2 HeAenu B Jo3e 1Mr/kr Beca. IlaTorenernueckas Tepanus
JEMOHCTPUPYET  CTAa0WIM3alMI0  COCTOSIHMS ~ MalMeHTa U 3aMeAJICHue
nporpeccupoBanus 6oJsie3Hu, B ToM yucie XbII.

[Ipr pa3BuTHM TEPMUHAIBHOM MOYEYHOM HEJOCTATOYHOCTH IOKa3aHa
IUalu3Has Tepanus M TPAHCIUIAHTAlUs MOYKH, XOTS (epMEHTATUBHBIN AeeKT
OCTaETCH.

B kauectBe gapyroro BuIa JIEYEHUS HCTOJB3YIOTCS —00€300JMBAOIIHE
MpenapaThl, TMIOTEH3UBHbBIC, UCKYCCTBEHHBIN BOJUTENIb pPUTMA.

be3 oOcnenoBanusi ceMbH M TEHETHUECKHUX MCCIEAOBAHUNA TPYIHO TOYHO
MMOCTaBUTh AUATHO3.

Pannsis AuarHocTuka M paHHEEe Hayajao Tepanuud KPUTUYHO JUISl TOCTUKEHUS
TeparneBTUYECKUX LIeJIeH 1 3aMeIJICHUs POTrpecCUpOBaHms O0JIE3HH.
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KoHTpoJibHBIE TECTHI IO TJIaBe 5

Pebenok 11 ner, B aHamHe3e: ¢ 6 J€T NEPUOAMYECKH B aHAINW3aX MOYH
MUKpOTeMaTypusi Mpu HOpMalibHbIX ypoBHe IgA u kampumypun. C 9 jer
reMaTypus CTOMKas ¢ HapacTaHUEM JI0 MaKporeMaTypuu, mporeunypus 1,2 r/c.
B nacrosmuii MOMEHT NpOTEHMHYpHUST HEPPOTUYECKOTO YPOBHS, KPEaTHHHUH
kpoBu 150 MkMonb/n. Y OmKalluX YJIE€HOB CEMbH — IMPOTPECCUPYIOIIAs
HedponaTsl ¢ pa3BUTHEM MOYEYHOW HEOCTATOYHOCTH U CEeMEWHas MHOIHUS
«1eHTukonycy. Kakoit Haubomnee BeposaTHbIN AUarHos?

1) 6one3nn bepxe

2) cuHapoMm AlbIiopra

3) 601e3Hb TOHKHX 0a3aJbHBIX MEMOpaH

4) annepruyecKuil HHTEPCTUIMATBHBIN HeQpHT

5) ayTOCOMHO-IOMUHAHTHAS IMOJTMKUCTO3HASI 00JIC3Hb
VY pebenka ¢ poxkaeHust — HeQPOTUUECKUM CUHAPOM. 3aroA03pEH BPOKICHHBIN
HepoTuueckuit cuHapom ¢uHckoro tumna. Kakoil HanOosee BEpOSTHBIN THUI
HACJICOBAHUS B TAKOM ClTy4dae?

1) ayTOCOMHO-pELeCCUBHBIN

2) ayTOCOMHO-JIOMHHAHTHBIN

3) cuermIeHHbIH ¢ X-XpOMOCOMOi

4) ayTOCOMHO-PEIICCCUBHBIN C HETIOJTHOM MeHeTpaluei

5) cuereHHbIH ¢ X-XpOMOCOMOI ¢ HEIIOIHOM IeHEeTpaIhei
VY pebenka ¢ poxJeHus: HaOI01aeTcsl HePpOTUUECKUH CUHIIPOM. 3aro0/103peH
He(poTHUEeCKU CUHAPOM (PUHCKOro TMna. MyTanuio Kakoro reHa Hamoosee
Y4aCTO YCTAHOBJIMBAOT?

1) anbda-akruauna-4 ACT4

2) noporna NPHS2

3) Hedpuna NPHS1

4) cuHANTONMOIWHA

5) nencuna
[Ipu nucnancepHoM HaOMIOEHWU y OOJBHOTO OOHApY>KEHa TIIOMEpYJspHas
u30JMpoBaHHas reMarypus. Kakodt Hambonee mNpaBWIBHBIA TOAXOM TIPH
TUTAHUPOBAHUU JTUCTIAHCEPHOTO HAO0IeH s ?

1) yposorudeckoe o0cCeI0BaHKHE

2) Ha3HaYCHHUE MPEIHNU30JI0HA

3) HaOmoaeHue He TpeOyeTcs

4) mposectu KT, MPT

5) cnenuts 3a AJl, npoTenHypHel 1 KpEaTHHUHOM
[TIpu amOynatopHoM 0OCI€IOBAaHUHM Y MOJIOJIOTO YEJIOBEKA 25 JIET BBISBIICHBI
npusHaku XIIH, cHrkeHus ciyxa, B MOU€ IPOTEUHYPUsL, TEMATYpPUsl, ACAYIIKA
yMep OT OOJIe3HM TMOYEK, Y CecTphl 12 JeT BbIABICHA MHUKporemaTypus. Baiu
HanboJiee BEpHBIN TUarHO3:
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00J1€3Hb TOHKHX MeMOpaH
HeppoHOPTH3 DaHKOHU
CeMelHas remaTypus
CUHAPOM AJbIopra
6ose3nb bepxke
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I'TABA 6. IVIOMEPYJISAPHBIE IIOPA’KEHUA ITPU CUCTEMHBIX
3ABOJIEBAHUAX

6.1. HIOPAKEHUE INIOYEK ITPU CKB

Jlromyc-Hepput — 310 Hanbosee YacToe M Cepbe3HOE OPraHHOE MOpPaAKEHUE
npu CKB, obOnapyxuBaemoe y 60% B3pocibix mnanueHtoB u 80% nereit [6,9].
Jlromryc-HehpUT y neTel W MOJIOABIX TAIlMEHTOB, KaK TPABWIIO, MPHUCYTCTBYET C
Hayama 3a0osieBaHms. MHorga mopakeHHWE IMOYEK OBIBACT TEPBBIM MPHU3HAKOM
3a00eBaHusl, IPEAIECCTBYIONIUM €€ dKCTpapeHalIbHbIM MposiBieHussM. CKB kpaiine
MaJoOBepOsiTHA y J€Te Mulaauie 5 JIeT U 4acToTa y JeTeil yBenuuuBaetcs nocie 10
net. bonee 70% mnanueHnToB 3aboseBaroT B Bo3pacte 14-40 ner, nuk 3aboJieBaHUs
npuxoautcs Ha 14-25 net, yanie y JuIl )KEHCKOro moJia.

Omuonoeus, namoeceres. CKB — wMHorogakropHoe 3aboieBaHue, B €ro
Pa3BUTHH UTPAIOT POJIb TeHETHYEeCKUEe (HaKTOphl U (PaKTOPhl OKpyxkatoiei cpenbl. B
HACTOAIEE BpEMS HHTCHCUBHO HW3Y4YalOTCAd IMATOTEHETUYECKUE MEXaHH3MBbI
3a00JIeBaHUs, UTO COOTBETBEHHO IMO3BOJIUT MPEIJIOKUTh HOBBIE METOMIbI JICUCHHUS.
[Ipu CKB npoucxoauT NoivKIOHAIbHAA akTUBaUs B-numdonuToB, npuBoasias K
BBIPA0OTKE aAHTUTE KO MHOTMM KJIeTKaM U OelikaM opraHu3Ma W TOTepe
TOJIEPAHTHOCTU K ayToaHTureHam. CorpoBoxkaaeTcs (POpMHUPOBAHMEM HMMYHHBIX
koMIuiekcoB. Haubonbiiee 3HaueHue B mnartoreHeze JIH wumeror anturena k
nByxcnupanbHoil (HatuBHOW) JIHK.

Mopdgonocus. buoncust HeoOxoauMa JJisi OIICHKU CTENEHU MOPAKEHUSI TIOYEK U
aKTUBHOCTU 3a0osieBaHus. BomyaHouHbli HeppuUT HE wuMeeT crenudUUecKux
MOP(OJOTUUECKUX MPU3HAKOB Ha CBETOBOM MHKpockomuu. Habmomaercs OombInoe
pa3HooOpa3re  BO3MOXKHBIX  TMOBPEXKIECHUN, CXOJIHBIX C  MHUHUMAaJIbHBIMH
u3meHeHusimu, |gA-Hedponartuei, MeMOpaHomnpou(epaTuBHBIM  TIIOMEPYJIO-
Hedpurom | Thna, memOpano3noii Hedpomnarueii. CoBpeMeHHas THUCTOJIOTHYECKAS
Kiaccuukanus Jronyc-HeppuTa OCHOBaHa Ha KpuTepusix BcemupHol opraHuzamnuu
3npaBooxpanenuss  (BO3) (2003), wmoauduuupoBaHHbIX  MexIyHapOIHBIM
obmectBoM Hedposoros/ OOMmECTBOM MOYEUHBIX TaTojoroB (tadm.6.1) [14]. B
no0aBiieHHe K KJacCU(UKAIMU, KaK MPaBUIIO, YKA3bIBA€TCS COOTHOIICHHE MEXKITY
AKTUBHBIMU (TTOTEHIIMATBHO OOpPATUMBIMH) M XPOHHUYECKHUMHU (HEOOPATUMBIMHM)
M3MEHEHUSIMU B KIIyOOUKaXx.

Tabmuua 6.1. Kparkas xnaccudukamus mronyc Hedputa (MexayHapoaHoe
o6mecTBO HedpostoroB/ OOIIECTBO MOYSYHBIX 1aTOI0r0B, 2003)

Kaaccsl BapuaHTbl MOp(OI0rHYecKUil U3MEeHEeHU

I Jlrormyc HEPUT C MUHUMAJIBHBIMU U3MEHEHUSIMHU ME3aHT s

1 Me3zanruonponudepaTUBHEIN JIonyc HeGpuT

11 DoKanbHBIN JTIOMYC HEDPUT

v Huddysssiii cermentapubii (IV-S) unm rinobaneueiii (IV-G) mromyc
Heput*
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V MemOpaHOo3HBIN TIOMYC HEDPUT

VI [TporpeccuBHBIN CKICPO3UPYIOMINIA JIONMYC HEQPUT

*Heobxooumo ykaszams 00110 KIYOOUKO8 ¢ AKMUBHLIMU U XPOHUYECKUMU (CKIepOMUYeCKUMU)
UBMEHEeHUAMU

Pucynok 6.1. JleBouka E., 11 ner, Hedpporuueckuit cunapom + rematypus. Jlronyc-nedpur, 111
kiacc. CerMeHT sHAOKaMWUIApHON nposndepanuu Ha (OHE B IETIOM HEM3MEHEHHOT0 KIyOouka —
XapakTepHas yepTa Jronyc-Hegputa. CetoBas Mukpockonus, PAS x400. (Mukpodotorpadus —
A.H.Ipirus, Mocksa, 2006 r.)

[Imoxol KIMHWUYECKHA IIPOTHO3, KaK IIPaBWIO, CBS3aH C THAJIMHO30M
KITyOOUKOB, aTpodueil KaHambIeB U JAPYTUMH XPOHUYECKHUMH TMOBPEKICHHUSIMH,
TaKUMHU KaK TTIOMEPYJSIpHBIN CKIepo3 U ¢Gubpo3Hbie momynyHus. Hanbonee Tsokenblii
BapuaHT — audQy3HO-IponrQepaTuBHBIN BOMYaHOUHBIN HePpuT (kmacc [V)
HaOMrOAaeTCsS 9acTo y JeTed W moapocTkoB. OmgHAKO HEOOXOAMMO OTMETHTH, YTO
MHOTJIa HE OOHApy>XKMBAIOT NPSIMOM KOPpPEISUUU MEXIYy THCTOJIOTUYECKUMU
W3MEHEHUSMH W KIMHUYECKUMH TIPOSBICHUSIMH 3a0ojeBaHus. KiaumHMueckumu
(dakTopaMu MPOrHO3a ABJISAIOTCS CTENEHb NPOTEUHYPUH U QYHKIUS TIOYEK.

Knunuxa. CKB MoxeT nopaxaTb MHOTME OpraHbl U cucreMsl. Kak npasuiio, B
Hayajie y OOJIbHBIX BO3HMKAIOT OOIIME CHUMITOMBI: TMOBBIIIEHHAs TEMIIEparypa,
ciabocTh, MoTeps anneruta U Beca. CUMIOTOMBI BOBJICUEHUS OTIEIBHBIX OPIaHOB
BKJIFOYAKOT B ceost rJIOMepyJIOHEDPHUT, HEAPO3UBHBII apTpuT,
CBETOUYYBCTBUTEJIBHOCTh W Chillb B ¢opMe Oabouku Ha nuie, GeHomeH PeitHo,
NEepUKapAUT, MUTpeHb, Al’, IIIEBpUT, BbiNageHue Bouoc. Camble OCTPbIE U aKTUBHbBIE
(dbopmbl He(hpUTa PA3BUBAIOTCS MPEUMYILIECTBEHHO Y MOJIOJIBIX MMAIIMEHTOB.

Knuaudeckast kaptuHa HedpuTa KpakiHe pa3zHooOpasHa, OT MHUHHUMAIbHOM
npoteunypun (0.3 /i wnm 1 r Ha auUarHocTuyeckou mosiocke) o passutus HC.
MoxeT ObITh TOBBbIIIEHHWE AJl, MPOTEUHYpHUS B COYETAaHUU C MHUKpOTeMaTypHeil.
Makporemarypusi BcTpeuaercsi pexe. Bosmoxkno Hauano ¢ BIIIH. Ilpusnaku

MOpaXeHHUsI MOYEeK MOTyT ObITh 0e3 pa3BepHyToW KiumHH4Yeckod kaptunHbl CKB.
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Opnako Hanmuuyue ero Ha (HOHE HESCHOW apTpalrdd WM 3PUTEMBI TO3BOJISET
3anono3puth CKB.

B 40-60% cmygaes CKB pasBuBaercs antudochomunuaasii cuaapom (ADC).
A®C Bnepsbie onmucaH y mnanueHToB ¢ CKB, HO BcTpewaeTcs W mnpu JApyrux
coctosHusX. [laToreHes cBsi3aH ¢ MOsIBIEHHEM aHTUTEN K (dochonunuaam, 4To
NPUBOJUT K apTepUaTLHOMY M BEHO3HOMY TpoMO003y. OOBIYHO MEPBBIM MPU3HAKOM
pa3BuBaroiierocsi cusjapoma spisercs mnosbimenne AUTB. Ha Oonee mo3gHux
CTaUsAX MOXET PA3BUTHCS WHCYJBT, JINBEJO, WIIEMHS NaJbLEB, XOpes U JIPYTHE
CUMIITOMBI

Jlabopamopnvie npusuaxu. Jns CKB xapakrepHo Haluyue aHEMUH,
JeiikoneHnny, TpomoOonuToneHnd. OnucaHo OOJbIIOE KOJIWYECTBO HMMYHHBIX
HapyweHuid, Bcerpevatomuxcss npu CKB. VYV OonplimHCTBa MAalMEHTOB, HE
MOJIy4aBIIMX Tepanuio, HaOmoaaroTcs Hu3khe ypoBHU komruiemeHta (C3 u C4,
obmass aktuBHOCTh CHS50). Ilupkynupyroomue HMMYHOKOMIUIEKCHI — MOTYT
MOBBIIIATHCS U CHHMKATHCS MapajieIbHO TSXKECTH 3a00J€BaHUs, HO HE 00JaIaroT
JUArHOCTUYECKOM 3HaunMOCThi0. AHTUTENna K JJHK (B 0OCHOBHOM K ABYXCIUpanbHOU
JIHK) siBnsiroTCS OAHUM U3 TJIaBHBIX MIPU3HAKOB 3a00JieBaHusA. OHHM YacTO MOBBIIIEHBI
P aKTUBHOM BOJIMAHOYHOM HehpHUTE U PEXe, KOrjaa APYyrue OpraHbl SIBISIOTCA
OCHOBHBIM MecTOM nopaxkeHusi. Xots COD He sABiseTcs cueuPpruuIecKuM MPU3HAKOM
00J1€3HM, OHA 3HAYUTEJBLHO MOBBILIEHA IIPU BoI4aHke. B To e BpeMs yposenb CPb
HaXOAUTCS. B HOPME IPHU YCIOBUU OTCYTCTBHS COMYTCTBYomIed mHpekuuu. Taxoke
oTpeeNsoT runeprammariiooynuaemuro, JIE-knetku. O6 akrusHoctu JIH cyast no
BBIPAKEHHOCTU POTEUHYPHUH U MOP(HOIOTMYECKUM IPU3HAKAM.

Teuenue 3abonesanusi. 1lpy OTCYTCTBUHM J€4eHHsI 3a00JIEBAHME YAaCTO HOCHT
HapacTaroUIMN XapakTep ¢ MPOrPECCUBHBIM BOBJIEUEHUEM OPTaHOB U cucteM. CaMbIM
TSKEJIBIM MPOSIBIICHUEM U BO3MOKHOM MPUYMHOW CMEPTH SIBISIETCS JIIOMYC-HE(PPUT.
[Ipumenenne ['KC ©u 1OUTOCTATUKOB B JICUCHUH, a TAKKE MHOXKECTBEHHBIX
CEpOJIOTUYECKUX TECTOB B  MOHMTOPUPOBAHMM  3a00JIEBaHUS  MPHUBEIO K
3HAYUTEIIbHOMY TIOBBIICHUIO BbDKHBaeMocTH. Tem He MeHee CKB sBisiercs
XPOHUYECKUM 3a00JI€BaHUEM C MEPUOJNYECKUMH OOOCTPEHUSMH, KOTOphIe ObIBacT
HENPOCTO KOHTPOJMPOBaAThb. B Hacrosiiee BpeMs OCHOBHOM IIPUUYMHOM CMEpPTH
ABIISIOTCS MH(PEKIMHU, BO3HUKAIOLIME 100 BCIEICTBUE HEJOCTATOUHOCTH UMMYHHOM
CUCTEMbI, KOTOpas BbI3BaHa caMuUM 3a0o0JieBaHUEM, JUOO HWHTEHCUBHOMN
MMMYHOCYIIpEeCCHU. [IpyruMu BO3MOXKHBIMU IIPUYMHAMU CMEPTHU SABJIAIOTCS IO3IHUE
OCIIO)KHEHMS, TaKhe KaK TEepMHUHAJIbHAs TOYeYHas HEIOCTAaTOYHOCTh, WH(APKT
MHUOKap/ia Win 3a00JIeBaHUE JIETKUX.

Jleuenue JIH — TpynHas 3axada, HO IPU IIPUMEHEHUU COBPEMEHHBIX METOJIOB
JE€YEHUS] C TOCTOSIHHBIM MOHUTOPUHIOM KIMHUYECKUX U MOPQOJIOrHYEeCKUX
MPOSIBICHUN 3a00JieBaHUs B OOJBIIMHCTBE CIIY4aeB YJAETCsA JOCTHUYb KOHTPOJIS 3a
teueHneM JIH. Cnexgyer mOMHHTB, UTO B HACTOSIIEE BPEMSI HA OCHOBE MPOBOJINMBIX
MHTCHCUBHBIX HCCJIEIOBAaHUM MOJIEKYJSIDHBIX ~MexaHu3MoB paszButusa CKB,
pa3pabaThiBalOTCS HOBBIC JIEKApCTBEHHBbIE mpenaparhl. Jledenue manuento ¢ JIH
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JOJDKHO TI0 BO3MOYKHOCTH OCYIICCTBATHCS B IIEHTPAX, PACIOJIarafoIUX OIBITOM B
3TOI 00JIaCTH.

O0mue npuHuunsl Jevenns JIH:

e UmMmmyHOCymnpeccuBHas Tepanus MOPOBOJUTCS € YYETOM KIMHUYECKUX U
MOP(OJOTUUECKUX TPU3HAKOB AKTUBHOCTH 3a00J€BaHUS ¥ BBIPAKCHHOCTH
aKTUBHBIX (TTpoJIM(epPaTUBHBIX) U XPOHUUECKHUX (CKICPO3UPYIOIINX) U3MEHEHUN B
KITyOOUKax.
e B mnacrosimee Bpemsi y mnanueHtoB ¢ JIH mro0oro kimacca pekoMeHIyeTcs
OpUMEHEHHE  THAPOKCHXJopoxuHa  (6-6.5  MI/kr) 1npw  OTCYTCTBUHU
MPOTUBONOKA3aHUi K ero npumeHeHuro. VccnenoBanus mokazanu Oosee ydiiee
pe3ynbTathl Jeyenns JIH npu ero ucnonb30BaHuM.
e HuaykumoHHas HMMYHOCYNIPeCCUBHAasA Tepanus MIPOBOAUTCS
MakcuMasibHbiMU J103aMu ['KC u nuknodocdamuia, 1enpio KOTOpOW SBISIETCS
JOCTUKEHNE MAKCUMAJIBHOW peMHcCUHM. B kauecTBe MOAJIEpKUBAIOLIEH Tepanuu
UCToJib3yroTcs azatuonpuH (A3A) uin MMO® (cM. Huxe).
e B kadecTBe MHAYKIIMOHHOHN TEpanvy aJbTEPHATUBHBIM MPENApATOM SIBJIAECTCS
MM®, xotopsiii B 6onbimmHcTBe ciaydaeB JIH III-IV kmacca mo pesynbrarom 6
MECSYHOTO JICUeHHUs He ycrymaer Iukiaodochamuny («mynascei») [Eular/ERA-
EDTA, 2012].
e OauHAKOBO MOTYT MPUMEHSTHCS 00a nmpenapara — MM® u MOK.
e [Ipu sneyeHun oOOCTPEHUN PEKOMEHAYIOTCS TE€ K€ CXEMbl MHIYKIMOHHOW H
MOJIJICP>KUBAIOIIEH Tepanuu, KOTOpble ObLIN 3(PGEKTUBHBI MPU NEPBOHAYATIHLHOM
Teparuu.
o Jlnsa neuenus pedpakrepHbIx GopM 3a00I€BaHUS MOTYT HUCTIOIB30BATHCS:
- pUTyKCUMad
- B/B UMMYHOTJIOOYJIHHBI
- THTUOUTOPHI KaJIbIIMHEHpUHA
o Jleuenne ADC y mnauumentoB ¢ JIH u 0Oe3 Hero mnpoBOAMTCS C MOMOILIBIO
aHTHKO0AryJssHToB (1eiaesoe MHO 2-3)
o [Ipu JIH, compoBoxmaromemcsi TpomOoTrueckoir Mukpoanruomnatuet u BIITH,
UMMYHOCYIIPECCHUS COUETACTCA C MIIa3MO0OMEHOM
o V Oepemennbix ¢ CKB pexomenayercs JieueHHE KOPTUKOCTEPOMIAMH B
3aBUCHUMOCTH OT TSDKECTH, aszaTHonpuHoM. HeoO0XoaumMo OTMEHUTh U He
ucnosnb3zoBath MM®, D, wuAll® u BPA Bo Bpems OepeMEHHOCTH.
PexoMeHtyeTcs MpUMEHSITh MaJible JJO3bl aClIMpUHA JIJIs CHUKEHHSI PUCKA MOTEepH
miona. IlpennaraeTcss MpOIOHKUTH TEPANUI0 THUIPOKCHUXJIOPOXMHOM BO BpeMs
OepeMEHHOCTH.
e Ha Bcex sranax BeaeHus nauueHToB JIH ciienyer corpyiHU4aTh ¢ peBMaToI0rOM.
e B 3aBucumoctu ot aktuBHOCcTH CKB n JIH, naunnas ¢ I kiaacca nmo VI kiaacc,
JeueHue pazanuaercs. [Ipy 3ToM HY)KHO pyKOBOJICTBOBATHCSI MEXKTyHAPOIHBIMU

pexomenpanusamu (KDIGO 2012) [8]:
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VYV nanuentoB ¢ JIH I kiaacca (MUMHMMAJLHBIA Me3aHIHAJbLHBIM
JIH) mpemnaraercss MpPOBEICHHE JICYEHUS B 3aBUCUMOCTU OT
BBIPa)KEHHOCTU BHENOUYEUHBIX nposiBieHuil CKB.

I[Ipu JIH II kuacca (Me3anrmo-nposudeparuBnbiii JIH) c
nporenHypueit <l T/cyT JiedeHue Takoe >ke. Y TaKuX MalUeHTOB,
Korja akTUBHOCTH He(pputa u camoit CKB mano BeipakeHa, 0ObITHO
MIPOBOJIUTCS MOHOTEpANUs MPEAHU30JIOHOM B J03¢ | MI/KT/CyT nau
KOMOMHAIUSA €T0 C THAPOKCUXIIOPUHOM WM a3aTHUOIIPHUHOM.

VY manmenToB ¢ aktuBHBIM HedpuTom Il kiaacca ¢ mporennypueit >3
r/cyr  npoBoautcs  jeduenue [KC  wunm  uHruburopamu
KaJblIMMHENPHUHA, KaK onrcano mist bMU.

VY nauuentoB ¢ III (pokansubiii JIH) u IV (au¢p¢y3nsiii JTH)
kiaaccamu JIH sieueHue npoBOaUTCS 10 CIEAYIOLIEN CXEME:
Nuayxkunonnas repanus nposoaurcs ['KC B couerannu ¢ 1P nnm
MM®. IlynbcoBoe BBeaenue L{® (BayrpuBenno 500-1000 mr ogun
pa3 B Mecsl) HeoOXOAMMO coueTarh C Ipenapatom MecHa st
npodUIaKTUKA TOpaKeHUs MOYeBOro my3bips. [lpu neuenun B/B
nyibcamMu [P OHU MOMKHBI MPOBOAUTHCA OJHOKPATHO B MECSI B
TeueHne 6 wMecsueB U gaigee 1 pa3 B 3 Mecsiua B TEUYEHUE
nocneaywmux 6-18 mecanes. [1o pexumy Euro-Lupus LI® BBoguTCS
o 500Mr Kaxkaple 2 HeIeNId B TEUEHHUE 3 MECSIIEB.

[Ipu BIII'H u nanmuuu OKI'H MCT npoBoauTcs B BBICOKHX /033X
B BUjJe Myibc-Tepanuu. AntepHatuBoil [[d B/B moxer ObiTh 1D
BHYTpb B o3¢ 1,0-1,5 mr/kr/cyt/ makc — 150mr/cyt, B Teuenue 2-4
Mec.

IIpu orcyrcTBUM 3 (PexTa B TeUeHHE MEPBBIX 3 MECSIEB JICUCHUS C
MOBBIIIIEHUEM  YPOBHS Kpe€aTMHWHA B KpPOBHM, HapacTaHUEM
MPOTEUHYPHUH, MOXKHO 3aMeHuTh L{® nHa MM® unu HaobopoT, 11do
BBIOpaTh aJbTEPHATUBHYIO Tepamnuio (purykcumad W J1p.) Tocie
MOBTOPHOM OHOTICHH (BBISICHEHHE BBIPAXKEHHOCTHU MPOJIM(epaTUBHBIX
U CKJIEPOTUYECKUX MPOLIECCOB B MOYKAX).

IIpy pocTwXKeHUM YIydlIeHUs TMOCIe HWHAYKIUOHHONW Tepanuu
MalMeHTaM ¢  BbllIeyKa3aHHbIMH Kjaccamu JIH mpopoimkaror
NO/IEP:KUBAIOIIYI0 Tepanuio aszatuonpuHom (1.5-2.5 wmr/kr/cyr)
i MMO (1-2 r/cyT B ABa priemMa) B COYETAHUU C HU3KUMU J03aMHU
I'KC BHytppr (<l6Mmr/cyT mpemnusosiona). [Ipu HemepeHOCHMOCTH
A3A u MM® npumenstor Hu3kue 1036l [KC Bmecte ¢
WHTHOWTOpaMu  KanblluHeWpuHa. [lommepkuBaronryro  Tepamuio
cleAyeT MpOAOKATh TMOCJE JOCTUXKEHUS I[OJTHOM pPEMHUCCUU B
TEUEHHUE KaK MUHUMYM | Tojia, mpexkae 4eM paccMaTpuBaTh BOIPOC O
JagbHEUIleM MOCTETIEHHOM CHMYKEHUH 00beMa UMMYHOCYIIPECCHH.
[Ipy OoTCYTCTBUU TOJIHOW PEMUCCHM B T€UeHHE 12 MecsIeB MOXKHO

paccMOTpeTh BOMPOC 00 M3MEHEHHMM JIEYEHHUS TMOClie MOBTOPHOU
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ouworicun mouku. [Ipu yxyamiennn (TMOBBIICHUE KPEaTWHWHA /WU
HapacTaHWe NMPOTEUHYPUU) HEOOXOAMMO YCHIIUTh TEPaNui0 BILUIOTh
70 YpOBHS, KOTOPBIN MO3BOJSI Obl KOHTPOJUPOBATH MPOSBICHUS
JIH. B cBs3u ¢ TOKCHYHOCTBIO [|D pexkoMeHayeTCsl eXEeHENEIbHbIN
KOHTPOJIb 4YHCJIa JIEHKOLUUTOB B KPOBH (JIOJDKHO OBITH HE HUXKE
3000/mxkm). Hoza II® nomxHa ObITh yMeHblleHa Ha 20-30% vy
nanueHToB ¢ CK® nmxke 50-25 Mi/MUH COOTBETCTBEHHO.

— V kaace JIH (memOpanosnas HII). Ilpu HopmanbHOU (yHKIMH
MO4YeK U CyOHeQpOTHYECKON NPOTEMHYpUH U  OTCYTCTBUHU
aktuBHOCTH caMoii CKB MO0>XHO Ha3HAYWTh aHTUIIPOTEUHYPUUECKUE
U aHTUTUIEPTEH3UBHBIE Mpenapatbl. MIMMyHOCynpeccusi mokazaHa
TOrAa, KOrjJa HMEIOTCS IIOKAa3aHUsl CO CTOPOHBbI BHEMOYEYHBIX
nposieiieHnii CKB. B kadecTBe MMMYHOCYNIPECCUBHBIX IIPENApaTOB
pekomenaywotcas ['KC B coueranuu Oosibllie ¢ HHTHOUTOpaAMHU
KaspluHelpuHa — LIcA wnm TakponuMyc. AJTbTEpHATUBON SIBIIETCS
® wnu B MeHblien crenneHn — MMO® unu a3aTUOIPHUH.

— VI kaacc JIH (cxneposupytonuit JIH). IlpoBoautcs neuenue nAlld
WIN BPA, TMIIOTEH3UBHBIMU CpEIICTBAMMU. I'KC u
MMMYHOCYIIPECCAaHThl ~ IIPUMEHSIIOTCS, €CJIM  TOJBKO HUMEIOTCS
ITIOKA3aHMs CO CTOPOHBI BHENOYEUHBIX IposiBiaeHnin CKB.

— Jleuenne JIH y nmerer mpoBOAMTCS IO TEM XK€ CXEMaM, 4TO U y
B3POCJIbIX, a MpernapaTbl JO3UPYIOTCS B 3aBUCUMOCTU OT IUIOIIATU
noBepxHocTH Tena u CKO.

IIpoBoauM KIMHUYECKHHU CIYy4Yall U3 HALIEH NPAKTUKHU.

Jlesouxa b., 14 nem, Oesouxa, boavna 3 mecsaua, 6 Oedrome 3a001e8aAHUSL —
00HOBpEeMEHHOe NposisieHue Hedhpuma u Kapouma, OAUMenbHas TUXoOpaoKd, aHemusl
2 cmenenu, evipadcennas neiikonenus (0o 1,3x10%n), JIE-kniemxu & 6oavuiom
konuyecmee. Hegpum nposenanca Heghpomuyeckum CUHOPOMOM: AHACAPKA,

npomeunypus 9,2 o/n - 2,8 o/cym. Ilposedena oOuoncus nouxu. buonmamoi
uccneoosansl 6 I epmanuu.
Ha ceemosoii mukpockonuu 20 xnybouxos, 6 13 — me3aHeuaivHas

nponughepayus. Kanunnapras cmenxa ymoawena 3a cuem ymoauwjenus 1BM,
npoceemuvl KANULIAPOS8 Cydcenvl (pucyHok 6.2). Mmuooicecmeennvie omeepcmus u
wunuky Ha cybosnumenuanrvHou nogepxuocmu I'BM. [lodoyumvr ¢ omeunou
YUMONIA3MOU, 8aKyoausuposamvl. Muozcue noooyumul c600600HO 11exHcam 6 Mo4e8oM
npocmpanucmee.  Ilenucmuvle xnemku 6 Kiyoouke. Ocmpoe  8blpadiceHHOe
nogpedcoenue KaHaibyego2o dnumenuss ¢ Nnomepeu  WemouyHoUu Kaumvl U
pacuuperuem npoceemos Kkaunanvyes. llpusznakoe unmepcmuyuaibHo2o gubposa uiu
ampoguu  kananvyes Hem. Manenvkas apmepus  vleiAOUM  HOPMANLHOLL.
Hmmynognioopecyenyus oemoncmpupyem ymepenHoe epanyiapHoe ceedenue 1gA,
IgM u cunvnoe ceeuenue IgG, Clg, C3 860016 cmeHOK Kanuiiapos Kiyoouxa.
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Pucynok 6.2. Knacc V monyc-uedpura — MmeMOpano3Hsbiii rimomepyaonedpur (J.Becker, Hannover,
2008). A - xiyOoueKk C MHUHHMMAIBHON ME3aHTHAIBHON MposMdepanneii, BbIPAKCHHBIM
YTOJILEHUEM KalUJUIAPHBIX METeNb U CY)KEHHUEM IPOCBETOB KamuiuiipoB. HekoTopble mOJOLUUTHI
BRIDIAT HaOyxmmmu. -0 x 200. B — toT ke kiybouek, yrommenue ['BM, B koTopol BHIHBI
nyctotsl U munuku. Cepedpenue no Jxoucy x 400.

DNeKmpoHHas MUKpOCKOnusi: oughghyznoe pacniagienue HON*CEK NOOOYUMOS,
BbIPANCEHHASL 8AKYOIUZAYUSA NOOOYUMOB C MUKPOBULIE3HOU MpaHchopmayuetl, omex
ux yumonnazmol. JJughghyzuvie KpynHvle cyOsInUmMenuaibHvle 31eKmpoOHHO-NI0MHbLE
0eno3umol, NOJIHOCMbIO nocpydicenHvle 6 ymoawennylo [BM, mHodxcecmso
ME3AHSUATILHBIX  0eNno3Uumos, YMepeHHAs Npoaugepayus mMe3aHUAIbHbIX KIemoK.
Cybsn0omenuanbHulx 0eno3umos Hem.

3axnrouenue: Jlronyc-neppum, xnacc V, membpanosuwiii enomepyioneppum, 2-
3 cmaouu. /fugpghyznoe ocmpoe nospesicoenue KaHaibyes.
Knunuxo-mopghonocuueckuii - ouaenos:  Jlhonyc-negppum ¢ Heghpomuyeckum
CUHOPOMOM, apmepuaIbHol eunepmensuel u cemamypuetl, V kracc, memopano3nwiii
enomepynoneppum, 2-3 cmaouu. Xponuweckas 6onesnsb nouek, I cmaousi.

Pebenxy nposedena unoykyuounnas mepanus: npeoHu3onon 60 me/m2/c 6
Heoellb, NYIbC-Mepanusi MemuanpeoHu3oNoHomM no 1 2 yepe3 OeHv, nynvbC-mepanisl
yuxnogocpanom 600 me Ne 4, yuxnogocgarn 6vin ommenen 8 ces3u ¢ NOOOUHbIMU
AGNEHUAMU: JICUKONEHUsL C A2PAHYIOYUMO30M, HNPOSPecCUposanue aHemuu,
UHeKYUoHHbIe 0CN0NCHEeHUS (KAHOUOO3HBIL CmoMamum, KaHOUOO3HbIU 330¢hazum,
ungexyus mouegou cucmemsol, s36a 12 n.x.,). Ilooxmouen ILlcA 150me/m2/cym,
uAll®. Ha ¢hone neuwenus oOocmuchyma noiHas pemMuccusi He@phpomuueckozo
cunopoma. COD 22 mm/u, anemuss 1 cm., JIE-kiemku — He 0OHaApYiCeHbL,
AHMUHYIKeapHble aHmumena He 0OHapydicenvl. B moue benxa nem.

6.2. TIOPAKEHUE ITOYEK IIPU CUCTEMHBIX BACKYJIUTAX

Ilepsuunvie cucmemuvie eackyiumor (IICB) XapakTepusyloTCs pa3BUTHEM
HEKPOTHUYECKOTO BOCIHAJICHHS B CTEHKE KPOBEHOCHBIX COCYAOB, MPUBOMSIIETO K
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HEKpO3aM B OpraHax M TKaHAxX. Yaiue BCEro MOpaykaroTCs KOXa, CYCTaBhl, IJIa3a,
JIOP-opransl, nerkue, mo4ku. MoryT pa3BUBaThCS BACKYJIUTHI CEPALIA, KUIICUYHUKA,
apTepuanbHas runepreH3us. 11 HEKOTOPBIX BACKYJIMTOB XapaKTEPHO IOSIBJIICHHE
QHTUTE]  MPOTHB  AHTUTCHOB  [HTOIIa3Mbl  HelTpodumoB  (ANCA -
aHTUHENUTPO(PHIIbHBIC HUTOIIa3MaTHYECKHE aHTHUTENA). Kpome  oOmeit
CUMIITOMATUKHA UMEIOTCSl XapaKTepHbIE MPOSBICHUS OTACNIbHBIX 3a0oneBanuii. [ICB
KJIACCU(DUIMPYIOT MO KaTUOpy MOPaKEHHBIX COCYJ0B U HAIMUMUIO TpaHyJieM. Y aeTeit
IICB BcTpedaeTcsi JOCTATOYHO PENKO. B CBSI3M ¢ OTIIMUMTENBHBIMU MPU3HAKAMU Y
netreit B 2006 r. n1eTckMMHU peBMarojoraMu M Hedpororamu EBporbl mpeaiosKeHbl
JTUArHOCTUYECKUE KPUTEPHUU JJISI HEKOTOPBIX BACKYJIUTOB Yy JeTei [6].

Backyautel KpynHbIX cocynoB (0one3Hb Takasicy, THUTaHTO-KJIETOYHBIN
apTepUUT) PEAKO BBI3BIBAIOT mopaxkeHue modek. Jlms Oonesnn Kasacakw,
BCTpEYAIOLIEICS Y JETEH, TAK)KE HE XapaKTepHO NopaxkeHue noudek. [Ipu y3enkoBom
nommaprepunte (YII) mouku mnopaxkaroTcs dYacTo, OOJBIIE 3a CYET BAaCKYJIHUTA
aprepuii cpeaHero kanubOpa. Paszsutne I'H xapakTepHO N1 BacKyJWUTOB MEIKHX
COCYIOB (IpaHyJOMaTro3 € IIOJMAaHTMUTOM, paHee — TIpaHysnoMaro3 Berenepa,
MHUKPOCKOTIMYECKUN IIOJIMAHTUHUT, nypIypa [lenneiin-I enoxa,
KpUOTJIOOYJIMHEMUYECKUNA  BacKyiuTt). Pexxe CcUMOTOMBI TMOpaKEHUS  TMOYEK
BBUSIBIIAIOTCS. TIPU  DO3MHO(PUIBHOM T'pPaHyJIOMaTO3€ C TMOJUAHTMUTOM (paHee —
cunapom Yapmxa-IlITpocca), 3aTparuBaroiieM CoCcyabl CPEHEro Kaauopa.

IHopaxkeHue mMovYeK NMPHU y3eJIKOBOM MOJTHAPTEPUNTE

llopasicenue nouex npu YII — camblil 4acTblii U INPOTHOCTUYECKH BAXKHBIN
cumntoM YII. Yacro mopaxarorcsa koxa, JKKT, HepBHas cucrema, mpu 3TOM
nopaxeHue noyek npu YII sBisercst oTaenbHbIM 3a00JI€BaHUEM, OTIIMYAIOIIUMCS OT
MHUKPOCKOIIUYECKOTo nonuranrunta. CpegHuil Bo3pacT nanueHToB cocrasiser 40-60
JIET, XOTSI MOTYT OOJIETh U JIETH, U JIMIIa TPEKJIOHHOTO Bo3pacta [9, 14].

Omuonocusi HE YyCTaHOBIEHa. B psae ciiyyaeB NpeIlIECTBYET MpPUEM
npenapaToB. B mociennee Bpemsi 3a0ojieBaHME BCE 4Yallle CBSA3BIBAIOT C BUPYCHOMU
nH(]pEKIMel, 1 OHO YacTo MOKeT couerarhecs ¢ HBV-undekumeii.

Ilamoczene3 HOCUT UMMYHOBOCIIAJIMTEIbHBIA XapaKTep.

Knunuuecxas xapmuna. 3a0ojieBaHHE HAUMHAETCA C JIMXOPAIKH, apTpaJHH,
MUaJITMK, MOTEPU Beca, BIOCIEACTBUM pa3BUBAaeTCs nepudepuyeckas HernpomnaTus,
CETYATOE JUBEA0, MOTYT HOSBIATHCA TBEPBIE MOJKOXKHBIE Y3€IIKH, IPUCOEAUHIIOTCS
0071 B )KMBOTE WJIM KPOBb B CTyse. bonu B siMukax M WX 3aTBepAeHUE (3MUIAUIUMO-
OpPXUT), 3aTBEPACHHUE MBIIII] SBJISIOTCS OJHUM M3 BaXKHBIX cuMnToMOB YII y nerei.
Nmemuss mNOYEUYHBIX COCYAOB MNOPUBOAUT K pasButhnio Al' u  moyedyHoi
HEJIOCTATOYHOCTU. MOXKET HMEThb MECTO IeMaTypus Wiu OO0Jb B MOSICHUYHOU
00JIaCTH B CBSI3U C Pa3BUTHUEM CErMEHTapHOro mH(papkra noyku. OOHApYKHUBAOTCS
Hecrneurduueckue npusHakd BocnaneHus (nosbimenre COD, U3MEHEHHUs B MOYe).
Cneunduueckue nadopatopHbie U3MeHEHUs! OTCYTCTBYI0T, ANCA — OTpULIaTeNbHBI.
BaxubiM sBusieTcs BbIABICHHE renatuta B. Pemaromee 3HaueHne uUmeer
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anruorpadusi ¢ BbIABICHUEM aHEBPU3M, OKKIIFO3UHU MOYEUHBIX WM ME3EHTEPHAIbHBIX
COCylOB. buoncus NOYKM MOXKET BBISIBUTh CETMEHTAPHBIM TPaHCMYypPaJIbHBIN
(GuOPUHOUIHBIN HEKPO3 B apTEPUSX CPETHETO pa3Mepa, TaKKe MOTYT UMETh MECTO
UIIeMHYECKHe U3MEHEHus Win nHpapkT B cocynax. Pazsutue I'H HexapakTepHo.

Jleuenue. ICT n3zmenwiia nporuo3. Tak, npu agekBatHoW Tepanuu 10-neTHss
BBDKMBAEMOCTh TOBbIcuIack A0 80%. OntumanbsHbiM cuntaerca jedeHue ['KC wu
nuTocTaTukaMu. BpiOop TepaneBtuueckoro pexkuma u go3 MCT 3aBucur ot
KJIMHUKO-Ta00PAaTOPHBIX MPU3HAKOB aKTUBHOCTH 3aboisieBaHus. K ¢akropam pucka
IUIOXOT0 TIPOTrHO3a OTHOCATCA: BO3pacT >50 jer, MOpakeHHWe I0YeK U Cepala,
TSKEJIbIE U3MEHEHHsI BHYTPEHHMX OPraHOB. JIeueHue HauumHaeTcs C IyJIbC-Tepanuu
MII B coueranun c¢ [®, 3arem NPOBOAUTCSA MNOJICPKUBAOIIAS TEpANUA
nepopainbHbiMu ['KC, I® nnu azatnonpunoM. st neuenus Y11, acconumpoBaHHOTO
¢ uHdexkuuerr BI'B, npumensercs mHOpoTHUBOBUpYCHas Tepanus (MHTEpPEpOH-a,
namMuByauH). IlpumeHnsiercs coueTaHue NPOTUBOBUPYCHOW TEPANMH C CEAHCAMMU
wiazmadepesa ([1D). B medennn VYII BakHas ponb orBoauMTcs KOHTpoiro Al
[IpuMeHeHre aHTUTMNEPTEH3UBHBIX NpenapatoB pasHbix rpynn (MAIID, Oera-
0JIOKaTopbl, OJIOKATOPHl ~ MEJUICHHBIX  KaJbLMEBBIX  KaHAJOB, JIUYPETHKH),
Ha3HayaeMble B pa3HbIX KOMOMHALIMAX, O3BOJIAET 3aTOPMO3HUTH MPOTrPECCUPOBAHUE
MOYEYHOM HEIOCTAaTOYHOCTH, CHU3UTh PHUCK pa3BUTUS OCJIOKHEHUH (MH(DAPKT
MHUOKap/ia, UHCYJIBT).

IHopaxkeHue moYeK NMPU BACKYJIUTAX, acCONUMPOBAHHbIX ¢ ANCA

K ANCA-acconunpoBanssiM [ICB, npu KOTOPBIX BBIABISIOT MAJIOWMMYHHBIN
cerMeHTapHbIi nponudepatuBubiii ['H ¢ Hekpo3amMu ¥ OTyJIyHUSIMH, OTHOCSITCS J1Ba
TUIA BACKYyJIUTOB: rpaHyjJomaTo3Hbli monuanruut, ['TIA (panee — rpanyiemaTo3
Berenepa) u wmmukpockonuueckuii mnonuanruut (MITA), mnopaxaromue MenKue
cocynbl. I'TIA u MIIA oAMHAaKOBO YacTO BCTPEYAIOTCS y MYXYUH U KEHIIUH,
cpeaHui Bo3pacT maueHToB coctaBisieT 50-60 ner. Emie cymiecTByeT JOKaabHBII
MOYEYHBIM BAaCKYyJIUT, KOTJA BBISBISIETCS XapaKTEpPHOE TMOPAXKEHHE TIOYEK C
MOJIOKHUTENBHBIMU pe3yJIbTaTaMu cepojiornyeckoro ucciegopanus Ha ANCA, Ho 6e3
CUCTEMHBIX TIposiBieHui. HexoTopeie cuntator ero Bapuantom MIIA [9, 14].

Omuonocusi u namoeeHe3 CBSA3BIBAIOT C HHQPEKUMSIMHU, TJIaBHBIM 00pa3oM,
IpIXxaTenbHbIX TyTe. M3BecTHa Ooisiee Bbicokas wyactora obOoctpenui [TIA 'y
HOCHTEJIEH 30JI0TUCTOTO cTaduiokokka. IMeroTcst cooOmieHus: o mpouiakTuuecKon
pOJIM CBOEBPEMEHHOW AaHTHOAKTEpUATILHON Tepanmuu B Pa3BUTHH 3a00JICBaHUM.
KitoueByro pons B matorenede I'TIA m MIIA otBomst ANCA, ogHako clienyer
3aMeTuTh, 4TO0 HHu3KkHe TUTPel ANCA wuHOrma OOHApPYKUBAIOTCS TIPH JIPYTHX
CUCTEMHBIX 3a00JICBAaHUSX COCAMHHUTEIHON TKAaHW M CUCTeMHbIX MHpeknusax. [Ipu
703uHOGUILHOM TpaHysieMarose ¢ nonunanruutom (DI TIA, panee -cuaapom Yapmka-
[Itpocca) ANCA BoisiBisitorcsi B 45%. Bricokue tutpet ANCA omnpenensitorcst 'y
MalMEeHTOB €  BACKyJMTaMH,  BBI3BAHHBIMU  JIeKapcTBaMu  (Hampumep,
AHTUTUPEOUTHBIMHU ).
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ANCA — 3710 anTHTENA, pearupyrolrue ¢ aHTUTeHaMu HelTpodminoB. Paznuyaror
2 paznoBugHoctu ANCA: nuromnazmatuyeckue c-ANCA U nepuHKyneapHbie p-
ANCA. C-ANCA HampaBiieHbl MPOTUB MPOTEHHA3bl 3 W dYalle MPUCYTCTBYIOT Yy
naneHToB ['TIA, X0Ta uX HE CUUTAOT CHEU(UUHBIMY )1 TaHHOTO 3a00JICBAHMSI.
Ilepunykieapusie antutena B 90% HampaBiieHbl NMPOTUB MHUEIONEPOKCUAA3BI, UX
BeisiBIsItOT darie npu MITA. ANCA-otpunatenbHbiMu  sSBIsiIOTCS  YII, 00se3Hb
Takasicy ¥ THTaHTOKJIETOYHBIN apTEPUUT.

Mopdgonocusa. XapakTepHO BbISIBIEHHE (POKAIBHOTO H  CETMEHTApHOTO
Hekpotuzupytomero OKI'H. Tlpu WO wuccrnenoBaHun HMMYHOTJIOOYJIMHBI WA
bpakuuu KoMIieMeHTa OTCyTCTBYIOT (MajmouMmmyHHbIH OKI'H). OOnapykenue
Ipa”yJieM B IIOYEYHOM M JNPYTMX TKAHAX SBIAETCS XapakTepHbIM npusHakom [TIA
[14].

Knunuueckasa xapmuna. BO3MOXHO TOSIBICHHE KOMXHOM CBIMHM, MNPHU3HAKOB
nopakenus JKKT, IITHC. O0uue cuMnTOMBI BKJIIOUAIOT JIMXOPAJIKY, IMOTEPIO B BECE,
MHUAIITUU, apPTPAITHHA U Jp. CUMITOMBI. CaMbIMU XapaKTEPHBIMU SIBJISIOTCS IPU3HAKH
MOpPaKEHUsI BEPXHUX JbIXaTEIbHBIX IMyTed. MOryT HUMETh MECTO S3BEHHO-
HEKPOTHUYECKUE PUHHUTBI, CAHYCUTBI, CPEITHUI OTUT. Y NETEHl Yalle, 4eM y B3POCIIbIX,
BBISIBIIIIOTCSl HAJITOPTAHHBIM, TpaxeajdbHbIM WM SHIOOPOHXHUAJBHBIM CTEHO3bI. B
ommune ot ['TIA, mopaxeHne BepXHUX IBIXATENBbHBIX IyTeW y nmanueHToB ¢ MIIA
BCTpEYAETCs PEAKO M HE NPHUBOAMUT K JAecTpykuuu TkaHeu. [IporHos ompenenser,
Hapsly C TIOPAKEHUEM TMOYeK, JEeroyHbld KamwiuisipuT. CaMbIM  ONACHBIM
OCJIO)KHEHHEM SIBIISIETCS JIETOYHOE KPOBOTE€UEHUE. PEHTI€HOJOTUYECKH BBISBIISIIOTCS
MacCHUBHbIE MHQUIBTPATHI, MPU3HAKK TeMopparndyeckoro ainbeosuta. [lpu I'TIA
TaKKE€ MOPAXKAIOTCS  JIETKME, HO M3MEHEHHS BbUUSAIOTCS  4Yalle  TOJIBKO
PEHTT€HOJIOTUYECKU. ['paHyIOMaTO3HOE MOpAXKEHUE TIIA3HUIBI y nanueHToB ¢ ['TIA
MOET TMPHUBECTU K BBIpaXEHHOMY 3K30(Tanmbemy. [lopakeHue modexk pa3BUBAETCA
gacto (I'TIA — 80-90%, MITA — 90-100%). [TposiBiaeHHsS MOTYT OBITH Pa3HBIMH, OT
n3oupoBaHHoro moueBoro cuHapoma o BIII'H. Camas wacras npuumna BIITH —
cucteMuble Backynuthl [9, 13]. M3omupoBaHHBIM MOYEBOW CHHAPOM MPOSBIISETCS
qanie MUKpOTeMaTypuer B COYETAHUN C YMEPEHHOU NpoTeuHypueil. Al BeIsSBIIsIeTCS
y 50% nanuentoB ¢ I'TIA ¢ nopaxkennem nouek, pexe — npu MIIA.

Jluacnos. Jlnsg  TpaHylneMaTO3HOrO TOJUMAHTHMUTA XapakTepHO HAJIWYUe
KJIACCUYECKOW TPHUAbl: MOPAKEHUE BEPXHUX JIbIXATEJIbHBIX MyTEH, JETKUX U MOYEK.
Oo6napyxenne ANCA (uame c-ANCA) u Ouoncus TOYKH TOATBEP)KIAIOT JTUArHO3
I'TIA. Opnako mnanueHTl Hepenko Jjedarcs y JIOP-Bpaueir wunm Japyrux
CIEUHUAIIUCTOB, TJ€ YIYCKAalOTCAd M3MEHEHHUS B MOYKaXx Ha paHHUX cTagusax. [Ipum
T000M TIOAO3PEHUH BAaCKYJIUTOB HEOOXOIMMO CIEIUTHh 32 YPOBHEM KpEaTHHHHA
kpoBu. [Ipu oOpamenun kK HEPPOJOTy, KaK MPaBUIIO, YK€ UMEIOT MECTO MPU3HAKU
nporpeccupytomero modeynoro 3adoneBanus (BIII'H). TlosTomy odeHb BakHO
COTPYIHHMYECTBO PEBMATOJIOTOB C Hedponoramu. Hepeaxko HMEHHO MOYEYHOE
MOPAKEHUE OMPEIENSIeT TAXKECTh 3a00JieBaHUs W HEPPOJOry B JAHHOW CUTYalMH
MPUHAJIEKUT TJIaBHAg POJib B BeAeHWMH mnanueHta. Juarnoz MITA moarBepxknaer
nopakeHue nmovek u Jjierkux c BoisiBIeHHEM p-ANCA (y 80%) v MaqmoOMMMyHHOTO
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(boKanbHOrO cerMeHTapHoro Hekporuueckoro ['H, kak mpaBmiio, ¢ MONyJIyHUSIMU B
kiry0oukax. OOmre n3MEeHEHusI B KpOBU U Mode Hecnenuduunsl (nossimenne COI,
CPBb, sputpouutypus u nporeunypus). Heodxonumo npoBeeHne CKpUHUHIA Ha BCE
['H u npyrue 3abosieBaHHsA, NPOTEKAIONIME C Pa3BUTHEM MOYEHYHO-JIETOUYHOTO
CUHJIpOMa, B TOM 4HcCIe ucciuenoBanue antu-I'bM, ceponornueckux mapkepos CKB,
onyxoneil y nauneHToB ¢ ANCA-accounnpoBanHsiM [ICB. BerpeuaroTcst coueranus
ANCA c antu-I'BM antutenamu. ¥ mamuentoB ¢ MIIA, B otinuuue ot YII, mapkepsl
BI'B oTCyTCTBYIOT.

Jleyenue. IIporHO3 3aBUCHT OT CBOeBpeMeHHOCTH u aznekBaTHoctu HMCT.
biarogapss mporpeccy MCT Ha coBpeMEHHOM »3Tarie, BbBIKUBAEMOCTh npu ['B u
apyrux IICB mnoeicunack. HeoOxomuMo mpuaepKUBaThCS — MEXKIYHAPOTIHO
MIPUHATBIX NPUHIUIIOB JICYEHUS, BKIIOYAIOIINUX UHAYKIHOHHYIO, ITOAAEPKUBAOITYIO
Tepanuio u jedeHue odboctperuit ANCA-acconuupoBanHbix BackyiauToB (KDIGO
2012) [8].

Hnoykyuonnas mepanus. Jis  JedeHUs] MaJOMMMYHHOTO  (DOKaJIbHOTO
cerMeHTapHoro Hekporusupytomiero I'H pexomenaytores [H® u I'KC. V nanuenToB
C MeHee TsokeNbIMU (opMamMu 3a00JIeBaHUM M HAJMYUEM MPOTHBOINOKA3aHUU K
nukinodochamuy, npooautcs jeueHue purykcumadbom u I'KC. B ocoObIx cinydasix:

® [Ipu OBICTPOM HApAaCTAaHWUU KPEATUHUHA B KPOBU

® [1py HEOOXOJUMOCTH AUAIN3HON Tepanuu

® [IPU JIETOYHOM KPOBOTEUEHUHU
PEKOMEHIyeTCsl JONOJHUTENbHOE MpoBeneHue iazmaooomena (I10). TIO Taxxe
[I0OKa3aH Yy NALIUEHTOB C NEPEKPECTHBIM CHHApPOMOM — coueraHueM ANCA-
acCOLIMMPOBAHHOTO BacyiuTa U antu-I' bM I'H.

VY DnanueHToB, 3aBUCHMBIX OT JUajn3d, B TEYEHWE 3 MECSLEB M NPU HAIWYNAU
BHenoueuHblx mposiBneHni ['TIA, pexkomennyercs ormenuts Tepanuto L[D. Ilocme
NOCTHKEHUS TIOJIHOM PEMHMCCUM TMPOAOJDKACTCS NOANEPKUBAIOIIAA Tepanus B
T€UeHUEe MHUHUMYyM 18 MecsueB. Y TNANMEHTOB HA AUAIUM3€ M HE HWMEIOMIHNX
BHEMOYEYHbIE TPOSBICHUS  3a00J€BaHUsA, MOAJECPKHUBAIOLIAs  TEpamus  He
ITPOBOJAUTCH.

B kadectBe noooeporcusaroweri mepanuu peKOMEHIYETCs a3aTHONPUH B J03€ 1-
2 MrI/Kr/cyT, Ipu HenepeHocuMocT kK HeMy — MM® B no3e 70 1 1 B ABa npuema. Y
MalMeHTOB C TMOPaXEHUEM BEPXHHUX [bIXaTENbHBIX MyTE€d B  KayeCTBE
JNOIOJHUTENIBHOTO  Mpenapara  OPEeQIOKEHO  MPUMEHATh  TPUMETONPUMA-
cynbamerokcazomn. [Ipu nenepeHocumoctu A3A u MM® npumeHstoT MEeToTpeKcar
(B Hawane 0.3 Mr/kr/Hen, mMakcumaiabHO 25 wmr/Hen), HO Toibko mpu CKD >60
MJI/MUH.

IIpu obocmpenusx: TPUMEHSIOT UHAYKIIMMOHHYIO TEpPAIKIO B TIOJHOM OOBEME.
B nacrosimiee Bpemsi mepBbiM BbiOOpoM B JiedeHuu peuuauBa ANCA-nedputos
ABJISIETCS] pUTYKCUMAO.

Peppaxmepnvie opmor 3abonesanus. Ilpu ANCA-acconuupoBanHom ['H,
pesucteHTHOM K uHAykiuoHHou Tepanuu LD u I'KC, pexomenayercs no0aBUTH
PUTYKCUMA0 WJIM MPUMEHATh B/B UMMYHOINIOOYNUH, 100 mpoBectu [10. Pexumel
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MMMYHOCYIIPECCUH 3aBUCSIT OT aKTUBHOCTU OPTaHHBIX MOPAXEHUW, HO HE OT TUTPOB
ANCA. TpaHcmiiaHTauus MOYKM PEKOMEHAYETCS HE paHee ueM uepe3 12 mecsues
IIOCJI€ JOCTUKEHUS NOJIHOM PEMUCCHUU BHEMOYEUHBIX NposBieHuil. Otinnunem MITA
SBJISTFOTCSL OOJiee JacThle MOKa3aHWs K MPOBEACHHUIO MOBTOPHBIX KypcoB 1O u B/B
BBEJICHUSI HWMMYHOTJIOOYJIIMHOB M3-3a XapaKTepHOIro [JIsi 3TOro 3abojeBaHus
TspKesoro JsierouyHoro Backyiuta. [Ipu BIII'H, xoTopwelii MokeT OBITH OCHOBHBIM
NPOSIBJICHUEM BAaCKYJIHTa, >KU3HEHHO Ba)XHOE 3HAYEHHE HMEET OBICTPOE Hayajo
nynbc-Tepanuu MII u [{®. B nHacrosmee Bpemsi naxe npu arpeccuBHort UCT 5-
JIETHSIS BBIKUBAEMOCTh cocTaBisieT 65%.

Crnenyomuil KIMHAYECKUA CiIydail sBISE€TCS MPUMEPOM KOTJla JIUarHo3 Hu
Teparus CTaau BO3MOXKHBIM TOJIBKO MOCJIE KOHCYIbTAllUU He(poJiora.

llayuenmka I1]., 31 200. B nauane nema nossuics wym 6 yulax, CHUMCEHUE
cryxa, 2071080KpydceHue. JluacHocmuposan KamapaubHulli omum, 000cmpenue
XPOHUYECKO20 PUHUMA, He8pum CIyx08020 Hepsa. Hepes Hedenro NpucoeouHUnUChH
bonu 6 HudicHeuentocmHom cycmaege. Hepez mecay ewissnenvt COD 45 mm/uac,
KpeamuHuH Cbl8OpOmMKU Kposu 93 mMrkmoawv/n, oviia eocnumanuzuposana 6 L[Kb, 20e
soisisnenvt COD 52 mm/y, kpeamunun 98 mxmonv/n, npomeunypus 1,5 2/n. Ilpu KT
OBII: numgpaoenonamus, MPT 2onosvt — macmououm cnpaea. HMccneoosanue Ha
AHIJA aumumena 6wiiu nonodcumenvrvimu. Yepez 2 nedenu 6 JIOP-xknunuke
OUACHOCMUPOBAH KOXJIeOHe8pum, 6 C6A3U C 4YeM HA3HA4aemcs 20PMOHAIbHASA
mepanus (6/6 npeoHu3010H 8 meueHue 5 ouetl). Ha smom ¢gpone — COI 40 mm/uac,
KpeamuHuH 72 MKMOIb/1, 60ccmanogienue ciyxa. M3 panneco anammesa: ce30HHbl
annepaudeckuil punum. 1-s1 bepemeHnocmo — 3amepuuil nioo, 2-1 bepemeHHoCmy 2
200a Hazao,, pebeHok 300po8. Omexkos u nogvilueHUs: apmepuaibHo20 0a8leHUsl He
ommeuero. Ilpedsapumenvuuiti ouaenosz: AHIL[A-accoyuuposannvii  eackyium,
pAHILA nosmopno nonodxcumensHo.

buoncus nouxku nposeodena uepes 2 neoenu: Ceemoonmuueckoe ucciedosanue
8LINOJIHEHO HA NAPADUHOBLIX Cpe3ax C UCNOAb308aHuem oxkpacok: PAS-peaxyus,
mpuxpom no Maccony, umnpeznayus consimu cepebpa no /[oconcy, eemamokCuiut-
903UH.

B mamepuane Hegpobuoncuu npeocmasnenvl KOPKOSbIU U MO32080U CIOU
mkanu nouxku (puc.6.3); 17 kiybouxkos, momaivHo CKIepo3uposanHvlx — 2. B 12
K1yoouxkax umeromcs noayaynus, 11 xiemounvix u 1 ¢ubposnoe yupxyiaproe (8
MOMANbHO CKAEPO3UPOBAHHOM Kaybouke). Hekpoz xanunnapuvix nemenv 6 6
Kkayboukax c¢ KiemoyHvimu noayayuusmu. Cmaz ueumpoguios 6 npoceeme
KanuiisapHblX nemeio.

4 Knybouka He U3IMEHEHbl, He Y8eNUdeHbl, C OOHOKOHMYPHOU PAGHOMEPHOLL
KanuiapHot — CMEeHKOU, 0e3 2UnepkiemoyHOCmU, Ce2MEeHmMAapHo20 CKIepos3d,
0eno3umos u noJYAyHU.

Ouazosviti myOyI0HEKPO3 ¢ UCHE3HOBEHUEM WEeMOYHOU KAUuMbl, pACULUPEHUEM
npoceemos KaHaivyes, CAYWUBAHUEM KIemOoK myOYIsApHO20 dnumenus 6 npoceem
kananvyes. Ouazoeas uHGUILMPAYUL MOHOHYKLEAPAMU U HEOONbUUM KOIUYECBOM
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Heumpo@uivHblx aeuxoyumos. Hebonvwioti omex umwmumsr apmepuii. Jleekuil
0Ua208blll UHMEPCMUYUATIbHBIU GUOPO3 U ampoghus Kanaivyes.
Hmmynozucmoxumuueckoe uccieoosanue: co ecemu peazenmamu
ompuyamenbHulil pe3yrbman.

SAKTIOYEHHUE: dxcmpakanuiiapHslii HeKpOMU3upylowuil 2iomepyioneppum
(nonynynusn ¢ 70,6%, Hekpo3 Kanuanapuulx nemes 6 35%, momanvHulil CK1epo3 6
11,8% knayooukoe). Ouazoevtii myoynonekpo3. Quazoevlii uHmMEpPCMUUUATLHBLI
Guopos u ampogusa kananvyes.

Ilpumeuanue: zucmonocuveckan xKapmuna modxcem coomeemcmeosamv AHI|A-
accoyuuposannomy unu anmu-I'bM IKI'H.

Pucynok 6.3. Tpuxpom no Maccony, x200. (Mukpodotorpapuss — A.E.HaymabaeBa, Anmarsl,
2013 r). A — Hekpo3 merens kKammuisipoB kiay6oukoB. B — Hauano ¢opmupoBanus KI€TOYHOTO
nonynynus. C — I'momepynockiepos B ucxone OKI'H.
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Jlevenue: [[® nynvcor Nob6 6 meuenue 6 mecsayes, mMemunpeoHu30nN0H NYIbCbl
Ne3, 6 euoe mabnemok. Ha smom ¢one napacmanue KkpeamuHuna npeKpamuiocs, Ho
konebanus 6 npedenax 200-170 mxmonv/n, npomeunypus cruzuiacey 0o 1 2/c. /lanee
NPOOOJIICEHO NledeHue PUmyKcumabom, cpasy nocie nepeou UHbEeKYUuu KpeamuHuH
cHuzuncs 0o 100 mxmonv/n , npomeunypus 6 npeoenax 0,09 mxmonsv/x.

J03uHOPMWIbHBII rpanygeMaro3 ¢ nojauanruuromM (OI'T) mam panee
cunapom Yapmka-lIITpocca nposBiseTcs amIeprudyecKuM PUHATOM, acTMOW H
so3uHOouIMeil. [lopakaroTcs NPEUMYIIECTBEHHO COCYIbl MEJIKOrO U CpPEIHEro
Kanuopa. OIMHAKOBO YacTO OOJICIOT JMIA KaK MYXCKOIO, TaK U »KEHCKOIo 1oJjia, B
Bo3pacte 30-50 ner. IlpuumHa HeusBecTHa. B Hauvanme 3a0osieBaHuMs OTMEYaeTCs
JUXO0paJika, OTepsl B BECE, MOTYT ObITh MHUAITHUM, MOJUAPTPAITUH, KOXKHASI CHIIb,
MOHOHEBPUTHI U JIPYTU€ CUMITOMBI. M3MeHEHUs] B MOYe U HapylmieHUs (QyHKIUU
MOYEK YyMEpeHHblE. B KpoOBM XapakTepHO HaIW4yue HS03MHOPUIINU, KOTOpas
cHmwkaercss Ha ¢one Tepanuun ['KC. Bo3moxHO mnoBbiieHne ypoBHs IgE.
[Topimarorcss CO3, CPb B kpoBu, ANCA nonoxurensHbl y 45% nNanueHToB.
buorncust TkaHel CBUIETENHCTBYET O HAIMYUKM D03MHO(DHIBHOTO TPaHyJIOMAaTO3HOTO
BOCIIAJICHUSI, MHOTJAa MOXET HUMeThb MeCTO (OKaJbHBIM  CErMEHTapHBIM
HekpoTusupyromuii I'H ¢ 303uHOGUIBHBIMU MHQWIBTpATAMU U TpaHyJieMaMHU B
WHTEPCTULINH.

Jleuenue. Ilpequn300H Ha3HayaeTcss B o3¢ 1 MI/Kr/cyt B TeueHue 6-12 mec.
IIpu HacTymieHun nmonHo pemuccuu 113 OTMEHSIOT U TPOBOAMTCS KOHTPOJIb YUCTIA
703MHOGUIIOB B KpOBH, IMoOKa3ateneil octpoir (asel Bocmanenuss (CO3, CPB).
PeunnuBel orMeuaroTest y okoisio 25% nanueHToB npu Hed((EKTUBHOCTH Teparvu
I'KC, npu 3TOM H0TIOJHUTENBRHO Ha3HadaeTcs [[D.

6.3. HOPAKEHHUE INOYEK ITPU KPUOT'JIOBYJIMHEMHNYECKHUX
BACKYJIMTAX

Kpuornobynuaelr — 310 ummyHornooynunsl (MI'), xoTopsie BbIIagaroT B
ocaliok mpu Temmneparype Huke 37°C U pacTBopsArOTCA Npu HarpeBaHuu. OHH
MOSIBJISIIOTCS. B KpPOBM TMpH pa3HbIX 3a0oneBaHusix. Otiauyaiorcss 3 Tuma, B
3aBucuMocTH OoT coctaBa UI'. KpnornoOynunsl 1 Tma cocTosT U3 MOHOKIOHAIBHBIX
oenkoB IgG wumm  IgM, BBIABIAIOTCS y MAlMEHTOB C IUIa3MallUTapHBIMU
3a0oneBaHus MU — MHenoMa, JuMdoma, MakporioOynuHemus BanbaeHcTpema.
KpuornoGynunel 2 u 3 TUNOB Ha3bIBAIOTCS CMEIIAHHBIMM, TaK KaK B HUX COCTaBe
nMmerores aBa Buga Ml — monoknoHanbHbIM [IgM n nomuknonansssid IgG npu 2
tune, noaukioHaneHble IgM u IgG npu 3 tune. [IpumMepHO y TpEeTH MAaLMEHTOB C
KpUOriooyianHeMued (B OCHOBHOM 2 THMA) YCTAHABIMBAIOT TaK Ha3bIBAEMYIO
«ACCEHIMAJIBHYI0 CMEIIAHHYIK KPHUOTJOOYJIMHEMHIO» C THUIUYHOM KapTHUHOM
CUCTEMHOTO BACKYJIUTA, CHMIITOMBI Y KOTOPBIX CBSI3aHbI C HATMYMEM ITUX O€NKOB. Y
OOJIBHBIX C DSCCEHIMAIbHOM CMENIaHHOW KpUOTJIOOYyIMHEMUEH, Kak MpaBuio,
MOPaXATCS KITyOOUKH.
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Omuonozcusi U  namozemes  CMEUWIAHHOU  Kpuo2nooynunemuu. TepMuH
«3CCEHIIMAJIbHBIIN) SIBISIETCA YCIOBHBIM. B Hacrosiiee BpeMsl MOKa3aHa poJib
BUPYCHBIX uWH(peKuMii, B TmepByl ouepens, wuHpekumn BI'C. 2 Ttun
kpuornooynmuHemun (KI'E) wacto accomumpyercss ¢ wuHbpekmuein BI'C  wm
ayTOUMMYHHBIMU 3a0osieBanusiMu. Bcenencrteue paeiictBus uHpexkuuun BI'C  B-
TUMQOIUTHI CTAHOBATCS PE3UCTEHTHBIMM K aloNTO3y W MOBBIMIAETCS MPOIYKIIHS
ayroaHTuTeld. MOHOKJIOHANbHBIE ayToaHTuTena IgM  mpencraBisitor  coOoi
peBMaTOMAHBIN (akTop U B3auMoAeHCTBYIOT ¢ Fc-pparmentamm apyrux WI. B
pe3yibTaTe MPOUCXOJUT oOOpa3oBaHHWE KpUOTIIOOyaMHOB 2 Tuma. I[Ipoucxomut
OTJIO)KCHHE KPUOTJIOOYIMHOB B CTEHKE MEJIKUX COCYJOB, B TOM YHCIE U B
Kanmwuigpax kKiayOoukoB. Yame u TsDKenee MOpa)xaloTCs MMOYKH TpH 2 THIE
KpUuoriiooynuHoB. B orauume ot 3  THHa, KOrJa IOYEYHbIE MPOSBICHUSA
Hecneurn(pUUHbl, Npy 2 TUIE KPUOTIO0YJIMHEMHUH pa3BUBaeTcs ocoOblil BapuanT I'H —
kpuoriooynuHemuueckud. Y mamwentoB KI'E 3 Tuma HaxogdT HHU3KHE
KOHIIEHTpAIUU KpUOorio0ynuHOB. OHM TakKe BBISABISAIOTCS B accoruanuu ¢ BI'C win
ayTOMMMYHHBbIMU 3a0oneBanusiMu. [Ipeanomnaraercs, yto 3 tun KI'E co Bpemenem
3BOJIFOHOHUPYeET BO 2 Tun ¢ BI'C.

Mopdgonocus. Boisustorcs muddysHsie mpoiudepaTUBHbIE H3MEHEHUS B
kiyooukax. KI'E-nedput sBnsiercs Bapuantom MIIIH 1 Ttuma, accormumpoBaHHOTO
UCKIIFOUATENBHO co 2 Tunom cMmemanHo KI'E. OH  wumeer HeEKOTOphIE
OTJINUUTENbHbIE Tpu3Haku: npu CM u OM noATBEp:KAAETCS HAIMYHUE KPYIHBIX
OpraHU30BaHHBIX JICTIO3UTOB B MPOCBETE KAMWLISPOB WK CyOsHAoTeNnuanbHo. [Ipu
N® o6napyxuBatotcs Ig G, C3 (BHyTpUCOCYAUCTBIA TPOMO), IETIO3UTH B ME3aHTUH.
B OonpmuHCcTBE ciiydaeB umerorcs aeno3utsl C3. JIByxkonTypHOCcTh ['BM mnpu
kpuornooynuHemuyeckom MIIT'H Oonee BelpaxkeHa, 4eM MpU UAMONATHYECKOM
MIITH 1 tuna (cM. rnaBy 4.4).

Knunuueckaa  xapmuna.  OnucaHbl ~ MHOTOYHCIICHHBIE  BHEIIOYEYHBIC
MPOSIBIICHUS] KPHOIVIOOYJTMHEMUYECKOTO BAacCKyJuTa, B TOM 4YHUCJIE apTpalruH,
MaJbupyeMasi mypIrypa Ha KOK€ HUKHUX KOHEUYHOCTEW, MHOTJA C U3bA3BICHUAMM,
cuaapoM Peiino, mnepudepudeckas mnoiuHelponatus. Bo3MOXHBI MpOsSBIEHUS
a0IOMHUHATIFHOTO CUHAPOMA, TernaTtociuieHoMeranus. M3 BHyTpeHHIX OpraHoB 4aiile
BCcero mopaxkarorcs modku (35-50% mnanueHToB), Kak mpaBwio, pasBuBaercs ['H.
[lpuznaku mnopaxenuss mnouek npu cmemanHod KIE oObryHO mposiBisitoTes
JNOCTATOYHO IO3[IHO, CIIyCTsI HECKOJIBKO MECSLEB WM JIET IIOCIE MOSABICHUS NIEPBBIX
cuMnToMOB. B penkux ciryuyasx pazsutue I'H Moxer onepexars Apyrue nposiBICHUS
Backynuta. I'H mposiBasiercs nporeunypueid, remarypuei, nnoraa HC. Bo3moxeH
ne6tot ¢ BIII'H. ¥V mauuenToB ¢ kpuornoOynunemudeckum I'H oTmeuaeTcs panHee
pazBuTue Al TSHKEIOM CTEIECHMU.

Jluaeno3. Jlnarno3 OCHOBBIBAETCS Ha.

* TUNUYHBIX W3MeHeHus X npu CM, U®, DM noueuHoro Ouonrara;

* SBHBIX HapylICHUAX B cucTeme KomruieMeHnrta (cHmkenne C4, Clq npu
HOpMasibHOM ypoBHE C3 B KpPOBH);

* nHanuuuu KI' B CBIBOPOTKE KPOBH;
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» namuuun mapkepoB BI'C (antutena u PHK), xoTtopoe nmeer Goinbiioe
JIMarHOCTUYECKOE 3HAUYEHUE.

Jleuenue. lIlpennaraercs sedeHue Iula3Madepe3oM U purykcumadbom. B
OTCYTCTBHE TIOCJEIHEr0  MCIONB3YIOT IUKIodpochaMusy B COUYETAaHUU C
METHIIPEIHN30I0HOM B/B. [loka3aHO mpoBeneHUE MPOTUBOBUPYCHON Tepamuu (CM.
riaBy 4.4)

6.4. BOJIE3Hb I'YIITACYEPA

Cunnpom I'yanacuepa — 3aboneBanue I'bM, peako BO3HHMKAOIIMKA JIETOYHO-
MOYEYHBIH  CHHAPOM B BHUAE  COYETaHHUA  OBICTPONPOTPECCUPYIOIIETO
rioMepynoHedpuTa ¢ JErouYHbIM KpoBoTeueHueM. Ommucanbl yamie y OOJIbHBIX B
EBporne, mopaxaer nBe rpynmsl JroAen: Myk4uH B Bo3pacte 20-30 yeT win KEeHIUH
1 MyX4uH ctapiie 60 ser.

Ilamocenes. Bou3biBaeT 3ab0oneBanue aHth- ['BM- anturena IgG, neiictBue
KOTOPBIX HaIlpaBieHO MpoTuB aib(da 3 menu koswiareHa [V tuna (B MemOpaHax
KIIyOOYKOB U aJbBEON).

Tpurrepamu SIBISIIOTCSL KypeHUe U JApyrue (hakTopbl, KOTOpbIE IMOJBEPraroT
HapYIIEHUSAM aHTUTEHETUYECKUE HIUTOIBI HA HOPMAJIBHOM «CHpsiTaHHOM» ajibda 3
nenu. O6pasyrorca antu-I'BM anTHUTEna, akTUBUpPYETCS KOMIUIEMEHT, YTO BEIET K
MOBPEXICHHUIO.

Cumnmomvl  MOTYT Pa3BUTHCA TOCTENEHHO (MECSIBI-TOABI) WJIH PE3KO
(yJIbMUHATHBIM JIETOYHBIM KPOBOTEYEHHUEM U IMOYEHYHOW HEIOCTATOYHOCTHIO. Y
HEKOTOpPBIX TMAalMEHTOB pa3BUBAIOTCS MPOQPY3HBIE JErOYHbIE KPOBOTCUEHUS H
JbIXaTeNbHAs HEIOCTATOYHOCTh, TpeOyronue HHTyOau (0OBIYHO Y KypHIIBIITHKOB).

MoryT BO3HUKHYTh MOTEpsSs B BeC€ U JIUXOpaaka. YacTbIMM CHUMIOTOMaMH
ABIIIIOTCS HApyILIEHUE JbIXaHWA WM Kallelb, OObIYHO HEMPOIYKTUBHBIN C
IIPOKUJIKAMH KPOBSIHUCTBIX ISATEH WM UCTHHHOE KPOBOXapKaHbe. B aHanu3ax Mouu
MOSIBIISIFOTCSI TEMATypPHsl U IPOTEUHYPUSL.

Obcnedosanue:  MHUKPOCKOIIMYECKOE HCCIEOBAHME MOYM  (SPUTPOLMTHI,
MUIUHAPHI), 24 yacoBasi MPOTEUHYPUS, UCCIEAOBAHUE HAa aJbOYMUHYPHIO, TECT Ha
¢dbynkuuro neuenn, OAK (cHmkeHune ypoBHs reMoriioonna). KomruieMeHTs B HOpMe.
AHIIA — B 25% BcTpedaeTcsi ABOMHON MO3WTHUBHBIN pe3ysbTaT, B TAKUX CIydasx
HaJl0 JeyuTh Kak anTu-1' bM, HO oxunnarte nyumero ucxona. Tutp antu-I'bM: meton
MMMYHO(IypecCUeHIIMN aHTUTeNl. PenTreHorpadus jserkux. ['a30BbIil cocTaB KpoBU
(cHWKEHWEe MapUUabHOTO JABJIEHUS KHUCIOpoJa). PexkoMeHayeTrcss NpoBeCTU
Hedpobduorncuto.

T'ucmonoeusa: (okanbHBIA U CETMEHTAPHBIA HEKPOTU3UPYIOUINI MOTYTyHHBIN
riioMmepyiaoHedput. boymeHoBa kamncyia MoxeT ObITh pasopBaHa. D mokasbiBaer,
YTO JIEMO3UTHl B CTEHKAaX KaNWUIAPOB OKPAIIMBAIOTCS B OJWHAKOBBIA LIBET W JJIA
antu-I'bM (IgG), u naua C3.

Jleuenue: omuroanypusi (Menpiie 200 MI/IeHB) W TIOBBINICHHE KpEeaTHMHHHA
o6onmee 500 MKMOIB/T TOAPAa3yMEBAET TSKEIOE TMOBPEKIACHUE KIyOOUKOB C
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ITOJTYJYHUSIMU M TUIOXOM IIOYEUYHBIM IPOrHO3. HecMoTps Ha auanus, O4eHb PEAKO
BO3HHUKAET BOCCTAHOBJIEHHUE MOYEK. Tepanus TOKHA BKIIFOYATh:

1. Ilynec-tepanuio metwinpeaHu3aaoHoM 0,5 — 1 r B 1eHb B TeyeHue 3 AHEM.
3aTteM IpoJoIKAIOT MPEAHU30JIOH IMepopaibHO | MI/KT/ AeHB (10 MakCUMyMa
B 80 mr)

2. Huxmodochamun 1-2 mr/xr/ nenb (1o makcumyma 150 mr)

[IponomxurensHocTh jeuenus [I3+muknopochamun ao 3-6 mecsues. Juanus

IPOJI0JKAETCS, HECMOTPSI Ha HEOOJIBILION yCIeX i MOYeK.

3. ExenneBHbiii 00MeH 11a3mbl 8-10 pa3 B TeueHHE MEHBIIE, YeM 3a 2 HeIelu
(o6beMoM 41 B 1meHb, 2/35% uemoBedeckoro amsOymmma, /3 C3II).
KonTtpomupyercss turp antu-I'bM aHTHTEN B KAOXAyH0 HEAEHIO JJIs1 OLECHKH
ycriexa B JICYEHHH.

Jleuenue necouno2o Kpogomeyenus:

JuddepenumpoBath JIETOYHOM OTEK OT JIETOYHOTO KPOBOTEUEHUSI MOXKET OBITh

3arpyaHeHo. [ToaToMy coOtogatoT cneayromuye npaBuia:

1. Bceraa cTpeMuThCs «BBICYIINTDY TAKOTO MaIlUEHTA.

2. TIpoBOANTH MHTEHCUBHYIO TEPAIUIO CO CTPOTUM MOHHUTOPUHIOM 3a OajaHcoM

AKUJTKOCTH.

[Ipu HEOOXOIUMOCTHU POBOJUTH UHTYOAIINIO, BEHTHIISIIIHIO.

4. Bo Bcex BbIII€ ONHCAHHBIX CIydasgX HEOOXOJMMO paHHEE NPOBEJICHUE
1a3MO00MEHa.

Jleyenne npomOIDKAIOT N0 TEX IMOp, Ioka aHTU-I'BM TUTpel HE CTaHyT
OTpUIIATEIBHBIMU. DTO MOXET 3aHATh 12-14 Henenb, HO MOXET OBITh OYEHBb
OBICTPBIM, €CITU MTPOBOAUTH II1a3Mo00MeH. [Ipu cBoeBpeMeHHOM Tepanuu 00JIe3Hb
pPEIKO BO3BpAIIACTCS M HET HEOOXOIUMOCTH B JJIMUTEIBHOW MOACPKUBAIOIICH
MMMyHOcCyTieccuu. VICKITFOUeHnEe COCTaBISIET KypeHUE, TaK KaK OHO MOKET CTaTh
MIPUYUHOMN pELIUANBA.

TpancraHTanusi TOYKKA — JIydlllee JICUEHHE IS KOHEYHOM CcTaauu
no4yevyHoro 3adosieBaHusi npu Oose3nu ['yamacdyepa. OHa AOMKHA MPOBOAUTCS
nocJye 6 MecseB NociIe MOJyYeHUs] OTPULIATENbHOTO TUTpa aHTU-I'BM- anTHTeN.
lle-noBo  antu-I'BM  3a0oneBaHre MOXET CTaTh NPUYMHON  TOTEpU
TPAHCIUIAHTUPOBAHHOTO OpraHa Yy NAalMeHTOB C CHHIPOMOM AJbIOpTa,
MOJYYMBIINX TPAHCIUIAHTAT.

w

KoHnTpoJsbHbIe TecThI 1O IJIaBe 6

1. 'V xeHmwmHbl 54 1eT, o1 Ha3ajd BBISBICH BUPYCHBIN rematut C, moiydana
nedeHue uHTepdepoHoM-o. OOpaTtuiiach B CBSI3U C BBISIBICHUEM OTEKOB,
nypIypsl, IpoTeuHypun, ypoBenb C3 cHikeH. Bamn Hanbonee BEpOATHbBIN
JMArHo3:

1) kpuornoOymuuemuueckuii MITT'H
2) MHTEPCTUIMAIBHBIA HEPPUT BCIEACTBHE HHTEp(epoHOTEpanun
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3) IgA HII Ha ¢oHE XpOHUYECKOTO remaTuTa
4) mopakeHHUE MOYEeK, CBI3aHHOE C CHCTEMHBIM BaCKYJIIHTOM
5) cucrteMHas KpacHas BOTYaHKa, JTFOIYC-HEPPUT
2. Y 6omwHOM ¢ BIII'H B OnonTaTte BBIABIIM JIMHEHHBIC AemO3UTH IgG BIOIb
I'bM. Ilpu kakoMm 3a0ojeBaHMM HamOOJIee YacTO BCTPEHAIOTCS IMOJ00HBIC
WU3MEHEHUS?
1) cunapowm 'ynnacuepa
2) TEpPBUYHBIA aMHJIOUI03
3) ©Oonesns lllenneiin-I'enoxa
4) rpaHyJIOMaTo3 C IMOJUAHTUUTOM
5) 203uHOMMIBHEIN IPaHYJIOMATO3 C OJTHAHTHHTOM
3. Y OonbHON 37 7eT ¢ 3aTSHKHBIM TEUCHHEM OTHUTa, CyO(PUOPUIUTETOM,
BbIsiBIIcHa mnporeuHypus 0,33  r/n, wMukporematypusa. OAK 0e3
ocobenHocteil. Kakoe gomoiHuTEIbHOE HCCIeI0BaHNE Hanbosee BEPOSTHO
MO3BOJIUT TIPEOIOKUTH AUATHO3?
1) Tutp ANCA
2) yposensb IgA, IgG, IgM
3) ummyHorpamma — CD4, CD8
4) o6cnenoBanue Ha CKB, undexunn
5) HOUPKYIUPYIOIINE KMMYHOKOMILIECKCHI
4. Tlarment 58 €T TOCHUTATU3UPOBAH B  CTAllMOHAP C  OCTPBIM
HedputnueckuM cunapomoM u OITH. B anamuese: OponxuaibHas actMma
6onmee 30 gmer. Jlabopatopno: runeprozunodpunus, p-ANCA +,
MHUKPOCKOITHS 0CaaKa MOYH BBISBHJIA 3PUTPOLMUTAPHBIC MTHHIPHL. Kakoi
JMarHo3 Hanbosee BeposiTeH?
1) TYC
2) JIeroYHOe CepIle
3) cunrmpom ['yamacuepa
4) y3eJKOBBIU MOJIUAPTEPHUT
5) 203uHOMUIBHBIN [PAHYJIOMATO3 C IOJHAHTHHUTOM
5. Y O00JBHOTO JIETOYHOE KpOBOXapKaHbe M  OBICTPOIPOTPECCUPYIOIINIA
riioMmepyinoHedput ¢ antu-I bBM-antutenamu B kpoBu. Kakoit xomruiekc
nedeHus Hanbosee d3hekTuBeH?
1) TpemHU30JIO0H per 0S JUIUTEIHHO
2) UHMKIOCHOPHH + miasmadepes
3) HecTepoMIHBIC MPOTUBOBOCTIATHUTENbHBIC MTpenaparsi+ KC
4) ruapoxnopoxuH+I'KC — ocHOBHO# BBIOOD JICUCHUS
5) T'KC, uuknodochamua u miazmadepes
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I'NTABA 7. HOPAKEHHUE IIOYEK IIPM HUH®EKINOHHOM
QHAOKAPIUTE U IYHT-UHOEKIIUN

O cBs3u MeXAy HHPHUIMPOBAHWEM CEPICYHBIX KIIAMMAHOB M 3a00JI€BaHHUEM
noyek u3BecTHO yxke Oonee 100 ner. OpgHako 3a 3TO BpeMsl CHUIIBHO W3MEHHIINCH
MPEJCTABIICHUS] O TMATOTE€HE3€ M AIUJEMHUOJOTHM 3TOTrO 3a00JIeBaHUs, TaKXe U
MOAXOAbl K JiedeHWto. J[o TOsBICHHWS aHTUOMOTHKOB B OOJIBIIMHCTBE CIy4YacB
MOpaXEHUE MOYEK Pa3BUBAIOCH KAK CIIEICTBUE MOJOCTPOM MH(MEKIUH CEpPACUHBIX
KJanaHos [9].

NudexmoHHbIi 3HI0KapAUT — BOCHAIUTEILHOE MOPAXKEHUE KIIAllaHOB cep/iia
Y TPUCTEHOYHOTO PHI0Kapa WHOEKITMOHHONW 3THOJIOTHH, TTPOTEKAIOIIEe YaIle BCEero
0 TUITY Cercuca (OCTPOro WM MOJOCTPOTO) U COMPOBOXKAAIOIIEECs OaKTepUeMHUeH.

Cpenu CUCTEMHBIX TPOSBICHUA WH(EKIIMOHHOTO HIOKAPAUTA BAXKHOE MECTO
3aHUMAET NopakeHue novyek. Poct 3a001eBaeMOCTH MH(PEKIUOHHBIM YHAOKApIUTOM,
OTMEYaeMbI B TOCIEAHUE TOJbl, CBS3BIBAIOT C IIMPOKUM PaCIPOCTPaAaHEHUEM
OTIEpPaTUBHBIX BMENIATEILCTB HAa CEpPALE U HCHOJB30BAHUEM HWHBA3WBHOU
MHCTPYMEHTAJIbHOW TEXHUKH (BHYTPUCOCYIMUCTBIE KATETEPhl, aAPTEPUOBEHO3HBIC
(GUCTYNBI U IIYHTHI, B TOM YKCIIC U IJI IPOBEJICHUS CEAaHCOB T€MOIUAIN3a), 4 TAKKE
C TMOBCEMECTHBIM pacnpocTpaHeHueM Hapkomanuu. B CIIA aumarHoctupyercs
npubm3uTeNnbHo 40 ciayyaeB MHGEKIIMOHHOTO YHI0KApIUTa Ha MUJUJIMOH HACENECHUs
€KETOHO.

My>xuunbl 6oseroT B 1,5-3 pasza yarie *eHIH, a B BO3PACTHOM TPYIINe CTapiie
60 5ieT — B 5 pa3 yare.

Omuonoeus. JHIOKAPIUT MOTYT BBI3bIBATH PA3JIUYHBIE MUKPOOPTAHU3MBI, B TOM
qucjae Trpulbl, pUKKETCUU U xjamMuauud. OJIHaKO B TMEPBYIO oudepe/lb OCHOBHBIMU
BO3OYIUTENAMH  SBJSIOTCS  cTpenTOoKOKKM (50%) u  cradunokokku (35%). B
MOCJEAHUE TOAbl OTMEYAIOT YBEIWYEHUE YAaCTOThl MH(EKIHMOHHOIO HHIAOKApIUTA
BbI3BaHHOTO  Staphylococcus aureus, ocoOeHHO cpeaw JIMI, TOJYYaAIOUIUX
JIEKapCTBEHHbIC CPEACTBA  IMyTEM HHBEKIUM. DTOT MHUKPOOPTaHU3M BbI3BIBAET
TSDKEJIOE BOCMAJIICHUE KJIAMMaHOB C WX OBICTPOMl ACCTPYKIMEW U BO3HUKHOBEHUEM
METAaCTaTUYECKUX OdYaroB wuHpekuuu B Japyrux opranax. Yacrora TI'H,
ACCOIIMUPOBAHHOTO CO CTAPUIOKOKKOBBIM MH(MEKIITMOHHBIM DHIOKAPUTOM BO3pOCIa
c 22 no 78%, caMblii BBICOKHI PUCK 3a00JIeBaHUS OTMEUAETCS MPU yMOTpeOIeHUN
HapKOTHUKOB B/B [14].

Ilamocene3. B mnponuioMm Tmpeamnoyiarajid, 4YTO TOPAKEHUE TOUeK MpH
MH(DEKIMOHHOM 3HJIOKapAUTE CBsA3aHO ¢ AMOonmed w/wim uH@apkToMm. OJHAKO
MOCJIEAYIOIIUMHU UCCIIEIOBAHUSIMHU ObLTa I0OKa3aHa UMMYHHas pUpoia OOJIIINHCTBA
Takux  paccTpouctB. [IpaBUIBHOCTH  3TOM  KOHLENIMUA  MOATBEPKIACTCA
OOHapy>)KCHHEM HWMMYHHBIX JIEMIO3UTOB B KIyOOukax (MpU DIIEKTPOHHOU U
UMMYHO(ITIOOPECIICHTHOH MUKPOCKOINHN), YYacCTHEM CHCTEMBbI KOMIUIEMEHTa B
akTUBHOU (hpaze 3a00eBaHUS M OIU30JUYCCKAM BBIJICICHUEM CHEIU(UUECKUX
aHTUTEN (M AaHTUTEHOB) U3 MOPAKEHHBIX KITyOOUYKOB TOYEK.
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Kak npaBuiio, sHIOKapaUT cOcOOCTBYET pa3BUTHIO TioMepyionedputa. [lpu
ATOM DPA3IMYalOT JIBa OCHOBHBIX THNA MOpakeHus moyek. OuaroBoe/cerMeHTapHOe
MOBPEKACHUE KIYOOUKOB OOBIYHO COUETACTCS C MOJOCTPOM HH(EKIHEH U MOXKET
CONPOBOXKIATHCSI HEKPO30OM M OTJIOKEHUEM 303MHO(UIBHOTO Marepuaia B MECTax
nopaxxeHus. Bo3MoxHbI Takxke HHOUIBTpaMs HEUTpoduiIaMu U BOBJICUCHUE
O00yMeHOBOM Karcynbl. B oTiMuume OT 3TOro y MHOTHMX OOJBHBIX C OCTPBIM
MH(QEKITMOHHBIM JHJIOKAPIUTOM uMeeTcs auddy3Hoe MopakeHue KIyOOdKOB, BO
MHOTHX  OTHOIIEHHUSX  HANOMHUHAIOUIEE  OCTPhIA  MOCTCTPENTOKOKKOBBIM
riioMepyiaoHedput. OAHOBPEMEHHO MPOUCXOAAT Auddy3Has IHAOKANWLISApHAS U
ME3aHruajabHass  mnpoiiddepanus, a  TakkKe  BbIpaXeHHas  HMHUIbTpanus
HelTpodmnamu. B TskenbIx ciaydasx mpeoOsaaroliuM MPU3HAKOM TOpaKeHUs
KITyOOUKOB CTAaHOBHUTCS (DOPMHUPOBAHUE MONTYITYHUH.

NMMyHOJIOTMYECKYIO OCHOBY OOJIBIIMHCTBA 3THX MAaTOJOTMYECKUX U3MEHEHUN
COCTABJISIET OTJIOKEHUE OJHOTO WM HECKOJbKMX HMMYHOIJIOOYJIWHOB (TJIABHBIM
obpazom IgGG) B (¢dopMe rpaHyISIpHBIX JeMO3UTOB, Takke C3 KOMIOHEHTa
KOMILJIEMEHTA, BCTPEYAIOIIUXCSA B oOdYarax IMOpPaXeHWs Wiy Ooyiee MIMPOKO.
DNEeKTPOHHO-MHUKPOCKOITUYECKOE HCCIEeI0BAHKE NOJTBEPKAACT 4acToTy
OoOHapyXeHHsI CyOdNMUTEINANIbHBIX JEMO3UTOB IpH OCTpod ¢opMe 3abosieBaHus,
TOrJa Kak IpU TOAOCTPOM BapUaHTE TeueHUs 3a0o0JieBaHUs TMpeolianaeT ux
cyOnHIOTEeNnaIbHAs JTOKATU3ALIHSL.

Knunuka. Tlpu ¢oxanbHo-cermentapaoM ['H MoryT ObITh JuIlllb HEOOJBIIHE
M3MEHEHHUSI MOYEBOI'0 0CaJIKa, (DYHKIMS IOUYEK MOXKET OCTaBaThCsl IMTEIbHOE BpeMs
COXpPaHHOH. VY HEKOTOPbIX MAalMEHTOB MOpPAXXEHHE IOYEeK MaHU(ECTUPYET
OCTPOHE(YPUTHUECKUM CUHIPOMOM MJIM HAPACTAIOIIEH MOYEYHON HETOCTATOUHOCTHIO
Beaencreue pasputus bIIIH. B pegkux ciydasgx CUMNOTOMBI NOPAKEHUS MOYEK
MOTYT IIPEIIIECTBOBATh PAa3BEPHYTON KIMHUYECKOW KapTUHE SHAOKApINTA.

Jlabopamophwvie nokazamenu. IIpakTuyecku y BceX OOJbHBIX ¢ HHPEKIIMOHHBIM
SHJIOKapAUTOM OTMEYAIOT aHEMHUIO M 3HauuTenbHoe yBennueHue COD, nmHOTrma Ao
70-80 mwm/4. YacTo BBISBISIOT HEHUTPOQPUIBHBIN JIEHKOIMTO3 WU JICHKOMEHUIO,
TPOMOOLIUTOTIEHUIO,  YBEJIMYEHHUE  COJAEPXKAHUA  Y-TJIIOOYJIMHOB,  BBICOKYIO
koHueHTpauuto CPb, peBmaTougHoro ¢akropa, KpUOTIOOYJIWHEMUIO, CHUKEHHE
CH50, a takxke C3- u C4-KOMIIOHEHTOB KOMILIEMEHTA. [ MMOKOMILJIEMEHTEMUS TIPU
MH(QEKIMOHHOM 3HJOKApJIUTE CIY)XKUT HMHJIMKATOPOM [MOpPaXXEHUs IOYeK: Yy
nanuenToB ¢ ['H wactora ee ooHapyxeHus (94%) cOOTBETCTBYET YAaCTOTE BBISBIICHUS
neno3utoB  C3-KOMIIOHEHTOB  KOMIUIEMEHTa B  OHWoONTarax TMOYeK TMpH
MMMYHOTHCTOXUMHUYECKOM HccaeaoBaHuu. Kpome Toro, copepaHue KOMIUIEMEHTA
B KpOBU y OSTUX OOJIbHBIX MOXKHO pacCMaTpuBaTh Kak Mapkep 3(P(EeKTUBHOCTH
aHTUOaKTEepUaAIbHOU TEpanuu.

BaxxHbIM AMarHOCTUYECKUM MPU3HAKOM CIYKUT Oakrepuemusi. Pesynbrarsl
0aKTEpUOJOTUUECKOTO HCCIEIOBAHUSI KPOBU OBIBAIOT, TMOJOXKUTEIbHBI y 70-85%
00nbHBIX. OJHAKO OTpULIATEIbHAS TEMOKYJIBTYPa HE OTPUIIAET JUATHO3.

HUnucmpymenmanvroe uccneoosanue. OCHOBHOE 3HAYE€HHE MJIA JAMATHOCTHUKU
sHpoKapauTta umeerT OXOKI', mpu KOTOpOil BBIABISIOT BEreTalldd Ha KiamaHax
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cepaua. B ciayyae COMHUTENBHBIX PE3YJIbTATOB TpaHcTOpakanbHOU IxoKI
(4yBCTBHUTEIBHOCTh METOJA B IUIAHE JUArHOCTUKH BEreTaluii cocraBisier 65%)
HE0OXOAMMO MpPOBECTH upecnuieBoAHY0 OXOKI' (4yBCTBUTENBHOCTH paBHA &5-
90%)

[Topaxenue nouek TpedyeT NPOBEACHUS OUOTICUN TTOYEK.

Jleuenue. JleueOHasi TaKTHKa 3aBUCUT OT OCOOEHHOCTEH BO30yAMTENS,
JOKAJIW3allUd WU BBIPAKEHHOCTU KJIANIAHHOTO TOPAKEHUS, HAJIWYUS CUCTEMHBIX
IpOsIBJICHUM 00Jie3HU (MpU pa3BUTHH INIOMEPYIOHE(PPUTA — OT COCTOSIHUS (PYHKIIUU
MIOYEK).

OCHOBHBIE IPUHIUIIBI AHTUOAKTEPUATBHON TEpAIUU:

e HeoOxoaumMo mpuMEHSTh aHTHOAKTEpUATbHBIE MpemapaThl OAKTEPHUIMIHOTO
NEUCTBUSL.

e Jlng co3maHusl BBICOKOM KOHLEHTpAalMU AHTHUOAKTEpHAJIbHBIX IpEnapaToB B
Bereranusax (kKoropas HeoOxoauma Uil 3PQPEKTUBHOTO JIEUEHUs) MOKa3aHO
BHYTPUBEHHOE BBEJICHUE UX B BBICOKMX J103aX HA MPOTSHKEHUU JJIUTEIBHOIO
BpeMeHU (He MeHee 4-6 Henenb).

e [Ipu TsHKETOM COCTOSHUMM MAalMEHTa W OTCYTCTBUHU JIaHHBIX O BO30yAMTENE
MHDEKIUU CcleQyeT HaYMHATh OHMIIMPUYECKYI0 TEpanuio A0 MOJy4YEHHUS
PE3yNbTATOB MUKPOOMOJIOTMYECKOT0 UCCIIEIOBAHUS KPOBHU.

e [lpu mogocTpoM TeueHHH MH(PEKIHMOHHOIO dHIOKAPAWTA WA HEXapaKTepHOU
KJIIMHUYECKON KapTHHE cleyeT IIPOBOJUTH TUOTPOIHYIO
aHTHOAKTEPUAIbHYIO TEPAIUIO MOCIIE UACHTU(UKALIUY BO30YIUTEIS.

Jledenue nopakeHusi MoyeK BKIOYAET d3PHEKTUBHYIO JIUKBUIAIMIO UH(EKIIUN
cepleuHbIX KiananoB. Kpome toro, Hebonbimomy uncny 6onbHbIX ¢ (BIITH) moxer
noTpeOoBaThCA TMpoOBeleHHWEe auanu3a. MMyHonmenpeccaHTsl ISl JICUCHUS
MOPKEHUS KITyOOYKOB MPHUMEHSIOT peako. K HUM mpuberaroT ¢ MCKIIOYUTEITHHON
OCTOPOKHOCTBIO W TOJIBKO B YCJOBHUSAX TINATECILHO KOHTPOIMPYEMOH TEparuu
aHTUOMOTUKAMU.

[Tomo6HO MHOTHMM APYTHM 3a00JE€BaHUSM, MMOYCUHAS HEIOCTATOYHOCTH IPHU
COBPEMCHHOM YypOBHE pa3BUTHS MEIUIIMHBI HE OMNpPEACNIeT HCXOA OOJIe3HH.
[TocnemHmii  3aBHCHT OT TPHUPOABI  CEPACYHOTO  PACCTPOMCTBA,  TSHKECTH
COMYTCTBYIOIIETO CETCUCa W HapyImeHUs (QYHKIUH IpyruxX >KU3HEHHO Ba)KHBIX
OpPraHoOB, B TOM YHCJIE HEHTPAIIbHON HEPBHOU CUCTEMBI.

HIyHT — Hepur

[lo cmexkTpy KIMHUYECKUX TIPOSBICHUA U  MOPQOJIOTHUYECKON KapTHUHE
MOPAKECHUIO TOYEK TPH OaKTepuaIbHOM SHIOKAPAWTE aHAJOTWYEH ITyHT-HEQPHT -
noctuHeknuonnbii 'H, koTopbiii pa3BuBaercst y OOJIBHBIX C HHOUIIMPOBAHHBIM
BEHTPUKYJIOATPUAIBHBIM WJIM BEHTPUKYJIOIOTYJISIPHBIM IIIYHTOM, YCTaHOBJIEHHBIM
JUISL yCTpaHEHUsI OKKJIo3uoHHOW ruaponedamnu. B 80% ciaydaeB Bo3Oymutesem
IIYHT-UHQEKIMKU  OBIBAaET HJNHUAECPMATbHBIN  CTAQUIOKOKK, KOJOHHU3UPYIOIIMMA
JTUCTaJbHYIO0 (aTpUalbHYIO) 4YacTh IIYHTUPYIOIIEH CHCTEMBbI JUOO B MOMEHT
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oTepaliy Mo ee yCTaHOBKe, 100, Yaille, BCIEICTBUE TPAH3UTOPHOU OaKkTepHeMuH,
AQHAJIOTMYHO TOMY, KaK OJTO MPOUCXOJUT TpU OaKTEpUATHLHOM JHAOKApAUTE.
Bentpukyno-cocyaucTeie yHTH MOTYT uHHuUIMpoBaThcs: mpumepro 30% ciydaes.
['H moxet pa3Buthes B 0,7-2% ciiydaeB HHOUIIMPOBAHUS [IYHTOB, B UHTEpBAJIC OT 2
MECSILIEB 0 HECKOJIbKMX JIET IMOCJE YCTAaHOBJICHHS IIyHTa. B MpOTMBOMOIOXHOCTH
BEHTPUKYJIO-COCYJUCTHIM IIIYHTaM BEHTPHUKYJIO-NIEPUTOHEANbHBIE IIYHTBI PEIKO
OCJIOXKHSAIOTCA pazBuTuem [ 'H.

Knunuka.  Tlodyeunoit  Mmanudectanmu  mIyHT-HedpuTa, Kak  MPaBUIIO,
IPEAIIEeCTBYET KIMHUYECKAsi KapTHUHA TIOJIOCTPOTO CETCHUCca C SMU30IaMH JINXOPATKH,
HEJOMOTaHUEM, aHEeMHEH, cruieHoMeraiaued. Y OOJbIIMHCTBA OOJBHBIX OTMEYaloT
CUMIITOMbl BHYTPUYEPENHON THUNEPTEH3UU (TOJOBHBIE OOJM, TOIIHOTA, PBOTA,
COHJIMBOCTB) BCJICJICTBHE MUC(YHKITMHU IITYHTA, CBI3aHHOW C €r0 WH()HUIIMPOBAHUECM.
VY nauMeHTOB C IIYHT-UHQEKIMEH pa3BUBAIOTCA TaKXKE CUCTEMHbBIC MPOSBICHUS
(apTpUTBHI, KOXHBIA HEKPOTUIUPYIOIIMK Backyaut). Camble YacThie IMOYEUYHBIC
MPOSIBJICHUSI IIYHT-HEe(PpUTa - remMaTypusi U IpoTeuHypus, nozxe nospisitoress HC,
Al n Hapymienus ¢pynkuuu novek [14]. [Ipu Ouoncum mMoYKU TUIIMYHOM HAXOAKON
apisiercss MIITH 1 tuna ¢ rpanynapueimu nenosutamu 19G, IgM u C3, unorna
BBISIBIIAIOT dKCTpakanmwuisipHeii ['H, npu npeobnananny KIMHUYECKUX CUMIITOMOB
BIII'H. IloyeuHblii mnporHo3 WIyHT-HePpUTa ONAronpusITeH B CiIy4yae paHHEH
JTUAarHOCTUKHU U CBOEBPEMEHHOTO JieueHHsl. OCHOBHOM MPUYUHOU MPOTPECCUPOBAHUS
IyHT-HE(pPUTA CUUTAIOT JJIUTEIIBHOE MEPCUCTUPOBAHUE HWH(EKIMHU, CBS3aHHOE
IJIaBHBIM 00pa3oM € HECBOEBPEMEHHO YCTAHOBJIEHHBIM AuarHo3oM. llpu mosmnem
Hayaje aHTHOAKTEPUAJIBLHOIO JICUCHUS M TO3[HEM YyJAJICHUM IIyHTa MMOYEYHBIN
porHo3 yxyamaercs. [loa Hammm HaOM01eHreM ObLT MAlMeHT ¢ ucxoaom B TXITH.

Knunuueckun cayuan. Manvuux, 14 nem, nocmynun c xHcanobamu Ha

UBMEHeHUs. 6 aHANU3ax MOouUu 6 6uoe  NpomeuHypuu, MUKpozemamypuu,
nepuoouueckoe NosvluleHue memnepamypsvl —mend, CHUdICEHUe annemumd,
VMOMIAEMOCMb, C1AO0CTb.
U3 anamnesza: 6 20002 enepgvle ycmanosnen ouaznos: «euopoyepanusy. B aseycme
20042 nposedena onepayusi «Beumpuxyno-nepumoneocmomusy. B saneape 20072
nocie  anneHOIKMOMUU 8 CBA3U C  AGNeHUeM NepUumoHuma  GeHMmMpuKyio-
NnepumoHeanbHblli Kamemep Obll 3aMeHeH HA 8eHMPUKYI0-ampuanvusii wiynm. Ha
uecmoil 0eHb nocie OAHHOU Onepayuy passuiuch s8l1eHus cunepmepmuu 00 40° C,
Komopble npoooaxcaiu nosmopsamoca. Heoonokpamno nonyuan cmayuonaphoe
Jleuenue ¢ NnoCMoAHHOU anmubakmepuanvHou mepanueti. 1lo noeody nopaosicenus
nowex oopamunuce 6 utone 20092, Kocda cocnumanuzuposar 6 omoeneHue
Hegponoeuu. Bwviseneno, umo 3a00120 00 2MO20 NOCMOAHHO ONPeOesNaACH
npomeunypus. Ilpu ocmompe: @vlpadiceHvbl CUMNMOMbl UHMOKCUKAYUU, KOJCHbIE
nokpoguvl b6nednvie. llepughepuueckue numpamuyeckue y3nvl He ygenuueHvl, 0MeKos
Hem. lonosa eudpoyeganvrou gopmsi. [enamocnienomezanus. Ilocmosinuo
JUXOPAOUIL.

Jlabopamopno: OAK - He 882/n, Ht 26%, netikoyumer 9,1 x10°/1, CO3 70 mm/u.
OAM — npomeunypusa 1,25 o/n, spum 6 6onvwi xon, neuxoy 15-20 6 n/3. b/x -
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mouesuna 26,2-13 mmonv/n, kpeamunun 0,27-0,11 mmons/n, obwy 6enox 63,2 2/n.
Ilocesvr _kposu - omp. Y3U: Ilpasas nouka 11,5x4,4cm., napenxuma 1,5cm,
oughgepenyuposka cruxcena, UJIC 2,2cm. Jlesas nouxa 11,8x4,6cm, nap 1,6cm,
oughghepenyuposka cuudicena, YJIC 2,3cm. DxoeenHocmb napeHxumvl ¢ 2X CMOPOH
nosvluiena. Konkpemenmos ne evisigneno. Kposomok nouex coxpawen. Ilposoounace
AHMUOAKMEPUAIbHAs,  CUMNMOMAMU4ecKas,  He@pponpomekmusHas  mepanus,
pebeHOoK ¢ yryuueHuem 8blNUCAH OOMOU ¢ peKoMeHOayuel 1edeHus: WyHm-uH@exkyuu
y Hetipoxupypea. B koumye aszycma ommeuaemcs yxyouieHue COCMOAHUA
YMeHbUleHue Koauuecmea Mouu, ewipadicenHas eunepeuopamayus, A/l 130/90
mm.pm.cm, kpeamurun — 250-480 mrmonw/n, eenepanuzoannvie cyoopoeu. Peberok
eocnumanuzupyemcsi 6 omoenenue 2emMoouanuzda, Hayama - 3amMecmumenbHAas
noueuynas mepanus.

KounTposbHbIe BONPOCHI 1O Ii1aBe 7
1. [lpuunHBl MOpaXeHHs MOYEK MpU HHPEKUHOHHOM sHAokapaute? Dopmel
MOPAKEHUS
2. Kakoe OCHOBHOE JI€UEHHE TOPAKEHHUS I[OYEK TMpU HHPEKIUOHHOM
sHJ0KapauTe?
3. Ompenenenue myHT-HeGpUTa?
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TJIABA 8. IOPAJKEHHME ITOYEK ITPU TPOMBOTUYECKOM
MUKPOAHI'MOITIATHUH

TpomboTnueckue wmukpoanrunonatuu (TMA) — 5310 ocobasg rpymnmna
3a00JIeBaHUN C MOPAKEHUEM MEJKUX COCYIOB Pa3JIMYHBIX OPraHOB, B TOM YHCIIE
KaluIIpoB KIIyOOUKOB M apTepHoi. DTH 3a00JIEBaHUS HE OTHOCATCS K TUIIMYHBIM
BaCKyJIUTaM " XapaKTEPU3YOTCS pa3BUTHEM MUKPOAHTMOIIaTHYECKON
remoiutnueckoil anemun (MAI'A), TpoMOOLMTONEHMM W CUMIOTOMOB HIIEMUU
TKaHEW BCIEACTBHE TPOMOOTHUECKON OKKJIIO3MM MEJKHUX cocynoB. IlpuuuHbel u
natoreHe3 TMA pa3HooOpa3Hbl, HO NpU ITOM Bce 3a00JIEBaHMS HMMEIOT OOIILYIO
Moponoruueckyto ocHOBY. IlopakeHne mouyek W JIpPYruxX OpPraHOB HAUMHAETCS C
MOBPEXKICHUS SHAOTENIUS COCYIOB BCIEI 3a TpoMOOo30M. BrIsBiseTcs HEKpo3 B
KJIyOOUYKOBBIX Kaujusipax u aprepuonax [14].

K TMA orHOcATCs, TMpexIe BCEro, cleayroume JABa 3a00JeBaHUs:
reéMOJINTUKO-YPEMUYECKUI CUHAPOM Iryo) U TpoMOOTHYECKas
TpomborutonneHnueckass mypnypa (TTII). Xorss »o5Ttu  3a00jeBaHHUS UMEIOT
BO3PAaCTHbIE  OTJIMYHS, CONPOBOXKAAKOTCA IPEUMYIIECTBEHHBIM IOPAKEHUEM
paznuuHbix opranoB (mouku npu ['YC, IHIHC npu TTII), k1uHUYECKH HEPEIKO UX
TPYJHO Pa3IMYUTh, O3TOMY J0nmycTUMO npuMeHenue Tepmuna « 'Y C/TTID».

TMA pa3BuBaeTcs 0pH pAJle CUCTEMHBIX M Jpyrux 3adoseBanusx. K
BTOpUYHBbIM TMA oTHOCSTCSA:

- HELLP-cunapom wu mnpesknamncusi y OepeMeHHbix. Kpome »storo vy

OepeMEeHHBIX B TOCIepo10BOM niepuoe Bcrpevaetcs ['YC.

- 3JIOKa4eCTBEHHAS TUIIEPTEH3HS.

-  ADC (nepBuunsiii i B pamkax CKB).

- BUY-undexmms.

- Cucrtemsble 3a00€BaHMUS  COCOUHUTENBHOM  TKaHH, B TOM  YHCIE
ckiepoaepmusi, CKB, peBMaTouHbIil apTPUT, CHCTEMHBIE BACKYJIUTHI.

Y mamuwenToB ¢ Takumu 3aboneBanusmu, kak TTII, I'YC, cknepoaepmus,
3nokauecTBeHHass A" 1 AD®C, MOryT BBISBISATBCS reMarypusi, nporeunypus, Al
OpHako mpu Bcex O3TUX 3a00J€BaHUSAX TUCTOJOTMYECKHE HM3MEHEHHMs] B IOYKax
cootBeTcTBYIOT TMA, KoTOpast orimyaercst ot TakoBbix npu ['H. HezaBucumo ot
IIpUYMH M mnartoreHe3a, npu TMA B NOYKax MOPa)XarwTCs MPEUMYLIECTBEHHO
apTepuoJIbl U KamWUISIPhl KIyO0uKoB. OCHOBHBIMH MOP(OJOTHYECKUMH MPU3HAKAMHU
TMA sBIAIOTCS MOBPEXICHUS SHIOTEIHAIBHBIX KIETOK, (PMOPUHOUIHBINA HEKPO3 U
¢ubpuHOBBIE TpOMOBI B Kanmwuigpax KiyooukoB. Ilpu WD pesynbTaThl
oTpuuareiabHbie. OCOOEHHOCTBIO SIBISIETCS OTCYTCTBUE KJIETOUHON MHPUIBTPALMU U
nposdepanuu.

B pesynpTaTe nopaxkeHus 3HAOTEINAIbHBIX KJIETOK IPOUCXOAUT MEXaHUYECKOE
MOBPEXKACHUE SPUTPOLIUTOB, aKTUBAILUS arperaldd TpOMOOLMTOB C 00pa3oBaHHEM
TPOMOOB B MUKPOLIUPKYJISITOPHOM pYyCJI€.
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B wma3ke mnepudepruyeckoil KpOBH HaxoIAT (parMeHTbl pa3pyLICHHBIX
SPUTPOLUTOB M TPOMOOLIMTONEHUIO. XapaKTepHO TOBBILIEHUE IOKa3aTesen
remonuza (JIZII).

8.1. TEMOJINTUKO-YPEMUYECKHWIA CUHJIPOM

['VC xapakrepusyeTcsi TpUAZOM CHMIITOMOB: TIE€MOJIUTHYECKOW aHEMHEM,
TPOMOOIIMTONIEHUEN U OCTPOM MOYEYHOM HEJOCTaTOYHOCThIO. Paznuuarot ABa Tuma
I'VC: noctouapeitnsiii ([+) unu tunnuneiii ['YC, KoTopblit XapakTepeH Juisl JeTeil B
Bo3pacte 10 3 net, u arunuunbiil ['YC (/I-), 115 koToporo anapes HexapakTepHa U
KOTOPBIM BCTpeyaeTcss B JIIOOOM BO3pacTe, Kak y JAETed, Tak U Yy MOJAPOCTKOB U

B3POCJIBIX.
Omuonoeus. I+ I'YC nHEeKUMOHHOro Xapakrepa, 4Yalle BCEro NpeicTaBieHa
E.coli, a umenno — ceporunom OI157:H7 npoayuupyromeil MIUTaTOKCHH, H

Ha3biBaemoi o 3toi npuunHe STEC (mmratokcun E.coli). PezepByapom nH(pexumnn
ABJISIETCSI KUIIEYHMK W (EKaJuu KPYMHOrO pOraroro CKOTa, a TakKkKe JpYyrux
KUBOTHBIX. UYeJoBeK 3apa)kaeTcs NpH YHOTPEOJEHHH IOJYChIPpOro  Msca,
HENacTepU30BaHHOIO MOJIOKA, ()PYKTOB, COKOB, 3apaXKCHHOH BOJAbI. UJEHBI ceMbU
MOTYT UMETh Auapero, ooycnoniaeHnyo STEC, 6e3 pazputus ['YC.

Penko, B OCHOBHOM B 3HJIEMHYHBIX paliOHaX, TAKUX KaK baHriazem uim cTpaHbl
Adpukn, npuunnot I+ I'VYC moxer ObiTh Shigella dysenteriae 1 Ttuma, xoTopas
TaK)Xe MPOLYLHUPYET IMUTaTOKCUH. MUKpPOOPraHU3M HPHUKPEIUIETCS K BOPCUHKAM
CJIIM3UCTOM TOJICTOrO KMIIEYHHMKA WM BbIAENAET IMraTokcuH. [Ipeamnosaraercs, 4rto
TpaHCIIOPTEpPaMHU IIMIAaTOKCHHA K 3HJIOTEIHATBHBIM KIETKAM COCYAOB MOTYT OBITh
HEUTPO(UIIbI, MOHOLUTHI U TpoMOOIUThL. Ha sH0TennanbupIx kinetkax nouek, [LIHC
U JIPYTUX COCYJIOB IIHMTaTOKCHUH CBSI3BIBAETCS CO CHELU(PUUECKUMHU PELENTOPaMH,
UHIYLUUPYET MECTHYIH MPOAYKIMIO IUTOKMHOB, TMPOUCXOJUT  MOBBILICHUE
MPOTPOMOOTHYECKUX (PAKTOPOB, O0OpaA3yIOTCsl KpPYIMHbIE MYJIbTUMEPHI (akTopa
BuineOpanna, 4To BelEeT K MOBBIIMIEHHOM arperaudd TPOMOOLMTOB U OBICTPOMY
TpoMO00Opa30BAHMIO.

Knunuueckaa xapmuna. Manudectamus I+ I'VC oObluHO HaYMHAETCS yepe3
HECKOJIBKO JIHEW IIOCJIe Hadajla JAUapeH, COMPOBOXKIAETCS IOSBIEHUEM KPOBHU B
CTyJ€, pBOTOM M OOJSIMH B JKUBOTE, TO €CTh TSXKEJIBIM TEUEHHEM IHTEpPOKOJUTa. B
MOCJIEAYIOIEM HACTyNnaeT HeOobllasi >KEATYIIHOCTh, U YMEHbIICHHE KOJUYECTBa
MOYH, YTO JIOJDKHO HAacTopakuBaTh Bpada B oTHouleHnu ['YC. Hacto oTmeuaercs
AT'. Omnpenensiercs tpuaga B Bujge MAI'A ¢ mosiBaeHMEM IIM30LUATOB, HEPEIKO
TpeOyronei Tpancdy3un kpoBu, TpomOoruronenun u OITH. YacToit Haxoakoi B
TsokenbIx ciydasx ['YC sgBisercs JIEMKOIMTO3 BbIIIE 20x10%/m, MaKporeMarypus,
nporeunypusi. IlamyenTy MoXeT noTpeOoBaThbCs OUalM3Has Tepamnust B CBS3H C
TUNEpruparTaiuei, rurnepkajueMueid W TOBBIILIEHHEM MOYEBUHBI B KPOBHU O
KpUTUYeCKUX IUpp. MOXKET HMETh MECTO MNPOrpPEeCCUpPOBAHUE C MMOJIHMOPTaHHBIM
MOpAXKEHUEM, B TsDKENbIX ciydasx nopaxaercs [HIHC, pa3BuBaeTcsi maHKpeaTur u
kapauomuonarusa. Ilpum anmemun peakuus KymOca orpumarenbHa, oTMmedaercs

160



PETUKYJIOLMTO3, IIU30IUTO3, TpoMOouuToneHus. JlaktataeruaporeHasa MmoBbILICHA.
HeoOxonumo  0akTepUOIOTMYECKOE  HCCIEIOBAaHME  Kajda Il BBISIBIICHHS
B030yauTens u ero ceporuna. ['YC murennesHoi 3THOJIOTHH MPOTEKAET TsDKETee, C
CENTUYECKUM IIOKOM U Ooubiieit TsxecThio OITH.

Jleuenue J[+ I'VC. Koppekuuys aHeMHH, BOJHO-3JICKTPOJMTHBIX HApYIICHUM,
Al'. Iluranue, npu HEOOXOIUMOCTH, Yepe3 30HMA, MJid OoOecrneyeHus CYTOYHOU
notpedHoCTH B Kanopusx. Hepenko Tpedyercs npoBeeHre quain3a, paHHee Hayano
OCTPOTO JAHali3a MOXKET MPEeAyNpEeaAuTh Pa3BUTHE OCIOXKHEHHH. AHTHUOMOTHKU
OaKTEepPUIIMAHOTO JACHCTBUSL YBEIMYMBAIOT PHUCK Pa3BUTUSL MACCHUBHOTO BBIOpOCa
IIMTaTOKCHHA B KPOBOTOK M3 pa3pylleHHbIX 0akTepuid u ytsokenenus UTII. I1o stoit
IIPUYMHE PEKOMEHIYIOT IPUMEHEHUE aHTUOMOTUKOB C OaKTEpHOCTATUYECKUM
aeiicTBreM (JIeBOMUIICTHH, Makponusl). Cnenuduueckorr tepanuu [+ ['YC Her.
I'emapun, TtpomOomuTuky, antuarperantel, ['KC wu C3II He oKa3bpIBalOT
cymectBeHHoro 3dgdexra. B Tsxenbix cinydasx (mopaxenue [HHC) mpennaraercs
MIPOBEICHHE 3aMEHHOTO TEPEJIMBaHMs IUIa3Mbl C LEJIbI0 yAAJICHUS (PaKTOpOB
CBEPTHIBaHUS U TPOMOOOOPA30BaAHUS.

Illpoenoz JI+ TI'YC, oOycinosnennsii STEC, B OOJBIIMHCTBE CIy4acB
onaronpuatHbii. CMepTHOCTH cocTaBisieT 1-5% npu MPUCOCIUHEHUM TMOPAKEHHUS
apyrux opranoB, ocooenHo LIHC. IIpu npoBeneH CBOEBPEMEHHOTO U a/IEKBaTHOTO
IUAIN3a TMPOUCXOJUT TMOJHOE BBI3JOPOBIECHHE, HO BO3MOXHO COXPaHEHHE
OCTaTOYHBIX SIBIEHUUA — NpOTeuHypuu, Al', KOTOpBIE B MOCIEAYIOIEM MPUBOIAT K
pazButuio TepMuHaiibHOUM ctaguu XbII. CMmeptHOCTh cpeaun nanueHToB ¢ I+ I'YC,
00YCJIOBJIEHHOTO IIUTEIUIe30M, BbIe U cocTaBiasier 20-40%, mpu Hem yarie
pasBuBaercs TXIIH.

Tpancnaanmayus nouku. Puck Bo3Bpara I+ I'YC orcyrcTByer.

I'YC, accouyuuposannbstii co Streptococcus pneumoniae

Oto peakas ¢popma ['YC nHpEKIMOHHON NPUPOJIBI, BCTpEYaeTcs y aeTel 10 2
JET C TSDKEJIOWM IMHEBMOHMEW, OCJIO0KHEHHOW IUICBPUTOM, OMIHUEMOW WJIHU
MenuHruToM. Hepenko npusnaku ['YC npunumarorces 3a JIBC-cunapom, pa3Butue
KOTOPOTO MPEIoIaraeTcsl Mpyu yKa3aHHbIX cOCTOSHUAX. PanHss nuarnoctuka ['YC
Ba)XHA, TaK KaK B JIAHHOM CUTyalMH IMKTYETCS OTKAa3 OT ONACHBIX IS MALUEHTOB
naHHOM KaTeropuu uHGy3uii miasmel. ['YC He0oOX0AMMO TUarHOCTUPOBATH Y IETEH C
MMHEBMOKOKKOBOM WH(MEKIMeNd Mpu HaJIMYUM XapaKTepHOW TpUaabl U OTCYTCTBUU
nokazatenbcTB  JIBC-cunmpoma. Otmmumem ot ['YC obycioiaennoro STEC,
sBIsieTCs noJjioxkuTenbHas peakiusa Kymoca. [pu stoit hpopme I'VC, cBsizanHoit ¢ Str.
pneumonia, OMacHOCTh TpaHC(Py3uH IJIa3Mbl CBs3aHA C COJACpP’KAHMEM B HEW Tak
Ha3bIBa€MbIX aHTHU-T-aHTUTEN. T-aHTUrEH — 3TO aHTUreH TomceHa-DpuieHpenxa,
SIBJISIETCS KOMIIOHEHTOM MEMOpaH 3PUTPOIMTOB, TPOMOOIIMTOB M IHAOTEIHATBHBIX
KkieTok. OH OOHa)kaeTcsi U CTAHOBUTCS JIOCTYIHBIM JJIsl EUCTBUS aHTU T-aHTUTEN
[gM nox neicTBHeM HelpaMUHMIA3BI S.pneumoniae.
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Jleuenue. AHTHMOAKTEpUAIbHOE JICYEHHE C YYETOM YacTOH PE3UCTEHTHOCTH
S.pneumoniaec  (BaHKOMHIIMH,  1e(daJOCIIOPUHBI  TIOCAEAHUX  TIOKOJICHUN).
Hcnonb3yroTcs 3aMeHHbIE TTepEeIMBaHus ¢ 3aMEHOU T1a3Mbl Ha anbOyMuH. [Tokazano
paHHEE HAYAJIO AUATU3HOW TEPAIIUH.

llpoenos. llpuunmHamMu cMmepTHOCTH SBIsAIOTCA MeHuHruT, OITH. Yacrora
pazButus XITH Briire, yeM Ha poHE KUIIIEYHOHN MaTOUKH.

Arunmunbii ([I-) I'YC, al'YC

Atunnuneiii ['YC pa3BuBaercs B J1000M Bo3pacte coctaBisger 5-10% Bcex
ciydyaeB ['YC y aereil (BO3MOXKHO pa3BUTHE, HAUWHASI C PAHHErO BO3pacTa), U Jalle,
yeM JI+ I'YC, BcTpedaeTcst y B3pOCHbIX.

Ilamocene3. B OCHOBHOM SIBIIIETCS CJEACTBUEM HAPYIICHHS PEryJsLUAA
cucTeMbl KoMmruiemeHTa (tad:. 8.1).

Tabnuma 8.1. buonornyeckue uccienopanus npu al' YC (agantupoBano mo Ariceta
G., Besbas N., Johnson S., Karpman D. et al.)

Knaccupurxanus Buojgornyeckue uccjie10BaHus
1. AHomMa/IuM peryJisiuu C3 u C4 nna3msl
KOMILJIEMEeHTa CFH u CFI ma3mel

Antu-CFH anTurena

MCP (CD46) (skcmpeccuss Ha  TOBEPXHOCTH
JIEHKOLIUTOB)

Cxkpununr mytanuit CFH, CFIl, MCP, CFB u C3

2. le¢puuur ADAMTS AxtuBaocte ADAMTS 13 mna3mer,;
13 (Hac/iexcTBEeHHBII Ecmu  axtuBHOCT, <10% OT HOpPMBI, OIpEneNnuTh
WJIM IPHOOPETeHHbIN) Hannyue uHruouropos u anTu-ADAMTS 13 19G;

Ecmu aktuBHOCTh <10%, HET MHTUOUTOPOB U AHTHU-
ADAMTS 13 1gG, BO3MOXKEH HaCJIEICTBEHHBIH
nepurut. [loATBEpIUTH C TIOMOIIBIO HCCIICOBAHHUS
rera ADAMTS 13

3.AHomagun I'oMonucTenH, METHAMAIOHOBas KHCIoTa (IU1asMa u
MeTadoJM3Ma MoYa) +
K00AaJJaMHUHA nccnenosanne rera MMACHC

[TyckoBbIM (haKTOPOM MOTYT SIBUTHCS JIGKAPCTBEHHBIC MPEMapaThl, TAKHUE KaK:
XUHUH,  WHTUOWTOPHl  KAJIWIWHEWpWHA,  pamaMulldH,  [UIPOQIIOKCAIIVH,
KOHTpalleNTUBHbIE Tpenapathl, remnapud U ap. Kmunumuecku I'YC u TTII umerot
MHOTO cxoaHOro. [ToaToMy 00BIUHO HccHeAyroT U UcKIodarT aeduut ADAMTS
13. 'V wmnagenunes al'VYC Moxker pa3BuUTbCS B pe3yJbTare aHOMAIUH
BHYTPHUKJIETOUYHOTO MeTabonau3Ma kobanamuHa (ButamMut B12).

Pazgutne al'YC u psga npyrux 3abosieBaHuil kiyooukoB (Hampumep C3-
TJIOMEPYJIOTIaTHH ) CBS3aHO C MyTallield OeJTKOB CUCTEMbI KoMITJIeMeHTa. Yare Bcero
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BcTpedaetcs nedurut ¢akropa H (CFH), a taxke — myramus daxropa I (CFI) u
MCP. Otu Tpu (akTopa, IeWCTBYys Co00IIa, B HOPME MPEIOTBPAIIAIOT aKTHBAIUIO
CUCTEeMbI KoMIuieMeHTa (puc. 8.1).

Knaccu4eckuit nyTs NexTrHOBLIA NYT AnbTepHATHBHLIA NYTb
IgM, lgG, MaHHoaocofepwawme Ip «—» Mp w+», Tp «—» GaxTepuw, GakTepuansHee
MMMYHHBIE KOMNNEKCE] BakTepuu, MukoBakTepun, rpubl TOKCHHE!, NMNONONHCAXAPHAI
C1g, Cir, C1s MBL, MASP c3
v\ / C3a ‘_/i
C1-unzubumop
.....pC4c2 Cib  f-eeceennns - @Paxmop H
e } "
C4bC2a » ¥  C3bBbP
c3 c3
CR1
\-> C3a ®axmop | C3a
7 DAF
MCP
C3b C3b
C4bC2aC3b (G3b),BbP

o ]~

C5

C5b-9 Y 12 7.
(MemBpaHoaTaKYIOWWA KOMMNEKS)

Pucynok 8.1. Cucrema kommiementa (C baiiko. Hedponorus u auanusz. Ned, 2007).

Cucrema KOMIUIEMEHTA 4YEJIOBEKA MMEET CJIOKHO OpPraHM30BAaHHYIO CHCTEMY
peryysiuuu, HeoOXOAUMYIO Ui MPEeRYNPExACHNUS HECTEIU(PUUIECKOTO TOBPEXKACHUS
KJIETOK XO3siIMHA W orpaHudeHusi oTioxkeHus: C3b Ha MOBEPXHOCTH MATOTEHOB. JTa
TOHKAasl PETyJISIUs OCYIIECTBIsieTcs Onaromapsi menomy psiny memoOpanubix (CRI,
DAF, MCP u CD59) u xuakodasusix (paxrtop H) dbakTopos, 3amminarommx TKaHA
x035iuHa. [I0BEpXHOCTH UyKEPOAHBIX KIIETOK, JTUIICHHbIE MEMOPAHHBIX PETYJISTOPOB
WIM HE CIOCOOHBIE  CBS3bIBATh  PACTBOPUMBIE  PETYJIATOPBL,  ATaKyIOTCS
KOMILJIEMEHTOM.

MyTalMu Te€HOB, KOJUPYIOIIMX MX, MPUBOAAT K yTpaTe 3allUThI
SHAOTENUANBHBIX KJIETOK. B  pesynapraTe yBenuuuBaercsa KoiudectBo (3b,
MOJIyYarOUIEro JOCTYI K MOBEPXHOCTH AHAOTEIUANBHBIX KieToK. OTnoxkenue C3b Ha
SHIOTEINHM BeAST K 00pa3oBaHHI0 MeMOpaHoarakyioriero komiuiekca (C5b-9),
KOTOpBI  BBI3BIBAET MOBPEKICHHUE M OTCIOWKY KIETOK M CYOJIUTHYECKOE
MOBPEXKACHUE MEMOpaHbl, B CBOIO Ouepe/lb BEAYUINX K SHAOTEIMAIBbHON aKTUBALIUU
M DJKCIOpecCMM MOJeKysn aare3uu (Hampumep, P-cenextunna). Ilocnegnue
CHOCOOCTBYIOT aAre€3MHM U aKTUBALIMU JIEMKOLIMTOB C BBICBOOOXKICHHEM PaJAMKAIOB
KHUCIIOpOJia M MPOTEHHA3, YCYTyOIsomuX MoBpexaeHue suaorenus. [loBpexaenue
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SHAOTENUS MPUBOJUT K OTCIOWKE KJIETOK M OOHaKEeHHIO 0a3anbHOW MeMmOpaHbl. B
ATUX YCJIOBUAX MPOUCXOIUT aAre3us TPOMOOIIMTOB K 0OHaKEHHOMY BHEKJIETOUHOMY
BEILIECTBY U UX arperauus ¢ 00pa3oBaHUEM MUKPOCOCYAUCTBIX TPOMOOB.

Knunuuecxkaa xkapmuna. O4eHb paHHee (Iake B MEPUOJ HOBOPOKIACHHOCTH)
Havyasio xapaktepHo mig al' YC, ceszannoro ¢ myrtaunusmu CFH u CFI (cpennuit
BO3pacT 6 MecsleB U 2 Mecsla, cooTBeTcTBeHHO). MyTtanust MCP 6osee xapakTepHa
JUISL IeTeld ¢ HavajoM 3aboJieBaHus mnocie 1 roaa >ku3HU. bimke K mMOAPOCTKOBOMY
Bo3pacty ompeaenstorcss aHTtu-CFH-antutena. I[Ipooumpytonumu  (axtopamu
MOTYT ObITh MHGEKIMN BepXHUX JbixarenbHbix myTei, KKT, koTopsie 3amyckaroT
nepBbiii smm3on ['YC. Cemelinble ciiydan BbIABISIOTCS B 25% ciyuyaeB. He Bce
HOCHUTEJIM MyTaIli B CEMbE UMEIOT MaHU(ECTAIHNIO 3a00ICBaHMUS.

Iloueunvie u Opyeue KnuHuuecKue nposigleHuss TaKUE Ke, KaK MpU J0O0M
Bapuante ['YC, HO mporno3 xyxke, wem npu I+ I'YC. ¥V 50% mnauneHTOB
pasBuBaetcs TXIIH, BO3MOXKHBI MOpakeHUs1 Ipyrux opranos, B Tom uncie [{HC.

Jleuenue. bonee OnarompusiteH nporHo3 npu myrauuu MCP. Ilnazmoodmen
no3Bossier yaanuth mytantHeie CFH, CFI, C3 u antutena. [lyisi nmpegoTBpaleHus
noBbilieHuss ypoBHs aHTuten mnocie 31 obGocHoBano mnpumenenue ['KC wu
MMMYHOCYIIPECCUBHBIX TpernapaToB. HemaBHO omyONMKOBaHBI PEKOMEHIAIMU TI0
iazmotepanuu npu al YC (1abn.8.2.)

Tab6anna 8.2. Pexomengaruu 2008-2009 rr. no mnazmotepanuu npu al'yC
(Amanruposano o Ariceta G., Besbas N., Johnson S., Karpman D. et al.)

Kozcoa neobxooumo navams niazmomepanuio?

* Kak MoxHO panbIie (B TeueHHE 24 4 OT Havyasa)
* Kak TOnBpKO cocTosiHME mManueHTa mo3BoiuT (AJl, rumepBoieMus, BOJHO-COJEBOMH
OanaHc, aHeMus)

Buwibop sapuanma u o6vem?

» 3IIII: 1,5 o6bema mmazmsl (60-75 ma/kr) ¢ 3amemenuem C3I1
* Ecnu nposenenue 31111 neBo3moxHo, BBectu C3I1 10—20 mu/kr (mpu HOpMaIbHOM
AJl u cepiedHoit QyHKIUN)

Kaxosa vacmoma 6 mewenue nepeoco Mecm;a?

* E’xenHeBHO B TeUeHUE 5 THEH
* 5 ceaHCOB B HEJEIIO B TEUEHHUE 2-X HELED
* 3 ceaHca B HEJICNIO B TEUCHHE MOCIEAYIOMNX 2-X HECIb

B xaxux CYHAAX 603MONCHO OMKA3AMbCA Om njiasmoniepanuu Ui paino npekpamumas ee?

*  Myranus MCP (3III1 npoBoautcs Bo Bpemst akTuBHOCTU I'YC, HO HE IPEBEHTHBHO)

Kaxoea vacmoma no okonuanuu nepeoco MQCﬂL;a?

* DMIupHuecKas: MOMbITaTbcs HaWTu noporoByto o3y (I wim undyszun C3II) u
MHTEpBaJI JJIs1 K&KIO0r0 MarueHTa

*TIpumeuanne: 3I1I1 - 3amennoe nepenuBanue miazmel; C3I1 — cBexe3aMopokeHHas I1a3mMa

Otnanuue B TeueHuu 3aboneBanus ot [+ I'YC 3akmrouaercss Takke B TOM, YTO
I+ T'YC nporekaeT UMKIMYECKH, OCTPO, HE MMEs] TEHJAEHUHUH K pEUu]MBaM, B TO
BpeMms kak al'YC mporekaeT BoiHOOOpa3HO U XpoHUYecku. [Iporpecc, oTMeueHHBIN B
MocJeAHEe NEeCATUIETHE B TOHUMAaHUU MeXaHu3MOB pa3BUTHs al'YC, OTKpbUT TyTh K
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HOBBIM TEpaleBTUYECKUM NOAX0AaM. B HacTodilee BpemMs NPOBOAMUTCS JICUECHHE
mpernapaToM KyJIn3yMad, MOTy4eHbl 00HAIeKUBAIOIIUE PE3YIbTAThI.

Tpanucnaianmayusi novex npu al'VC. Upe3Bbl4ailHO BBICOK PHUCK BO3Bpara
al'VC npu myrammsax CFH, CFI, C3, pexe — npu myrauusax remos MCP. 3IIII
IIPOBOJUTCS 10 W TOCJe TpaHCcIaHTanuu. Kak BapuaHT Tepanuu paccMaTpuBaeTCs
KOMOMHUPOBaHHAs TPAHCIUIAHTALIMA TEYEHU U TOYEK WM TOJIbKO TEYEHU IMpHU
COXpaHHOM (PYHKIIMU MOYEK.

8.2. TPOMBOTHUYECKASA TPOMBOIUTOIIEHNYECKAS ITYPITYPA

KimroueBbiM 3BeHOM matorene3a TTII sBnsercss mnpucyTcTBUE B KPOBHU
CBEPXKPYIHBIX MyJIbTUMEPOB pakTopa BumieOpanaa. B ocHoBe 3a00sieBaHUs JIEKUT
HACJIEICTBEHHBIH MM npuoOpeTreHHbll nedpuuut (<10% OoT HOpPMAaIbHOTO YPOBHS)
daktopa ADAMTS13, merammonporunassl. Y geteit TTII HocUT BpOXKIACHHBIN
XapaKTep B CBS3M C MOJHBIM OTCYTCTBUEM 3TOrO (pakropa. [Ipnodperennsie Gpopmbl B
pesyaprare nossieHuss aHTH-ADAMTSI3 antUTENn BCTpEYarOTCS B OCHOBHOM Yy
B3pocibIX. [IpuunHoil mpuodpeTeHHbIX (HOpM, a TakKe TPOBOLUPYIOMIKMM (aKTOpOM
npy Hanuuud mytauuu reHa ADAMTS13 MoryT ObITh JIEKapCTBEHHBIE MPEMAPATHI.
MexaHu3M nopaxeHus: SHA0TeNns, 00pa3oBaHUE TPOMOOB UJACHTHUYHBI TAKOBBIM IIPH
I'vc.

Knunuueckaa wapmuna cxogna ¢ takoBorl npu ['YC. Opnako dyaie
nopaxaerca [IHC, pa3BuBaroTcs CyIoOpord, KOMa WIM Apyras HEBPOJIOTHYECKas
narojorus. Takxke xapakTepHo pa3zButue moueBoro curapoma, Al', OIIIL. Hapsny c
OOLICKIMHUYECKUMHU  HCCIENOBAaHUSIMU  HEOOXOJUMO  HCCIIEJOBAHUE  YPOBHSA
ADAMST13, xonTposib ypoBHs JI/II' B kpoBH.

Jleuenue. IlnazmooOMeH  nansi  ynajgeHWs  aHTUTEN, HMHTHOUPYIOIIUX
METAJJIONPOTENHA3Y, CHAaudajla MPOBOJUTCS €XKEIHEBHO B TeueHue 7-16 mgHel 1o
HopMasm3anuu ypoBHs JIJII' B kpoBu. Haznauwarorcs I'KC mns mpenoTBpaieHus
Pa3BUTHS OCJIOKHEHUM, CBSI3aHHBIX C BBEJIECHHUEM OOJBIIMX OOBEMOB UYKEPOIHOM
TJ1a3MBbl.

8.3. AHTU®OCHOJIUINIUTHBIA CUHIPOM

Antudochomunuansiii  curapom (ADPC) — CHHIOPOM, CBSI3aHHBIA C
0o0pa30BaHUEM AaHTHUTENl MPOTUB KOMIOHEHTOB (POCHOIUNUIOB KOAryJISLIUOHHBIX
($akTOpOB U XapaKTepU3yeTCs apTepHaIbHBIMU M BEHO3HBIMU TpoMOo3amu. Briepsbie
ornucan y OonbHbIX CKB. IlpenmyiecTBeHHO pa3BHBAaeTCsi B MOJOJIOM BO3pacTe,
yame Yy OJKeHIIMH. YacTo CompoBOXKIAETCS MOpaXeHHWEM Mnoyek. Pasnuuaror
nepBuuHblii ADC, pa3BUBAOMIMICSI B OTCYTCTBHE Kakoro-iubO0 3a0ojieBaHMs,
BropuuHbli A®C npu peBMATHUYECKUX U AyTOMMMYHHBIX 3a00JI€BaHUSX,
akymiepckoit maronoruu [9,14].

Omuonocusi u namoeenes. llpuunHbl HeusBecTHBI. [loBbIlIEHHE aHTUTEN K
dhochonunuaam HaOMOAIOT MPU Pa3HBIX 3a00JIEBAHUSIX C UMMYHHBIM T€HE30M, MPU
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OaxkTepuanIbHBIX U BUPYCHBIX 3a00J€BaHUIX, 3JI0KAYECTBEHHBIX HOBOOOPa30BaHUSIX.
MoryT cHOpoBOLIMPOBAaTH HEKOTOPBIE JIEKAPCTBA (OpaJIbHbIE KOHTPALENTHUBEI,
uHTEp(EpOHDI U 1Ip.)

Mopdgonoeus cxoqna ¢ npyrumu TMA. Xapaktepuszyercs COYeTaHHEM OCTPOH U
xponnyeckoi TMA. B moukax BBIABISIIOT M3MEHEHHUS B KIyOOYKax, apTepusx,
apTepuoyiax B  BHJI€ OKKJIIO3UPYIOIIUX TpoMOOB, HaOyXaHUs SHIOTENHs,
ME3aHTMon3a, HeKpo3a. B pesynbrare mporpeccupoBaHHs Pa3BUBAIOTCS CKIEPO3
KITyOOUKOB, (hHOP03 TyOYI0-MHTEPCTUIINATIEHON TKaHHU.

Knunuka u ouacnocmuka. KinHuueckass kapTuHa pa3HOOOpa3Ha, CBsi3aHA C
JOKanau3aluuMe TpoMOOB B BEHaX, apTEpHUsiX, MEJIKUX BHYTPHOPTaHHBIX COCYHaX,
CKJIIOHHBIX K peluauBaM. B TsDKeNbIX cllydasX pa3BHUBAeTCs TaK Ha3bIlBaeMas
karactpopuyeckas ADPC. J{ns karactpopudeckoit ADC xapakTepHa NOTUOPTaHHAS
HEJOCTATOYHOCTh BCJIEACTBUE MOPAKEHUS KU3HEHHO BAXKHBIX OpPraHOB (HE MEHee
TpEX OAHOBPEMEHHO).

Cnextp BO3MOXKHBIX CUMIITOMOB ipu ADC:
e TpombodieOuTHI
e (CeTyaroe JIUBEIO
OHMK, cyaopoxHbIil CHHIPOM
ATpodusi 3puTEIBHOrO HEPBA, CIENOTa
HNudapkT muokapaa
Ounokapaut JIlnbmana-Caxca
TOJIA, nerounas TunepTEH3MUs
WNHudapkTsl neyeHn
IToBeiienue A/l
e [Ipusznaku CKB u npyrux nopaxeHui COeAUHUTEIbHON TKaHU
CHUMOTOMBI TOPAXKEHUS MTOYEK:
e OIIII
e [‘emarypus, IpOTEHUHYpHUS
e PeHoBacKyJsipHas TMUIIEPTEH3Hs U3-3a UILIEMUN
e Undapkr nouxku

YacTo KIMHUYECKHE CUMIITOMBI HE(POMaTUH OTCTYIMAIOT Ha BTOPOM IJIaH U3-3a
MPEBATUPOBAHUS TKEIBIX BAa300KKIIO3UBHBIX MopaxeHui npyrux oprados (LHHC,
cepana, jerkux). [IporpeccupoBannie XbII yacto cBszano ¢ AI'. Heobpatumoe OTII
nipu katactpoduueckom ADC Bceraa coueraercs co 310kauyecTBeHHON Al

JlabopamopHhvie ucciedosanusi:
- Dpwutpouutsl, Hb u TpoMOOIINTHI (CHMXKAIOTCS)
- JIAI, OunupyOuH (TMTOBBITIIAIOTCS)
- AHA, AT x nycniupansuoii [JHK
-  KomruiemeHnt
- AHTHKapAunoNMNuHOBBIE aHTUTENA [gM (monoxuTensHO-TUTP >50)
- AHtukapauonunuHoBble aHTuTena IgG (momoxuteasHO-TUTP >80)
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- [lonoxxutenbHbI BOTYAHOUHBIM AHTHUKOATYJSHT (COYETAETCA C YIJIMHEHHEM

AUTB)

- TlonoxutenbHble aHTU B2 TTUKOMPOTEUHOBBIC aHTUTEINA
Ecnm monokuteneH TOABKO OIWH TECT, JTO Ui JAMAarHo3a HEIOCTaTOYHO,
HEOOXOIUMO TOBTOPUTH HCCIEAOBaHUS yepe3 6 MecsleB (HeOoOXOAUMO Yy4YecTb
BIIMSHHE BaphapuHa).
HncmpymenmanvHule uccie008anusL:
- Jlonmneporpadus cocyaos
- TlopaxeHnue mouek TpedyeT MpoBEACHUS OUOIICUU TTOUYKHU

Jleuenue. Tlpu A®C B pamkax CKB uHMMyHOCYNpEeCCUBHYIO Teparuio (CM.
riaBy 6) COYETAlOT C AaHTUKOAryJISHTHOM Tepamueil, HHOIAa COBMECTHO C
anTuarperantamu. Taxke mnpu octpeix TMA 6e3 CKB  nHasnawaercs
AHTUKOATyJIsHTHAs Tepanus. OHa SBIETCS OCHOBHOM TEpamued INMpU MEPBUYHOM
A®C, rae I'KC 1 muTocTaTUKM HE MOKA3aHbl. Llenbl0 aHTUKOATyISHTHOM TEparuu
ABJISIETCA BOCCTAHOBJIEHNE KPOBOTOKA, YCTPAHEHUE WILEMHM NOYEK, UCIIOJIB3YIOT HE
(pakUMOHUPOBAHHBIA WM HU3KOMOJIEKYJISIPHBIA TeNaphHbl, IOCIE OKOHYaHUS
renapuHOTEepanuy Ha3HA4yaloT Ha JUIMTENbHBIA CPOK HENpPSAMOW aHTUKOATyJISHT
BapdapuH. Ilpu xpoHuueckom TedeHuH HedporaTuu, accouuupoBaHHoM ¢ ADC,
Ha3Ha4yaloT cpa3y BapdapuH 0e3 NpeaBapUTEILHOTO Kypca TelNapHUHOBOM Tepanui.
Jo3a Bapdapuna cocrasisier ot 2,5 1o 10 mr/cyT.

O¢ddexTuBHOCTL BapdapruHa KOHTpoiaupyrT ¢ nomompo MHO (MexayHapomgHoe
HOpPMaJIM30BaHHOE OTHOILIEHUE) C MOIJEPIKKOM ero Ha ypoBHe 2,5 — 3,0.

Eciu y mnanueHTa OOHapyXMBAarOTCS IOJIOXKUTEIbHBIE CEPOJOTHUECKHE
Mapkepbl ADC (antutena) 0e3 BbISIBICHUSA KIMHMYECKUX mpusHakoB ADC u 6e3
MOATBEPKIAEHUS TPOMO03a CieyeT Ha3HAYUTh aCIUPUHONPOPUIAKTUKY.
AnTudochomunuaHble aHTUTENA MOTYT OOHAPYKUBATHCS Yy TUATU3HBIX OOJBHBIX U
OHM MOryT ObITb mpeaukTopamu  narojorun AB®  (cTeHo3upoBanue,
HEJIOCTATOYHOCT).

Takxke MOXKET MOBBIIATHCS PUCK OCH0XKHEHUST AB®-M B paHHuil nepuoa mnocie
TPAHCIUIAHTALIMY MIOYKH, YTO YACTUYHO CHUKAETCS aHTUKOATYJISILAEH.

KouTpoJsbHbIe TecThI IO IJ1aBe 8

1. Kakue wuccrneoBaHHs TPOBOMATCA Y IKEHIIMH C  PEUUIUBUPYIOLUIUMU
BBIKU/IBIIIIAMHA?
1) tunmupoanue HLA
2) JMTUIHBINA TPOGUITH
3) rMKeMUYecKui mpoduih
4) antudochomunumasie AT
5) 2JIEeKTPOUTHI B KPOBU U B MOYE
2. Y pebenka 2 ner 3amomo3peH artunuubbii ['YC. UTo u3 mepedncieHHOTo
ABIISIETCS HAUMEHEE XapaKTEPHBIM JUIsl STOW MATOJIOTUU?
1) Hayaso ¢ auapeu
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2) mytanus H — dakropa
3) myranws [ — ¢pakropa
4) oTcyTcTBUE IHApEH
5) myramus MCP
3. I'emonuTHKO-ypeMUYIECKUI CHHIPOM XapaKTEPHU3yeTCs:
1) AT'+oreku+rpoMOOLUTO3
2) azoTeMustHEPOTHUECCKHE OTCKU
3) OmMpyOUHEMHS+ayTOUMMYHHAsT aHEMUS
4) TpoMOOLHMTO3+ypeMHsIt+ayTOMMMYHHAsT aHEMUS
5) remoauTHUECKas aHEMUA+a30TeMUA+TPOMOOIIMTONICHHUS

4. 'V pebenka 10 mecsmeB nmocine OKU paspwics I'YC. Kakas manbonee BeposTHas

MPUYHHA TOPAKECHUS?
1) ok
2) oTpaBlieHHE TpUOaMU
3) oTpaBlieHHE HUTpATAMH
4) nucceMUHHPOBAHUE BHYTPHUCOCYAUCTOTO CBEPTHIBAHUS
5) nmeilicTBUE SHAOTOKCHHA HA YHIOTEIHI
5.06mas maromopdornoruyeckas ocHoBa s [YC, TTII,
OepeMeHHBIX ?
1) momysnyHus B KIIyOOUKax
2) uOpUIAPHBII rITOMepyIoHSHPHUT
3) TpOMOOTHYECKAs MHUKPOAHTHOTIATHSI
4) SHIOTENHATbHBIC 3KCCYATUBHBIC H3MCHCHHS
5) meMmOpaHo-TiposM(epaTUBHBIC U3MEHECHHUS

IIPECOKIIAMIICHHU
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I'masa 9. AMUJION 103 TIOYEK

AMunonso3 — 910 Tpynna 3a0oyieBaHUM, KOTOpPbIE XapaKTepU3YIOTCS
BHEKJICTOYHBIM OTJIO)KCHHEM B TKAHSIX HEPACTBOPUMOTO (PUOpMIUISIpHOTO Oenmka —
amuonza [9].

AMUIIONT UMEET CBOEOOpa3HYyl0 [-CKIaq4aTyio CTPYKTYPY, YCTOHYHMBYIO K
nporeosuTuueckuM (epmentaM. [IpoucXoauT ero HaKOIJIEHHE B TKaHAX C HX
MOBPEKICHUEM U yTPATON (PYHKIIMU OPTaHOB.

CrpykTypa amuiionsia oOyCJIOBIMBAET JABOMHOE Jy4YelpeIoMIIeHUE U S0JI0YHO-
3€JICHOE CBEUYEHHUE NPHU MUKPOCKONHUHU B MOJIIPU30BAHHOM CBETE IOCJIE OKpacKu
KOHI'O-KPaCHBIM .

B HacTosiiiee Bpemsi OpH  MOMOIIM SKCIEPUMEHTAJIbHBIX HCCIIEIOBAHUM,
METOJIOB MNYHKIMOHHOW OWOINCHUM, 3JIECKTPOHHONW MHUKPOCKONHH, TUCTOXHUMHUU H
JIPYTUX YCTAHOBJICHO, YTO CTPYKTypa aMHJIOMJHOTO BEILECTBA CKJIAJbIBACTCS W3
HECKOJIbKUX ATanoB. Ha mepBom (mpenaMuionIHOM) dTarie, MPOUCXOIUT KIETOUHas
Tpancpopmarius PETUKYJIOAHIOTEIUATBHON CUCTEMBI c MOSIBJICHUEM
amusougo0sactoB. Ha BTOpoM »5Tame aMHJIOWJIOT€HE3a OCYIIECTBIISIETCS CHUHTE3
bubpmsipHOrO O€NiKa aMUIon100J1acTaMU. 3aTeM MPOUCXOAUT arperaiust Guopu
c oOpa3oBanueM "kapkaca" aMHJIOMIHOM CyOCTaHIIMU. 3HAYMTEIBHBIM OTam
dbopMHUpOBaHUS aMUJIOUTHOTO BeIIeCTBa - COeIMHEHHE GUOPWIIT aMujouja ¢
OeJIkaMu M TIIOKOMPOTEUIAMHU TIa3Mbl U KUCIIBIMU MYKOTIOJIMCAaXapUuiaMy TKaHH.

AMUITONT COCTOUT M3 JBYX KOMIOHEHTOB. [lepBbIil mpeacTaBieH Oenkamu -
MpeamecTBeHHUKaMu  Gubpwin  amuionaa. Ilpu  amunmonmoze AA - 3TO
BOCMIAJIUTENIbHBIA Oenok A, mpu amuiougo3ze AL — nerkue unenu (A win k)
MOHOKJIOHAJIbHBIX MMMYHOTrJ00yJIHHOB. Pexe Bcrpeuwaercs AH-amunonno3 c
TsoKenbIMU LensiMu [g unu coueranue L+H. P-xomnonent (SAP) — conepxkutcs B
aMUJIOUJIE JIFOOOTO THUIIA, «3aIUILAsH €r0 OT MPOTEOJIUTHIYECKOTO PACIICTICHHUS.

[To cpaBHEHHMIO C aMHJIOWJIO30M JAPYTUX OPraHOB aMUJIOWJIO3 TMOYEK HMEET
HauOoJiee CYIIECTBEHHOE 3HAYCHUE B KIMHUYECKOW MPAKTUKE, MOCKOJIbKY YacTo
3aKaHUMBAETCA PA3BUTHEM XPOHUYECKOW IMOYEYHOM HEIOCTATOYHOCTH CO BCEMH
BBITEKAIOIIUMH MOCJIEACTBUAMU. MaKpOCKOIMYECKH MOYKH YBEIUYEHBI B pa3Mepax,
IJIOTHBIE HA ONIYNb, MOBEPXHOCTh WX IMaakad. Ha paspese Xxopomo pazamyumo
KOPKOBO€ M MO3TrOBO€ BellecTBO. [Ipy 3TOM KOpPKOBOE BEIMIECTBO MOYKH HECKOJBKO
paclmiMpeHo, B paHHEH cTaguu 3a0o0JieBaHUS CEpPOBAaTO-KpacHoe, To3xke (B
MPOTECUHYPUYECKON U He(PpOTHYECKOM CTaauu) MPUOOpEeTacT MaTOBBIM OTTECHOK, a
MO3TOBO€ BEIIECTBO - caibHbINA BH ("'OoJbinasi canbHas novka"). B azoTremuueckoit
CTaJM1 MOYKH YMEHBIIICHBI B pa3Mepax, MMEIOT HEPOBHBIE KOHTYPhI CO MHOXKECTBOM
pyOIIOBBIX 3amaicHUH.

Knaccnduxanus
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B ocHOBY Kkiaccudukanuy aMuiIon103a MOJI0KEH THIT OeNKa-npeAnIecCTBEHHUKA,
BXOJIAIIET0 B cocTaB ammiionna (ta6:.9.1). Haubonee yacto BecTpeuatomuecs: GopMel
amuionso3za — AA u AL aMHIIOUA03BL.

Tabnuua 9.1. PactipocTpaneHHble BapHaHTbl aMUJIONU]1032

AMUIOUIHBII benok- Knunnueckuii BapuaHT
0eJIoK MPEIIECTBEHHUK
AA SAA - peaKTUBHBIN (BTOPUYHBII)
- Cpeau3eMHOMOpCKas JMXOopaaKa

(nepuoauyeckas 00JIe3Hb)

- ceMmeiiHas aMmuiouaHas HedpomaTus ¢
KpallMBHULIEH M  IIIYXOTOM  (CHHApPOM
Muckle-Well)

AL Jlerkue menu 2> k - WJIMONATUYECKUH (IIEPBUYHBIN)
- IIpH IUIa3MOKJIETOUHBIX TUCKPA3HIX
(MuesnioMHas 00J1€3Hb, MAKPOTIIOOYTMHEMUS,

MMMYHOOJIaCTOMA)
ABM B2 mukporiodynux - «JIMAIU3HBIA aMHIIOUI03»
ATTR Tpancrepputux - ceMmelHas aMHJIOMIHAS TIOJMHEUPOATHS
bonee 50 BapnanTos - ceMeHHas aMWIOUHAs KapAuOIaTHs
MYyTalUH - CHUCTEMHBIH CEHMJIbHBII aMUIJION 103

B HacCToAlmCC BpCMA M1 JHAHOCTUKHM THIIOB PCHAJIBHOI'O aMHJIIONOI034
HCIIOJIB3YIOTCA MCTO/AbI JIElSGpHOﬁ MHUKPOAHUCCCKIIMU U MAaCC — CIICKTOPOMCTPHUHU [1]

9.1. AMIJIOMJIO3 AA

benkoM mnpenmecTtBeHHUKOM Tpu AA-aMUJIOMA03€ SIBISETCS ChIBOPOTOYHBII
aMUJIOUTHBIN 6emok ocTpolt (da3el - SAA. Ero oOHapyKMBarOT BO MHOTHUX OpraHax U
TKaHAX: TIoukax, mnedeHu, ceneseHke, JKKT, wnHagmoueunukax. IIpeBanupyer
nopakeHue movek. [[poruo3 3aBUCUT OT MEPBUYHOTO BOCTAIMTEILHOTO 3a00JI€BaHNUs
[9, 14].
IIprunHBI peakTUBHOIO (AA) aMIWJI0MA03A:
e PeBMaTrouaHbIN apTPUT
e Jlpyrue apTpomatu: AHKWJIO3UPYIOIIUK  CHOHIAWIUT, ICOpUAaTUYECKas
apTponaTHs
e XpOHHYECKHE THOMHO-/I€CTPYKTUBHBIE 00s1e3HU (ocreomuenwur,
OpOHXO3KTa3bl)
e TyGepkynes
e Omnyxonu (MOYEYHO-KICTOYHAS KapIIMHOMa, TuMpoMa)
o BocmanurensHbie 3a00J7€BaHWsA KHUIIEYHWKA (SA3BEHHBIM KOJUT, OOJIEC3Hb
Kpona)
o (CemMeitHas cpeu3eMHOMOPCKas JIUXopajika (mepruoandeckas 00JIe3Hb)
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B PK onHoli m3 9acTeix mpuuuH AA-aMUIIOWI03a MOXKET OBITh TyOepKyJie3
nerkux. IIpomeHT ero OCIOoXKHEHH aMUIOHWI030M MOXKET BO3pPacTH B CBS3H C
YBEIIMYEHUEM MPOJIOJKUTENBHOCTH XKU3HU OOJBHBIX TyOEpKyIe30M. AMWIOU]IO3 B
psle ciaydaeB BO3HHUKAET y JIOJAEH C HEAKTUBHBIM WIIM M3JIECYEHHBIM TYOEpKyJIe30M
JIETKUX, HO C BBIPAYKEHHBIM ITHEBMOCKJIEPO30M, SM(PHU3EMOIA.

Cpenu npyrux 3a00JieBaHUI B pa3BUTUU aMUJIOU]103a CYIIECTBEHHOE 3HAUYCHUE
NpUIaeTCs THOMHBIM IMpoIleccaM B JIETKUX U JAPYruX opraHax (OpOHXO’KTaTUyecKas
00J1e3Hb, a0CIEAMPOBAHUE JIETKUX, OCTEOMHUENIUT U Jp.).

3HAYUTENBHOE MECTO B PAa3BUTHUH aAMUJIOHWI03a MPUHAIIEKUT PEBMATOUTHOMY
aptputy. Ocobasi ¢gopma AA-aMUIIONI03a TIOYEK pa3BUBAETCA y OOJIBHBIX C
MEepUOANYECKON OOJIE3HBIO.

Ilamocenez AA amunouoosza 3aBUCUT OT HECKOJIBKUX OTJIMYHBIX JIPYT OT JIpyra
(baxTopoB. benku-npeowecmeennuxkuy. llpeniectBeHHUKOM (QuUOpHLUIIpHOrOo AA
Oeyika SIBISIETCS CHIBOPOTOYHBINM aMuiiougHbIN Oenok A (SAA). V dyenoBeka SAA
reHbl JIOKaJn30BaHbl Ha xpomocome 11. SAA OelKu OTHOCATCS K CEMEWUCTBY
TOMOJIOTUYHBIX OEJIKOB, KOTOPBIE JAENSATCS Ha JIBE TPYIIIIHI.

[lepBag rpymnma BkiIrOYaeT ocTpoda3zoBble O€NKH THMA-I, CUHTE3MpPOBAHHBIE
neyeHbto - SAAl u SAA2 (SAAI1+2). Bo Bpemsa ocTpoda3oBbIX peakiuii
KoHIeHTpaimss SAA1+2 B cbhIBOpOTKE AOKHA yBenuuuthes moutd B 1000 pas,
YTOOBI 1OCTUYb KOHIIeHTparmu 1-2 mr/mit. 13 Hux 80% cBsi3aHbI C JIUMONPOTEUHAMH,
coctosamuMu B 90% u3 TUMONPOTEUHOB BhICOKOM TioTHOCTH (JIBII).

Bropas rpynma SAA OGenkoB (SAA4 y denoBeka W SAA3 y Mbleil)
DKCIIPECCUPYETCS MOCTOSSHHO M MX KOHLIEHTpalus B INIA3ME COCTaBIIET OKOJO 55
Mr/Mi; SAA4 y yenoBeka CHHTE3UPYETCA Pa3jIM4YHbIMUA OpraHaMu U TKaHAMH U HE
ABJISIETCS] OCTPO(PA30BbIM OEIIKOM.

Ocmpogaszoswiii omeem. WN3BecTHO, uTO0 AA aMWIOWJ03 BO3HHUKAET MOCIIE
JUTUTEJILHOTO MEPUOJIa BOCHIAIUTENBHOTO W/UIM MH(MEKIIMOHHOTO 3a00eBanusa. AA
aMUJIOUI03 HE BCTPEYAETCSI B OTCYTCTBUE OCTPO(Aa30BOr0 OTBETA UM B OTCYTCTBUE
ITOBBIIEHHOTO YPOBHS CBIBOPOTOYHOTO SAA.

CunTes u cekpenus octpodazoBoro SAA omnocpeayercs IIMTOKWHAMU, TJTIaBHBIM
obpasom unTepaciikuaoM (IL-1, 6) u ¢paktopom Hekpo3sa omyxonu (TNF-a).

AA amMunonn, BCTPEYAIOMIMICS MPU 3JI0KAYECTBEHHBIX 3a00JICBAHUSX, TaKUX
KaKk Me30Tenuoma, 0oJjie3Hb XOJUKKHMHA, CapKOWJ03, MOXKET OBbITh «3aIlyIIeH»
(MHAyUMpOBaH)  IIMTOKMHAMH,  CHHTE3UPOBAHHBIMU M CEKPETUPYEMBIMU
OMYyXOJEBBIMA  WJIA TUCTHOLMTHBIMU  KJIE€TKamMH. [IMTOKMHBI  T€HEpUPYIOT
CUCTEMATHYECKUN OCTpo(a30oBblii OTBET M WHAYUHMPYIOT CcHHTE3 SAA, dTO
CIOCOOCTBYET pa3BUTHIO AA aMUJIOU03a.

[lepBuunast cTpykrypa SAA BIMseT Ha €ro CcHocoOHOCTh (HOPMUPOBATH
bulpusipHbie Oeiaku. Y yeloBeKa MOKa HE YCTAHOBJICGHA CBs3b CHENU(pUUECKOM
MOCJIEIOBATEILHOCTH aMUHOKHUCIIOT C aMUJIOMI030M, HO, OKa3aJoCh, YTO T'E€HOTHII
BIIMSET HAa YacTOTy BO3HMKHOBeHHUs 3a0oseBanus. SAAI1.3 reHotun Ooiee
pacrpocTpaHeH y OOJIbHBIX ¢ AA aMWIOHWI030M, 4eM Yy OOJBHBIX, CTPaJarolIux
PEBMATOUIHBIM apTPUTOM 0€3 aMUIIOUA034A.
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JloKka3aTeNnbCTBOM TOTO, YTO CYIIECTBYET CBSI3b MEXKIY METa0OIu3MOM
aTOJIMTIONPOTENHOB, JIMTIOMPOTCHHOB W (OPMHUPOBAHWEM aMUJIOWIA, SIBIISETCS TO,
YTO aMUJIOWJHBIC JCTO3UTHI TOSIBISIOTCS CHadalla B OpPTaHaX M TKaHSX, KOTOPBIC
SBIIIIOTCS OCHOBHBIMH MECTaMHM JUIHAHOTO M XOJIECTEPUHOBOTO METa0oIM3Ma
(cene3eHKa v TeYeHb ).

SAP xomnonenm ObUI OOHApyX e€H B JIETIO3UTAX IPU BCEX HU3BECTHBIX K
HACTOSIIIIEMY  BpPEMEHM  aMWIOMWJHBIX  3aboneBanusx. SAP  uaeHTHueH
CBIBOPOTOYHOMY  amuiougHomy P xommoHeHTy  -N-rauko3uivpoBaHHOMY
CBIBOPOTOYHOMY  O€JKy, KOTOPBIM TMPUHAUIEKUT K TPYIIe NeHTPAKCHHOB
(pentraxin) u romonoruuen C-peaktuBHOMY Oeiky. SAP mpucyTcTByeT B muiazme
KaK TIEHTaMep, CIIOCOOHBIN aKTUBUPOBATH KJIACCHUECKYIO CUCTeMY KoMiieMeHTa. OH
CUHTE3UPYETCS U META0OTU3HPYETCS B MEUEHU, CBSI3BIBACT aMIIOUIHBIC (hHOPHILIBI,
budpumsipHbie OCIKU U CyJb(aTHbIE TJIMKO3aMUHOTTUKAHBI.

SAP saBnsercs ¢usnonoruyeckuM komnoHeHToM ['BM mouyek, Oa3aibHOU
MeMOpaHBbl KOXXH, JIETKHX, IEYEHH W KPOBEHOCHBIX COCYAOB, MHUKPOGUOPHILI,
KOTOpPbIE€ TOKPBIBAIOT 3JIACTHUYHBIE MEMOpaHbl. OTH MUKPOPUOPWILIBI HMEIOT
CTPYKTYPHOE CXOJICTBO C aMUJIOMAHBIMU (PUOPUILTIAMHU.

SAP MOXeT oka3plBaTh BJIMSHHE Ha IMAaToreHes AA aMwionja CIEeAYIOIIUM
CIIOCOOOM: OH MOXKET CTHUMYJIUpPOBaTh (PUOPUILIOTEHE3, CBA3bIBas (HUOPHILISIpHBIC
O€JIKM; OH MOXKET 3alllMIATh AMUJIOUAHBIE (PUOPUILIBI OT MPOTEOTU3A U MOXKET OBITh
CTPYKTYPHBIM  KOMIIOHEHTOM  ¢ubpwin  amwiouga.  OOcyxaaeTcs  poJib
IVIMKO3aMUHOTJIMKAHOB W OenkoB 0Oa3ajnbHONM MeMOpaHel B (GuOpUIIIOreHe3e
aMUJION]103a TIPU TIOPAKEHUU TTOUEK.

Knunuxa nopasicenus nouex. AMUIONI03 TIOYEK UMEET BAXKHOE 3HAUECHHE, TaK
KaK OMpefeNseT TSKECTh TEUYCHUS M MCXOJ OCHOBHOTO 3aboneBaHus. (OCHOBHBIC
WCCJIEIOBaHMs JODKHBI BKIIIOUATh OOIIME aHAIM3bl MOYH, MCCIEAOBAHNE CYTOUYHOM
nporenunypuu, ¥ 3U nouek (MOKeT ObITh YBEIMUECHHUE PA3MEPOB), OUOIICHIO MTOYKH.

OcHOBHOE KJIMHHYECKOE TMPOSBICHHE aMUJIOMAO03a I[IOYEK - TMOCTOSHHAsS
MPOTEUHYPHUS, JJI1 KOTOPOI XapaKTepHbl 3HaUUTENbHbIE Kojebanus oenka (ot 0,1 g0
3,0 1/11 u Gosnee) B MoUe ¢ MUKpOTeMaTypuel win 0e3 Hee, HIUITUHAPYPHUEH.

JlnutenvbHas W BbIpakeHHass motreps (OGosee 3,5T/cyT.) Oenka NPUBOIUT K
Pa3BUTHIO HEPPOTUYECKOTO CHHAPOMA, JJII KOTOPOTO XapaKTepHbI MaCCHUBHAs
MIPOTEUHYPHs, BbIpaKeHHas runo- u aucnporenHemus. [loseimaercs CPb, ypoBeHb
xoJiecTeprHa. Y  OOJIBIIMHCTBA OOJBHBIX PA3BHBAIOTCA  PACHpPOCTpaHEHHbBIC
BBIPDOKECHHBIE OTEKH, OTIUYAIONIMECS OOJBIIMM YIOPCTBOM K MOYETOHHBIM
cpenctBaMm. XapakTepHa THIOTEH3US, KOTOPYIO WHOTZIA CBSI3BIBAIOT C MOpPaKEHUEM
HAJIIOYCYHUKOB aMHUJIONW030M. [Ipu BOBJICYCHUH HAIIOYCYHUKOB BO3MOXKHO
MOSBJICHUE THIIOHATPUEMUH, THUIepKaTueMun. (OTMeYaroTcs aHeMHsl H  PE3KO
yckopenHas COD.

Juarno3 amuiionsioza AA, ero auddepeHimaibHas IMarHocTiKa OCHOBaHbI Ha
pe3yJbTaTax peHajJbHOW OHOTICHH.

Mopgonocuss nouex. AmunouJ TpU TOPAXKEHUU TOYEK JOKAIU3YETCS B
KIIyOOYKax, MPEUMYIIECTBEHHO JKCTPALCTIOUIIPHO, B ME3aHTUyME, B CTEHKE
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Kalnwuisipa, CTEHKE apTepuil U apTepuoJl, B MHTEPCTULMHU, CTEHKE KaHaubleB. [lpu
CBETOBOM MHKPOCKONUHM aMUJIOWJ BBITVIAAUT KaKk aMOppHOE OTJIOXKEHHE C
ITOJIOKUTEIIBHOW OKPAaCKOM Ha KOHIO-poT. [Ipu MHMKpockonnu B IMOJSAPU30BAHHOM
CBETe, 4TO SBISETCA TakkKe O00s3aTeIbHbIM, OOHAPYXHBAIOT SO0JOYHO-3EJICHOE
CBeUEHHE 3a cueT (peHoMeHa BOMHOTO JyuenpenomieHus. Okpacka TuodiaBuHom T
ompenensieT  cBeTo-3elieHylo  (uroopecuennuo.  Heobxomumo — mpoBectu
TunupoBanue amuionsia Ha AA, AL-tunel. UMMmyHODIIIOOpECIIEHTHOE HCClIeJOBaHUE
Ha JIETKUE U TSDKEIIbIE LENU [g JaeT oTpULaTeNbHbIN pe3yJbTar.

[Ipu 57€KTpOHHONW MHUKPOCKOMHMHM aMUJIOH] BBISBISIETCS B BHJIE OECTIOPSI0YHO
pacrojoxkeHHbIx (GuoOpumn - OechopMeHHol Maccel. I[lpu  riomMepyisspHOM
OTJIOKEHUW aMWJIOWJ TIPEJICTaBJICH B BHJE TaK Ha3biBaeMbIx Pickupstiks —
«3yO0YMCTKY Pa3HOM NJIUHBI B OJTHOM CBSI3KE).

Jleuenue amunouodosa AA. JledeHue HamNpaBIEHO Ha YCTpPaHEHUE NPUUYUHBI,
BbI3BaBUIEH oOpa3oBaHue amwiouga. OCHOBHas LEIb — OCJA0JEHHE MPOIYKIIHH
aMUJIOUJHBIX OenkoB. Tak, IpH OCTEOMHUEIUTE ATO - NPUMEHEHHE AHTUOMOTHKOB,
XUPYPrUYECKOe JIEYEHUE, MpPU OPOHXOIKTATUYECKOM OOJE3HH — JIEYEHHUE C
yaajleHueM OpOHXO0’KTa30B U T.1.. Ocoboe 3HaueHHE UMEET JICUEHUE PEBMATOUHOTO
aptputa. Hapsigy ¢ mpuMeHEeHHueM IUTOCTAaTHKOB (IMKIopocdamMuil, a3aTUONPUH,
XJIOpaMOYLIUJI, METOTPEKCAT), B HACTOSIIEE BPEMS IIIUPOKO UCIOJIB3YIOT HHTHOUTOPHI
¢axTopa Hekposa omyxomu ®@HOo — infliximab (Remikade*).

Hcxon y OONBHBIX C PEAKTUBHBIM aMHJIOMJ030M MOXET 3aBUCETh HE OT
tepmuHanbHO [IH. Yame Bcero mnpuymHamMu OBICTPOrO MPOTrPECCHUPOBAHUSA
MTOYEYHON HEIOCTATOYHOCTH MPU AMHIIOUA03€ MOTYT OBITb OOOCTPEHHE OCHOBHOTO
3a00neBaHusl, MPUCOCAVMHEHUE  HWHTEPKYPPEHTHONM HH(EKUMH WIA  TaKue
OCJIO)KHEHMS, KaK TpOMOO3 IIOYEUYHBbIX BEH, pE3KOe MaJeHUuE apTepUaIbHOrO
nasnienus ¢ pazsuruem OIIH, Hanpumep, npyu aMUIION03€ HAAIIOYEYHUKOB. B psne
CllydaeB CMEpPTh HACTyHaeT OT OCHOBHOTO 3a00JIeBaHUs, SBUBIIETOCS HPUYUHOU
pa3BUTUS aMmiIong03a. Mcxon aMWiIonJ03a Takke 3aBHCUT OT Pa3IudHbIX
OCJIO’)KHEHUH: KPOBOUBIUSHUSA, TPOMOO30B, MHTEPKYPPEHTHBIX WMH(MEKIMA U T. 1.
JnurenbHoe 3amenneHHoe TeueHrne XbII BO3MOXHO NpH yCTaHOBIIEHUM AUAarHo3a B
HaYyaJIbHBIX CTaauax 3aboneBaHus. (CBOEBPEMEHHO HAYaToO€ AaKTUBHOE JICUCHUE
OCHOBHOIr0 3a00J€BaHUsl TO3BOJSET YIYYIIUTh HE TOJIBKO TEYEHHWE OCHOBHOIO
mpolecca, HO M 3aMEJINTh TEUYEHHUE IMOYEUHOIO MOPAKEHUS, O0OYCIOBJICHHOIO
aMUJIOUI030M.

B nacrosimee Bpemsi cosznman mnpenapat Onpoaucar (Fibrillex, KIACTA),
KOHKYPEHTHO Ookupyromuii  cnenupuyeckue  caWThl  Ha  MOJIEKyJe
renapancyibdara, TMPEenmsiTcTBys  TakuM  o0pa3oM  €ro  COEAMHEHUI0  C
aMIJIOUIOTEHHBIM OEJIKOM. YK€ HayaTo ero MpUMEHEHHUE B KJIMHUYECKOHN MpaKTUKE,
MoKa3aHa CIIOCOOHOCTh TpernapaTa 3aMeUIsITh MPOrpeCCUPOBAHUE AMMIIOMTHOM
HedponaTuu [23], 00CYKIAETCS TaKkKE BO3MOKHOCTh €r0 MMPUMEHEHHUS TIPH OOJIC3HH
Anprreiimepa (Ap-aMunonios).

[Tokazana nedponporexktuHas tepanus. [Ipu passutun TXIIH nepeBoaurcs Ha
3IIT.
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CemeiiHasi cpeIn3eMHOMOPCKAas JTUX0PaAKa (mepuoanyeckas 00J1e3Hb)

CemeitHas cpean3eMHOMOpCKas Juxopaaka (mepuoamdeckas OOJIe3Hb) —
pacnpocTpaHeHa B cTpaHax bimkHero Boctoka y apa®oB, TypKoOB, apMsiH U €BpEeB-
okedapaoB. Cpenu HUX y 25% OOJBHBIX AMHJIOUIO03 TOYEK SIBISIETCS OCHOBHOM
NPUYUHON HEOJIAroMpPUATHOTO UCX0/1a OCHOBHOTO 3a00JIEBaHMUS.

CpenuzeMHOMOpCKas JINXOPaJKa — 3TO 3a00JIeBaHHE C ayTOCOMHO-PEIIECUBHBIM
TUIIOM HacJeI0BaHus, yalie Hadmoaaercs y aui g0 20 ner.

l'enemuka  cBs3aHa ¢ T'CHOM MEFV  (Mediterranian Fever)
UJICHTU(PUIMPOBAHHBIM Ha KOPOTKOM Iiede 16-it xpomocomsl. I'eH akcripeccupyercs
HelTpodmiIaMu U KOAupyeT cuHTe3 Oenka mupuHa. Y 80% OONBHBIX HMEIOTCA
MyTalMi TUPUHA — OCHOBHOI'O PETyJISITOpa BOCHAIUTEIBHOTO OTBETAa HEUTPO(UIIOB.
Cunresupyercs JAePEeKTHbIA O€JI0K, YTO NPUBOJUT K HAPYIIEHHUIO KOHTPOJIA
BOCIAJIEHUs] HeWTpopuiaamu. PenuauBbl acenTHYECKOrO0 BOCHAJCHHS MPUBOAAT K
pasButuio ammiouso3a AA. Haubonee pacnpoctpaHeHHas myrtamuss — M694,
XapakTepu3ylomasicss TSOKEIbIM TEUEHUEM U BBICOKUM  PHUCKOM  Pa3BUTHUS
aMUJIOU03A.

Knunuxa. 3aboneBanue HaunHaeT NposBIATECA Y 90 % manueHToB B I€TCKOM U
FOHOLIECKOM BO3PACTE M XapaKTEPU3YyeTCsl KOPOTKUMH IO MPOAOLKUTEIBHOCTH (0T 6
10 96 yacoB) mpUCTynaMu JUXOPAJAKA B COUYETAHHUU C CEpO3UTaMU (IIEPUTOHMUT,
IJIEBPUT, aPTPUT).

bonu B ’xuBoTe — HamOoyiee YacTO BCTPEYACMBIM CHMIITOM TMpHU JaHHOU
nartojorun (y 95 %), Hepeako O00JIEBOMl CHHAPOM HACTOJBKO BBIPAXEH, YTO
MalMEeHTHI MOJIBEPTatOTCsl HEOMPABIAHHBIM ONEPATUBHBIM BMEIIATEILCTBAM B CBS3U
C pa3BUTUEM KapTUHBI OCTPOTO KUBOTA.

Hust 75 % OOJBHBIX XapaKTEpHO MOPAXEHUE KPYIHBIX CYCTaBOB (KOJEHHOTO,
TOJICHOCTOITHOTO, JIy4e3alsiCTHOT0) M0 TUIly MoOHoapTpuTta. bomm B rpyaw,
00yCIIOBJICHHBIE PAa3BUTHEM OJHOCTOPOHHEro IuieBputa, omnucanel y 30 %
MalMEeHTOB.

[TomumopdHas »dk3aHTeMa - KOXKHBIC BBICHITIAHUS, JIOKAJTU3YIOIIMECS B
OCHOBHOM Ha HIKHHMX KOHEUHOCTSX, oTMeuatorcss y 7-40 % OonbHbix. YacTtora
BO3HMKHOBEHUS MPUCTYIIOB JOCTATOYHO BapualebHa.

B 20-40% cnyyaeB nopaxarorcsi mouku. KIMHHYECKHM aMuio[03 MOYEK MpH
NepUoANYEcKOr  OOJEe3HM  XapakTepu3yeTcss MNpOTEMHYpHUEeHl C  pa3BUTHEM
He(POTUYECKOTO0 CHUHApPOMA W MOYEUHOM HexocTaToyHOocTH. B mepuos araku
CPEIM3EMHOMOPCKONM  JIMXOPaJKM B KPOBHU TMOBBIMIAIOTCS BCE  IOKa3aTeH
0cTpo(ha30BOro BOCHAJICHUS.

OcTpble TPUCTYIBI COMPOBOXKAAIOTCA MOJIUMOPPHOSIAEPHBIM JEHKOIUTO30M,
yBemmueHnemM COD, BO BpeMs TMPUCTYNOB TAaKXKE OTMEUYAeTCsl BO3PACTAHUE
cojiep>kanusi (UOpPUHOTEHA IUIa3Mbl KPOBH, ramntorioOuHa, C-peakTUBHOTO Oelika,
anb(dal-aHTUTPUIICHHA, CHATIOBBIX KHUCJIOT M IHeppyiomiasMuHa. Kak mpaBuio, Bce
ATH MOKA3aTeNIM BO3BPALIAIOTCS K HOPME B EPUOJ] MEKTY NPUCTYIIAMMU.
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JlnarHo3 OCHOBaH Ha XapaKTepHbIX Mpu3HaKax AA-amuionno3a Mpu
MOp(doIorHuecKkoM UCCIeOBAaHUN OHOIITaTa MTOYKH.

Jleuenue nepuoouueckoti 6onesnu. CpencTBOM A JICUEHUS MEPUOAUYECKOM
00JIe3HH, HAa COBPEMEHHOM JTale, OCTAeTCA KOJXUILWH, MEXaHU3M JIeHCTBUS
KOTOpPOTO OCHOBAH Ha MOJaBiIeHUHU 0cTpo-(Pa3zoBoro Oenka SAA.

Tepanusa xonxuruHom B go3e 0,02-0,03 mr/kr/cyt (Makcumym — 2 MrI/CyT)
YMEHBIIAET BHIPAXKEHHOCTh U YaCTOTY MPHUCTYIOB 3a00JIeBaHus, a Takxke, 4To Ooee
BaYKHO, MPEOTBPAILAET PA3BUTHE AMIJIOK 032 TIOYEK U MOYEYHOM HETOCTATOYHOCTH.
[IpuMeHeHre KOJIXUIIMHA B MPOTEMHYPUUECKYIO CTAJUIO 10 HapylleHus (yHKIUU
MOYEK IMO3BOJISIET AOOUTHCS JJIUTETHLHON PEMUCCHU U HAMHOTO YIIYYIIaeT MPOTHO3
ammionso3a 1moudek. [Ipum pasBuBLIEMCS aMIIIONA03€ TMOKa3aH IMTEIbHBIN
(BO3MOXXKHO TMOXW3HEHHBI) TMpueM KoJxuiuHa. I[Ipu pa3BuTHM NOYEYHOU
HEJOCTATOYHOCTH 03y MperapaTta CleayeT yMeHbIaTh. KOMXUIMH MpUMEHSIOT U
IUIS TIPEIOTBPAIIECHHS PEIUANBOB aMUJIONU103a B TPAHCIUTAHTHPOBAHHOM MOYKE.

B crmyuasix pe3HCTEHTHOCTH K KOJXHUIIMHY MpHUMeHsieTcs mnpenapat Kuneper
(Anakunpa*) KOTOpBIl sABIsETCA AHTArOHUCTOM PELENTOPOB YENOBEYECKOTO
UHTEepIIeKuHa-1.

IIpocno3. B oTcyTcTBHE aMUIIOW03a MPOTHO3, KaK MPaBUJIO, 0JaronpusTHBIN.
Jlaxxe ecnm  00OCTpeHHS MPOTEKAIOT TSHKEI0, OOJBIIMHCTBO OOJBHBIX B
MEXMPUCTYITHOM TEPHUOJE YYBCTBYIOT CeOsl YIOBIETBOPUTEIHHO U BEIYT OOBIYHBIN
IUIA HUX 00pa3 >KU3HH. Boibliie BCEro OHU CTPaNaloT OT OMMOOYHBIX TUATHO30B U
CBS3aHHBIX C HUMH HEOOOCHOBAHHBIX JJUTENBHBIX TOCHHUTANU3AIMN U
HENpPaBWIBLHOTO JieueHus. [IporHO3 TIpy JaHHON MATOJOTUH  OMPEEIsIeTCs
pa3BUTHEM aMHJION103a C TIPEUMYIIIECTBEHHBIM MOPAKEHUEM TTOYCK.

TRAPS-cunapom (TNF Receptor-Associated Periodic Syndrome)

Penkass ayrocomMHO-moMuHaHTHas ¢opma amuiongo3a y OOJBHBIX C
nepuoInyeckor OoJe3Hbio. Pa3Buthe 3aboseBaHus CBSI3aHO € MyTalued TIeHa
TNFRSF1A, xonupyromiero 1 tum perentopa ¢pakropa HEKpo3a OIMyXOJu.

Knunuka  TRAPS-cunopoma. CocTosiHUE  XapakTEpHU3yeTCsl  MPUCTYIaMH
JTUXOpaaKd, OOJISIMU B KUBOTE M JIOKAJbHBIMH MHAITHSIMH. B KIMHWKE IaHHOTO
3a00JiIeBaHUsl TaKXK€ OMHUCAHbl SMHU30JAUYECKUE HIPUTEMATO3HBIC TOPAKECHUS,
nuMdazeHonaTus, KOHBIOHKTUBUT, OJHOCTOPOHHUN MEPUOPOUTAIBHBIA  OTEK,
CUHJIPOM OTEYHOM MOIIOHKH, ojuroapTpairus. I[IpogobKUTENbHOCTh — aTak
BapuabenbHa (OT OJHOIO JHS JO HECKOJBKUX MECSIEB), B CPEIHEM — JBE-TpHU
Henenu. Ctpecc, MOBBIIIEHHOE (U3MUYECKOE M SMOLMOHAIBHOE HAMNPSKEHHE 4YacTo
SBJISIFOTCSL TIpoBoLMpyrouMHU (aktopamu. [Ipu maboparopHoM 00OCIEeTOBAaHUU BO
BpEMs aTaKd BBIABIAIOT YBEJIMYECHHUE YPOBHS OCIKOB OTBETa OCTpod (a3sbl.
B neyeHun nmpuUMEHSIOTCA BBICOKHE J03bl TIIOKOKOPTUKOCTEPOUIOB, B IMOCIETHUE
roJibl TOKa3aH xopomwuii 3(P¢deKT aHTHIMTOKMHOBBIX TmpemnaparoB. Hampumep,
MpUMEHEHNE AITaHepIIeNTa CIOCOOCTBYET OOpaTHOMY DPa3BUTHUIO WM 3aMEIJICHHUIO
MIPOTPECCUPOBAHUS CUCTEMHOTO AA aMWIOU1034.
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Ilpoenos omnpenensieTcss pa3BUTHEM CUCTEMHOTO AA amMuionjo3a, TIpu KOTOPOM
HauboJee 9acTo BCTPEYAIOTCS MOPAKEHUS NeYCHU u MOYCK.
Omauuust om cpeOu3eMHOMOPCKOU TUXOPAOKU:
- ayTOCOMHO-JIOMHUHAHTHas Iepeaavya
- JITMTENIbHBIC TIPUCTYIIBI JINXOPaAKU (Heaenun), 3pdEKT CTepouaoB
- otcyrcTtBue myranuu reHa MEFV u poicTBEHHHMKOB €O CpeM3eMHOMOPCKOM
JIUXOPATKOM.

Cunapom Muckle-Well (FCAS-cunapom)

Pa3Butre cuHIpomMa CBA3aHO C MyTallM€dl KPUONMPHHA, BOBJIEYEHHOI'O B
KOHTPOJIb BOCHAJICHHS W peryjsiuuio amonrto3a. Hacnmegyercs mo ayTOCOMHO-
JOMHUHAHTHOMY THIy. I[IperMMylIECTBEHHO STHHUYECKAs PacipoCTPaHEHHOCTh —
Hapoabel CeBepHoit  EBpombl.  ['eHeTMueckas OCHOBa —  MyTauus  I€Ha,
pPacnoJIOKEHHOT0 Ha JUIMHHOM 1uiedye 1-ii xpomocomsl (1g44) u  KOIMPYIOIIEro
0€JIOK KpUOMUMPHH (IIypUH-TIOJOOHBI O€JOK, MPEUMYILIECTBEHHO JKCIPECCUPYIO-
HIUICS B JIEUKOIMTaX nepudeprudeckoil KpoBu). JJaHHbBIN O€OK SBIISETCS OCHOBHOM
4acTblo 00pa3yeMoro B KJIETKE CYNPaMOJIEKYJIIPHOTO KOMILIEKCA, Ha3bIBAEMOIO
nH(pIaMMacoMOH, BBIONHSIIONMEro (YyHKIMIO mpeBpamieHus pro-1L-13 (ogHoro u3
OCHOBHBIX IPOBOCHAIUTEIBHBIX IMTOKKHOB) B aKTUBHYIO (opMmy, a Takke
IIPUHUMAIOIIETO0 Y4YaCTUE B BBIIOJHEHUH IIPOTPAMMBI allonTo3a. XOoJI0J0BOM
ayTOBOCIIAJIUTENbHBIA CHUHAPOM TECHO CBSI3aH C JBYMS JPYTMMH CHHAPOMAaMHU:
CEMEHHON XOJOJOBOM KpanmMBHULEW W MYJBTHCUCTEMHBIM BOCIAJIUTEIBHBIM
3a00€BaHUEM HEOHATAJIBHOrO0 Bo3pacTa. MaKTUYECKH, BCE CBS3aHBI C MyTalUSIMH
ykazanHoro reHa. B menom CunHzgpom Makna — VYanbca OTHOCHTCS K
rpynmne KpuOnupHH-CBSI3aHHBIX MEPUOANYECKUX CHHIPOMOB.

Knunuueckasa rapmuna XapakTepuszyeTcsi TMOSABICHUEM YPTUKAPHOW ChIIU
(BoymbIpelt), MPOrpecCCUPYIONIEH TIYXOTOW U TIOPAKEHUEM TIOYEK U JAPYIrux
MapeHXMMAaTO3HbIX OPraHoB (aMWiIOWJ03). AMMIOUAO03 TMOYEK COMPOBOXKAACTCS
pa3BUTHEM HE(PPOTHUYECKOTO CHUHJpOMa C OBICTpbIM mporpeccupoBanuem XIITH.
Hepenko nabmromaercs nuxopaaka, MOMUMO TIYXOThl ONUCAHbI CIyyau TJIayKOMBI,
KOCOTJIa3Usl, apTpaJrui. YpTHUKapHas CblIllb HMMEET CXOJHYK TIMCTOJOTMYECKYIO
XapaKTEPUCTHKY C TaKOBOW IIpU CEMEWHOM XOJIOJOBOM ayTOBOCHAJIUTEIBHOM
CUHJPOME.

IlepBble CUMITOMBI MOSBIISIFOTCS IOCJE MEPEOXIJIAKACHUS U NEPEYTOMIICHUS
yepe3 1,5-2 gaca: chinb, xap (JIUXopaaka).

CHUMOTOMBI Pa3BUBAIOTCS B TAKOW MOCJIEI0BATEILHOCTH
* [epuoanYecKas ypTUKApHas ChIlb
* kap (mxopaaka)
* OTEK CyCTaBOB
* KOHBIOHKTHUBUT
*  JIEUKOIIUTO3
* moTeps ciiyxa (u3-3a aTpouu CIyXOBOTO HEPBA)
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http://ru.wikipedia.org/wiki/%D0%90%D0%BF%D0%BE%D0%BF%D1%82%D0%BE%D0%B7
http://en.wikipedia.org/wiki/Cryopyrin-associated_periodic_syndrome
http://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%BE%D1%82%D0%B5%D1%80%D0%BC%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%80%D0%B5%D1%83%D1%82%D0%BE%D0%BC%D0%BB%D0%B5%D0%BD%D0%B8%D0%B5
http://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%B0%D0%BF%D0%B8%D0%B2%D0%BD%D0%B8%D1%86%D0%B0
http://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BD%D1%8A%D1%8E%D0%BD%D0%BA%D1%82%D0%B8%D0%B2%D0%B8%D1%82
http://ru.wikipedia.org/wiki/%D0%9B%D0%B5%D0%B9%D0%BA%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%B7
http://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%B9%D1%80%D0%BE%D1%81%D0%B5%D0%BD%D1%81%D0%BE%D1%80%D0%BD%D0%B0%D1%8F_%D1%82%D1%83%D0%B3%D0%BE%D1%83%D1%85%D0%BE%D1%81%D1%82%D1%8C

*  aMWJIOHWI03 IMOYEK

[lpyunHa cMepTH y Takux OOJBHBIX — 93TO TEPMHUHAJIbHAs TMOYEHYHAsS
HEJ0CTaTOYHOCTD MJIM MOpPaKEHUE CepIa.

Jluacnocmuxka OCHOBaHa Ha KIMHUYECKOM KapThHe. OTMEYarOTCS MPUCTYIIBI
JUXOPaJKW, COMPOBOXKIAIOIIMECS apTpaliruei, ypTUKapHOW chinblo (0e3 3yna),
SABJICHUSIMU KOHBIOHKTUBUTA, pexe—MUKporeMartypus, muMmpaieHonaTus,
renaTocrjieHoMeranus, 0onu B kuUBOTe. MHOrga BcTpewaroTcsi Ipyrue CUMIITOMBI,
XapaKTepHbIE I POJACTBEHHBIX cuHApoMOoB FCAS: mpoBokamus Xo0i1010M,
HEBPOJIOTUYECKUE  MPOSBICHUS  (TajUTlolMHANMK). Y  OOJBHBIX  BBISBIISIOT
MTOJIOKUTEBHBIA TECT PEBMAaTHYECKUX PO3ETOK, yBenmnueHue conepxanus 1gG u IgA,
noBbimieHne COD, neikonuro3. Ilpm 1mabopaTOpHOM HCCIEIOBAHMH BO BpeMs
npuctyna BbeIABISAIOT mnoBblieHue CPb, neitkouutos. Ilporno3 ompexpensiercs
CUMIITOMaMH TIPOTPECCUPYIOIIETO MYJIbTHOPTAHHOTO aMIJION103a AA THIIA.

Jleuenue. Pa3zpabatbiBatoTcsi HOBBbIE mpemapatbl. OauH w3 Hux - Kuneper
(Anakunpa®*), pekomOuHaHTHEIA aHTaronuct IL-1. Hasmauenme sToro mpemapaTa
OOJLHBIM MPUBOAUT K MCUYE3HOBEHHUIO BOCIIAIMTEIHLHBIX CUMIITOMOB YK€ 4epe3 JIeHb
MocJie Hauyaja JICUCHHS, MOXKET MPUBECTH K YIY4YIIEHUIO ciyxa. Takke HHOraa
MIPUMEHSIOTCS CTEPOUIBI B BBICOKHX fo03aX. OtmedeHa 3()(PEKTUBHOCTH IPYroro
unarubutopa IL-1 — npenapara Apkamuct (Punomacent®). Takke IpeiokeH
Kanakunyma6 (Mnapuc®), oTHOcAmmiics K  9elOBEYECKAM MOHOKIOHAIIBHBIM
aHTUTEJIaM, HaIlpaBJICHHBIM IMPOTUB UHTEpIeHKuHA 1.

9.2. AMMJIONIO3bI AL/AH

[Ipu mepBUYHOM (MIMONATUYECKOM) aMHJION103€ OEITKOM-TIPEIIeCTBEHHUKOM
BBICTYNAIOT JIETKME 1I€NH MOHOKJIOHAJIbHBIX HWMMYHOIJIOOYJIMHOB, MpHYEM
npeobaanarot aamoaa nenu (Ak = 3:1). 13 HasBanus «ierkue menn» (light chain)
npoucxoauT adbOpeBuatypa L. Penxo Bcrpeuarorcs cimywam AH (heavy chain) —
aMIJION/103a, ACCOIMUPOBAHHOTO C HAPYIICHUSIMH B CTPYKTYpE TSIKENBIX IICTICH,
TaK)Ke COYETaHHE JIETKUX U Tsokenbix nene — AL/AH — amunounnossl. Ilpuuunoit
AL/AH — amuiougo3a sBASOTCS  JuM@OIIa3MalUTapHble  3a00JieBaHUsI.
MOHOKIIOHaTbHBIE UMMYHOTJIOOYJIMHBI, @ UMEHHO MX KOMIIOHEHTHI B BHJE JIETKUX
WIM  TSDKEJBIX  Lenei, SBISIIOTCS NPOAYKTOM  (YHKUMOHMPOBAHHUS  KJIOHA
IUIa3MaTHYECKUX KJIETOK U MeAUaTopaMH CleUu(UYeCKUX TKAHEBBIX H3MEHEHMH,
HaOMIOAaeMbIX TPH TUIa3MAIlMTApHBIX AWCKpasusx. [laToreHnbit »¢hdexT Moxer
pealI30BbIBATHCS HECKOJBKUMHM MYTSMU: YBEJIMUYEHHEM KOHLEHTPALUU MOJIEKYI
MOHOKJIOHAJILHOTO HMMMYHOIJIOOYJIMHA, HM3MEHEHHEM UX (QU3UKO-XUMUYECKUX
CBOMCTB MIM JK€ COYeTaHHeM OJITHX (HAKTOPOB OJHOBPEMEHHO. TepMHUHOM
«IJ1a3ManUTapHas JUCKpas3ush» NPHUHATO 0003HayaTh J000€ HapylieHue (yHKIUU
MIa3MaTHYECKUX  KJIETOK, COMPOBOXKIAIOIIEeCs, KaK TMPaBWIO, MPOAYKIIHEH
aHOMAJIbHBIX MO0 KOJIMYECTBY M Ka4eCTBY MMMYHOTJIO0YJTMHOB WJIM UX KOMIIOHEHTOB.
JUisi Takoro maTtojaOru4ecKoro Oejika — MOHOKJIOHAJbHOTO MMMYHOTJIOOYJIWHA —
NPUMEHSETCI TEPMUH  «mapampoTenHy». [lopakeHWe TKaHM TIOYKH  TIpU
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http://ru.wikipedia.org/wiki/%D0%90%D0%BC%D0%B8%D0%BB%D0%BE%D0%B8%D0%B4%D0%BE%D0%B7
http://ru.wikipedia.org/wiki/%D0%90%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%B0
http://ru.wikipedia.org/wiki/IgA-%D0%BD%D0%B5%D1%84%D1%80%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%A1%D0%BA%D0%BE%D1%80%D0%BE%D1%81%D1%82%D1%8C_%D0%BE%D1%81%D0%B5%D0%B4%D0%B0%D0%BD%D0%B8%D1%8F_%D1%8D%D1%80%D0%B8%D1%82%D1%80%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%B2
http://ru.wikipedia.org/wiki/C-%D1%80%D0%B5%D0%B0%D0%BA%D1%82%D0%B8%D0%B2%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B5%D0%BB%D0%BE%D0%BA
http://ru.wikipedia.org/wiki/%D0%A1%D1%82%D0%B5%D1%80%D0%BE%D0%B8%D0%B4
http://ru.wikipedia.org/wiki/%D0%9C%D0%BE%D0%BD%D0%BE%D0%BA%D0%BB%D0%BE%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B5_%D0%B0%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%B0
http://ru.wikipedia.org/wiki/%D0%9C%D0%BE%D0%BD%D0%BE%D0%BA%D0%BB%D0%BE%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B5_%D0%B0%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%B0

MJIa3MAaIUTAPHBIX ~ JUCKPA3UsX HMMEET HECKOJIbKO (opM: aMuJOWIHAS W
HeaMUJIONIHAsT (OPMBI  OTJIOKCHHS MOHOKJIOHAIBHBIX HWMMYHOTJIOOYJIMHOB U
Hedponatus benc-Ixonca (Cast - Hepponatus) [14].

Amvunongnas ¢hopma OTIOXKEHHS] MOHOKJIOHAJIBHBIX UMMYHOIJIOOYJMHOB — 3TO
«TepBUYHBINY amMuiion03 win AL-amunonno3. Heamunongnas dhopma OTIOXKEHUS
MOHOKJIOHAKJIbHBIX MMMYHOTJI00YJIMHOB o0o3HavaeTcs OOILIETIPUHSITON
ab66pesuarypoir MIDD (monoclonal immunoglobulin deposition disease). l3BecTHO,
YTO TMEPECUUCIICHHbIC BBIIIE TPU BapUAHTA TMOPAKEHUS TKAHM TOYKU TIPHU
IJIa3MalMTAPHBIX JUCKPA3UsiX MOTYT pa3BUBAThCS KaK H30JUPOBAHHO, TaK U B
pPa3IUYHBIX CcOoYeTaHusIX. [lo-BUAMMOMY, WMEHHO (PU3NKO-XUMUYECKHE CBOMCTBA
1erneld MMMYHOTJIOOYJTMHOB omnpenessitor ¢opMy mopakenuss mouek. [lpm Cast —
Hedponatum jnerkue 1enu (Oenku benc-JlkoHca) CTaHOBATCS HEPACTBOPUMBIMHU B
MPOCBETE KaHANbIEB, (QOpMUPYsS IUIOTHBIE IIMHIPHL. JTa Gdopma sBIsSETCA
pEe3yIbTaTOM COYETaHHS (PYHKIIMOHAIBHOW HArpy3KH IUIa3MaTHYECKUX KIIETOK H
M3MEHEHHBIX (U3UKO-XUMHUYECKHUX CBOWCTB NaTOJIOTUYECKOM Lenu
MMMYHOTJIOOyJIMHA U TPeOyeT OJTHOBPEMEHHO OOJIBIIIOrO KOJIUYECTBA MaparnpoTerHa
Y €r0 TEHJEHIWH K arperaiuu Mpu OnpeAesIeHHbIX MOKa3aTeNsiX KOHIeHTpauuu u pH
B He(ppoHE YeoBeKa.

B 20% cnyuyaeB AL aMwiousi03 acCOUMMPOBAH C MHUEIOMHOW OOJIE3HBIO,
oone3nplo Banpaencrpema, B-kietounsiMu nuM@omamu. [Ipu OTCYTCTBUUM SIBHBIX
MPU3HAKOB T'E€MAaTOJOTUYECKOTO 3a00JIeBaHMs TOBOPAT O TepBUYHOM AL-
aMUJIOHU]I03€E.

AL-amunonno3 - TreHepaJM30BaHHBIA TMpOLECC C MPEUMYIIECTBEHHBIM
nopaxkenueM cepaua, nouek, KKT, nHepBHont cucrtembl n koxu. Yacrora AL-
ammiionio3a B CIHIA mpeBblaeT 4acTOTy peakTUBHOTO aMWiionj03a B 3 — 4 pasa.
Cpennuii Bo3pacTt O0JBHBIX — 62 10113, TONBKO 1% OonpHBIX  Mojoke 40 ner, 2/3
00npHBIX — MYyX)4UHBL. JIo 20% OonbHBIX B Bo3pacte ctapiie S50 yer, cTpagaronux
HEe(DPOTUUECKUM CUHAPOMOM, MOTYT UMETh MIEPBUYHBIN aMHJIOUI03.

Knunuka. HadanbHble CHMOTOMBI — YTOMJISIEMOCTh M INOXyZAaHUe. bone3Hp He
pacIo3HaeTCsl 10 MPU3HAKOB MOPAXKEHUs MOYEK WIM cepAalna. AMHIOUI03 cepala —
3acCTOMHAas cepaeyHas HEeJOCTaTOYHOCTh, YacTO C OBICTPHIM HAdajioM U
MIPOTPECCUPYIOIIUM TCUCHHUEM.

AL-amunouoos nouek Tak ke XxapakTepusyercs NpoTeuHypuen, HePpOTUIECKUM
CUHJIpOMOM, CHUKeHHEeM (yHKIHMM nouek. Hepenako MEXaHU3M pa3BUTHS
MPOTEUHYPUH CBSI3aH C TMPEPECHATbLHBIMU MPUYMHAMU U TOSIBICHUEM Oeiika beHc
Jbkonca  (mporeunypusi  benc-Jlxonca).  IIporenHypusi — «HEepemnoIHEHUS»
HaOMoAaeTcss IpU MHUEJIOMHOM OOJie3HM M MakporjoOynuHemuu BanbaeHcTpema,
Takke KaK TP MACCHBHOM BHYTPHUCOCYJUCTOM TE€MOJIM3E U PadJIOMHUONH3E.
[Iporennypusi nepenosHneHuss mMoxxketr kosedatbes ot 0,1 mo 20 r/cytku. Bricokas
nporeunypusi (6omee 3,5 T/CyTKW.) B 3TOM CiIy4ae HE SBISCTCA NPHU3HAKOM
HEe(DPOTHUYECKOTO CHHIPOMA, TaK KaK HE COMPOBOXKIACTCS THUMOATbOYMUHEMUEH H
JIPYTUMH €T0 TPU3HAKAMH.

178



Knuanueckne cumnromel AlL-ammionmo3a 3aBUCAT OT  JIOKaJIW3aLlUU
aMUJIOUJIHBIX Jeno3uToB [24]. HeBposornueckwe CHMIITOMBI COMPOBOXKIAIOTCS
nepudepuueckoil  CEHCOPHOM  TYroyxocThbl0 M  aBTOHOMHOW  HeEHpoIaTHhei.
Hab6nrogaercs mopaxkeHue MeveHu ¢ TernaroMeraineid, nedeHb MmIoTHas Ha OllYIlb, B
KpoBH — ToBblieHUWE akTuBHOCTH II[®. I[laTOrHOMOHMYHBIMHM CUMITOMAMHU
SBJISIFOTCSI: MAKpOTJIOCCHSI M TICEBIOTHIEPTPO(PUS IPYrUX MBI XapakTepeH
IJIOTHBIM, OOJIBIION S3BIK C OTIEYaTKaMH 3yO0OoB. MH(MUIbTpanus MATKUX TKaHEH —
MOYCTIOCTHAS OIyXOJIb, «BaTHBIE» Iuleud. [losBisitoTcs mucTpodus HOTTEH,
anonenusi, n3menenue ronoca. Co croponsl XKKT — uHQUIBTpanus aMuIougoM,
MajabaOCopOIusi, TICEBIOOOCTPYKIUS, CIICHOMETANUs, BO3MOXKHBI MAaCCHBHBIC
KpoBoTeueHus. llepropOuTanbHble AKXHMMO3BI («ryaza eHoTay). [lpu mopaxeHuun
JETKUX — JIETOYHBIA AaMWJIOWUJI0O3 C OJBIIIKOM ¢ IUJIEBPAJIbHBIM  BBIIOTOM.
I'unoaapenanu3M, runotupeouau3M. Cepbe3HbIM MNPOTHOCTUYECKH 3HAYMMBIM
cuMnToMoM Tnpu AlL—-amMuionno3e SBISAETCS OPTOCTaTUYECKas apTepuajbHas
TUIIOTEH3HSL.
Jluacnosz. Heo0Xo1MMO IPOBOUTE CJIEIYIONINE UCCIICIOBAHUS:
* JJEKTpOPOpPETUYECKOE  HCCIENOBaHWE  KPOBU  JUIA  ONpeIeNeHUs
MOHOKJIOHaJIbHOTO UMMYHOTJ100yIMHa (M-TpanueHT);

» onpeneneHue 6enka benc-/[xoHca (Jierkue 1ienu, 00bIYHO J1sIMO/1a) B MOYE;

* Oosiee MH(DOPMATUBHO OIPECIICHHE CBOOOIHBIX JIETKUX 1enen Ig B KpoBH U
MOYE;

* HCCJICIOBAaHUE MUEIIOTPAMMBI JIJIs1 BHISIBJICHUS [JIA3MAaTUYECKOW TUCKPaA3HH,

Benyimas poias mpuHAIICKUT MOPQPOJIOTHYECKOMY HCCICTOBAHUIO MOYEYHOM
TkaHu ¢ nposeaeHueM CM, UD u OM. Mopdonoruueckoe ucciaeoBaHrue MO3BOJSET
OOHApPYXUTh JICTIOHHPOBAHUE BO BHEKJIETOYHOM MaTpUKCE M 0a3allbHBIX MeMOpaHax
TKaHU 104K KOHTO-TIO3UTHBHOTO TOMOTEHHOTO Marepuana, o00J1a/1alolIero
CBOWCTBOM JBOWHOIO JIyYENIPEJIOMJICHUSI B  IMOJAPU30BAHHOM cBere. Ha
VIBTPACTPYKTYPHOM YPOBHE 3TOT TapampoTeUH HMeeT 0coOyio (GpuOpUILIsIpHYIO
cTpykTypy. Ilpy HMMYHOTHCTOXMMHYECKOM HCCJIEIOBAaHUM B MOJABISIOIIEM
OOJIBIITMHCTBE CIIy4aeB OMPEESIETCS TOJOXKHUTEIbHOE CBEUCHHE C aHTUTENaMHU K
JerkuM 1ersMm (A>k). Tem He MeHee, ObIJI0O YCTaHOBJICHO, YTO aMHJIOU]] MOXKET OBITh
MPEJICTABICH U TSDKEJIOW LEenblo [g mim coueTaHuWeMm JIETKUX W TSKENbIX 1eneil. B
oiinuue ot AL-amunounao3a Mnmpyu HEAMUJIOUIHOM MOPAKEHUHU MOYEK OTI0XKCHUSIMHU
Ig (MIDD), nenonmpoBaHHbI Matepuas KoHro-HeratuBeH M mpu OM uMeeT
MEJIKO3EPHUCTYI0, a HE (PUOPWUIIPHYIO CTPYKTYypy. B cocTaBe OTJIOKEHHBIX
napanpoTeuHOB TpeoliagaeT Jierkas nens Ig kappa (k). Takxke peako MoOTryT
BCTPEUATHCS COUYETAHME JIETKUX M TKENBIX IeNedl WIM OYeHb PEIKO — TOJBKO
TSDKEJIBIE LETIH.

Ha cerogusmumii genp auarHoctuka MIDD, AL-ammiaonpgo3a BO3MOKHA
TOJIBKO MPH MOJTHOIIEHHOM Mopdomornyeckom uccnenoanuu [10, 14].

Jlevenue AL-amunouoosza: TPOBOAUTCS XUMHUOTEparivs, HampaBJieHHAas Ha
nojaBjieHue Tmpojudepanu KJIOHA IIa3MaTHYECKUX KJIETOK JJii YMEHBIIECHUS
npoaykuuu Jserkux menedl Ig. OObluHO Ha3HayarOT MeldajlaH B COYETAHUU C

179



npeaHn30JI0HOM, 103y Mendamana (0,15-0,25 Mr/kr B CyT) CHWXAIOT BIBOE TIPH
CK®<40 mu/mun. [Ipu orcyreTBun ¢ dexra MpUMEHSIOT 00Jiee arpecCUBHBIE CXEMBI
MOJIMXUMHOTEPAIIUN CO CBEPXBBICOKMMHU J03aMH IukiIodochamua, JeKkcaMeTa3oHa,
BUHKPHUCTHHA U JIp. B mocinegnue roasl Mpu JICHEHUHU MUEIOMHON OOJIE3HH IIUPOKO
CTaJl HCIOJB30BaThCs MPOTHBOOITYXOJICBBIM Tpemnapar Ooprtezomub (Bortezomibi,
Benkeiin*) neifcTByrommii Kak NpoTeacOMHBbIH HHTHOMTOp. KpUTEpUAMH OLEHKH
ABIISIIOTCS: CHIDKEHUE MPOTEHHYpUH, cTabunm3anus (QyHKIUU MOYEK, YMEHBIICHUE
pa3MepoB TICUYEHHU, TMOBBIIIEHWE Qpakiuu BbiOpoca. TpaHCIUIaHTaIUs OpraHoB
Hea(p(HEeKTUBHA U3-3a MOJUOPTAHHOTO MOPAKECHHUSL.

NzBectHo Oonee 20 aMUJIOUMIOTEHHBIX OEIKOB — MPEAIICCTBEHHUKOB U
COOTBETCTBEHHO UM KIIMHUYECKHUX (DOPM aMHIIOU03A.

9.3. APYI'ME BUJAbl AMUJIOUJTO3A

ATTR — amuionno3. ATTR — amunonngos ABigeTcss ceMENMHBIM 3a00I€BaHUEM,
HACJICAYEMBbIM 10 ayTOCOMHO-JIOMHUHAHTHOMY THUNY. belkoM-mpeanecTBEeHHUKOM
SBJISIETCS TPAHCTEPPUTHUH-KOMIIOHEHT MOJIEKYJbl TmpeanbOymuHa. KimHudecku
XapaKTEPU3YyeTCsl MPOTrPECCUPYIONIECH HEHpONmaThuell B COYETAHUM C IOPAKCHUEM
cepaua, mouyek W Apyrux opraHoB. Takxke k ATTR — amunonno3zy oOTHOCHUTCS
CUCTEMHBIA CTAPYECKU aMWJIOWA03, pa3BUBaroIMiica mocie 70 JeT BCIEICTBUE
BO3PACTHBIX U3MEHEHUI TPAHCTEPUTHHA.

Jleuenue — TpaHCIIAHTALIMS TICUYCHMU.

B2M — ammiiono3. K cucteMHbIM aMHIION103aM OTHOCUTCS 32M — amuionios,
pa3BUBaIOIIMICA Y O0JbHBIX Ha reMoananuse. benok B2M B HopMe DUIBTPYIOIIUIACS
B KiyOOYKax IOYeK, HAuYWHAET HakamuBathes y OonbHbix ¢ XIIH, mocturas
MaKCUMaJbHBIX 3HAYCHWM Ha [uanu3e. 2 MHUKPOIJIOOYNWH HE yHaiusercs Npu
MPOBEJCHUH JUATU3HOW MPOLEAYPhl, YTO CO3[a€T NPEANOCHUIKHM K Pa3BUTHUIO
aMuJIoui03a depe3 7 Jer W Oojiee mociie Hayajga auanu3a. B kioumHuke B2M —
aMuiIon03a Mpeo0aagar0T CHUMIITOMBI TMOPAKEHUS KOCTeH (KOCTHBIE KHUCTHI,
COJeprKalllue aMWJIOMJ) U TEePUAPTUKYJSPHBIX TKaHEW, pexe cocyaoB. Yacto
BCTPEUAETCS] CHHJIPOM KapnajJbHOTO TyHHENsA. B mocnenHue roasl 4yacTtoTa 0OJIE3HU
CHU3WJINCH Oy1arofapsi COBEpPIICHCTBOBAHUIO TUAIU3HON TEXHOJIOTHH.

Jleuenue. Xupyprudeckoe JICUCHHE IPU CHHAPOME KapHajJbHOTO TYHHES.
CBoeBpeMeHHas TpaHCIJIaHTAlUSI TTOYKH.

KoHTpoJibHBIE TecThI IO rJ1aBe 9:

1. bonapHas 62 1, Ha HOrax OTMEYarTCs OTeku. B Tedenue 23-X JeT cTpagaer
PEBMATOUAHBIM apTPUTOM, B CBS3U C ATUM JJIMTEIBHO MPUHHUMANA MPEIHU30JI0H
u HIIBII. B nmaGopatopubix anamuzax: COD — 50 mMm/4, runoaJibOyMUHEMUS,
nporeunypusi 6 r/cyrt., kpeatunun — 0,14 mmons/n. KakoBa Bamia TakTHKa U
HanboJiee BEPOSTHBIN TUarHo3?
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1) medpomnarus ceszannas ¢ HIIBII, npekpatuth npuewm;
2) OCTpEbIi TyOyJIOHEKPO3, TUAIIU3;

3) peBMaTOMIHBIN BaCKYJIHT, HA3HAYUTH NUKIO(Oochamu;
4) memOpaHO3Has HepoIaTus, HA3HAYUTD ITUKJIOCTIOPHH;
5) BTOpWYHBINA aMHUIIONI03, OMOTICHS TIOUKH;

Urto mo3BOISIET ONpeneuTh ucnoib3oBanue Konro Por mpu mopdomornyeckom
MCCIICJIOBAaHUH OMOTITaTa TIOYKHU?

1) W3MCHEHUs MOOIUTOB;

2) Me3aHTHalIbHYIO MpOosIH(eparuio;

3) M3MEHEHHUS SHAOTEITHATLHBIX KICTOK;

4) UMMYyHHBIC JCTIO3UTHI B ME3aHTHH,

5) amuiousl B Oa3anbHON MeMOpaHe, MEe3aHTHH,

[Ipy kakux peBMaTHUECKUX 3a00JEeBaHUSIX HauboJiee BEPOSTHO PpPa3BUTHE
aMUJIOU1032 MTOYEK:

1) peBMaTHyecKas JIUXOPaJIKa,

2) Y3€JIKOBBIN MOJTHAPTCPHHT,;

3) peBMaTOMIHBIN apTPUT;

4) cungpom Illerpena;

5) cunmpom bexuera;

[Tpu xaxom 3a0oyieBaHUM C TPOTEMHYpHEW MepenoyiHeHus pazBuBaercs Cast-
HeponaTus?

1) npu pabaoMuom3e

2) TPy MHEJIOMHOW 0OJIe3HH

3) npu MakporeMaTypuu

4) mipu HEPPOTHUECKOM CHHAPOME

5) npu BHYTPHCOCYAMCTOM TeMOJIH3E
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I''TABA 10. APTEPUAJIBHASA 'NITEPTEH3UA

Aptepuanbhas runeprensus (Al) sBasercs oaHuM U3 HaubOolee
pacipoCTpaHEHHBIX XPOHUYECKUX HEMH(PEKIIMOHHBIX 3a00JI€BaHMI YelIOBeKa, Ha
JIOJIF0 KOTOPBIX B miesioM mpuxoautest oT 80 10 90% Bcex ciyuae cmeptu [13]. BO3
paccmatpuBaeT Al kak HamOoJsiee BaXKHYK0 M3 MOTEHUMAIBHO MPEAOTBPATUMBIX
IIPUYUH CMEPTU B Mupe. JlokazaHO, 4TO MeXay BeIHMUYMHOUW Al M pUCKOM pa3BUTHSA
CEPJIEYHO-COCYIUCTHIX 3a00JIEBAHMI CYHIECTBYET TecHas koppensuusa. Al sBusercs
OJHOW M3 4YacThIX NpUYHMH TepMUHAIBbHOU cTaguu XDbII. I[lo mMHeHnro m3BecTHOrO
He(dpomora E. Ritz cymectByeT TecHas cBsi3b Mexay Al u XBII. B ognux ciydasx
(3ccennmanbHass Al') moyka BBICTYNAET KakK <« KEpPTBa», B JPYruxX (MOYEUHBIE
3a00JIeBaHNUs) — KaK «3JI0JICH».

Jleyenue aprepuanbHONM TUIIEPTEH3UU SIBISICTCS Hanboliee pacrnpoCTPaHEHHOM
NPUYMHOM Il mocenieHus: amOynatopuu B3pociabiM  Hacenenuem B CIIA.
Pacnpoctpanennocts AI' mo manaeiM NHANES (Muctutyta HaruonanisHOTro
3nopoBbst ¥ ITutanus CIIA) cocraBiser ot 29 mo 31 mporieHTa B3pOCHBIX, B
Kazaxcrane mo JaHHBIM pa3MUYHBIX UccieoBaTened Bappupyetr oT 15,2 mo 27%
CPEIH B3pOCIIOr0 HACEIICHHUS.

Hucno nauneHToB ¢ Al' yBenuuruBaeTcss Mo MEPE CTAPEHUS HACEIICHUS, TaK KaK
M30JUPOBAHHASL CUCTOJIMYECKAs TUIIEPTOHMS WM COYETAHUE CHUCTOJIMYECKOU H
JIMACTOJINYECKON TUIEPTEH3MU BO3HUKAIOT y OOJBIIMHCTBA Jull cTapiie 65 net. Poct
YHCIIa CIIy4aeB OKUPEHHS TAK)KE YBEJIMUMBAET YAaCTOTY apT€pUaTbHOU THIIEPTEH3HH.
Xors y nerer AI' B OOJBIIMHCTBE CIy4YaeB SBJISETCS BTOPUYHOM, HayaJbHBIE
MPU3HAKU OSCCEHIIMAIBHON TUMEPTEH3UU BBIABISIOTCA YK€ B IMOJIPOCTKOBOM
BO3pacTe.

HecmoTpst Ha pacnpoOCTpaHEHHOCTh THIEPTOHMM M CBSI3aHHBIX C HEH
OCJIO)KHEHHH, HEOOXOJAMMO OTMETUTh HEJOCTATOYHOCTh PE3yJIbTATOB JICUCHUS ITOU
oone3nu. Jlannasie, momydeHnsle B 2005-2008 NHANES, moka3bpIiBarOT, 4TO TOJIBKO
46 TIpOLIEHTOB JIIOJICH C TUNEpPTOHUEH AepxkaT cBoe Al moa KOHTpoJieMm, T.e. HUXKE
140/90 mmM pt.cT. [14].

10.1. ONPEAEJIEHHUE U KIACCUDPUKALIUA

AptepuanbHas TUNEPTOHUS — 3TO ypoBeHb AJl paBHbiii wiu Beime 140/90
MM.PT.CT., 3a)UKCUPOBAHHBII B HE MEHEe, 4YeM B TpeXx ciydasx usMmepenus AJl B
TedeHue aByx mecsies (Tadi. 10.1).

Ta6muma  10.1.  Knaccudukanuss — aprepuanbHOM  TUNEPTEH3UM  COIJIACHO
EBponeiickomy O0uiectBy Kapaunonoros u runepronuu, 2013r.

Kareropus CAJl JAJL
OnrumannHoe <120 <80
HopwmarnsHoe 120-129 80-84
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Bricokoe HopmanbHOE 130-139 85-89
Crernens | 140-159 90-99

T'nmepromns Crenens 2 160-179 100-109
Cremnens 3 >180 >110
W3onupoBannas cucronuyeckas Al >140 <90

Hpyroe omnpenenenue Obw10 mpeaiaoxkeHo B 2003 romy Ha 7 mepecMoTpe
OOBbeIMHEHHOTO HAIIMOHAIIBHOTO KOMUTETA 10 nipoduiaktuke 3abonesanuii (JNC 7)
u oaTBepxkaeHo B 2013 roay nmo JNC 8. OHO OCHOBaHO Ha CpeHEM JIBYX WJIK OoJiee
MPAaBUJIBHO WM3MEPEHHBIX TMOKA3aHUN Ha Ka)XXIOM M3 JBYX WM 0oJjiee MOCElIeHUN
mocJie HadajabHOro ocMotpa (Tadi. 10.2).

Tabmuma 10.2. Knaccudukanus aprepuanpHoi runeprensuu coriacHo JNC 8, 2013r.

Kareropus CA/l, MM.pT.CT. JAJl, Mm.pT.CT.
Hopmansnoe A/l <120 <80
[Iperuneprensus 120-139 80-89
I'mneprensus:

cramus 1 140-159 90-99

craaus 2 > 160 > 100

N301MpoOBaHHON CHUCTOJIMYECKOH rumepreHsmer cuurtaercs, korma CAJl >
140mmMm pr.cT., a IAJL <90 mm.pt.cT. [14].

N30iupoBaHHOIl  IMACTOJIMYECKON THIEPTEH3Ueill  cuuTaercs, Korja
CAI<140mm.pt.cT. a HA > 90 MMm. pT. CT.

OTH ONpeAeNIeHUs] OTHOCATCS K B3POCIbIM MalMEHTaM, HE MOJy4arolluM
AHTUTUIIEPTEH3UBHBIX MPENApPaTOB M HE HMMEKIIMX Ha 3TOT MOMEHT OCTpPOro
3a00J1eBaHUA.

VY nereit AI' cuurtaercst ypoBeHb AJl Bbimie 95-T0 mepueHTWIS sl TaHHOTO
mojga W Bo3pacra. Y gaereit AJl oleHMBaeTcs IO CHCIUAIBLHBIM TaOJIUIlaM WU
HOMOrpammaM. Yaile peKOMEHAYETCsl MCIOJb30BaTh JAaHHBIE, MPEIJI0KECHHBIE
Second Task Force in Blood Control in Children (1987) (ta6a. 10.3) [6].

Ta6muma 10.3. Kpurepun aprepuanbaoi runeptensuu (CAJl) y aereit (A.H.L{pirus,
2010)

Bospacr YMepeHHas runepTeH3us BrlpakxeHHast rTunepTeH3ust
7 nHen >96 MM pT.CT. >106 MM PT.CT.
8-30 mueit >104 MM pT.CT. >110 MM pT.CT.

<2 ner >112 mm pT.CT. >118 MM pT.CT.

3-5 ner >116 MM pT.CT. >124 MM pT.CT.

6-9 ner >122 MM pT.CT. >130 MM pT.CT.
10-12 ner >126 MM pT.CT. >134 MM pT.CT.
13-15 ner >136 MM pT.CT. >144 mm pr.CT.
16-18 sier >142 MM pT.CT. >150 MM pT.CT.
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AI' nuarnoctupyetcsi ¢ momouisio u3mepenust AJl B aMOyIaTOpHBIX yCIOBUSX,
IIPY OTOM €TI0 MHTEPIIPETALNsI 3aBUCUT OT BpeMeHHU cyToK. Hammunem Al cunraercs:
* cpennaee A/l 3a 24 yaca monuTopunra >135/85 MM.pT.CT;
« cpenree AJl B tHeBHOE Bpems >140/90 Mm.pT.CT;
* cpennee AJl B HouHOE Bpems >125/75 MM.pT.cCT.

K 3j10kayecTBeHHOH apTepHMaJbHOW TIHMIIEPTEH3MH OTHOCAT COCTOSIHUS,
CONMPOBOXK/IAIOIIMECS KPOBOM3IUSHUEM B CETYATKY, SKCCYAaTOM WJIM OTEKOM JUCKa
3pUTENBHOTO HEpBa. OJTHU JaHHBIE MOTYT OBITh CBSA3aHBl C TUIEPTOHUYECKOU
sHIedanonaTuei. 3nokadectBeHHass A" 00braHO accouuupyercs ¢ A/l Boime 120
MM.pT.cT. TeM He MeHee, 3TO MoOXkeT mpouzotd U B ciydae [JAJl nmwxe 100
MM.PT.CT. Y paHE€ HOPMOTEH3UBHBIX MALIUEHTOB C OCTPOM TMIIEPTOHMEN BCIIEICTBHE
MPE3KIIAMIICUU WJIK OCTPOTO IIIOMEPYJIOHEPpUTA.

10.2. S THONNATOTEHE3 APTEPUAJIBHOU T'MIIEPTEH3UHA
Ilepeuunasa (3ccenyuanvhasn) cunepmeH3us

90-95% w3 Bcex Qopm AIl' 3ammmaer mnepBuuHas (3cceHmuanbHas Al
runepToHuyeckas 0oJe3Hb). He3HauuTenbHbIM BKIIAJ BHOCST CHUMITOMAaTUYECKHE
(BTopruHbIe) Al', IPUYHMHBI, KOTOPBIX HEOOXOJUMO BBISBIIATH (3a00J€BaHUS MOYEK,
cunapoM Kymmnra, peoxpoMonuroma, KoapKTalust aOpThl U JIp. ).

[Tarorenes nepBuyHOM Al OJIHOCTBIO HE PACKPBIT, HO IPUYACTHBIMU SBJISTFOTCSA
cienyomue HaKkTophbl:

* TIOBBIIICHHAas aKTHUBHOCTb CHUMIIATHYECKOW  HEPBHOM  CHUCTEMBI, C

HOBBILIEHHBIM 0€Ta-aJpeHOPELENTOPHBIM OTBETOM;

*  yBEJIMYECHUE AKTUBHOCTU AHTMOTEH3MHA II u U30BITOK
MUHEPaJIOKOPTUKOUIOB;

* TEHEeTHYeCKHEe (aKTOpbl, MOATBEPKAAIOMIMECS TEM, YTO THIEPTOHUS
BCTpEUaeTcsl NPUMEPHO B JBa pa3a dalle y MalUeHTOB, OJUH WIH 00a
poaurenen KOTOPBIX ObLTH TUNEPTOHUKAMU. Heckonbpko
ANUAEMHUOJIOTHYECKUX HUCCIEAOBAHUN MMO3BOJIIOT MPEAIIOJIOKUTh, YTO PUCK
pasButust Al' npu Hanmuuu Al' y omHoro u3z poauteneit cocrasisieT 30%,
eciau 06a poautens crpagarot Al - 60%;

* CHW)XXEHHE MacChl JACUCTBYIOIMIMX HEPPOHOB MOXKET MpelapacnoliaraTh K
TUIEPTOHUHU, YTO MOXKET OBITh CBSI3aHO C T€HETHYECKUMHU (pakTopamu -
BHYTpUYTPOOHOE HapyIlIeHWE pa3BUTHsS (HAapUMeEp, HEAOHOUIEHHOCTb,
TUTIOKCHSI, BIUSHUAE HAPKOTUKOB, MUIIEBOTO Ne(MUIINTA), TAK)KE BIUSHUEM
MOCJIEPOIOBOM OKPYIKaIOIIEH cpepl (Hampumep, Hejoenanre, HHGEKITN ).

Crnenyetr pasrpaHnuuBath (aKTOPhl PUCKA, XapaKTEpPHBIC I TEPBUYHOU H
BTOpUYHOM AI, Ha OCHOBaHMM KOTOPBIX MOKHO CTPOUTH NPEANOJIOKEHUS O
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npoucxoxaenun Al'. Crenyromme ¢akTopbl pHUCKa dYallle BCEro CBS3aHBI C
neppuaHor Al'™:

TUIIEPTOHUS Y MaTEPH, OTIIA WIK Y 000OUX POJUTEIIEH;

H30BITOYHOE MMOTPEOICHUE HATPHS;

M30BITOYHOE TOTPEOJICHUE AJIKOTOJIS;

0KMPEHHE U YBEIMYCHUE BeCa,

OTCYTCTBUE (PU3NYECKON aKTUBHOCTH;

JTUCTTUTIAIEMHUS], HE3aBUCUMO OT OKHPEHUS CBSI3aHA C TUIIEPTEH3UEH;
TUNIEPTOHUS MOXET OBITh Oo0Jiee paclpOCTPaHEHHOW Cpenyd JHI C
ONpeeIeHHbIMA YepTaMH XapakTepa (TOBBIIEHHAsS YMOIMOHAIBLHOCTH),
HAXOJSLIUXCS B TMOCTOSTHHOM COCTOSIHUM CTpecca W JAepuIuTa BpEeMEHH
(IIEHTHOT), a TaK)Ke CPeIu JIF0JIeH ¢ IeTPeCcCUei;

neduuudT BUTaMHMHA D CBsA3aH C TOBBIIIEHHBIM PHUCKOM Pa3BUTHUS
TUTIEPTOHUU

BmOPMIlHa}l apmepuajibHasx cunepmen3u

PHI[ YCJ'IOBI/Iﬁ MOJKCT IIPUBCCTH K BTOpH‘lHOﬁ TUIICPTOHHMH:

nepBUYHbIC 3a00JIEBaHUSI TIOYEK - OCTPhIE M XPOHUUYECKHE 3a00JIeBaHUS
MOYEK, OCOOCHHO C BOBJICYCHUEM KIyOOUKOB WIIM C COCYIUCTHIMU
HapyIICHUSIMU;

OpaJIbHBIE KOHTPALENIITUBBI YaCTO MOBBIIAOT A/Jl;

MEIMKAMEHTBl - HECTEPOUJHBIE MPOTHUBOBOCIAIUTEIbHBIEC MPENapaThl
(HITBII) 1 MHOTHE aHTHIETIPECCAHTHI MOTYT BBI3BIBATH TUIIEPTEH3UIO;
KypeHHEe U 3JI0yNOTpeOJieHne aJKoroJieM TakKe MOTYT TIOBBICUTH
KPOBSIHOE J1aBJICHHUE;

(beoXpoMOIIUTOMA - OKOJIO TMOJIOBHUHBI MalMEHTOB € (PEOXpPOMOIUTOMOIM
UMEIOT aPOKCU3MaJIbHYIO THIIEPTOHUIO;

cunapoM Jlunmia — peakast popma TyOyJIONaTUU ¢ MyTallMel HATPUEBBIX
KaHaJIOB (TICEBIOTUNIEPATbIOCTEPOHU3M);

MePBUYHBIN aJIbJOCTEPOHU3M - HAJINYNE MIEPBUYHOTO
MUHEPATOKOPTUKOUAHOTO HM30BITKA, B TMEPBYIO OYEpEb albJI0CTEPOHA,
CIeyeT 3amoJ03pUTh y JIIOOOT0 mMalMeHTa C TPHAJOW: TUIEPTOHUS,
HEOOBSACHUMBIC THUIOKATUEMUHW MU METa0OJIMYEeCKui ankano3. TeM He
MEHEEe, HEKOTOPbIE MAIUEHTHI UMEIOT HOPMAJIbHYIO0 KOHIEHTPALUIO KaJIHs
B Iia3Mme. [lepBUYHBIN albIOCTEPOHU3M CIEAYET 3aMO0J03PUTh CPEIU
MAIMEeHTOB C Pe3UCTeHTHOMN Al;

peHoBacKyisipHas 00Je3Hb JOBOJBHO YacTO BCTPEYAETCS, B OCHOBHOM
CpeIy MAIMEHTOB C PaCIPOCTPAHEHHBIM ATEPOCKIIEPO30M;

TUTIEPTOHUS SIBJSICTCS OJHOW M3 OCHOBHBIX NMPUYUH 3a00JI€BAEMOCTH U
CMEpPTHOCTH y AllUEeHTOB ¢ cuHApoMoM KyinHra;

ApPYTHE DSHAOKPUHHBIE HApPYUIEHHS - THUIIOTUPEO3, THUIIEPTUPEO3 U
TUIIEPIIAPATUPEO3 MOXKET TAKKE BbI3BATH TUIIEPTOHHUIO.
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* OOCTPYKTHMBHOE allHO? CHA - HAPYLICHUE JAbIXaHUS BO BPEMS CHA SIBJISIETCS
HE3aBUCHUMBIM (PAKTOPOM PHUCKA JJIsi CACTEMHOM TUIIEPTEH3HH;
* KOApKTalMs aopThl SBISAETCS OJHOM M3 OCHOBHBIX IIPUYHMH BTOPUYHOMN
TMIEPTOHUU y JIeTel MJIaJAIIero Bo3pacra.
B GonbmmHcTBe cnyyaeB Al y neTeil siBAsieTCsl BTOPUYHOW MO OTHOLICHHUIO K
3a00JIEBaHUIO TIOYEK, KapAUOBACKYJSPHBIM, PEHOBACKYJSAPHBIM, SHIOKPUHHBIM
6omne3nsm (tadn. 10.4).

Tabmuua 10.4. Ilpuuunel Al y nereit

BoJie3nu nouex IIpoune 3a60/1eBaHusA:

Penosacxynapnuie: Kapouoesackynapuvle 3aboneeanusi:

CTeHo3 NMoYeYHBIX apTepuid Koapkranus aoptsl;

Tpom0603 moueqHbIX apTepuit bonesns Takascy (aoproaprepuur).
TpoM003 1MoYeUHBIX BEH DHooxkpurHvle 3a0071e6AHUS:
Ilapenxumamosnvle: DeoXpoOMOLIUTOMA;

Octppelii rnomepynoHedput HeiipoGiacToma;

XpoHHUYECKUE TIIOMEPYIISipHbIE 3a00I€BaHUS l'uneptupeonnusm;

Wudexuus Mo4eBoi CUCTEMBI Bpoxnennas runepruiazusi HaANMOYEYHUKOB;
Pednrokc-nedponaTus [lepBuuHbIl runepanbIOCTEPOHUBM;
Kucroznbie 0one3nu Cungpom  KymwmHra  (SHAOTEHHBIH WM
I'emonuTHKO-ypeMUYECKUN CUHAPOM 9K30r€HHBIN);

Onyxons BuneMmca Jlexapcmeennvle npenapamol:
Bpoxxnennsle aHomanuu pa3BuTHs Nouek M | CHMIIATOMMMETHKH,

MOYEBBIX MyTEH OpaibHble KOHTPALICTITUBBI,
Jlronyc-nedput

[loyeuHblil TPAHCIIAHTAHT

Mexanusmbl pazputus Al

Yposenb A/l onpenensiercs:

- OOuuM nepudepudeckuM cocyaucteiM conpotusiennem (OIICC);
- O0BEMOM IKCTPALEILTIONSPHON KUJIKOCTH;
- BenuuunHoi cepaeunoro BeiOpoca.

[Toukn urparT OCHOBHYI posib B perymsiuuu AJl. BoiapmmHcTBO 0OoJe3Hei
noyek (MepBUYHBIEC, MPU CUCTEMHBIX 3a00JeBaHMAX) compoBoxaarorcs Al, B
TEPMUHAJIBLHOW CTaguu XpoHudeckux Oosesner mouek (XBII 5 cramgus) ee gacrora
nocturaeT 80-100%. O6bveM nupkyaupyromieid kposu (OLIK) mpexae Bcero 3aBUCUT
OT KOJIMYECTBAa 3KCKpeTHpyeMoro noukamu Hatpus. llepudepuueckoe cocyaucroe
CONPOTHUBJIEHUE OINPEAEISIETCS BA30KOHCTPUKLIUEH apTEPHOI.

3aoepocka nampusa u 600wvl. Hapymienue GpyHkimu moyek co cHmwkennem CK®O
BEJIET K YMEHBIICHUIO BBIJICIICHUS HATPUS U BOJIbl. BClleICTBUE 3TOTO YBEIMUUBAETCS
OLK, Takkxe MOBBILLIAETCS COJIEP)KAHUE HATPUSI B COCYIMCTOM CTEHKE C HA0yXaHHeM
M YBEIMYCHUEM YYBCTBUTEIBHOCTH K TMPECCOPHBIM BIUSHUSIM aHTHUOTCH3UHA U
KAaTeXOJIAMUHOB. XapakTepHas OCOOEHHOCTh Takol Al — yTskeneHwe mocie
MOTPEOJICHUST CONM (HA3bIBAIOT COJIEUYBCTBUTENBHOM rumeprensueit). [lpu n30ObITke
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HATpPUS BA30KOHCTPUKIMS MOXET OBITh BCJIEACTBHEM HAPYIICHUS TPAHCIIOPTA
KaJIbIIHSI, COMPSDKEHHOTO C TpaHCIOpTOM HaTpus. Takum 00pa3oM, HaKOILJICHHUE
HaTpUs M KajJblUsl B COCYIUCTON cTeHKe NpuBOIUT K moBbimeHuo OIICC. Otor
MEXaHM3M C BEIYyIIEH pOJIbIO TUIEprUapaTaliy, TUIEPBOJEMUM U TOBBIIICHUS
CepACYHOr0 BhIOpOCAa UMEET OCHOBHOE 3HaueHue B pa3Butuu Al npu octpom I'H u
TepMUHaJIbHOM ctaauu XbII.

Axkmueayus npeccopnvix cucmem. Al' ipu OOJE3HSAX TMOYEK MOXKET OBITh
00ycioByeHa OOJIbIIIE AKTUBAITUCH:

* PeHMH-aHTMOTEH3UH-AIbJOCTEPOHOBON CUCTEMBI,
*  CUMNaTUKO-apPEHATIOBON CUCTEMBI;
*  DHAOTEIINHOB.

B 10 xe Bpems Al cmocoOCTByeT CHHYKEHHE AaKTUBHOCTH JENPEeCcCOpPHOI
cucTeMbl (ITpoCTarJiaHIuHbI, KHHUHBI U JIP.).

Cekpenidsi peHMHA CTUMYJIUPYETCS TaJ€HUEM JaBJICHUA B apTepUATbHOU
CUCTEME TOYEK, TUIOBOJIEMHEH, Ae(DUIIMTOM HATPHUS B MHUIIE, TPUEMOM MOUYETOHHBIX
CpPEACTB. DTOT MEXaHU3M HUIPAET POJib MPU CTEHO3€ MOYEUHBIX apTEepui, Korna
MopakeHHas TOYKa, TIJAe OciabjieH KPOBOTOK, MPOAYLHUPYET OYEHb OOJbIIOE
KOJINYECTBO PEHMHA, C MOCIEAYIOIIEH M30BITOYHON mpoaykiued anruoreHsuHa II,
CTUMYJIMPYIOIIETO BO30OKOHCTPUKIIUIO, CEKPELUIO AlbJIOCTEPOHA U YACPKUBAHUE B
opranusme HaTpus. OgHako 00beM (PUIBTPAMOHHONW (paKIHUU U SKCKpPEUUs HATPHs
BBICOKME M TI03TOMY Yy TMallieHTa Ha0IoaeTcsl OOJbIIE THUIIOBOJEMUYECKOES
cocrosaue. Takyro AI' Ha3bIBalOT  COJICPE3UCTECHTHOM, PEHUH-3aBUCHUMOI.
AKTHUBHOCTh pPEHHMHA IIOBBIINICHA y psga OOJIBHBIX C XPOHHYECKHUMHU OOJIC3HSIMHU
moyek. PeHUH-3aBUCHMYIO THIEPTEH3MIO HAOJIOMAIOT TaKXkKEe y 4YacTH OOJBHBIX B
TEPMUHAJIBHOM CTagueu TMOYEYHOM HEAOCTAaTOYHOCTH. [IpoBeaeHne remoauanusa y
TaKuX OOJIBHBIX IIOXO CHUXkaeT AJl. PeHuH-3aBHCHMas TUIEPTEH3US MPOTEKAeT CO
3HauuTEeNbHBIM noBbIIeHHEM [ICC. V pa3nuuHbIX 00JIBHBIX MOTYT IPUCYTCTBOBATH
pasHble naToreHernyeckue paxropsr Al

10.3. OCJIO)KHEHUSA

AT cBsi3aHa C psJIOM Cepbe3HbIX OclokHEeHUH [14]. BeposiTHOCTh pa3BUTHS STUX
OCJIO)KHEHHMI 3aBUCUT OT YPOBHS apTEepPUAIbHOrO JIaBJICHUS. YBEJIUUYECHHE PHUCKA
HauylHaeTcs Kak Toibko AJl momHumaercs Beime 115/75 MM.PT.CT. BO Bcex
BO3PACTHBIX IPyINax.

o [uneproHus SBISETCS OCHOBHBIM (PAKTOPOM pHCKA MPEKIECBPEMEHHBIX
CEPJICUYHO-COCYIUCTHIX 3a0osieBanuii. Y mMOXWibiX manueHToB, CAJl u
nynbcoBoe A/l sBisitoTCS O0JIee MOLIHBIMU JE€TEPMUHAHTAMU PUCKA, YEM
A

e Puck cepaeyHoi HETOCTATOYHOCTH BO3PACTAET CO CTEIEHBIO MOBBIIICHUS
Al

o [uneprpodus neoro xxemymouka (I'JDK) siBisercs yacToil HaXOJIKOU y
nmanueHToB ¢ Al 1 cBs3aHa ¢ MOBBIIICHHOM 3a00J1€BaeMOCThIO CepICUHOMN
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HEJOCTATOYHOCTBIO, JKEIYI0YKOBON apUTMHUEH, CMEPTHIO B pE3yJbTaTe
uH(papKTa MHOKapa U BHE3AMHON CepAeUHON CMEPTHIO.

e [umeproHus sBisgeTca HauOoliee pacHpoCTpaHEHHBIM M Hauboisee
BaXHBIM  (aKTOpOM  pHUCKa I MIIEMHUYECKOrO  MHCYJIBTA,
3a00JIeBa€MOCTb KOTOPBIM MOJXKET OBITh 3aMETHO CHWXKEHa IIpU
3¢ (HEeKTUBHON aHTUTUIIEPTEH3UBHON TEPAIUU.

e [‘unepToHus sABIsAETCS HaubOJee BaXKHBIM (PAaKTOPOM PHCKa JJIsl pa3BUTUSA
reMOPPArnYECKOr0 UHCYIbTA.

e [unepToHUs SIBISIETCS OCHOBHBIM (hakTopoM pucka st pa3Butus XbII u
TEPMUHAIBHOW CTAaJUM IIOYEYHOM HENOCTATOYHOCTH. Al MOXKeET, Kak
HETNOCPEICTBEHHO BbI3BATh 3a00JEBAHUE I[IOYEK - TUIEPTOHMYECKUN
HE(QPOCKIEPO3, a TakKe YCKOPUTb IIPOrPECCUPOBAHHUE OCHOBHOTO
3a00JIeBaHuUs MIOYEK.

e Bricokue nugppsl AJl MOryT BO3HHUKHYTh OCTPO U OBITH YpEe3BbIYAHO
OMAaCHBIMHU JISI )KU3HHU.

10.4. TMATHOCTHKA

CkpuHUHT Ha BbICOKOE AJ] peKOMEHIyEeTCs MPOBOAUTH KaXKAbl€ ABAa Toja IJis
mun ¢ CAJl u Al Hmke 120 mm.pT.cT. B 80 MM.PT.CT. COOTBETCTBEHHO (T.€. JUIaM
¢ HopMmanbHBIMA/I), 1 exeroano s qui ¢ CAJL ot 120 1o 139 mm.pT.cT. uiu A/
ot 80 10 89 MM.pT.CT. (T.€. THIlaM ¢ nperuneprensueit) [13, 14].

IIpn OTCYTCTBUM MOBPEKICHHUM OPraHOB-MHUUIIEHEH, IHWATrHO3 JIETKOM CTEIEHU
AI" MoxeT OBITh BBICTABIICH JUIIb NMpu n3MepeHun AJl, mo kpaitHeit mepe mpu 3-6
MOCEUIECHHUSIX MaleHTa B TCYEHUE HECKOIbKUX HEJIENb U MECSIIEB.

AJl cnegyer u3MepsTh Ha O0EUX pyKaxX, a y HEKOTOPBIX JIMIl JIOJKHBI OBITH
MPEANPUHATHI TOCTYPaJIbHbIE U3MEPEHUS:

o [lokazanus CAJl Ha 5eBol W mMpaBod pyKax MODKHBI OBITH MPUMEPHO
SKBUBAJIEHTHBI. PacxoxzaeHue Oosiee 15 MM.pT.CT. MOXET yKa3blBaTh Ha
CTEHO3 MOJKIIOYUYHOM apTepuu U, CJEeA0BATENbHO, Ha 3a0oJeBaHuUs
nepupepruuecKux apTepHil.

e [loctypanbHass runotreH3usi onpeaensiercss kak cHwxkeHnne CAJ[ na 20
MM.pT.CT. W 0oJiee TpU BCTAaBaHUM MALMEHTAa C TOPU3OHTAILHOTO B
BEpPTUKAJIbHOE TMOJIOKEeHHe ©0e3 mocTtopoHHerd mnoMomu. IloctypanbHas
TUIIOTEH3US JIOJKHA MCKIF0YAThCsl Y MAlMEHTOB B BO3pacTe crapue 65 Jer,
KOTOPbIE HMCHBITHIBAIOT TOJIOBOKPYKCHHE WU CIA0OCTh TPHU CTOSHUU, U Y
MAIMEHTOB C CaXapHbIM TUa0ETOM.

HckmioueHne  «rUNepTOHMM Ha  Oenblif  xamat»  TpedyeT CYTOYHOIO
MonuTopupoBanus. [Ipumeprno ot 20 1o 25 % manuenToB ¢ Al' 1 creneHn uMeroT
AT, cBsazanHoe ¢ 3¢gdextom "OGemoro xanara". OgHUM U3 CIOCOOOB MUHHUMHU3AIUU
addekTa «benoro xamatay siBaseTcs u3Mepenne AJl B MOJOKEHUH CUJIS TIOCTIe TISATH
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MUHYT B THXOH, HE3aMETHOW OOCTaHOBKE Ha aBTOMATHYECKOM YCTPOWCTBE, JO 5
WU3MEPEHNN C HHTEPBAIOM |-SMUHYT.

CyTouHblil (aMOynaTOpHBI) MOHUTOPUHT apTepuanbHoro aaBiaeHus (CMAJL)
¢ukcupyer AJl yepe3 3amaHHble HUHTEpBaIbl (0OBIYHO Kaxaple 15-20 MUHYT B
TeueHue JHA U Kaxzable 30-60 MUHYT BO BpeMs CHA), MOKET ObITh MCHOJIb30BaH IS
MOJATBEPKACHUS WU HUCKIIOUYEHMsS] TUIEPTOHUU Oeloro xajgara y MalMEeHTOB C
IOCTOSIHHOM TUIIEPTOHUEW BO BpEMS BU3HUTA K Bpaudy, HO HOPMaJbHBIX MOKAa3aHUIX
A/l BHE MEAUIIMHCKOTO YUPEKICHHUS.

JuarHoctuka Al HauMHaeTrcss ¢ NPaBWIbHONW OLEHKM BeIWMUYMHBI AJl C
NOBTOPHBIMH €TI0 U3MEPEHUAMMU.

Hsmepenue. TlanmenTta caxaroT Ha CTyJ TakKUM 00pa3oM, 4TOOBI €ro CIuHA
ONMpPAJIACh HA CIHMHKY, OJTHA pyKa OroJIeHAa W pacnoyiarajacb rOPU30HTAIBHO Ha
ypoBHE cepana. [lanueHT fobKeH HaXOAUTHCS B TOKOE, MO0 MEHBIIEH MEPE S MUHYT
nepen mnpouenypoil. Xopoimo mnoaoOpaHHas MaH)XeTa JI0/DKHA HMETh JuaMerp,
cocraBisitolii He MeHee 80% nauameTpa pyku OosbHOro. MHOTMM mNanuMeHTaMm
TpeOYIOTCSI MaH>XEThl YBEJIMUEHHOT'O pa3Mepa.

Jist neredt HeoOXoauMO MOA00paTh MOAXOALIYIO MO pa3MEpy MaHKETy B
3aBUCHUMOCTH OT Bo3pacta. Eciaum mmpuHa MaHxkeThl cocrtaBisgeT MeHee 40%
OKPYKHOCTH CEpEINHBI Iieua, 3HaueHue Al 0KakeTcsl ICKYCCTBEHHO 3aBBIILICHHBIM.
OkoHYaTeNbHBIA MMOKa3aTeNIb PACCUYUTHIBACTCS KaK CpefHee apu(pMETHYECKOe ABYX
uiu 6osee U3MEpPEHUH, BBIMOJIHEHHBIX C UHTEPBAJIOM B 2 MUHYTHI.

QusuxanvHoe ob6credogarue. OCHOBHBIMHM IEISIMH MEIMUIIMHCKOTO OCMOTpa
JIOJKHBI OBITH TIOMCK TOBPEXKACHUI OpraHOB-MUIIIEHEH (HApuMep, PETUHOMATHH) U
MIPUYUH BTOPUYHOU TUNIEPTOHUU (ITOYEUHBIEC, KapIMO-BACKYJISIPHbIE, SHIOKPUHHBIC U
TIpyTHE).

Jlabopamophvie uccinedosanus. O0s3aTEIbHbIE TECThI, KOTOPBIE JOJKHBI OBITh
BBITIOJTHEHBI, OOBIYHO BKJIFOYAIOT:

* TIEeMAaTOKPHUT, aHAJIU3 MOYM, PYTHUHHBIE OMOXUMUUYECKUE HCCIEAOBAHUS
KpOBH (TIFOKO03a, KpeaTUHUH, 3JIeKTposiuThl) U pacyeT CKD;

* JuUnuAHBINA npoduias (MOMHBIM crnekTp, Bkaouas HDL-xonecrepuw,
TPUTJIMLIEPUDI);

e OKIT.

JloTOTHUTENBHBIC UCCTEAOBAHUS MOTYT OBITh MCIIOJIB30BAHUBI B OMPEICIICHHBIX
YCIOBUSIX:

* anpOyMHHYpHUSI TIOJy4aeT Bce OoJbllee MPU3HAHKWE, YTOOBl OBITh
HE3aBUCUMBIM (PaKTOPOM PUCKA CEPACUHO-COCYIUCTHIX 3a00JICBaHU,

* oxokapauorpadust - 18 OOHApYKEHUsS BO3MOXHOTO TOBPEXKACHUS
OpraHOB-MHIIICHEHN y MaIlMeHTa ¢ MOTPAaHUYHBIMU 3HaUCHUSIMU AJl;

* TOMCK PEHOBACKYJISIPHOW THIEPTEH3UHU.

JlnarHocTrka peHOBACKYJISIPHBIX 3a00JIeBaHUI Kak MpuuuHbl A" OCHOBBIBaETCS
Ha JOMNIUIEPOBCKOM YJIBTPAa3BYKOBOM MCCJIEIOBAaHUU, KAK CKPUHHHT-METOJAE, C
MOCHEAYIOIIUM  PAJUOU30TONHBIM U PEHTITeHOBCKUM HuccienoBanuem. llpu
oOHapyxxeHuu Ha Y3U wnu yporpamMmax aCUMMETPUU Pa3MepOB MOYEK, KOTJa OJlHA

189



U3 HUX MEHbIIe KOHTpajaTepainbHOu Oonee yem 20 %, ecnu Ha yporpaduu
3ama3sgplBacT €€ KOHTPACTUPOBAHUE M IIOCIEAYIOLIEE BBIBEICHHUE KOHTPACTHOIO
BEIIECTBA, BO3HUKAET MOJO3PEHNE HA CTCHO3 IOYEUHON apTEepHUH, Haubojee 4acTou
NPUYMHON KOTOPOTO y JieTel siBnsieTcs: (uOpoMycKyisipHas runeprasus. Hepeako
CTEHO3 [TIOYEYHBIX apTepuil HabmonaeTcs npu HelipopudbpomaTose PexnnHrayseHa.

ITpu m3oTONHON peHorpaduu B ATUX ClIydasx UMEET MECTO Oojee MOJOTUi TUIl
KPUBOW Ha CTOPOHE CTEHO3a, YCUJIMBAIOLIUICS IpU npole ¢ KantonpuioM. bombiioi
MH(POPMATUBHOCTBIO O0JIaJaeT MYJIbTHCIHMpAIbHAS KOMIIBIOTEpHAs TOMOrpadus.
JluarHo3 OKOHYATEJIbHO MOJATBEPXKIAETCS aopTorpaguel WM  CelIeKTUBHOU
OYEYHON aptepuorpadueil, 4acrto OAHOMOMEHTHO BBIIOJHAETCS IpoLEaypa
peBackymspuzanuu. [I0 BO3MOXHOCTM TPOBOJUTCA HCCIEAOBAHUE AKTHUBHOCTH
PEHHHA IIJIa3Mbl B KPOBHU, OTTEKAIOIIEHW ITO IMOYEYHBIM BeHaM. [laTOrHOMOHHMYHO ee
IIOBBIIICHUE HA CTOPOHE CTEHO3A.

[Ipyn OTCYTCTBMM NMPU3HAKOB IMEPEUYHMCICHHBIX TPYII 3a00J€BaHUIl BO3HUKAET
HE0OXOAMMOCTb UCKIIOYEHUS SHAOKPUHHBIX OOJIE3HEU, ABIISIONIMXCS KpailHe peIKon
npuunHOM Al'. KimrouoMm K 1uarHo3y MOXKET CTaTh TMIOKAJIMEMUS, XapaKTepHas Ui
TUIEPAIBIOCTEPOHU3MA. PekoMeHayeTcss oOmpelencHue CyTOYHOM —OKCKPELMH
KAaTE€XOJIAMUHOB, 3JIEKTPOJINTOB, COEPKAHUA B MOYE BAaHUIIMHMUHAIBHOW KUCIIOTHI,
YPOBHS aJIbJOCTEPOHA U aKTUBHOCTHU pEHMHA Iula3Mbl. Ilociaennsas uMmeer He TOJBKO
IMarHOCTUYECKOE 3HayeHWe, HO M To3BojisieT Oosiee auddepeHIMpPOBaHHO
IIOAXOJWTh K HA3HAUCHUIO AHTUTMIIEPTEH3MBHBIX IpenapartoB. Tak, mpu
HU3KOpeHHUHOBOM Al" 60see 3 (eKTUBHBI JUYPETUKH, a IPU BBICOKOPEHUHOBOM — [3-
aspeHo010KaTopbl U UHTHOUTOPBI-ATID.

O0bexkTHBHOE HccaenoBanue aerei ¢ Al' BRioyaer:

* OUEHKY (PU3UYECKOTO PA3BUTHUS;

* wm3meperre AJl Ha YeTbIpeX KOHEYHOCTSAX JUISl BBISBICHUS KOAPKTALIMU
aopTHI;

* OCMOTp INIa3HOIO JIHA U TUIATEIILHOE HEBPOJIOTMYECKOE UCCIIEA0BAHUE;

* OCMOTp UIEH C LIEJIbIO OOHAPYKEHUS YBEIUUYCHHUS IIIUTOBUTHOM JKENE3bl;

* HccleAOBaHWE cepana W JIeTKUX (TpU3HAKU 3aCTOMHOW CepaedHOn
HEJO0CTaTOYHOCTH, CEPJICYHBIE IIIyMBI);

* 00cieoBaHuE KUBOTA (OITyXOJIEBUAHBIE 00Opa30BaHUs, IIIyMbI);

* OCMOTp KOXHU [JIsl BbISIBJIEHUsl Npu3HAakoB peBMarosorudeckux (CKB)
WIN HEHUPOKOXKHBIX CHHAPOMOB (HeipohuOpoMaro3 mwin TyOepO3HBI
CKJIEpO3).

10.5. JEYEHHE

[enpto neuenuss Al siBisieTcss CHIDKEHHE 3a007€BAaGMOCTH M CMEPTHOCTH OT
CepACYHO-COCYIUCTBIX OCIIOKHEHHH.

B OonbIIMHCTBE KIMHUYECKUX HUCTIBITAHUH, aHTUTHIEPTEH3WBHAS TEpamus 10
CpaBHEHHMIO ¢ TUIane0o OblIa cBsi3aHa co 3HauuTebHBIM (0T 20 10 25 %), CHIDKEHHEM
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pHUCKa 3a00JI€Ba€MOCTH CEPCYHON HEIOCTATOYHOCTHIO M MH(pAPKTOM MHUOKapaa, a
TaKke CHIKEeHHEeM 4acToThl uHCylbTa oT 30 nmo 40 %. Ilpexnae Bcero, ciemyer
Hopmanu3zoBaTh CAJl, TMOCKOJIBKY OH JIydllle KOPPEIUPYET CO CTEHEHBIO
MIOBPEXKCHUS OPraHOB-MHUILICHEH, BKJIIOYAsi Ceple, CoCyAbl U mouku. [Ipu KoHTpoe
AT cnenyer nob6uBatbcsi CAJl menee, uem 140 mm.pT.cT., a JIAJl — Ha ypOBHE MeHee,
gyeM 90 wMM.pT.cT. Y MalMEHTOB C CaxapHbIM JUA0ETOM M JUA0ETUYECKOM
He(pomnartueit BeauunHa A/l He moipkHa npeBwimarhk 130/80 mm.pr.ct. [13]

Hemeoukamenmosnoe jeuenue

JleyeHue TUNEPTOHUM JOJKHO BKJIIOYATh HE()APMAKOIOTHUYECKYIO TEpaIUi0 —
MOAU(DUKAIMIO CTUJIS )KU3HU — OT/ACIIBHO WM B COBOKYITHOCTH C MEIUKAMEHTO3HBIM
nedyeHuem [14].

e Orpanuuenue coyid. JlokazaHa BaXHOCTb CHUKEHUS MOTPEOJICHUS] HATPUS IS
CHIDKEHMSI KPOBSIHOIO JABJICHMSI M TOBBIIIEHUS A(OPEKTUBHOCTU BCEX
AQHTUTUIIEPTEH3UBHBIX TIPEnapaToB.

e Jloreps Beca. lloteps Beca y Ty4HBIX JIIOJEM MOXET NIPUBECTH K
3HauuTeIbHOMY cHIDKeHHI0 AJl. CHmwkenue AJl oObraHO coctamiser ot 0,5 a0
2 MM.PT.CT.Ha KaXAbI | KT CHUJKEHHUS MacChl TeJa.

e DASH nuera. DASH nuera COCTOMT M3 MOBBIIIEHHOTO TOTpeOIeHus PpyKTOB
MU OBOIIECH M OOE3KUPEHHBIX MOJIOYHBIX MHPOIYKTOB. MOXKET codeTaThCs C
OTPaHUYCHHUEM COJIU.

e A»spoOHBIE YIIPaXXHEHHUS, KaK MPABUIIO, OKa3bIBAIOT OJIArOTBOPHOE BIIMSHUE HA
CHUCTEMHOE apTepUalbHOE JaBJICHUE.

e OrpanudeHue notpedieHus aakorois. PekoMmeHnayercs He 6osee 2X 103/1€Hb
AJIKOTOJISA JIUIS MY>KUMH M He Oojee 1-i mo3bl/neHb — 1 skeHIuH (I doza =
102 yucmozo ankoecona = 100mn euna unu 285mn nusa umu 30mn 40%
CRUPMHO20 HANUMKA)

e Butamun D. [lpuem Butamuna D 10KHO OBITh HAYATO B CIy4YasiX ¢ HU3KUM
ypoBHEM D 25-rHapoKCHBUTaMHHA WM Y JIOJEH, TMOJIBEPKEHHBIX PHUCKY
neduruta ButamuHa D.

e (OOyueHue MalMEHTa MPUBOJUT K YIYUIICHUIO KOHTPOJISI apTePUATIBHOTO
naBiieHns. KOHTpoJIb apTepragbHOTO JIABJICHUS MOXKET OBITh YJIYUIIICH, KOTa
naieHTsl ¢ Al caplmaT JIMYHBIE HWCTOPUM CBOMX CBEPCTHUKOB C
TUIIEPTEH3UEN.

o Jlpyrue HedapMakoJIOTHUECKHE METOAbl JICYCHHUS BKJIIOYAIOT aJIeKBATHOE
noTpeOJieHne Kajvs, OTKa3 OT KYpEeHHUs] M OTPaHUUYCHHE HCIOJIH30BAHUS
HECTEPOUIHBIX MPOTUBOBOCTIAIMTENIHHBIX MPENApaTOB U MapaleTamoJia.

dapmakorepanus

KnvHuueckue WCHbITaHUS TOKa3ajid, YTO MPAKTUYECKH BCE OCHOBHBIE KJIACCHI
AHTUTHIEPTEH3UBHBIX TMpenaparoB (THA3HUIHbIE AUYpPETUKH, WUHTUOUTOpPH AllD,
BPA, B-6nokatopei, BKK) cHmwkawT BEpOSTHOCTh pa3BUTHA OCHOXHEHUU Al
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Hauanonas monomepanus npu neocnodxcuennou eunepmonuu. Ilpum otcyTcTBUN
cHelu(pUUEeCKNX TOKa3aHWM, CYIIECTBYIOT TpPHM OCHOBHBIX Kjacca IIpernapaTos,
KOTOpbIE UCITOJIb3YIOTCS IS HayaJlbHOU MOHOTEpAIUU:
THUA3UHBIE/TUA3UIOTIOOOHBIE  TUYPETUKH, OJIOKATOPhl KalbIMEBBIX KaHAJIOB
JUIMTENILHOTO JACHCTBUS (Yallle BCEro IUTHAPONUPHUIMHOBBIE KaK aMIIOAUINWH) U
uHruoutropsl AIl® wunm Grokatopsl perienTopoB aHruoTeHsuHa II. [-GiokaTopsr
OObBIYHO HE UCHOJIB3YIOTCS [UJIi Ha4yalbHOW MOHOTEpaluu TpPU OTCYTCTBUU
crenuduIecKux moka3zaHui.

B cayuasx, xorma AJl mpeBblmaeT 1iefieBoid ypoBeHb Oojiee yem Ha 20/10
MM.PT.CT. (>160/100mm.pT.CT.), TEepanydi  HEOOXOJMMO  HA4YMHATh  C
KOMOMHUpPOBaHHON Tepanuu:c uHruouropa AllD gauTenbHOro JEHUCTBUS UIIU
OJ0KaTOpa PELEeNnTOpPOB aHTMOTEH3WHA B KOMOWMHAIIMU C OJIOKATOPOM KaJbIIMEBBIX
KAHAJIOB JUIMTEIIbHOTO JAEHCTBUS.

Jleuenne Al y nmerei mpOBOJWUTCS IO TEM K€ MPHUHIMUIIAM, YTO U Y B3POCIBIX.
Ho HeoOxoaumo ydecTh 3THOJIOTHMYEcKHe (DaKTOphl UM BO3pacT pedeHka. Tak, mpu
rurnepaibgocTeponnsmMe Oombineit d(PGEeKTUBHOCThIO 007aa€T CIUPOHOJIAKTOH
(BepommupoHn). [Ipu BazopeHanbHOM rUnepTeH3uu HauOosblnas 3PEHEKTUBHOCTD
npucyma uHruoutopam AIID, HO HEOOXOAMMO OPHEHTUPOBATHCS HA HAIUYME
IPOTUBOMNOKA3aHUI K IPUMEHEHUIO 3THUX MPEnapaToB U MpearnoiaraeMple moOOUHbIE
sp¢ektol. Ilpu kpuzoBom TeueHuun Al, B OCHOBE KOTOPOro JIEXKHUT BbIOpOC
KaTE€XOJaMHUHOB II€JIECO00pa3HO HCIOJIb30BATh (-3 JpEHOOIOKATOPBI  (IIPa303UH).
[Ipu deoxpomonurome »sdhdextuBHee Bcero dentonamud. [lpu  moueyHoi
[IAPEHXMMATO3HOW TUIEPTEH3UU C 3aJE€pKKOM HATpUsl M BOJBl PEKOMEHIYETCS
BBejieHHe nuypeThkoB. Hepenko B neuenun Al nr000H 3THOJIOTMH MOJOKUTEIbHAS
JUHAMUKA JIOCTUTAETCs MPU MPUMEHEHUN KOMOMHUPOBaHHOW Tepanuu. B Ttabnuiax
10.5 u 10.6 mpuBeneHBI OCHOBHBIE AHTWUTMIIEPTEH3WBHBIE IPENAPATHl C YYETOM
JO3UPOBKH y JIETEM.

Tabmuua 10.5. AHTUrHIIEpTEH3UBHBIE MTpENapaThl A MEPOPaTbHOTO TPUMEHEHHUS.

P®apMaKoJIOTHYeCKHEe IPYNIbI IIpenaparsbl Jo3bl /cyT Ho3bl /eyt (y
Jerei)
-ampeHoboKaTopskI [Ipompanomnon 80-640 mr 0,5-5 mr/kr
ATeHomnon 100-200 mr 1-4 mr/xr
Metonpoion 200 mr 1 Mr/kr
buconpomnon 2,5-10 mr
Kapsenunon 25-100 mr
Hanomon 80-120 mr 1 Mr/xr
Wuruburopsr AIID Kanronpun 25-200 mMr 0,3-5 mr/kr
DHajanpuil 5-20-40 mr 0,1-0,5 mr/kr
Pamunpun 2,5-20 Mr 0,1 Mr/kr
[epunnonpun 20-40 mr
Do3uHOIPUI 10-40 mr
JInzunonpUI 5-40 Mr
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AHtaroHuctel ~ peuentopoB K | Jlozapran 25-100 mr 0,7 Mr/kr
aHruoteH3uny | Basicapran 80-160 mr o 80 mr
Npbecapran 75-300 Mr
Tenmucapran 20-80 mr
DrnpocapTan 300-800 mr
Kannecapran 4-16 mr
bnokarops! kanblueBbIX kKaHaoB | Hudeaunun 30-40 mr 0,25-2 mr/kr
Hudenumnun- 20-40 mr
perapa
Bepamamun 340-480 mr o 80 mr
Amnoaunun 5-10 mr Jo 5 mr
Junruazem
Tabmuua 10.6. BHyTpuBeHHble M CyOJIMHIBajbHbIE Ipenaparbl B JICUEHUU

aptrepuanbHoil runieptensuu (A.Llprun, 2010).

IMpenapar Ho3a KpartHocth dddekr

BBeICHUSA Hauvauio Iuk JureabHOCTH
Hudenunun 0,25 mr/kr Kaxneie 4-6 4 | 10-15 mun | 60-90 Mun | 2-4 4
(cyOmnuHT)
Hudenumun dakoHpl 10 | 2-8 Mi1/4 10 mun 30 muH [Tepuon
B/B 50 M uHy3un 1-2 9
Jlnazokcun 1-3 mr/kr Kaxmsie 15 | 1-5 mun <124

MHH
DHananpuiaT 5-10 mMkr/KT 1 pa3 B ieHb 15 Mun 1-44 Jo 24 4
IMuppanasun 0,1-0,5 4-6 BBencHUN 10-20 muH | 10-90 muH | 6 4

MI/KT/CYT

JIaGeramnon 0,5-5 mi/kr Kaxneie 10 | 2-5 muu 5-15Mun | 244

MHH
Hurponpyccun 0,5- Mennennas 30 cek [lepuon
HaTpus 6,0MKI/Kr/MuH | HHQY3US uHYy3UU
denTomaMuH 00,5-0,1 mr/kr 30 cek 2 MHUH 15-30 mun

[TepopanbHyro Tepanuto ymepeHHod AlT HEoOX0AMMO HaYMHATH C HEOOJBIITHUX
103 BO u30OexaHue pe3koro cHuxkeHus AJl. OIHOBpeMEHHOE HCIOIb30BaHUE
MpenapaToB ¢ OJMHAKOBBIM MEXAHU3MOM JIEUCTBUS MOXKET YCUJIMBATh MOOOYHBIC
addekThl. [IpeAnouTUTENIHHO HCHOIL30BaTh MOHOTEPANUI0O B TEPaANEeBTUYECKUX
703ax, JUIIb MPU OTCYTCTBUM HOpManu3zanuu AJl cleayer mepexoauTh K
KOMOMHHPOBAaHHOM Tepanuu.

Ha coBpemeHnHOM 3Tarne yare Bcero B jieueHun Al UCTonb3yroTCs 0J10KaTOPhI
KaJIBIIMEBBIX KaHaloB W HMHTHOuUTOphl AlID, KOTOpBIE SABIAIOTCS TpemapaTaMu
BBIOOpA M3-32 CPABHUTEIHLHO HU3KOTO 4YHucia TMOOOYHBIX A((PEKTOB U BBICOKOU
3G (PEKTUBHOCTH C YIYYIICHHEM KadyecTBa J>KU3HU OoybHBIX. HexenaTenpHO
OJTHOBPEMEHHOE  HCIIOJIb30BaHUE  [-OJIOKATOPOB W HETUTHAPOTHUPUIUHOBBIX
OJIOKaTOPOB ~ KaJBIIMEBBIX KAaHAJIOB, T.K. Tpemaparbl JTHUX TPYII CHUKAIOT
COKPAaTUMOCTh MHOKapAa, YTO MOXKET YIrpOXkKaTh Pa3BUTUEM 3aCTOMHOW CEpACYHOMU
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HenoctaTouHocTH. B 80-85% ciydasix y nereil mocturarorcs ienieBbie 3HaueHus: Al
IpU  MUCHOJIb30BAaHMM KOMOMHUPOBAHHOW Tepanuu uHruourtopamu Alld wu
OmokaTopaMH  KalblMEBBIX KaHaloB. [IpenmoureHue oTmaeTcsa mpenaparam
MIPOJIOHTUPOBAHHOTO JACHCTBUSA H3-3a Ooyiee MsTKoro 3¢ ¢dekTa, HACTYIAIOIIETO
MOCTETIEHHO M TPOJI0JIkKAIOIIEerocss He MeHee cyTok. K Takum mpenaparam OTHOCSATCS
uHrnoutopsl AIID, a U3 AMYpPETUKOB MPEANOYTUTEIHHEE UHIATTAMHU/I.

B  neuenumn A, oco0eHHO B  meaUaTPUU, PEAKO  MPUMEHSIOTCS
raHTIMOOIOKATOPhl UM IEHTPAJIbHBIA  0-aJpeHOMUMETHK (KIodesInH) u3-3a
OTHOCUTEJILHO HEBBICOKOW A(PPEKTUBHOCTH M BO3ZHHUKHOBEHHEM TaKOTO MOOOYHOIO
s dexTa Kak «pUKOUIETHAS» TUIEPTEH3US MOCce pe3koil oTMeHbl. M3-3a oTCyTCTBUS
JOCTaTOYHOTO  KOJMYECTBA  KOHTPOJIMPYEMBIX  HCCICNOBAaHMM  HE  BCe
aHTUTUTNIEPTEH3UBHBIC MPENapaThl JOMYCKAIOTCS K MPAKTHYECKOMY IMPUMEHEHUIO Y
netei (tTadbmuia 10.7).

Tabmuua 10.7. IIporuBomnokasanuss U 1moOo04YHbIE 3P(EKTH aHTUTHIIEPTEH3UBHBIX
npenaparoB (A.L{pirun, 2010).

IIpenapatsi

IlporuBonokazanus

ITo6ounbIe 3(h(heKTHI

B-agpeHoOI0KATOPHI

bponxuanbHas actma
Kapnuorennsiii moxk
CunycoBas Opaguxkapaus
bosiesnu neuenun
CaxapHnslii 1uader

Bpanukapnus, AV-6mokana
3acToiiHas cepieuHast
HEJ0CTaTOYHOCTh, PaccTpoiicTBa
ITHC,

PBota, quapes

Baszonunararopsl Taxukapaus Taxukapaus, runoTeHs3us,
deoxpomMonuTOMa TOILIHOTA, TOJIOBHAsL 0OJIb,
Crnenuduueckas 3a/lep’KKa HaTpHsl, acLuT,
TUIEPYYBCTBUTEIBHOCTh TUIEPTPUX03

Wuruburopsr AIID I'mnepkanuemus, genpeccus KOCTHO- | I'unepkanuemus, NpOTEUHYpUs,
MO3TOBOTO KPOBETBOPEHMS, HEUTpPOIEHUs, THIIEpPa30TeMus,
JBYCTOPOHHUI CTEHO3 IIOYEYHBIX CYXOH Kallenb
apTepHii, BbIpaK€HHAas! MoYeyHas
HEJI0CTATOYHOCTh

brokaropst Jleuenwne B-apeHoOI0KkaTOpaMu, BazoaunaraninoHHBIN CHHAPOM,

KaJIbIIMCBBIX KaHAJIOB

TUMCTUIWHOM, CI)eHTaHI/IJ'IOM

Taxukapaus. J{ist Bepanamuna —
Opaaukapaus, IMCHyHKINS
HEeYeHH

[lenTpansHsbIE O-

Henpeccus, cuaapom PeliHo

CyxocTb BO pTY, cenanus,

aJpEHOMUMETUKHU cuHsipoM PeitHo
Juypetuku DNEeKTPOIUTHBIE PACCTPOMCTBA, DNEKTPOIUTHBIE PACCTPONCTBA,
OIIH, runoBosiemus, AeruapaTanusi | TUIIOBOJIEMUS, I€TUIpATALIHS,
TUIOTSH3US
[Maarnmo6okaTops deoxpomonrtoMa, O0JIe3HH MeueHu, | Jleraprus, cnabocTh,

NENTH4YCCKas A3Ba, 3acToMHAas
cepacuHasd HEAO0CTATOYHOCTb

muchynkius nedenu, Kymoc-
MO3UTHBHAS TEMOJUTHYECKAS
aHeMus
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OnHuM H3 OCHOBHBIX KputepueB sd¢ektuBHocTH Tepanuun Al sBusercs
perpecc runeprpouu MHOKapja JIEBOTO >KEIyJo4Kka, KOTOpbli HaOromaercss B
OoJbIlel CTEMeHH Ha TPUMEHEHUHU [-aapeHOoOIOKaTOpOB M HHTHOUTOPOB-AIID.
[locnennue takxe o0JaAAIOT AHTUIIPOTEHHYPUUYECKUM JIEMCTBHEM, YTO OKa3bIBAET
HEPPONPOTEKTUBHOE JICHCTBUE MPU XPOHUUECKOM O0JIE3HU MTOYEK.

XUpYpruyeckoe JIeYEHUE MPUMEHSETCS MPHU PEHOBACKYJISPHOW THIEPTEH3UU
(mpoueiypa peBacKyJsIpU3allid UM CTEHTHUPOBAHUE). Ecau HEBO3MOKHO IPOBECTH
pPEBACKyJIIpU3ALIMI0 WIM HAOJIOJAETCsl BBIPAKEHHOE CHM)KEHHE (YHKIUHU IOYEK,
OPOBOAUTCA HEPPOIKTOMHUA. XHUPYPrHUECKOE BMEIIATENIbCTBO IPOBOAUTCA IpPHU
KOpPaKTalluX a0pThl, OIyX0JI1 BuibMca, peHUHCEKPETUPYIOIIMX OITyXOJIsX.

KonTpoabHsbie TecThl 10 ri1ase 10

1. Kakoli yHuBepcaJgbHBIII MEXaHU3M MOSBICHUS albOYMUHYpUH Yy OOJBHBIX C
sacceHmmansHo Al', C/1, nByctoponnen [IMP?

1) TpoM003 COCYIOB MOYCK

2) UMMYHOKOMILICKCHBIN

3) amMuIOHNI03

4) runepdubTpanus

5) ayTOMMMYHHBIH
2. YV mnammenta 60 ner c¢ amurenbHoW Al pa3BWIICS THUIIEPTOHUYECKUN KpHU3 C
noBeimienneM AJl o 220/140 wmwm.pr.ct. Ilocie camMoCTOSATEIBLHOTO JICUCHUS
aHTUTHUIEPTEH3UBHBIMU cpefacTBamMu AJl cauzuioch 10 120/80 MM.pT.CT, MOSBHUIIACH
c11a00CTh, TOJIOBOKPYKEHUE, TOIIHOTA, PBOTA, YMEHBIINIOCH KOJIM4eCcTBO Mouu. [1pu
roCUTaNu3auy BblsiBJIeH KpeaTuHUH 900 mxmonb/n. Y3U nmoyek: pa3mepsl moyek
11,0x4,0 cm. ITpu cbope anamHe3a 0Ka3aaoch 3 MecsIa Hazaa ONpeesiiii YPOBEHb
kpeatuHuHa — 200 Mxmouib/n. Kakoif Hanbosee BeposSTHBIN TuarHos?

1) OIIII na ¢pone XbIT

2) ractposHTepokoauT Ha Goue OIII

3) octpelii ractposnTepuT, XBIT 5 cTaaus

4) XBII, HedpoaHTHOCKIIEPO3, THTICPTOHUYESCKUAN KPH3

5) runepronudeckuii Heppoanruockiepos, XbII 5 ¢t
3. OcnoBuble npuunHbl XBII y B3pocibix?

1) aprepuasbHas TMHIIEPTEH3Us, CaXapHbIA AHa0CT

2) MKB, kanbKysie3Hbli TUeTOHe)PHUT

3) XpOHHUYECKHUE IIIOMEPYIOHEHPUTHI

4) meTCKUil U B3POCIBIN THITBI MOJUKHUCTO3HOM 00JIC3HU

5) xpoHHuecKue TyOyI0-UHTEPCTUIIHATBHBIC HEQPHUTHI
4. OcHoBHOM HedponpoTeKTUBHBINA 3D PexT nAIID?

1) cuHTe3 Opa MKMHUHA

2) CHW)XCHHUE MPOTECUHYPHH

3) CHWXCHHUE KaIUypUU
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4) noBbIllIcHHE (DUITBTPAIIMN U HATPUYPE3a

5) cHmWKeHue TUTIEPPIIIETPALIMH U IPOTCHHYPUH
5. Onpenenenre TepMUHA «OTUTOHEPPOHUSI»?

1) OTCYTCTBHE OJTHOM MTOYKH

2) BpPOXKICHHAS TUIIOILIA3HS

3) BpOXKICHHAS TUCTOIHUS TIOYKH

4) BpOXJICHHOE Majoe KOJUYECTBO HEPPOHOB

5) yBennM4eHHE KOJUYecTBa He()YHKIIMOHUPYIOIINUX He(hPOHOB
6. Y 17 nernero namuenta onpeaeneHa pesuctentHas Al'. Ha Y3 nodek BbISIBICHO
paznuune B pazMepax mnouek >2cM. OAK u OAM 6e3 wusMeHeHuid. Bam
MIPEABAPUTEINBHBIN JUATHO3 U KAKOE JIOMOJHUTEIBbHOE UCCIEA0BAaHUE TTOKA3aHO?

1) accenmmanbHas runepreH3us + 9xoKI

2) TyOepkyse3 movek + moceB Moun Ha BK

3) omHOCTOpOHHMY NHETOHE(PPHT + OAK MOCEB MOYU

4) THITOIUTAa3Ms OYKH + OHOIICHUS

5) OHOCTOPOHHHI CTEHO3 MOYEHHOW apTepuu + Joruieporpadusi cocya0B

MOYKHU
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I''TABA 11. IMABETHYECKASA HE®POIIATUA

Caxapublii auaber (CJ) - »sro rpymnma meTaboJWyYecKuX 3a00JIeBaHUM,
XapaKTepU3YIONIUXCSl  XPOHUYECKOM TUNEPIIIMKEMUEH, KOoTopas pa3BHUBACTCA
BCJICJICTBUE HAPYIICHUS CEKPELIMHM WHCYJIMHA, JEHCTBUS MHCYJIMHA UM 000MX ITHX
daktopos (BO3,1999). Bo BceM Mupe oTMeuaeTcs HEYKJIOHHBINA pocT yacToThl C/I.

21 nexabpst 2006r I'enepanbhast Accam0Oiess OOH mnpunsiia pe3osioluio,
OOBSBIIAIONIYIO CaXapHbId TUA0ET MEXIyHApOIHOU MpoOIEeMOil 3paBOOXpaHEeHUS U
paccmatpuBatoiyto Becemupnswiii Jlens [Iuabera, xak Jlenb OOH, Takoi craryc
paHee uMmeno Toybko oaHo 3aboneBanue — BUY/CIIN/I. B HacTosee Bpems auader
ABJISETCA OCHOBHOW mpuunHOM pas3Butusa TXIIH kak B pa3BuThIX, Tak U B
Pa3BUBAIOIIUXCA CTPAHAX.

Pa3znuuarot ocHoBHEIE 2 THna C/I:

e CI 1- Tuma, ayToMMMyHHOE 3a00Ji€BaHHE C JECTPYKLUHUEW OCTPOBKOBBIX
KJIETOK MOJKEIIyJOYHOM Jkele3bl. Hauano octpoe, yamie B AETCKOM BO3pacTte
(B cpennem 12 mer);

e CHA 2-tuma, XapakTepU3yeTCs Pa3BUTUEM HHCYJIMHOPE3UCTEHTHOCTH,
OCTPOBKOBOM HejocTaTouHocTu. Hawano Oonesnu mnocne 40 ner, mnuk
3aboneBaeMoctr — 60-65 meT.

[Ipn nIUTENBHOM BO3JEUCTBUU XPOHHYECKOM THUIEPTIMKEMUU Pa3BUBAKOTCA
MOBPEXKJCHUS TKaHEeW W HapylleHue (PYHKIHUM pa3IM4HbIX OpPraHoB, OCOOCHHO TJias,
MIOYEK, HEPBOB, CEP/ALIA, COCYJIOB.

Onudemuonocus. Cnenudpuueckoe TMOpPaXKEHUE TMOYEK — JAuabeTHdeckas
Hedponatus (JIH), compoBoxkaaeTcsi MOBpexXICHUEM KIyOOUKOB ¢ (hOPMUPOBAHUEM
y3eJIKOBOTO  rioMmepyiockieposa  Kimmelstiel-Wilson.  TIpu CJ]  Bo3MOXHO
MOpaKEHHE TIOYEK, B TOM YHUCJIE KIIyOOUKOB, U JPYTOro reHesa.

Knuanueckne wu  MopdosioTUUecKHe  UCCIAEAOBaHUS  MOCIHEAHUX  JIET
CBUJICTEIBCTBYIOT O BO3MOXHOCTHU PA3BUTHA CIENYIONUX 3a00J€BaHUN TMOYEK Y
oonpubix CJI: nuabGerwdeckas TIOMEpPYJONATHUsl, HIIEMUYecKas HedpomaTus
BCJICJICTBUE Pa3BUTHUS HEPPOCKIEpPO3a M CTEHO3a MOYCUHOW apTepuu, UHQPEKIIUS
MOYEBOM cucTeMmbl, Hedponaruss OEpEeMEHHbIX Y JKEHIIMH C J1a0eToM,
XxoJiecTepruHoBas 3MmOonuueckass Oone3Hb. [lo HEKOTOpPHIM JaHHBIM MPUYUMHOU
pazButus TepmuHaibHOM XBII cpenu Oonbubix CJ[ siBiserca B 1/3 cinyuaes
COOCTBEHHO JMa0ETUYECKUN TJIOMEPYJIOCKIEpo3, B 2/3ciaydaeB - HIIEeMUYECKas
cocynucTasi 00Jie3Hb MOYEK.

B 3anmanssix ctpanax C/I 2 Tuna paccMaTpuBaroT Kak OCHOBHYIO IpuuuHy XbII.
Ycranosneno uro, 30-50% mnaruentoB ¢ TepmuHanbHOM XbII BHE 3aBUCUMOCTH OT
ee npuuuHbl cTpamaroT auadberom u Al'. B CIIIA u EBpomne cpeau mamueHTOB C
TEpPMHUHAIBHOM CTaaueH IMOYeUHBIX 3aboneBanuii yactota JIH cocraBmser 140 Ha
MJIH HacelleHHs, a HeaumaOetndyeckue npuumHbl TXIIH — 15-42 ma mnH HaceneHus

(S.Steddon e.a. 2014) [14].
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Pa3Butne JIH 3aBUCHT OT HEKOTOPBIX 3THUYECKHX OCOOEHHOCTEH, HallpuMep, B
CHIA cpeaun unneinies-numa ¢ CJ[ 1 tuna yepes 10 net ot Havana 6one3nu y 40 %
pasBuBaercs TXIIH.

B Poccun cmeptHocTs oT TXIIH cpenn 6onbnbix C/[ 1 u CII 2 tuna 2-3 pasa
Hke mupoBor (M.IlecrakoBa, 2010). B Kazaxcrane Takxe uncio 6onasHbX JIH B
IUATU3HBIX OTACICHUSAX HEMHOrouunciieHHo. Huzkue nokaszarenu paszputus TXIIH y
oonpHbix CJI B crpanax CHI' He oTpakaeT HCTUHHYIO SIUAEMHOJOTHYECKYIO
00CTaHOBKY, a CKOpee CBsi3aHbl C HHU3KUM BbIsiBIieHueM JIH, otcyrcTBHEeM
MO3TAIMHOTO HAOJIOCHUS U JICUEHUSI.

Ilamocenes. Pazputne JIH cBfi3aHO C¢ JOBYMS IIOYTH OJHOBPEMEHHO
BO3/ICHCTBYIOMUMU (PaKTOPaAMHU:

*  MeTaboanuecKkuii - TUMIEPTIUKEMUS U TUTIEPIUTUACMUS;
* T'eMoanMHaMU4eCKUi - BHyTPUKIIYOOUKOBAsi 1 CHCTEMHAs TUIIEPTEH3HS.

['uneprivikeMuss — OCHOBHOM HMHHUIIMUPYIOIUNA MeTaboaudeckuid (akTop.
KiroueByro poib  Urpaer BO3JEUCTBUE KOHEYHBIX IPOAYKTOB YCHJIEHHOI'O
rkonuzupoBanusi- AGEs, ¢ axruBanueir ux peuentopoB RAGE, kotopbie
MHIYUUPYIOT TaK Ha3bIBAEMOE «KapaMEJIbHOE» IOKPBITUE SHIAOTENUS U Pa3BUTHE
BocnajeHus. B pesynbraTe BO3gerctBua AGES, mpsaMoro TOKCMYECKOro AEHCTBUA
IJIFOKO3bI, OKHCIIMTEIBHOIO CTpecca M JEeWCTBHA aHruoreHsnHa II B TKaHAX
yBennunBaeTcss TGF. OOnapyxuBaercss mnoBbllieHHME (UOPOHEKTHHA, KOJUIAreHa,
MOBBIIIEHHBI CHUHTE3 JKCTPALCIUIIOJIIPHOIO MAaTpPUKCa, B KOHEYHOM HTOIe
IIPUBOJAIIME K Pa3BUTHIO TIOMEPYJIOCKIEpo3a. B Hacrosmee Bpems u3ydeHUE
MOJIEKYJISIPHBIX MEXaHU3MOB nopakeHus novek npu CJI mponomxaercs. [Ipooasrces
pa3pabOTKH, 3KCHEPUMEHTAIbHBIE WCIBITAHUS IPEnapaTroB, BO3JECHCTBYIOIMIMX Ha
pa3IMYHbIE MEXAHNU3MbI IOPAKEHHUS.

['emoguHamMudeckuii MEXaHU3M CBS3aH C  Pa3BUTHEM  TJIOMEPYJISIPHOMU
runepuiabTpauuu. BceriencrtBue TUNEPrIIMKEMUM M TUIEPBOJIEMHUHM POUCXOAUT
aktuBaiusi PAAC ¢ moBslllieHHeM BHYTPUKIYOOUKOBOTO AaBiieHus. OOOCHOBaHHE
BEIyIIEH pPOJM BHYTPUIIOYEYHBIX TI'€MOJWHAMHMYECKMX HApyLIEHUH, OTYaCTH
ornocpenoBaHHbIX oOpa3oBaHueM All, mo3Bonuiao pa3padoTaTh MOKa OCHOBHOW W3
CYILLECTBYIOIIUX METOAOB - JiedeHue uHruoutopamu AlID. UAIID moryr ObITH
3aMeHeHbI O10kaTopamu perenTopoB All, HOBBIMU aHTUPEHUHOBBIMHU MTpENapaTamH.

HoBbIM nepcneKTMBHBIM HampaBJIE€HWEM B M3ydeHUH nartoreHnesa /[H sBisercs
pOJIb TUCPYHKIUU PEUENTOPOB MHUHEPATOKOPTUKOMIOB MOMHUMO HX BIMSHHUS Ha
PEryJHLIMI0 JKCKPEUWH HaTpusa Moykamu. [losBISArOTCA AOKa3aTenbCTBA BIHSHUSA
AHTarOHUCTOB aJBJOCTEPOHA Ha 3aMemiieHHe mnporpeccupoBanus JH naxe y
NAIMEHTOB 0e3 apTepHalIbHON THIIEPTEH3UH.

Bce Takm marorene3 JIH ocrtaercss BecbMa CIOKHBIM M HE 0 KOHIIa
M3BECTHBIM. HeMallOBa)XHYIO POJIb UIPAIOT TFEHETUYECKUE MEXAaHU3MBbI, U3yYCHHE
KOTOPBIX IIOKa HE JaJ0 BO3MOXHOCTH HPEMIOKUTH MPOCTYH0  MOJEIb
IIPOTHO3UPOBAHUS.

Mopdghonocus. Ilpu uccnenoBanuu OUonTara MOYKU B KITyOOUKaX BBISIBISIOTCS
M3MEHEHUs1 0a3aabHOM MeMOpaHbl U Me3aHrusl. XapakrtepHbiM i JIH n3Menenuem
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SBJISICTCS IOBPEXKIACHUE ME3AHT Sl — ME3AHTMOJIN3 BCIICICTBUE ACUCTBUSA MEIUATOPOB
BocnianeHus: (A.Kosn, 2014). Eme oaHuM XapaKTEpHBIM HM3MEHEHUEM CUUTAIOT
BBISIBJICHUE KalWUISIPHBIX MHUKPOAHEBPU3MOB BCIIEJICTBUE pa3pbiBa 0Oa3albHBIX
MeMOpaH B MECTaX COEIMHEHHUSI HECKOIbKUX KamuuisapoB. [Iporieccsl Me3anruonmsa
Y aHEeBPU3MBI KalMWUISIPOB KIIyOOUYKa BEAYT K popMUpoBaHUIO XapakTepHbix g JIH
y3enkoB  (A.Kosn, 2014). VMMyHOrMCTOXMMHYECKHE HCCJICAOBAHUS MOTYT
oOHapyxuTh B obsactu ['BM, me3aHrusi, KaHaiabllaX U B CAaMHUX Yy3€JIKaX OTJIOKEHUS
Ig G, nerkux ueneii Ig, nHorna IgA u anbOymuHa. buoncust mouku, pekoMeHayemast
y MaIMeHTOB C HEOOBIYHOW KIMHUKOW — ¢ TspkenbiM HC, A u T.1., mo3BosiseT
muddepennmponats JIH ot HeaunabeTtnyeckux 6ose3Hel movek. B ganeko 3ameameit
CTaJNM TMAa0ETUUYECKOTO TJIOMEPYIIOCKIEP03a OOHAPYKUBAIOTCSI HHTEPCTULMATIbHBIN
¢budpo3, aTpodusi KaHAIBIIEB U COCYTUCTHIC H3MEHEHUs (He(h)POaHTHOCKIIEPO3).

CymectByer  mopdosorudeckas — kinaccuukamms  JIH, npennmoxeHHas
00111€CTBOM MOYEUHBIX MTATOJIOTOB, IO KOTOPOH BBIJEIAIOT 4 Kilacca.

1. Knacc I- u3onupoBanHoe yromnmienue 'bM.

2. Knacc II- tuarnocTupyeTtcs npu BBISABICHUU PACIIHPEHUS ME3aHTHSI.

3. Kmacc III- xapaktepHo oOHapykeHHE KaK MHHHUMYM OJHOTO Y3Ja
Kummenbsctuis - BunbscoHa.

4. Knacc IV- xapaktepusyercs BbIpaKEHHBIM TMA0CTUYECKUM CKIIEPO30M.

Knunuxa u ouaecnocmuxa /[H. B nactosiiiee Bpemsi paHHUM mnposineHuem JIH
cuntaercs anbOymunypus (AY), npessimatomas 30mr/cyt [15].

AnpOyMHUHYpPHS KIIACCUPUITUPYETCS:

Hopwmanbnas <30mMr/cyT. B T.4.
<15mr-Hopma, 15Mr-30Mr — BEICOKO HOpMasbHas
[TaTomornyeckas >30-299mr/cyT. u
>300 mr/cyT.

CormacHO HOBOW HOMEHKJIAaType ¢ HOBOM Tpamamumeit AY (2014r) TepmuH
«MHUKPOATBOYMUHYpHS» HE ucToib3yercs [15].

JIH omnpenensercs Kak KIMHUYECKUM CHHIPOM, XapaKTEpU3YHOLIUHC
nepcuctupyromen ansoymunypueit (AY) Oonee 30mr/cyr, oOHapyX eHHOW Kak
MHHUMYM 2 pa3a B TeueHue 3-OMecsueB ¢ nporpeccuBHbIM cHmkeHMEM CK® un
nosbimenueM AJl.

Knaccudukanus IH nmo Mogensen (1983) Gosbliie oTpa)kae€T €CTECTBEHHOE
teuenne CJ[ 1- Tuna m mopaxeHue Mo4YeK MPU HEM, MOCJE BHEIPEHUS KOHLEMNIUU
XbII B KIIMHUKE HE UCTIOJIB3YETCS.

EcrecrBennoe Tteuenue CJ] 2-ro Tuma wmeHee wu3BecTHO. [ paHHel
muarnoctuku JIH pexomennyercst ckpunuHr 0osbHBIX CJI 1-TO THma yepe3 5 et ot
Hayaya 0osie3nu, a npu CJ] 2-tuma — ¢ MOMEHTA €T0 BBISIBJICHHUS.

UccnenoBanne CK® nomxHo mpoBomuthes y Bcex OombHbix CJl ¢ Hauana
OIIPENICJIEHUS TUIIEPIIIMKEMUN U MIOBTOPHO €xXeroaHo. HezaBucumo ot pazsutus JIH
y 6oapHbIX ¢ CJI B Hauase noBeimaetcss CK®, 3a koTopoit HEOOXO0IUM MOCTOSIHHBIN
KOHTPOJIb. YcTaHOBIeHO, uto mnpu JH mnpoucxomutr mnporpeccupoBaHue u
nocteneHHoe cHwkeHue CK®, ¢ Hayana 10 HOpMBI, 3aTeM a0 Huszkux mudp. K
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anpOymunypun U cHikeHuto CK® mnpucoenuHseTcss WIM COYETaeTCsl C Camoro
Hayamna ATl

I[To ypoBHio cHuwxkenuss CK® onpenenstorcs craguu XbBII. YBenuuenwue
anbOymunypun >300Mr/CyT COOTBETCTBYET TEPMUHY «IIPOTEHUHYPHs (OMpeaesIeTcs
pyTUHHBIMU MeTosiaMu). [Ipu nanpHEHIeM MporpecCUpOBaHUM TOSIBISIOTCS OTEKH,
MOJKET Pa3BUTHCS HEQPOTHUUECKUN CUHAPOM.

C/ 2 muna umerom nexomopuwle ocobennocmu [15 .

e Al BcTpewaeTcst 4acTO M BBIABIISIETCS YK€ Ha MOMEHT BblsiBaeHust CJ 2
TUIIA,;

* cHmwkeHnue CK® — 1mocTosHHBIE ¥ HeNpepbiBHBIA  (hEeHOMEH,
cBugeTenbeTByeT o JIH npu quabete 2 Tuna HE3aBUCUMO OT BO3pacTa;

* npumepHo y 30% mnanueHToB C AuabeToM 2 TUNA U TEPMUHAIBHOU
craaueit JIBII orcyTcTBYeT nuabeTnueckas peTUHOIATHS;

e nmpu CJI 2 Tuna BBISBICHHWE MOBBILIEHHOTO YPOBHS albOyMUHYpPHH
O3HauaeT «(PaKTop pUCKa CEPJIEYHO — COCYTUCTON CMEPTHOCTH.

CwmeptHocTh yepe3 10 et npu ans0ymunypuu >30 mr/cyt coctaniset 60%, 6e3
anpoymunypun — 29% (OK.1llanap, 2012).

Cpenu nmamumentoB CJ/] ¢ mepBoHayalbHBIM BbISIBICHUEM AY Ha CKpUHHHIE
JanbHeilee HabOoJIIOICHUE MTO3BOJUT BbIICIUTD 3 TPYIIIIbI:

1) OosbHBIE CO CHOHTAHHOM PEMHUCCHEH, T.€. ¢ ucue3HoBeHueM AY (y 40%)

2) OonbHBIE ¢ mepcuctupyromeir AY ot 30mr/cyt mpo 299mr/cyt, HO 0e3
nporpeccupoBanus B reuenue 5-10 set (30-40%)

3) 6ompHBIC ¢ mepcuctupyomeid AY 30-299, y KOTOPBIX B MOCJICIYIOIIEM
oTMmevaeTcs nporpeccupoBanue AY 10 300Mr/cyT U BhIIIIE.

Cpenu nocneanux dopmupyetcs rpymnmna 6onbHbix JIH ¢ mporpeccupoBanuem
no TXIIH, mostomy Juisi AuarHOCTMKKM W mnporHo3a JIH 1okaszaH mNOCTOSTHHBIN
KoHTpoJib AY. U3-3a BapnabenbHOCTH AY JOMHKHBI OBITh UCKITIOYEHBI: (PU3NYECKUE
Harpy3ku, WHQEKIUH, JTUXOpaaKa, CEepJeYHO-COCYANCTasl HEIOCTATOYHOCTD,
3ameTHas rtuneprimkemus, Al. Ilpumepno y 20% O6onbubix JIH ompenensercs
camxenne CK® 6e3 anpO0yMuHypun, MO3TOMY 00s3aTEIHbHO MPOBEICHUE PACUETHBIX
metoaoB onpenenenus CK® no Kokpodra-T'onra u [lIBapua, MDRD u np.

Memoowr uccneoosanusi AY. KauecTBeHHOE ONpPEACICHUE TECT-MOJIOCKON Ha
MAY c onpenenenuem AY B pa30BOil MOUY€ MPU3HAH KAK HETOUHBIN METOJ, TaK Kak
JAET MHOTO JIO’KHOMNOJIOKUTENIbHBIX U JIO)KHOOTPULATENBHBIX pe3yabTaToB. [ToaToMy
JOJKHA omnpenensaThes cyTouHas AY. B CBsI3M ¢ TPOMO3JIKOCTBIO U HETOUHOCTHIO B
MHUpE OTKa3aJuCh OT cOOpa CyTOYHOM MOYH, IO3TOMY CYTOUHYIO AY MOXKHO Jydlle
BCETO OMNpPEJIeNUTh, UCCIEAYs B pa3oBoil Moue AY u kpeaTuHUH — (CcM. TiaBy 2) [14,
15].

Ceronnst umeronirecss B PK ananuzatopel natot nokaszatenb A:C (OTHOIIEHHE
aTbOyMHHA K KpPEaTUHUHY), KOTOPBIA ObKeH ucnoib3oBaThes BOII, TepaneBramuy,
SHJIOKPUHOJIOTAMU KaK BaXHEHMIIMU TecT paHHer nuarHoctuku JIH. Ilpu cHmxenun
CK® no 60 mu/mun u Hmwke (XbBII3) moBbimaeTcss puCcK KapAHOBACKYJSAPHBIX WU
npyrux ocnoxuenuit JIH, 1.e. ypoBenb CK® Menee 60MI1/MUH SIBISIETCSI CKPUHUHTOM
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Ha ocioxHenne JIH. YV Oonppix ¢ JIH HeoOxomumo ucciemoBanue Ha BI'B ms
MpOBEICHMS UM paHHel BakuuHauuu. @akropamu pucka XbII mpu C/ sBastores:

- TEPCHUCTUPOBAHME U MPOTPECCUPOBAHUE AY;

- camkenue CK®;

- peTHuHONAaTHS;

- MakpOBACKYJISIPHBIE OCJIOKHEHUS;

- TUINEPJIUIUJIEMHUS U/UIIK TTOBBIIIEHHE MOYEBOM KUCIIOTHI;

- XbII B cemsbe.

PexomeHnmyeTcss Ha3HAuUUTh KOHCYJIbTAIMIO Hedposora © MEpecMOTPETh
JIMArHo3, €CJIM UMEIOTCSI HEOOBIYHbIE MTPOSIBICHUS TTIOUEYHOTO TIOPAXKEHUS - YCUIICHHUE
nporenunypur, cHwkeHue CK®, pesucrentHas Al. Taxxe mnoBogoMm i
JUArHOCTUYECKOTO MOMCKAa MOTYT OBITh TPYJHO MOJJAIOLIUECS JEUEHHUIO COCTOSIHUS
— aHeMus, BTOPHYHBIA THUIIEpIApaTUPEO3, MeTadoyinyeckass O0Je3Hb KOCTH,
3neKTpoJinTHhIE HapymeHus. bonbsHbie XbII, HaunHas ¢ 4 craguu, OTOPABISIIOTCS K
Hedponory. [Ipu 3TomM Bpaun HEe HEDPOIOTH HE AOJKHBI OTKIIAbIBATh TPOCBEIICHHE
OOJIbHBIX O Tmporpeccupyromeit mpupoae JH, o HeEoOX0AUMOCTH KOHTPOJIS
TUTIEPTIMKEMHUM, TUIECPIUNUAEMHUMN, arpeccuBHOro JjedeHuss Al, a Takxe o0
MOTCHIMAJILHBIX BO3MOXKHOCTSX TpaHCruiaHTanuu (tads. 11.1). B cBs3u ¢ kpaiine
HeocTaTouHoM ocBegomiieHHOCThI0O BOII, TepaneBroB B Hameil crpaHe o XbBII,
Ba)KHA KOHCYJIbTaIus Hedposora 6onbHbIX C/l, HaunHas ¢ 6osee paHHUX cTaauid (2-
3), Taxke crienaibHoe o0yueHue ux Bomnpocam XbII.

Tabmuua 11.1. Menemxment XBI1 npu CJI (amantupoBano mo Diabet Care 2014
(CILIA)) [15].

Yposenb CK® Pexomenpauun
(MJ1/MMH)

Bce nanuenTsl | PanHee u3aMepeHue kpeaTHHUHA B KpoBH, pacueT CK®, ans6ymun B moue (A:C)

45-60 - OrnpaBuTh K He(dpoioOry, eciu €cTb HEOOXOAMMOCTh HMCKIIIOUYEHHUS
Hena0eTH4ecKoro 3a00JIeBaHus OYEK

- Koppexkuus 103 MeguKkaMeHTOB

- Monutopunr CK® 1pa3 B mec.

- MOHUTOPHHT 3JEKTPOJIUTOB, OMKapOoOHaTa, reMoryIoOnHa, KalbIus,
docdopa, I[ITI" exxeronno

- Bwiacuuts BuTamus J-gedumut

- IIpoBepuTh INIOTHOCTH KOCTEN

- JlaTh COBET 1O MUTAHHIO

30-44 - Pacuer CK® B kaxxnble 3 Mec.

- DOnektponuThl, OukapboHaT, TremMorioOuH, Kaiablui, Qocdop,
anbOyMHH B KPOBU U Bec 0OJILHOTO B Kax/ble 3-6 Mec.

- Koppekuus 103 nekapcTs

<30 - Hampasuts k HEposoTy
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Jleyenue. beccniopHbIM (YpOBEHb JlOKa3aTelbcTBa - A) sBIsieTcss 2 BUIA
JIEYEeHUs, KOTOpbIE CHWXAT puck paszsutus JIH u 3amemnser mporpeccupoBaHUE
He(ponaTuu:

e  OnTuMu3alus KOHTPOJISA caxapa;
*  Onrumuzanus KoHTpoas A/l

Kpome HUX OCHOBHBIM METOAOM JieUeHUs ABIsACTCS HasHadyeHue UMAIID wnm
BPA. Crnenyer mnpenmynpenutb, uto npu AY <30 wmr/cytr y OompHBIX CJI C
HopMaiibHBIM AJ] HATI® u BPA He pekoMenayercs («mepBruyHas Mpo(QUIaKTHKA ).

VY 6onpubix CJ (pu UCKITIOUEHUN OEPEMEHHOCTH Y JKEHIINH) ypoBeHb AY 30-
299 wr/cyTt, ocobeHHO ypoBeHb 300MTI/CYT. W BBIIIE SBISIOTCS IOKa3aHUEM K
noctosstHHOMY nipuMeHeHnto U AIID win BPA, HO He B KOMOUHALIUH.

Jledenuie mpoBOIUTCS TOJT KOHTPOJIEM YPOBHS KpEaTMHHHA U Kajius (MOOOYHBIE
apienust). [locrossHHO MoHUTOpUpYeTCs AY 11 OlIeHKU d(PPEKTUBHOCTHU JICUEHUS U
IPOrpeCcCUpOBaHUs OOJIE3HU.

Cumwxenne CK® nmxe 60 Mi/MuH TpeOyeT TUArHOCTUKHU U OILICHKH BO3MO>KHBIX
OCJIO)KHEHMH, B YaCTHOCTH CO CTOPOHBI CEPAEYHO-COCYIUCTON CUCTEMBI.

[Ipu o6oux tumax CJI unteHcuduumpoBanHoe yedenue CJI mpegynpexaaet
Hayajo U nporpeccupoBanue AY.

K Hacrosimiemy BpeMEHHM MPOBENECHBI PAHIOMU3HPOBAHHBIE KIMHUYECKUE
uccnenoBanus (PKU), pe3yabraTbl KOTOPBIX JOJKHBI BHEAPATCS B MIPAKTUKY Bpadei
SHIAOKPUHOJOTOB, TepaneBToB, BOIIL. IlpuBogum cregyronme OCHOBHBIE HX
pe3yabTathl [15]:

1. Jleuenue uAIl® Al c yaepxkanuem CAJ] <140 mMm prt.c. y 6onpubix C/] 1-Tuna
TaK)Ke 3alepkuBaer mnporpeccupoBanue AY. OtorT 3ddekr nydme mnpu
puMEeHEHUH UMeHHO MAIID, a He Ipyrux aHTUTHIIEPTEH3UMBHBIX IPENApaToOB
(UKRDS).

2. Y oompHBIX CJI 2 THma ¢ AI', HO ¢ HOpMmanpHOW AY, anTtaronuctel PAAC
3ameIsieT Hadallo Beicokod AY. Ho B mocnenyroiiem mnoka3zaHo, 4to OoJjiee
oe3onacHo npumeHenne nMeHHO HAIID, Ho He BPA, ocobenHno, eciu ObuUH
MPEeACYUIECTBYIONINE KapANO-BaCKYJIAPHbIE 3a00JI€BAHMSL.

3. Ecmu y O6ompnoro CJI 1 wmm 2-tuma wer A, npumenenue BPA He
npeaynpexaaet Hauano noseieHuss AY. [TosToMy He moka3aHO Ha3HAYEHHE C
«rpodmmaktuuecko nenpto» Ho mpum CJ] 2-tmma mnokazaHo, YTO OHHU
3aMeAT nporpeccupoBanue umeromerics XbII, Takke mnpenynpexnaaer
yBenuuenne AY B npenenax 30-299 mr/cyTt no 6osiee BHICOKOM.

4. B orcyrctBue mobounbix 3¢ dexron (runepkamuemus uinu OIIIT) moareepxaena
BO3MO>XHOCTh TUTPOBAHHSI MAKCUMAIIBHO NIEPEHOCUMBIX 703 MpernapatoB HAIID
umu bPA. Iloka3ano, yuto BPA MeHpIIE NOBBIIAET YPOBEHb KM IO
cpaBHeHuU1o ¢ HAIID cpenu nuig ¢ JIH.

Kombunanus npenaparos, onokupyromux PAAC (MAII®+bPA+anTaronucTos
peHUHa) 00ecneYuBalOT JOMNOJHUTEIbHOE CcHuxeHue AY. Ho nnuTenbHble
HaOmonenuss koMmOuHanuit UWAIID+BPA k HacTosiieMy BpeMEHHM TMOKa3aiu
OTCYTCTBUE KapJUO-BACKYJSAPHBIX YIYUIICHWHA W PHUCK TOBBIIMICHUS MOOOYHBIX
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nevictBuil (runepkanuemusi, cHmkeHue CK®). B cBsi3u ¢ OTCyTCTBUEM KOHEYHBIX
npeumyiiectB komOuHarms UAIID u BPA He pekomenayercs.

C aHTUTUNEPTEH3WBHON I1ENbI0 HUCHOJB3YIOTCS JTUYPETHKH, OJIOKATOPHI
KaJIbI[UEBBIX KaHAJIOB U [-OJOKAaTOpbl Kak gomoiHuTenbHas Tepanus K HAIID wum
BPA wimu mHOrma kak 3aMeHa IpU PEOKOW MHAMBUAYAJbHOW HENMEPEHOCUMOCTU K
uAIlD u BPA.

Jluemomepanus. Orpannuenue 6enka npu oOHapykeHuu AY He oKa3aHo, XOTs
€CTh  OTJACNIbHbIE  HCCIEAOBaHMUS, 4YTO  MaJloOesNKoBash  JueTa  3aMeJiseT
nporpeccupoBanue AY u camkenue CK®, ocodenno B cinyyasx XIIH. Orpanuuenue
Oesika OoJIbIIIE TTOKa3aHO YacTUYHO y 00bHBIX, Koraa JIH nporpeccupyert, HecMoTps
Ha ONTUMAJIbHbIC YPOBHH TJIIOKO3bI, AJ[-KOHTpoJib W ucnonb3oBaHue HAIID wumm
BPA.

VY 6onpHbix CJl mokazaHus K IUATU3HOMY JICUEHUIO M TPAHCIUIAHTAI[UU TOYKH
Takue ke kak y OonbHbIXx ¢ XBII 06e3 nuabdera. Ho OonpubiM CJI ¢ TXIIH
pekoMmenayercs O6osiee panHee Hayano 3IIT. Bea HeoOxomumas tepanust (jedeHue
aHeMuu, runeppocpaTeMu, TUNOKAIBIUEMUU, BTOPUYHOIO THUIIEpHIAPATHPE03a)
JNOJDKHA TIPOBOAMTHCA A0 Havana auanusa. M3BectHo, uro anemuss npu XbBII y
nanuenToB ¢ C/] naunnaetcs panpiie, uem npu XbII 6e3 auabera.

KonTtpoJabHble TecThl 10 Ty1aBe 11

1. VYnanuenta 70 ner ¢ CH 2 tuna u Al BwisiBieHa npoTeunypus 1,5 r/c u
runepkpearuauHemust 180 mxmonn/n. Kakas TepaneBTrueckasi TakTuka Hauboliee
1esecoo0pasHa y JaHHOTO O0IBHOI0?

1) remoauanus

2) TpeIHNU30JI0H

3) LIUTOCTATUKH

4) TpaHCIUTaHTAIHs TOYKH

5) uAIl® nox koutposem AJl u CKD

2. Xenmmna 21 rox 6oneer CJI 1 Tuma ¢ 7 neT, mojgydaeT WHCYJIUHOTEPATHIO TI0]T
KOHTPOJIEM YpPOBHS caxapa KpoBU. B mocmemHue Mecsipl MOCTOSIHHO CTana
BbIABIATECA AY 100-150 mr/cyt. Kakoe iedeHue q0IKHO HA3HAYaThCA U C KaKOH
ENbI0?

1) cymonmekcun misi cCHUOKEHUsT AY

2) nuetnueckas koppekmuus C/I 1 tuma

3) uAIl® nns MMKBUAALNY WIH CHUKEHHS AY

4) 10CTaTOYHO MOAACPKUBATH TTHKEMUYECKUN TPOQHIIH
5) ¢uToTepanus ¢ AMYPETUUECKOM HETbIO

3. Y OGompnoro 18 ner ¢ CJ 1 tuma BboisiBneHa anbOymuHypus. Kakosa

JUTATENILHOCTD HazHaueHus HAIID?
1) 1 mecsn
2) 1O 6 MECSIIEB €XKET0THO
3) 1o ucyesHoBeHus AY
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4) 1o 2 Mecsa B OJIYToIue
5) npu nepcuctupyromeid AY - MOCTOSHHO
4. Kakoe ocnoxnenue XbII npu CJ] HuumHaeTcs: paHbllie 10 CPABHEHUIO C APYTUMU
XBIT?
1) anemus
2) anumos
3) rumnepkagTueMus
4) THIOHATPUEMHUS
5) runepnapaTupeouIu3M
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I'/TABA 12. IOYKHX U BEPEMEHHOCTD

12.1. AHATOMO-®U3NOJTOTMYECKUE OCOBEHHOCTH IIOYEK U
MOYEBBIBOAAILIUX IYTEU IPU BEPEMEHHOCTHA

Bo Bpems HOpMasIbHO MpoTEKaroIIeld OEPEMEHHOCTH OYKH YBEIUYUBAIOTCA: UX
JUIMHAa Bo3pacTtaeT Ha 1-1,5¢M, IPOMCXOAWT pacHIMpEHHE JIOXAaHKH, 4YalleyeK MU
MOYETOYHUKOB BCJIEACTBHE TOPMOHAIBHBIX M3MEHEHHUI (THUIIEpPIpPOrecTEpOHEMHUs),
TaK)Ke M3-3a YBEJIMYUBAIOLICHCS MaTKU. OTH U3MEHEHHUS MOTYT CIIOCOOCTBOBATH
pa3Butuio ModeBoi wuHpeknuu. Ilpu OGepeMeHHOCTH MPOUCXOIUT 3HAYUTEIHHOE

U3MeHeHue Bcex (pyHkuuit nmouek (tabmuma 12.1).

Tabnuna 12.1. dusnonoruueckre M3MEHEHUs IPU OEPEMEHHOCTH

IToka3arTenu

Mexanu3sMbl H3MeHeHH

N3menenus

OO01mast reMoJMHAMHUKA

CucremMHast Ba30JUIsATAIUA,
camxkenune [ICC*,
aktuBanus PACC*,
CHUMIIaTHYECKasi aKTUBHOCTD

VYeenuuenne YCC*, cepieynoro
BbIOpoOca, cHkeHue A/l

IToueuynas reMoguHAMMKA

ITOBBILIIEHUE TTOYEUHOTO
mwiazMoroka 1 CK® ua 30-50%

CHmxeHue ypoBHS KpeaTHHHUHA
B IJ1a3Me€, ITOBLIILIEHNE
IKCKpEIuu Oelka, TITF0KO3bI,
AMHUHOKMCIIOT ¢ MOYOi1

BonHo-coneBoiil OanaHc

[ToBbIICHHE peabcopOUm
HaTpus ((PU3HOTOTHICCKHIA
TUIEePaTbJI0CTEPOHH3M),
3aJiepKKa HATPHUS U BOJBI B
COCYJIUCTOM pycie U
HMHTEPCTULIUU C PEHOMEHOM
pa3BeieHus

VBennueHue o01ero ooremMa
JKHAJIKOCTH, 00beMa IIa3MBbl,
(hU3HOIOTrMYECKHE OTEKH,
CHI)KCHHE TeMaTOKPHUTA, YPOBHS
HaTpus, TeMorinoOuHa, 6enka,
MOYEBOH KHCIIOTHI B CBIBOPOTKE
KPOBU

KucnorHo-1menouanoe
paBHOBECHE

buxapOonarypus B OTBET Ha
THNOKAMHUIO ((PpHU3K0TI0THYeCKas
TUIEPBEHTUIISILINS)

CHuXeHue KOHIICHTPAIUN
OukapOoHaTa B CHIBOPOTKE
KPOBH, IIEJIOYHAsI PEAKIINsT MOYH

*[ICC-niepucepuueckoe cocyaucroe comnpoTtuBieHue, PAAC — peHUH-aHTHUOTEH3HH-
AIIBbAOCTCPOHOBAsA CHCTCMA, YCC - yacrora CCPACUHBIX COKpﬁH.IGHPIfI, AI[ - apTCpUaIbHOC
JIaBJICHHE.

Jlns  OepeMEHHBIX  XapakTepHO  pa3BUTHE  3HAUUTEIBHOM  CHUCTEMHOM

BA30AWJISITAllMN, BCJEACTBUE YET0 YBEIUYMBAIOTCS MOYEUHbIA KpOBOTOK u CKO,
npeBsbImaronme yxe B | - tpumectpe Ha 35-50% TakoBble y HeOepeMeHHbIX. YacToTa
CEepACYHBIX COKpAIICHUH M CepJeUHbIN BRIOPOC MOBBIMAOTCs, a AJ] canxkaercs. 13-
3a BhicOKON CK® y GepemMeHHBIX OOBIYHO CHIDKEH YPOBEHb KPEaTUHHHA B KPOBU. Y
3JI0POBBIX OEPEMEHHBIX BCJICACTBIE M3MEHEHHI BOIHO-COJICBOTO OajlaHCa Ha Pa3HbIX
CpoKax OEpEeMEHHOCTH TOSBISIOTCS OTEKH, B MOYE MOTYT ONPEACSATHCA
npoteunypus (150-300 mr/cyT), riaoko3ypus. OHM HE COYETAIOTCS C apTepHaTbHOM
runepTeH3uel u He TpeOyroT JiedueHus. M3-3a ycuieHus jopjo3a MOTYT OBITh
aj00bl Ha OOJIM B TIOSICHUIIE U TIOSIBJISIETCS OpTOCTaTUYECKask MPOTEUHYpHUsi. MoryT
Pa3BUTHCS MOJUIAKAYPHSL, HOJIUYPHUS.

205



Hecmotpst na yBenuuenne OLIK, AJ[ cHukaeTcsi, MUHHUMAaJbHbIE 3HAYEHUS
KOTOPOTO JOCTUTaroT K KOHIy I — Tpumectpa. [IprunHON BazoaunsATalny SBISETCS
BO3JICICTBHE TOPMOHOB IUIALIEHTBI Ha cocyaucTbid sHpotenud. C nHavama II —
TpuMmectpa AJl MeUIEHHO TMOBBIMAETCS U K KOHI[y OEpEeMEHHOCTH JOCTUTAeT
nepBOHavYaIbLHOTO ypoBH: [13].

12.2. OCJIO)KHEHUSA BEPEMEHHOCTH

1. Mudexunss Mo4eBbIBOASIIIUX MyTel. Y OEpEeMEHHBIX BO3MOXKHO Pa3BUTHE
UH(EKIIMU B MOYEBOW CUCTEME B CIEAYIOMMX (hopmax:
* acuMOTOMaTuyeckas OakTepuypus;
* LHUCTUT,
*  OCTpbIH MUEIOHEPPUT;
* mnapaHedpur,
* a0cIrecc IMOYKH;
* KapOyHKYJI TOYKH.

Pa3Butnio wuH@EKuMH CcHnocoOCTBYIOT — (DU3MOJIIOTMUECKHME H3MEHEHUA Y
OEpEeMEHHBIX — TIJIIOKO3YpHsl, HIENOYHAs peaKusi MOYHU, AWIATALNS MOYEBBIX MyTEH.
Nudekmuss  moueBort  cucrembl  (MMC), Bkiaouas  acMMITOMATUYECKYHO
OaKTEepUypHUIO0, CUUTAETCS PHUCKOM JJisl TPEXKIECBPEMEHHBIX POJOB, 3aICPHKKU
pa3BUTHS IUIOJIa M TMEPUHATAIBHONM cMepTHOCTH. [loaTomMy, HauMHas ¢ paHHUX
CPOKOB OEpEMEHHOCTH PEKOMEHYETCSI PETYJIAPHO BBIOJHATH OCEBBI MOYU U TIPU
BbIsIBJIEHUH 110001 popMbl UMC npoBoIMTh aHTHOAKTEPUATBHYIO TEPAIIUIO.

Haubonee mmpoko ucnosb3yemble Oe30MacHble UId IUIOAA AHTUOMOTHKU —
aMOKCUIIWJUTHH, aMITUIIWUINH, 11eQaneKcuH, HUTPOodypaHbl, HATUIUKCOBAs KUCIIOTA.
OrpaHn4eHHO HCHOJB3YIOTCS, HO PUCK Ul IUIOJA HE JOKa3aH NpPH MPUMEHEHUU
TaKMX TMpenaparoB, Kak medrazunuMm, medoTtakcum, medakiop, amokcukiaB. He
ClIeyeT TNPUMEHATh (PTOPXUHOJIOHBI, HWMUIIEHEM, TPUMETONPUM, TaKKE MOTYT
BbI3BAaTh IMOBPEXJEHUE IJI0Ja — Cylb(paHWIaMuAbl, KO-TpuMakca3oi. JlokazaHo
MOBPEXJCHUE IUI0Ja NpH MPUMEHEHUU TETPALMKINHOB, aMUHOIIIMKO3UIOB,
JIEBOMULIETHHA.

2. ApTepuajibHasi TUNePTeH3us1 y OepeMeHHbIX [13]
K ocnoxHeHusM, CcOnpoBOXKAAOIUMCA Yy OEpEeMEHHBIX apTepuaIbHOU
THIIEPTEH3UEN, OTHOCATCS CIEIYIOIINE COCTOSHUSI.

1. Xponuueckasi TUNIEPTEH3Hs — TOT TEPMUH UCIOJIB3YETCs MPH BbIsIBICHUN Al
y O0epemeHHbIX 710 20 HeAeIb WIK O HACTYIIJICHHUs] OEPEeMEHHOCTH.

2. 'ecraninonnas rumneptrensus - Al' 6e3 mpoTremHypuu, BIEpBbIE BO3HHKIIIAS
nocie 20 Hexenb OEpEeMEHHOCTH.

3. [Ipeskmamricuss — JAMArHoO3 CTaBUTCS TMpPU  HAIMYUU  CIEAYIOIUX 2-X
CUMIITOMOB:
* AI' (CA > 140 mm. pt. cT. wu Al > 90 Mm. pT. CT.), pa3BUBIIAsCS MOCIIE

20 Henenb OepeMEeHHOCTH NpU paHee HopMaidbHOM AJ;
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* nporeunypus > 0,3 r/cyr. CoueraeTcsi ¢ MOBBIILIEHUEM MOYEBOW KHUCTIOTHI
B KPOBH.
3a. Tspkenmas mnpesknaMIchs — €CIM  HMMEETCS  JONOJIHUTENBHO K
IpeIbIIyIEMY OAUH U 00JIee U3 CAEAYIOUUX CUMITOMOB:
* CAJZl >160 mm. pT. CT.;
« JAJ >110 mm. pt. cT.;
* TPOTEHHYpPHS >5 T/CyT;
* omurypus <500 mir/cyT.
Knunuka — roJ0OBHasg 00Jb, 3PUTENIBHBIE pACCTPOWCTBA, HAPYIUEHUS
CO3HAHUs, OTEK JIEKUX, [IMaHO3, OOJb B 3MUIaCTPUH, NPU3HAKHU MOBPEKIACHUS
MOYCYHBIX KJIETOK, TpoMmOoruToneHust 100 Teic/MKII, 3a7iep>KKa pa3BUTHSA TJI0/1a,
1epeOpo-BacKyJsIpHbIC HAPYILICHMUS.

4. Dxnamncusi —  TOHUKO—KJIOHMYECKHE  CyJOpPOTM  BCIIEJCTBUE
IPOrPECCUPOBAHUS MIPEIKIAMIICUN BO BpeMsi OEPEMEHHOCTHU WJIM B T€UEHUE 4-
X HEJZIEJIb II0CIIE POJIOB.

5. Ilpesknamimcusi, HacJauBIIAsICS HA XPOHUUYECKYIO TUIIEPTEH3UIO:

- XpOHMYECKAs TMIEPTEH3Ms + BIIEPBBIE BO3HUKILAS IPOTEUHYPUS, TIOCIIE

20 Henenb OEpEeMEHHOCTH

WIH

- xponuueckas A" + nporeunypus 1o 20 Heenp OEpEeMEHHOCTH +
BO3HHMKHOBeHUE nociie 20 Henenb 0EpEMEHHOCTH OJJTHOTO U3 CIEAYIOIINX
CUMIITOMOB:

- BHE3aIlHO€ HapacTaHUE NPOTEUHYPHH;

- BHe3anHoe Hapactanue Al

- TPOMOOILIMTOICHUS;

- TIOBBILIEHUE EYEHOUYHBIX (DEPMEHTOB.

IMpeskaamncus
[Ipesknamncus (B mepeBOJie C Tpeyeckoro eclampsus - MOJIHHS) — OCTPOE
Iporpeccupyroniee  KM3HEYrpoXkarollee  ONOCpPEOBAHHOE  OEpEeMEHHOCTHIO
3aboneBanue. [IpesxiamMrcusi B OCHOBHOM pa3BUBAETCS MPH MIEPBOMl OEPEMEHHOCTH.
Omuonocuss u namoeenes npeskiamncuy. DakTOpbl pUCKa  Pa3BUTHUS
MIPEIKIIAMIICHU:

- CEMEWHBIM aHaMHE3 I10 MTPEIKIIAMIICHUH;

- Oecruioaue,;

- MHOTOILIONE, MHOTOBOJIHE,

- Bo3pacT Marepu >30 ser, < 18 ner;

- comaruueckue 3aboneanus (CJl, oxxupenue, 3a6osneBanus CCC, xpoHudeckas
0o0JIe3Hb TIOYEK, 3a00JICBaHUSI COCTUHUTEIILHOW TKaHW, THUIIOTUPEO3,
tpomOopumust  (antudochomunuaueii  curapom  (ADC),  gedunmr
antutpoM6OuHa II1)).
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[laTorenes mNpes3KIaMICUU, TaKXe€ psla  OCIOKHEHHHA OepeMEHHOCTH
(recraumonnas AI', HELLP -  cuHzapom, ocTpelii xupoBoil remaro3, ['YC
OepeMEeHHBIX) 3aKII0YaeTCs B PA3BUTUH SHIOTEIHAIBHON TUCHYHKITUY.

[laToreHe3 mnpesKIAMIICHU CBSI3aH CO CHIDKEHHEM TNep(y3uH IJIalleHThl B
pe3ysbTaTe HapylIeHUs MHBa3uu LUTOTpo(dobiiacTa B ClIMpaJIbHbIE apTEPUHU MATKH.
B HOpMe chnupaJbHBIE apTEPUM B XOJ€ PEMOJECIMPOBAHUS  yTPAYUMBAIOT
SH/IOTENNAIBHBIA U MBILICYHBIN CJIOU U TPAHC(HOPMUPYIOTCS B 3USIOLIUE CUHYCOU/IBL,
o0ecrnieunBasi MPUTOK KPOBU B MEKBOPCUHYATOE MPOCTPAHCTBO ManeHThl. [logo0Has
ajanranus 3akaHuuBaeTcs K 20 HenensM OepeMEeHHOCTH. B maToiaorum nmoHw:xeHHas
IulaleHTapHas nepgysust BeeT K BbIcBOOOkAeHUI0 pacTBopuMoro VEGF-penenropa
-SFLt-1, koTopsiii HelTpanuzyeT nupkynupytommii VEGF (suaorennanbubiil paktop
pocra). B pe3ynbrare Takux M3MEHEHHH COCYAbl CTAHOBSITCS HEYCTOWYUBBIMU K
Bazonpeccopam. [Ipoucxonur cuctemMHuast SHI0TENHANIbHAA JUCHYHKINS, HAPYIIEHUE
nepdy3ud OpPraHoB M TKaHEH, B IMEPBYIO OYEpeab IUIALIEHTHI, MOYEK, T'OJIOBHOIO
MO3Ta U MIEYEHH.

Ilamomopgonozus nouex. 1t Npe3KIAMICUN TUTUYHBIM SIBIISIETCS SHAOTEINO3
TJIOMEPYJSIPHBIX KanmuuisipoB. KiyOouku yBenMYeHbI B pa3Mepax, IMOSBIAETCA
3HAYNUTEIBHBIN 3HIOTEIUAIBHBIA W ME3aHTMAJIBHBIA OTEK, IPOCBET KalWJUISIPHBIX
nerenb CyxeH. [Ipm OTCYTCTBMM NpENCYIIECTBYIOIIEH I1aTOJIOTMM W3MEHEHUS B
KIIyOOuKax MOJIHOCThIO OOpaTMMBI M HCYE3al0T mocie poaoB. Ecium HeoOxomumo
YTOUHUTH HaiIuyue (POHOBOro 3a00JieBaHUs, OUMONCHS MOYKH JOJKHA MPOBOIUTHCS
HE paHbllle, YEM Yepe3 § HEEIIb MTOCIIE POJIOB.

Knunuxka u ouaenocmuka. llpesknamicus Bcerzna pas3BUBAcTCs BO BTOPOU
MOJIOBUHE OEpEMEHHOCTU. [[1s Hee AMarHOCTUYECKUMH KPUTEPHUSIMHU CIyKar 2
cumnroma — Al 140/90 mm.pT.cT. U Bblie W mporeunypus 0,3 r/cyT u Bblle,
Bo3HukIMe Tmocie 20 Hemenb OepemeHHocTd. [Ipeskiammcuio HEOOXOAUMO
muddepenupoBath oT panee cymiectBoBaBiei Al (Al go OepemenHoctu, Al' B
MepBOM TOJIOBUHE OEPEMEHHOCTH) W OT MPEACYIIESCTBYIOIIUX 3a00JieBaHUM MOUYEK
(rmomepynsipable U apyrue). [IporHo3 npeskiaamncuu, NpUCOEAMHMUBIICHCS K yKe
cyuiecTBytomei Al' Xxye, 4UeM y KEHIIUH C UCXOAHO HOpMaJIbHBIM A/,

Jlaxxe B OTCYTCTBHE MPU3HAKOB TMPEIKIAMIICUM OEpeMEeHHOCTh Ha (hoHe
xponudeckoit Al puckoBaHHa. Y OepeMeHHBIX ¢ XpoHuuYeckod Al BO3MOXKHBI
OCJIO)KHEHHMSI B BUJE OTCIOWKHM ITALUEHTHI, 3aJCP’KKU Pa3BUTHs IUIOJA, BHE3AITHOU
CMEPTH IIJI0J1a, OCTPOrO IMOBpEXkACHUS IMoYeK. OCIIOKHEHUS 3aBHCIAT OT BO3pacTa
KEHIIUHBI, NABHOCTH Al', NpPU3HAKOB TMIEPTOHUYECKOTIO IMOBPEXKICHHUS OpPraHOB.
Tem He wmenee, y OosbmuHcTBa (85%) KeHIIMH C dcceHnmanpHOo Al mpu
OTCYTCTBUU HEOJIArOnpHUsATHBIX (DAKTOPOB M MPABUILHOM JICUEHUU OEPEMEHHOCTD
MpOTEKaeT 0€3 OCIOKHEHHI.

['ecTallnOHHYIO TUNIEPTEH3UIO AUArHOCTUPYIOT MPU CTOMKOM yBenuueHuu A/l
pa3BUBAIOILIEMCSI BO BTOpPOMl TOJIOBUHE OepeMeHHOCTU. OT MpesKIaMICUu ATy
MAaTOJIOTHIO OTJIMYAET OTCYTCTBUE MPOTEMHYpUU. B OTCYTCTBHME aHAMHECTHYECKHUX
JaHHBIX TPYAHO OTJIMYUTH OT XpoHuuecko Al y OepemMeHHBIX, Y KOTOpbIXx AJ|
CHU3UJIOCH B paHHUE CPOKH OEpEeMEHHOCTH, CHOBA BBIPOCIIO B MO3HUE cpoku ee. Ho
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recrauioHHast AI' cmoHTaHHO McYe3aeT mocie poaoB. s nuddepenmpoBanus ot
XpOHHYECKON TUIepTeH3un HeoOxoaumo HabmoneHue 3a AJl He menee 12 Henenb
10CJI€ POJIOB.

BaxxupiM  mpU3HAKOM,  XapaKTepHBIM  JUIA  OPEIKIAMIICHH,  CUUTAIOT
runepypukemuto. I[loBbllieHne KOHIEHTpPAIlMM MOYEBOM KHCIOTHI pa3BUBAETCA 3a
HECKOJIbKO HEAENb /10 TMOSBICHUS MPU3HAKOB MPEIKIAMIICUU. Y POBEHb MOBBIIICHUS
KOHIIEHTPAIIUH MOYEBON KHUCIOTHI KOPPEIUPYET CO CTEMEHBIO MOBPEkKACHUS MOYEK U
BEPOSTHOCTHIO TMOTEPH ILJIO/A.

Crnenyer mom4epKHYTb, YTO 3HAUEHHWE MMEET HE CHCTOJIMYECKOE JaBIICHHE, a
MMEHHO CTOWKOE IMOBBIIICHUE JUACTOIMYECKOTo aaBieHus 10 90 MM.pT.cT. U OoJee,
3aperucTpupoBaHHoe mnocie 20 Henenb OEpPEeMEHHOCTH, KOTOPOE CONPOBOXKIACTCS
MOBBILICHUEM MTEPUHATATILHOM CMEPTHOCTH.

IKJIAMIICUA

[Topaxxenne LHHC (skimamrcusi) pa3BUBaeTCs B Pe3yJibTaTe€ MPOTrPECCUPOBAHUS
MPEIKIAMIICUU, OOBIYHO MPHUCOEIUHAETCS Mepe] PoJaMy WM B TEUEHUE HEAEIH
IIOCJIE HUX.

IIpedsecmuuxkamu sxiamncuy IBJISIOTCS:

*  UyBCTBO cTpaxa, TPEBOTH, 3yl KOXKH JIALIA

* TomoBHass 6onb, HapylieHHs 3pEeHHsS (BCIBIIIKKA CBETa», PaCIUIBIBYATOCTD
M300paKeHHs])

* bonwm B anuractpun

* Tuneppednexcus

* Hapacranue nporenHypuun

DKJIaMIICHs IIPOSIBIISIECTCS KJIOHUKO-TOHHUYECKUMH CyZIOpOTaMH,
HallOMUHAIOIMMH SIUJIENTUYECKUN TPUIANO0K M, KaK MIPaBUIIO, COMPOBOKIAETCS
A, Xxors He 00s3aTelbHO TSKEIOH. OKJIAMIICHIO CYUTAIOT MPHU3HAKOM
umemuueckoro nopaxenus LHHC, oOycinoBieHHOro cnasmMoMm COCYJOB TOJIOBHOTO
MO3ra ¥ BHYTPHUCOCYAMCTOM THMepkoaryisiued. Peako mnpu KoMOMHAIMH
xpoHudyecko Al' W MpedKIaMIiCud MOXXET OBITh TeMOpPParuuecKuil HMHCYIBT.
[TpodunakTukon HKIAMIICHUU SBIISETCS POJOPa3pEIICHHE.

HELLP — cunopom. OnnHoii u3 TspKenbIX (OpM MPEIKIAMIICHH SIBIISIETCS Tak
HaseiBaeMblii HELLP — cunapom (Hemolysis, Elevated liver enzymes, Low platelet
count), Korga B pe3yjbTaTe TIEeHEPATU30BAHHON COCYAUCTON JTUCHYHKIUU
MOSIBJISIETCS CUMITOMOKOMILIEKC: T'€MOJIM3, TMOBBIIIEHUE aMUHOTpaHcepas Hu
TpomOoruTonieHus. [lpu stom A’ U mpoTenHypuss MOTYT OBbITh MUHUMaJIbHBIMHU.
HELLP — cunapom Bo3HMKaeT B 2 pa3a yallle MpU MOBTOPHBIX OEPEMEHHOCTSX.
Cocrasmnsier 10-20% Bcex ciydaeB MpedKIaMIICHH.

[TporHo3 npu Takoit hopMe Xyxe, 4eM MpU «OOBIYHOW» MPEIKITAMIICHHU, TaK KaK
yacTo BbI3bIBaeT OIIH u npeacrasiser yrpo3y s *KU3HA Matepu U moga. Hanuuane
npuzHakoB HELLP — cunzapoma sBIsIeTCS MOKa3aHWEM K pojiopaspeinieHuro. B
OOJIBIIMHCTBE CIy4YaeB 3TOT CUHAPOM Pa3BUBAECTCS HETIOCPEICTBEHHO Mepe POJAAMHU.
Ouenb penko HELLP — cuapoM MOXET BCTpeUuaThCs B MEPBbIE JHU MOCIE POJOB.
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Ocmpas scuposas oucmpoghus neveHu — PeIKoe OCIOKHEHHE OEpPEeMEHHOCTH,
pa3BUBamollleecs B TPETbEM TPUMECTPE WM cpa3y mnociie poaos. IlposBisercs
aHOpEKCHeH, TOITHOTOM, PBOTOM, OOJIIMU B JKHUBOTE, JKENTYXOH, dHIIe]amonatueit u
JBC, nHepenko B coueranuu ¢ Al' U mporenHypueil. BbIsSBIs€TCA IMOBBIIICHHUE
YpOBHS  TICYEHOYHBIX  (PEPMEHTOB, THUNOTJIUKEMHs, TUNOPUOPUHOTEHEMHUS,
ynnunenne AUTB, wacTo pa3BuBaercs ocTpas TNOuY€YHash HEJOCTATOYHOCTh Kak
CJIEJICTBHE OCTPOro TyOyJoHeKkpo3a. TpedyeT SKCTpEeHHOT0 PoIopa3pelieHuUs.

Jleuenue AI' y Gepemennvix. AHTUTUNIEPTEH3UBHAS Tepamnus y OepeMEHHBIX
POBOJUTCS C YYETOM BO3MOKHOTO BPEIHOTO BO3JCUCTBUS MEIUKAMEHTOB Ha ILJIOJ
U Ha 370poBbe Matepu. CienyeT nzderaTb OBICTPOrO U BHIPAXKEHHOTO CHIKEeHUs AJl.

AHTUTUNIEPTEH3UBHYIO TEPANHUI0 PEKOMEHAYIOT HA4YMHATh, €CJIH BEJIUYMHA
IUacToMyeckoro naesieHus mnpesbimaer 100 mm.pr.cT. OgHAKO HUCKIIOYEHUSAMH
ABJISIFOTCS JKCHILMHBI, y KOTOPBIX HMEIOTCS MapEHXUMATO3HbIE MOBPEXKICHUS
opraHoB  (rumeptpodusi MHOKapaa, peruHomaTusi). B Takux  cioydasx
MEIMKAMEHTO3HOE JieueHue HaszHadaetca npu HAJl, paBHomMm 90 MM.pT.CT.
AHTHUTUIIEPTEH3UBHAS TE€paNUsl MOXET HE MPOBOAUTHCS B MEPBBIX TPUMECTpaxX MpH
cnabom nosimennu JAJl 1o 90-99 MM.pT.cT., TeM 0oJiee OOBIYHO Y MHOTHX TaKUX
NaUEeHTOK HaOmomaroT ¢usnonorudeckoe cHumwxenue AJl. Ilpemaparom mnepBoro
BbIOOpa SIBIISIETCA METWJIIONA, /1032 KOTOPOro mHoadupaercss moj KoHTposiem AJ]
(tabu. 12.2)

Tabmuna 12.2. XapakTepucTHKa aHTHTUIIEPTCH3UBHBIX IIPENapaToB, MPUMEHSICMBIX Y
OepeMeHHBIX

I'pynna, npenapartsbl Pe3yabTaThl Hecae10BaHUA Y OepeMeHHBbIX

AroHHCTHI 02-aapeH3prudyeckux | besonmacHocTh u 3 PEeKTUBHOCTD JOKA3aHBI

PELenTopOB: PaHIOMU3HPOBAHHBIMHU HCCIIEIOBAHUSIMHU

- METHJII0Na

AHTaroHucTsI [32- be3omnacHbl Ha MO3THUX CpPOKaX OEPEMEHHOCTH

a/IPEHIPTUYECKUX PEIETITOPOB: OpHako Ha paHHUX CPOKaxX BO3MOYKHA 3aJIep’KKa pocTa U

- aTEHOJION Pa3BUTHS TUIOAA

- METOIPOJION Bo3MmokHO pa3BuTHEe OpajuKapIuu U CHIDKEHHUE
TOJIEPAaHTHOCTH K THIIOKCHH Y TIJIOZA

AHTaroHucTHl o U f3 D¢ dexTuBeH Kak METUIIIO0NA

AIPEHIPTUIECKUX PEIETITOPOB Ho oTcyTCTBYIOT JaHHBIE O JUIUTEIEHOM HAOIIOACHUH 32

- 1a0eToon JeTbMHU

Ectb JAHHBIC O BO3MOKHOM I'€lIaTOTOKCUYECKOM BO3)I€I>1CTBI/II/I
y OepeMeHHBIX

[Tepudepuueckue Wnoraa Bo3MoOXkHa TPOMOOIIUTONIEHUS! Y HOBOPOKJIECHHBIX
Ba30JWJIATaTOPbI YacTo ucnonb3yercs B KOMOMHAIIMK ¢ METUJIIONOM U f3-
- TUJpaja3uH azpeHobOokaropamu. B penkux ciydasx onucana

Tp0M6OLII/ITOHCHI/I}I Y HOBOPOKJACHHBIX

brokaTopsl KanbIMeBbIX KaHATOB | DPPEKTUBHOCTH U OE30MACHOCTH MOKA3aHbI JIUIITH HA
HEOOJIBIIINX M KPATKOCPOUHBIX HAOTIOJCHUSIX

Takue mpemapaThl, KaKk HUHTHOUTOPHI AaHTUOTEH3UHITPEBpAIIAIONIEro (pepMeHTa,
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O5oKkaTopsl perenTopoB anruorensuna Il, nporusonokasaunsl. [Ipu 6epemeHHOCTH HE
KEJIATEeJIbHO NPUMEHEHUE NUYPETHKOB, 32 MCKIIOUEHHEM MALMEHTOB, MOJTyYaBLINX
uX 10 0EPEeMEHHOCTH WJIM CITy4YaeB TSHKEJION coleuyBCTBUTENbHOM Al

Jleuenue npesxnamncuu. Ilpesknammncus — BeAymas mpuurnHa 3a00JIeBa€MOCTH
M CMEPTHOCTH Kak MaTepu, Tak u 1uiona (20% ot Bceil MaTepHUHCKON CMEPTHOCTH).
OCHOBHBIM METOJOM JICUECHMs IPEIKIAMIICHH SBISICTCA POJOPA3pPEIICHUE —
pPOKJIEHME IUIOJAa W IUIAUEHThl MPEKpallaeT JajJbHEWIee IPOrpecCUPOBAHUE
natojoruv. Ilpm mOOO3peHHMHM Ha NPEIKIAMICUI0 OepeMeHHas JOJDKHa ObITh
rocruranuzupoBada. Haznagaercs ctporo nocrenbHblil pexuM. [IpoBoauTces oneHka
NOKa3aHUM K POJOPA3PELICHUIO, IIPEXKIE BCEro, OLICHUBAECTCS CTENEHb 3PEJIOCTH
J10/1a.

* Ecau GepeMeHHOCTH OJM3Ka K 3aBEPIICHUIO, CIEAYET YCKOPUTH POJIBI.

e Ilpu cpoke OepemeHHocTH <34 Henenb — cOaTaHCUPOBAHHBIA MOJIXOJ B
OTHOLIEHUY COCTOSIHMSI MaTepH U McXoAa I Iioja. [1oCTOSHHBINA KIMHHUKO-
71a00paTOPHBIII MOHUTOPUHT.

e Ilpu cTaOuiIbHOM COCTOSIHUM MaTepd BO3MOXXHO KOHCEPBATUBHOE BEJICHUE B
TedyeHue 24-48 4acoB — pemieHue BOIMpPOCa BO3MOXKHOCTH 0€30MacHOro
MPUMEHEHUSI METUKAMEHTO3HOW TMIIOTEH3UBHOM TEPAITHH.

* BBeneHHne KOPTUKOCTEPOUIOB JJI1 YCKOPEHUS CO3PEBAHUS JIETKHUX IJ101a

* Ecam mnepdy3us 1uUlalleHTHl HE  OTBeYaeT MOTPEOHOCTSIM  moja —
pozopa3pelieHue.

e Jlng mpoUIAKTHKK SKIaMICUU M JICYEHHMS] CaMHX NPHUIAJKOB IMOKA3aHO
BBeleHHE cynb(dara maraus 4 r B/B B Teuenue 20 MmuH, 3atem 1,5 r/gac B
TedeHue 48 4acos.

* IIpotuBocynoposxkHoe jieuenue — nuazenam 10-20 mr B/B.

e DKJIaMIiCHsl, IOYE€YHAas WM NEYEHOYHAs HEJOCTATOYHOCTh, KOAaryJjomnaTHs
MOTpeOaeHUsT TPEOYIOT POJOPA3PEIICHNUS HE3aBUCUMO OT CTENEHHU 3pPENOCTH
J10/1a.

[TockonbKy BO3MOKHO pa3BUTHE 3KJIAMIICHHM B PaHHEM IOCIEPOIAOBOM MEPUOE,
obmenpunsaTo BBeneHne MgSO4 cpasy mocie pojoB U B TedeHue 24 4. Jleuenue
Tsokenol Al' B mo3gHue cpoku OEpeMEHHOCTH W BO BpeMsi pOAOB IPOBOAUTCS B/B
BBEJICHUEM Tujpaja3uHa, Jaberosiosia B peKuMe MHTEHCUBHOM Tepamuu, uzderas
ovicTporo u BbipakeHHoro cHmwkeHust AJl (IAJl ynepxkuBate Ha ypoHe 90-110
MM.pT.CT.). biiokaTopbl KaJabIIMEeBBIX KaHAJOB MOTYT OKa3aTh XOpolui 3pdexT, HO
UX HeNb3s TPUMEHSTh, €CJIM MalMeHTKe BBOAWIM cyinbdar wMaraug. llpu
HEeA(P(PEKTUBHOCTM HTHX TMpenaparoB MCHOJB3YIOT Jua3okcui. [lpumeHenue
HUTPOIIPYCCHUIA HATPHUS HEXKENATeIbHO, T.K. OH OKa3bIBAET TSKEJIO€ TOKCHYECKOE
neicTBue Ha wiof (tadmn. 12.3).

Ta6nuna 12.3. MeaukaMeHTO3HOE JIeYeHHE TUTIEPTEH3UU TIPU TTPIIKIIAMIICUT

Buapl JieueHus IIpenapatbl Pesxum BBeaeHus

WNHTeHcuBHAs Tepanus I'uppanaszun 5 mr B/B 6omocHO Kaxzable 20-
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30 muH 1o makc. 20 mr, 3aTeM
uHpy3us 5-10 mr/gac
JlaOeranon 50 mr B/B Kaxnaple 20 MuH,
Mmakc. 300 mr
Hudenunun SR 20 Mr BHYTpb
Meruimormna 500-2000 Mr/cyTku
Knouunux 0,2-0,8 mr/cyTku
[InanoBas Tepanus
(1 JMHWS) TEpOpATBHO OKCHIpEeHOJI0J1 80-480 mr/cyTku
JlaGeTanon 200-1200 mr/cyTkn
ATeHomo 50-100 mr/cyTku
[TnanoBas Tepamus I'uppanaszun 25-200 mr/cyTKHN
(2 nuHUs) nepopanbHO [Tpazo3un 1-10 mr/cyTku
Hudenumuna SR 40-100 mr/cyTku

[Ipu tpombOouuronenun <20-40 TBIC/MKI BBOAST TPOMOOKOHUEHTpAT, IpPH
MUKpOaHTHonatuu u aepuuure paxkropos ceeptbiBanus — C3I1, npu pazsutun OITH
MPOBOJIAT JUAIH3.

[Ipu mnpenBecTHUKax dkiaMmicuu, HedhdexkTuBHOM KoHTposne AJl, pocre
YPOBHEH KpeaTMHHMHA, MOYEBOM KHCIOTHI, TPOMOOLMUTONIEHNHU, MOBBIIIEHUN
aKTUBHOCTH  (PEPMEHTOB TI€UYEHHU, TaKXKe YXYIUIEHMH COCTOSHUSA  IUI0Ja
PEKOMEHYETCSI CPOYHOE POIOPA3PELLICHUE.

B kauecTBe NMpOQUIAKTUKH MPEIKIAMIICUU_B TOCIEIHUE TOJbl 00CYXIaeTcs
IpPUEM ALETUICATUIMIOBON KUCIOTHl B MaJIbIX J103aX, TaKKe OoOOoraiieHue pauoHa
OepeMEHHON KaJIbITUEM.

3. OcTpoe novyeyHoe MoBpexaeHue y oepeMeHHbIX [13]

[Mpuunnamu OIIII npu GepeMEeHHOCTH SIBISIFOTCS Pa3jIMYHbIE COCTOSIHUS, B TOM
qHCIIe YKE MepeUrClIeHHbIE OCI0KHEHUSI OEpEMEHHOCTH.

B pannue cpoku:

* THUIIOBOJIEMHs, PA3BUBAIOIIASCS BCJIEACTBUE PBOTHI IIPU TOKCUKO3€ I-
MOJIOBUHBI OEPEMEHHOCTH;
* MOCJEICTBHS CENTHYECKOro adopra.
B no3gHme cpoku:
* MPEXJECBpPEMEHHAs OTCIOMKA IUIALlEHThI, Pa3pblB MATKU;
* HELLP-cunnpowm;
« I'VC/TTIH,
* ocTpas KUpoBasi TUCTPOUs IEUCHHU;
*  OCTpbIM MUETOHEPPUT;
* 0OCTpPYKLIMSI MOYEBBIX IMyTEH MPU MOYEKAMEHHOW OOJIE3HH.

I'VC/TTII y 6epemennvix. Cama OEpEeMEHHOCTH SIBIACTCS (PAKTOPOM pHCKa
pazsutus ['YC/TTII. DOctporenst BbizbiBatoT cHmxeHne ADAMTS 13 (puck TTII),
Takke OEPEMEHHOCTh SIBJISIETCS TPUTTEPOM aKTUBAIIMM aJbTEPHATHUBHOTO TMYTH
aktuBauu komiieMeHTta (puck I'YC). B HeKoTOpbIX ciiydasix BO3MOXHa CBSI3b C
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A®C (onpenensitoTcsi BOJYAHOYHBIM AHTHUKOATYJISSHT W aHTUKApAUOJUIIMHOBBIE
anturena). ['YC/TTII nyxuno nuddepenmmposats or HELLP-cunnpoma. Nmerorcs
cxonctBa ® auddepeHnmanpHo-quarnoctudeckue ommunsa mexay [YC/TTII,
HELLP-cunagpoMoM u OCTpoil KHpOBOM mucTpodueil meyeHH. OTIMUUS MEXKITY
HELLP u octpoii >kupoBoi auctpoduell MEUYeHH 3aKI0OYaloTCs B TOM, 4YTO IS
HELLP-cunapoma He XapakTepHO MoBbIIeHHe Omnnpyouna npu Beicokod ACT, a
Opu  SKUpoBOM guctpoduu Haubosiee XapaKTepHAa TUNEPOUTUPYOMHEMHUS C
noBbimieHueM ACT mnpu HE3HAYUTENBHOCTH WM OTCYTCTBUM TIE€MOJUTHYECKOU
aHEMUHU, TPOMOOILIMTONEHUH, TAKKE TAKUX CHUMIITOMOB Npeskiamrcuu, kak Al u
nporeunypun. ['YC/TTII BcTpeuaercs He B mepuojl OEpeMEHHOCTH, a dYalle B
MOCIIEPOJOBOM Teprojie U BbI3biBaeT Tsukenyto OITH. [Ipu sTom cama 6epeMeHHOCTD
MOXET MpoTekarb OmaronosydyHo. TepaneBtuueckue mnoxaxoxasl npu OIII,
00yCIJIOBJIEGHHOM 3TUM 3a0osieBaHueM, MoryT otiaudarses. [Ipu HELLP-cunnpome u
OCTpOl ~ KUPOBOM  JUCTPOPUU  TE€YEHU OCHOBHBIM  JICUCHHEM  SIBIIAETCS
poaopa3pelicHue. [Tpu pa3BUTUHU I'YC/TTII TpedyeTcst uHpy3us
CBEKE3aMOPOKEHHOM TJ1a3Mbl KPOBHU WJIM MPOLIEypa IIa3MOOOMEHA.

Jleuenne OITH mpoBomutTca Takke Kak y HeOepeMeHHbIX. Mcmomnb3yercs Kak
reMoJualin3, Tak U NepUTOHealIbHbIN auanu3. CreayeT n3oderatsh yaaneHust O0IbIINX
O0OBEMOB KHUAKOCTH M3 OpraHM3Ma >KCHIIMHbI. PeKOMEHIyeTcsi OTCIeKUBATh
COCTOSIHUE IIJI0J1A.

12.3.

KonTpoJsbHbIe TeCThI IO ri1aBe 12

1. XKenmmua 20 ner, 6epemenHocts 35 Hemenb. JKagoObl Ha TOJOBHYIO OOJIb,
cnabocth, cHIKeHUE anmeTuTa. OtMeuaercs noBeimenue AJl 1o 140/90 mm.pr.cr.
Jlo 6epemennoctu u B niepBom Tpumectpe AJ[ 110-120/80 mm.pt.ct. OAM: Genok
— OTpUUATENbHBINA, JeiikouuTel — 1-2 B 11/3, sputpouutsl — 0, yaenbHbIA Bec —
1025. Kakoii u3 nepeyucieHHbIX TUarHO30B HauboJiee BEPOsSITEH?

1) mpesknammcust

2) OIIII

3) XpoHHYECKas TUICPTCH3US
4) recTalMOHHAs TUIIEPTOHUS
5) HELLP-cunapom

2. Tlammuentka 20 ner, 6epemenHocth 10 Henmenb. B aHamHese 3a0oJieBaHUS MTOYCK
orpuniaet. OTMEUaroTCsI  BBIPAKCHHBIE OTEKH, ACIUT, PEAKOEe B HEOOJBIIOM
o6beme mouercimyckanue. AJl 110/70 mm pr. cr. OAK: neiikountst — 6x10°, LIIT
— 0,9, HB — 110 /1, COD — 55 mm/gac. B ceiBopoTke KpoBH: oOmuii 6enok — 48
r/i1. OAM: 6enok — 6,8 /1.

Kakoli u3 mepeuucneHHbIX NpeaBapuTeNbHbIX auarHo3oB spisercs HAWBOJIEE

BEPOSATHBIM?

1) TIIpesknamcus
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2) OIIII
3) XBbII
4) Hedporudecknii CHHIPOM
5) Hedpurnueckuii cuaapoM
3. bepemennass 32 ropma, mepBas OepeMeHHOCTh 28 Henenb. JKaloObl:HA OTEKH
HIDKHUX KOHEYHOCTeH, ymma u ciadocthb. [Ipu ocmotpe: Al 180/100 mm.pT.cT.
(panbsmie AJl B Hopme). OAK: Hs- 115 r/n, tpomOoniutei-220 Thic; BAK: oOmuii
oenok 62 1/1, kpeatuHuH 90 MKMOJIB/J1, XoJecTepuH 4,9 mmonb/1. OAM: G6enok 2
r/n. Kakoil U3 TNEpPeUUuCIeHHBIX TMPEIBAPUTEIBHBIX JUArHO30B SIBISETCS
HAWBOJIEE BeposTHBIM?
1) HELLP-cuampom
2) TecrarnyioHHas THIIEPTCH3US
3) OIIIl
4) TpesKITaMIICHUs
5) rnomepynonedpur
4. bepemennas 23 ropa, neppas OepemeHHOCTb, 36 Henenb. Jlo OGepemeHHOCTH
HaONoAalach C JIMarHo30M: XpOHUYECKUH TrioMepyloHeppur. B mnepBom
TpumecTpe 6epemennoctu AJl Obu10 B HOpMe, B Moue Oenok — 0,1-cneast. Ilpu
ocmoTpe otMeuaroTcst oteku, AJ] 160/100 mm.pt.ct., BAK: 06mmit 6emok 48 /1,
kpeatuHuH 110 MKMOIB/1, MOYEBMHA 8 MMOJIB/J, XOJIECTEPUH 5,6 MMOJIB/II.
OAM: Oenok 5 /1.
Haulouee BeposiTHast JaJIbHEHIIIAs TaKTHKA!

1) Ha3HauYeHUE TUYPETUKOB
2) Ha3HAYCHUE TMTIOTEH3UBHBIX MPEIApaToB
3) mpekICBPEMEHHOE POIOPA3PEIICHHE
4) Ha3HAYCHHE IIUTOCTATUKOB M MPEITHU30JIOHA
5) mpoBecTH MyJIbC-TEPAHIO METHIIITPETHU30JI0OHOM
5. Hesymka 18 ner. bepemenHocts nepBas, 16 Henens. IlocTynuna B KIMHHKY €
BBICOKOW Temmeparypod, HWHTOKcukauue. Ilpm oOcienoBaHuM  BBISBICHbI
U3MEHEHUsI B aHalM3aX Mo4u: MyTHas, 0emok 0,066%, JEeHKOIUMThI — CIUIONIb,
Oakrepuypusi. B kpoBu: neiikonuTos, Beicokass COD.
Kakoii u3 mnepeuucneHHbIX MpeaBapuTenbHbiXx AuarHo3oB spisiercss HAWBOJIEE
BEPOSATHBIM?
1) uwmcrut
2) acuMmnToMaTHyecKas OaKTepuypus
3) riomepynonedput
4) ocTphlii mUeIOHePPUT
5) wuHTepCTUIHMATLHBIN HEQPUT
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I''TABA 13. TYBYJOUHTEPCTULHUAJIBHBIE HE®PUTBI

TyOyaountepcrunuanbubiii  Heppur (THUH) — TepmuH, o3Hayaromumii
BOCIIAJICHWE KaHAJIbLA U MHTepcTUMA nodek. llepsuunbii TUH saBnserca penxum
3aboneBanueM. B KazaxcTtane cymiecTByeT rumnepAuarHOCTHKA 3TOTO 3a00JICBaHMS
U3-32 OTCYTCTBUS MOP(OJOTHUYECKOTO TMOATBEPXk,ACHUA. Takke Bce cllydyan Tak
HA3bIBAEMOT'0 «XPOHHUYECKOTO MHEIOHEPPUTaY, TUATHOCTUPYEMBIX 0€3 00bEKTUBHBIX
KputepueB (4acto mo pesynbratoM Y3U mouek), yBeIMUUBaAIOT PaCIPOCTPAHEHHOCTh
TUH (cm. tmaBy 14). MoxeT ObITh OCTpO€ M XPOHHYECKOE TEUCHHUE 3a00JICBAHMS.
BropuuHoe nopaxkeHue TyOyJOMHTEPCTULIMAIBLHOTO armapaTta Mmoyek Hallro/aercs
OpU Pa3IMYHBIX 3a00JIEBaHUSX TOYEK: MPHU TIOMEPYIOHEPPUTAX WU KaK YacTh
CUCTEMHBIX 3a00J€BaHUH, TAKXKE MPU HACIEACTBEHHBIX 3a00I€BaHUSX.

OcTtpelii TyOynonnTepcTunuaJbHbIii Heppur (OTUH) moxer pa3BuThecs B
a000M BO3pacTe, COCTaBisieT OKoyio 2-3% mpu NpoBEACHUU OHOINCHU MOYEK
(Clarkson 2004). Ho ero uacrota yBenuuuBaercs 10 10-15% B ciydasx Ouorcuu,
IIPOBEJCHHBIX y manueHTos ¢ OITH.

Omuonoeus. OTUH nHanbonee 4yacTo cBsi3aHbl C MPUEMOM JIeKapcTB. Pa3zButue
OTHUH nHe 3aBUCUT OT JO3bl M JUIMTEIBHOCTH Tepanuu. BO3MOXHBI U apyrue
npuuunel OTHUH. MHTepBan Mexmy BO3IEUCTBHEM MPOBOLUPYIOLIETO (akTopa U
MOSIBJIEHUEM CUMIITOMOB KOJIEOJIETCS OT HECKOJIBKMX YacCOB /10 MECSLIEB.

Otnenphyto rpynny cocrasisier OTUH ¢ yBentom. B yactu cnydaeB npudnHy
yctaHoBUTH He ynaercs (uawonatudeckuit OTHUH). Bnepssie OTUH Obin onmcan
Councilman B 1898 r. nmpu rccieI0BaHUU TTOYCK OOJBHBIX, YMEPIIUX OT CKapJIaTHHBI
u audrepun. llockonabKy mouyedHas TKaHb ObUIa CTEPUIBHOM, OBLIO ClIE€TaHO
IPENIOJIOKEHNE 00 aNIepruYeckoM XapakKTepe HWHTEPCTULHUANIBHOIO OTeKa U
KJIeTOYHOW HHuiIbTpauuu. BrocienctBun cxoaHas Mopdorioruyeckas KapTHHA
Oblma oOHapykeHa B MHTepcTUlMU OoybHBIX ¢ OIIH, cBsi3aHHO# ¢ MpuUMEHEHHEM
aHTHOnoTHKOB. C pa3BUTHEM aHTHOAKTEPHAIbHOM Tepaluy CHU3WIACH YacToTa
OTUH wuHQpEeKIMOHHONW ATHUOJIOTUH, HO 3HAYUTEIBHO BO3POCIO YHCIO CiIy4yaeB
nekapcreHnoro OTHH.

ITprunuasr OTHUH:
1. JlexapctBa
- HIIBII
- [lenuuunaunel, nedarocnopuHbl, pudaMnuIvH,
CyJib(paHMIIAMHIBI U JIP.
- dunyperuku
- AmonypuHOa
- Wurubutops npoToHHOM oMMkl U Hy- G1okaTopbl
- AHTHUPETPOBHUPYCHBIE U JPYTU€ aHTUBUPYCHBIE MpenapaThl
2. Nndexmuun

TyOGepkyne3

Jlernonesl

Jlucrepun, iepcuHN03

Hpyrue GakTepuu (CTpENTOKOKKH, MUKOILIa3Ma, Opyliesnia)
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- Bupycsl (OnmreitH-bappa, IMB, BK u ap.)
- IIpocreiimue, cCOUPOXETHI, PUKKETCHH
3. AyToMMMyHHBIE 3a00JICBaHUS
- CKB
- Cungpowm Ilerpena
- Capxounnos
- OTHH c yBeutom

HaubGonee wacto OTHH BbI3bIBAIOT HECTEPOUIHBIE MPOTUBOBOCHAIUTEIHLHbIE
penaparsl (HCIIBID), AHTUOMOTUKH (MeHUIMILTYH, 1eaoCopuHsI,
pudamnunuH), cyiabhaHWIAMUIL (TPUMETONPUM-CYI(HAMETOKCA30), AUYPETHKU
(pypocemun,  THaszuAbl), I[UMETHIWH, AHTHUKOHBYJIBCAHTHI.  METHIIMIUIHNH,
SBJISIBIIMICS HambOoJee 4acToW MpUYMHOW 3Toro 3adoseBanus (16%), BO MHOTHX
ctpaHax Oonee He mnpumensercs. Pazsutue OTUH He 3aBucUT OT J03bI H
JUINTEJIbHOCTH ~ Tepanuu. PenuauB MOXKET BO3HHUKHYTH IIOCJIE€ MOBTOPHOIO
MIPUMEHEHUSI TOTO K€ IMpenapara Wi MpenapaToB CXOAHOW CTPYKTYpbl (Hampumep,
uedanocnopuHoB 'y 0onpHbIX THUH, BbI3BaHHBIM NEHUIWLIMHOM) B pPE3yJIbTaTe
nepekpecTHot peakuuu. Kpome cTpenToxkokkoBoW uHbpekiuu, ciaydan THUH
OMHUCaHbl NPU HEPCUHUO3€, PUKKETCHO3€, MH(PEKUUsAX, BbI3BaHHBIX Mycoplasma
pneumonia, Legionella, OBII, [IMB Bupycamu, a taxxe BK (Polyoma) Bupycom y
00JIbHBIX HA UMMYHOCYTIPECCUBHOM TE€PANNU, B YACTHOCTH, IIOCIIE MEPECAAKU MTOUYKH.

Ilamoezenes 6onpmmHcTBa OTHH nMMyHOOIIOCpEIOBaHHBIH, Yallle KJICTOYHBIH,
peXe — r'yMOPaJIbHBIM C OTJIO)KEHHEM aHTHUTEN K Oa3albHONM MeMOpaHEe KaHaJbLIEB
WJIM UIMMYHHBIX KOMILIEKCOB.

Ilamomopgponozus. 1louku mMoryTt ObITh yBennueHbl B pazmepe. KiyOouku u
COCyJbl B HOpME. BhIsBisieTCSl OTEK U BOocAJIUTENbHAs HHPMIbTpauus (JTUM(OIUTHL,
MOHOLIMTBI, D03MHOPMIBI M IUIA3MaTUYECKUE KIETKH) HHTepcTuuua. Penko
BCTpeYaroTcs TIpaHynembl (TyOepkyne3, capkoungo3, OTHUH c¢  yBeurom).
OOHapyXUBalOTCS JIMHEWHbIE WM TpaHyliepHble cBedueHus IgG B OazaibHOU
MeMOpaHe KaHaJblEB.

Knunuxa. XapaktepHasi KilacCU4ecKasi Tpuaja — JIMXOPaJKa, Chillb, apTPAIITHUs,
CBUJETEIBCTBYET O THIEPUYYBCTBUTEIBHOCTU K JIEKAPCTBAM, HO HaOIIOJAeTCs HE
Bcerja. B mocneaHue ronpl peke BBIABISAIOT U 303MHODUIINIO, 303UHOPUITYPHIO.
Nuorga Bo3MoxHO mnoBbilieHre [gE. OmnucaHbl ciydan TeMOJIUTHYECKOW aHEMUH.
XapakTepHO pa3BUTHE OCTPHIX HAPYIICHUN (QYHKIIHMMA MOYEK. YPOBHU KOMIIJIEMEHTA,
ANA, anti-DNA antuTen B HoOpMe, 3a HCKIo4YeHHeM BropudHoro THUH mpwu
ayTOMMMYHHBIX 3a00JI€BaHUSX.

KinHnueckue nposBiieHHs] MOTYT BApbUPOBATh OT O€CCUMTOMHOTO MOBBIIICHUS
kpeatnHuHa A0 Tsokenod OITH. MoueBoil cUHAPOM CKYyAHBIA U Hecnelu(puyeH,
OOBIYHO BBISIBJISIOT MHUKPOT€MaTypHI0 W/WIM HEOONBIIYI0 TPOTEUHYPUIO U
JEUKOUUTYPUIO WM MOYa MOXKET ObIThb HEU3MEHEHHOH. MOXeT omnpeaensaTbes
TpaH3UTOPHAs TIIOKO3ypHs. YacTo HaOMIOAaeTcsi CHUKEHHE KOHIICHTPALIMOHHOM
(yHKUIMU MOYEK U PA3BUTHE MOJIUYPHUH C MPEIUIECTBYIONIEH OJIUrypuen uim 6e3 Hee,
YTO CIYXHUT XOPOUIMM JHarHoCTU4YeckuM KputepueM. Hecnenuduyeckue oOrurue
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CUMIITOMBI BKIJIFOUAIOT aHOPEKCHUIO, TOUIHOTY, PBOTY M MOTEPIO B Bece. B HEKOTOPBIX
CIIy4asix BO3MOXKHO IMOSIBJIEHUE 00JIE B OSICHULIE.

OTHH c yBeutom — oco6sbrit Bapuant OTUH, onucan y 1eBOYEK-TIOAPOCTKOB U
MOJIOJBIX JKEHIIMH. B maroreHese mpeAmnojaratoT poJib ayTOAHTUTEN K KIIETKaM
KaHAJbLIEBOIO DJIUTENUs U  Paay>KHOM O0O0OJOYKM TJa3 C TEHETUYECKOU
npeapacnoyioxkeHHOCTh0. OgHoBpeMeHnHo win nociie OTUH mnosBisieTcss KIMHUKA
yBeuta (00Jib, TIOKpacCHEeHHUE, yXyamieHue 3peHus). B 20% ciaydyaeB HaOJI0Iar0TCS
BHYTPUIJIA3HBIE OCJIOKHEHUS, TAKHE KaK OTEK 3pUTEIBHOTO HEPBA, IUCTOUIHBINA OTEK
MakKyJjbl, 00pa3oBaHUE 3aJIHUX CUHEXMH, XOPHUOPETUHAIBHBIX PYOIIOB, KaTapaKThl
WM TJIAYKOMBL.

OOBIuHO 00JIEEe BBIPAKEHBI OOITUE CUMIITOMBI, TAKUE KaK TOJIOBHAS 00Jb, O0IH
B JKHMBOTE, TEMIIEpaTypa, yCTaloCcTh, noreps B Bece. Ilobimienst COD u ypoBEHb
UMMYHOTJI0O0OynHHOB. Ilpr MOpP(OJIOrHuecKoM HCCIEIOBAHUM IOYEYHON TKaHU
onpenensercs kaptuHa OTHUH. Kiybouku u cocyabl HE U3MEHEHB. MOTyT OBITH
0oOHapy’KeHbI IPaHyJIOMaTO3Hble UHPMIbTPATHI. JlaHHBIE UMMYHO(QIIOOPECIIEHIIUN U
ANIEKTPOHHOM  MHMKpOCKomuu  Hecneuupuunbl. JuddepeHuuanbHplii  AHArHo3
MPOBOJUTCA TMpexae Bcero ¢ cuHapomoM lllerpena m ¢ capkougo3oM U SIBIsSETCA
TPYAHBIM MPU OTCYTCTBUH MOPAKEHUS IPYTUX OPTAHOB.

Jluacnos. BaxkeH TmatenbHO COOpaHHBIM aHAMHE3 JJIS BBISBICHUS MPUYUHBI.
N3-3a Hecnenu(puYHOCTH CHMIITOMOB BO3MO)XHA HECBOEBPEMEHHHAsl JMAarHOCTUKA
OTHUH. J[uarno3 OTHWH mnoarBepkmaercs OWONCHEW TOYKH, [O3BOJISIONICH
UCKIIIOUUTh OCTpbIA TYyOynsapHbIii Hekpo3, BIII'H, cuctemHbie BacKyluThl Hu
aTepMaTo3HyI0 3MO0IHI0 cocyAoB noyek. HeobxonuMocTs B OMONCHM OTHAJAET Ipu
OBICTPOM BOCCTAHOBJIEHUU (DYHKIIMH ITOYEK.

HeoOxoaumbl HMMMYHOJIOTMYECKHE MCCIIEOBAHUS W HCKJIIOYEHUE POJIH
MH(pEKIui.

Jleyenue. Cnenyer OTMEHUTH JIFOOBIE Mpenaparhl, MOTEHIUAILHO CIOCOOHBIC
ObITh MpUUYMHON 3a0osieBanus. llociie OTMEHBI mpenapara BEpOSTHO CIOHTAaHHOE
BbI3JIOpOBJIcHUE. B OonbmmHcTBE cinyyaeB nocie jekapctBeHHoro OTUH y nereit
HaOIIOAaeTCsl BBI3JIOPOBIICHUE C TIOJIHBIM, PEXE YaCTUYHBIM BOCCTAaHOBJICHHEM
GyHKIMM TIOYeK, Jake B TeX Cclydasx, Korjga tpeOyercs pauanui. [lepuon
BOCCTAHOBJICHUS (DYHKIIMU TOYEK JUTUTCS OT HECKOJIBKUX HENETb JI0 HECKOJIbKUX
mecsaieB. [lpu TUHY BoccranoBieHue GyHKIMH TOYEK OOBIYHO MPOUCXOAUT
meenHee, yem npu OTHUH 6e3 yBeuta. IIporHo3 3aBHCHT OT BBIPAKEHHOCTH
TyOynouHTepcTUIIMaIbHOTO (hrubposa. [lpu oTCyTCTBUU MPU3HAKOB BOCCTAHOBJICHHS
(GYHKIIMM TMOYeK Ha3Ha4yaeTcs NPEAHU30J0H B go3e 1-2mr/kr/ cyrtku. HMHorma
JIeYeHUE HAYMHAIOT C BHYTPUBEHHOTO BBEAECHUS MeETHINpeaHu3oioHa (10Mr/kr/cyT
No3). Dddexkr or nedeHus TeM JIydlle, YeM paHblle Ha4yaTo JICYCHHUE
MPEAHU30JIOHOM. [[IUTENbHOCTh TEpanuu 3aBUCUT OT TSIKECTH 3a00JI€BaHUS U
addekTa OT JedeHus, MOXKeT JIUThC OT 3-12 Heaenb 10 3-6 Mec u 6onee. Ocoboit
npobnemoit sBigercs OTUH B coueraHun c yBEUTOM, KOTOPBIA B OTJIMYHME OT
Oone3Hu Oe3 yBeuta, 4acto peuuauBupyet. IIpu 3ToM 103y CHUXKAIOT MEIJIEHHEE,
TJIaBHBIM 00pa3oM C IEbI0 MPEAYNPEXKICHUS PEIUANBOB yBeuTa. B Takux cirydasx
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MIPOBOASTCS] IOBTOPHBIE KYPChl CTEPOUATEpANUH (BHYTPh U MECTHO), TAK)KE JICUCHHE
APYTUMH UMMYHOCYTpecCUBHbIMU Tpemnapatamu: L[cA wmm azatuonpunom. [lpu
TUH wHbEKIHOHHOW STHOJOTUM HEOOXOJUMO JIEYCHHE COOTBETCTBYIOIIEH
uHpEKINU, a Takke Ha3HaueHHe KOpTUKocTepouaoB. llociaennee moxkeT OBITH
npo0IeMaTHYHBIM u3-3a BO3MOKHOCTH HEeOJIaronpusITHOTO HeCTBUS
MMMYHOCYTIPECCUU Ha TEYECHUE TSHKEIOT0 HH(EKIIMOHHOTO 3a00JIeBaHUs.

Xpounveckuii TyOyJouHTepcTHHUANBHBbIA Hedputr (XTHUH). IlepBuunbiii
XTHUH otHOCHTCS K peakum 3adosieBaHusM cpeau npuunH TXIIH. Opnako
CYIIECTBYET MHOTO MPUYMH, MOTEHIMAIBLHO CHOCOOHBIX ObITh mpuunHod XTHUH
[9,15]. IIpu sTOoM Bpayam HEOOXOAMMO MOMHUTH O BPEIHOM BO3JACUCTBUN TpaB H
PACTUTENBHBIX TIPEMapaToB Ha MOYKU. OMmmboYHOe MHEHHE O 0€30MMaCHOCTH JICUCHHUSI
TpaBaMu B TIOCJIEIHHE TOAbl OTBEPTrHYTO B CBSI3M C TParMuyeCKUMH HCXOJaMU
He(dponaTuii, BhI3BAHHBIX NMPUMEHEHHEM PACTUTEIBHBIX MPOJYKTOB, COIEPKAIIUX
apUCTOJIOXUEBYIO KUCIIOTY, COJU TSKEIBIX METaIUIOB U T.1 [16]. HeBepHbIM siBIIseTCS
CYHIECTBYIOIIAs] TPAKTUKA TPAKTOBATh HESACHBIA MAJIOBBIPAKEHHBI MOYEBOMU
cunapom kak THUH. Cpenn KIMHAYECKH 300POBBIX MOJIOJIBIX JIFOJIEH, MPU3BAHHBIX B
(UHCKYI0O apMHIO, KOTOpPhIM ObUIa clefaHa OWOICHS MOYKHA JUIsl YCTAHOBJIEHUS
MPUYHUHBI U30JMPOBAHHOTO MoueBOoro cuHapoma, TUH Obul BeigBieH b B 1,2%
ciydJaes [6].

Ortnonorus XTUH:
HepBuunsie XTUH
Xpoumzamuss OTHUH
2. JlekapcTBa
* Amnanreruyeckas HepponaTus
*  AMHHOTJIMKO3UIBI
* Amdorepuria
* AHTHUBUpPYCHBIC MpenapaThl
*  Huruburops! KaablMHEHpHUHA
* PeHTreHOKOHTpPACTHBIE BEUIECTBA
* Kuralickue u apyrue JyedeOHble TpaBbl (B YaCTHOCTH, UCIOJb3yeMbIC ISt
cHukeHus Beca), bAJ]
* IlIpenapatel muTus
* JluTenbHBIN IpUEM ANYPETUKOB (TUIOKAIMEMHUYecKas HedpormaTsl)
3. Tsoxenpie METaIUTBI
* HHTOKCHKAIUs CBUHIIOM
* HHTOKCHMKaUUs KaJMUEM
* Pryth
4. Hacnenctsenusie XTUH
* Hedponodrtuz ®ankonu
*  MenymisspHOKHCTO3HAsI 00JI€3Hb
[Tpyunnonn XTHUH MOXKET SBIATBCA MHTOKCUKAUMSA THKEJIBIMH MeETAJJIAMHU,
TaKUMHU Kak CBUHEN M kaamui. Xponuueckoe (ot 5 g0 30 jieT) oTpaBiieHHE CBUHIIOM
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BBI3bIBACT MPOTPECCUPYIOLIYI0 TYyOyJIsApHYIO aTpodui0 W HMHTEPCTHLHUATIHHBINA
¢ubpo3, a Takxke Mmomarpy, CBA3aHHYI0 C runepypuxkemueil. [loBpexaeHue moyex
pa3BUBaeTCid B pe3yJbTaTe AaKKyMYJSIMM CBUHIA B KIETKaX NPOKCUMAIbHBIX
KaHanpleB. OTpaBiieHWE KaJMHEM TPUBOAUT K TYOYJISIpHON AUCQYHKIIHH,
He(pOJIMTHA3Y U UHTEPCTUIIMAIIBHOMY MOPAXKEHUIO.
Baxnoit npuunnoit XTHUH sBnsercs HedpoTOokcHueckoe AEHCTBUE JIEKAPCTBEHHBIX
npenapatoB. K HUM OTHOCSTCS aMUHOTIIMKO3UbI, aM(pOTepulluH B, aHTUBHpYCHBIE
npernaparbl, B YacTHOCTH,  alMKIOBHP,  WHTHOUTOPHl  KaJlblIMHEHpUHA,
PEHTTEHOKOHTPACTHBIE BEIIECTBA U Jp. BOJIBIIMHCTBO M3 HUX MEPBUYHO BBI3BIBACT
MOBPEXKJICHUE MPOKCUMAJIbHBIX KaHANbLEB (aM(OTEpUIIMH TakKe W JUCTAIBHOTO
oTJieNa), KOTOPOE BapbUPYET OT MUHUMAIBHOTO JO OCTPOTO TYOYJISIPHOTO HEKpO3a C
JaNbHENIINM BOBJIEUEHMEM HHTepcTULMA. [loBpexkeHne KaHaableB U HHTEPCTULUS
MPOUCXOJUT TAKXKE MYTEM Ba30KOHCTpPUKUMU. Dakropamu pHCKa ISl pa3BUTHUSA
BBIPAXKEHHOTO HEPPOTOKCHYECKOro 3((eKTa NpenapaTroB SBISIIOTCS YMEHbBIICHHE
BHYTPHUCOCYAUCTOr0 00beMa, HAIMYUE; MOYEUHONW HEIOCTATOYHOCTH, BBICOKAs /1032
WM OBICTpOE BHYTPUBEHHOE BBEICHHUE WIH IJIUTEIbHOE NPUMEHEHHE Ipernapara, a
TaK)kK€ OJHOBPEMEHHOE NPUMEHEHHE JpYyroro HEePPOTOKCUYECKOrO0 areHTa.
HedpoTtokcuunocts CsA u Takpoimmyca, MCHOJIb3YyeMbIX IOCJE TpaHCIUIAHTAIUH
OpraHoB, a TaKXe Y OOJbHBIX CO CTEpPOUJI3ABUCUMBIM WJIH PE3UCTCHTHBIM
He(POTUYECKUM CHHAPOMOM, 3aBUCUT OT J03bl U OOpaTuMa, 3a HCKIOYECHHEM
CIy4YaeB JUIMTEIBHOTO TIPUMEHEHHs. [[IuTenpHOE MNpPUMEHEHUE aHAJIbIE€TUKOB
(atetomunoden, acnupud, ¢enaneruH, HCIIBII) B BbicOKOW J03€ NPUBOIUT K
aHaJbreTUYeCKoM Hedpomnatuu, 3abojeBaHu0, KoTopoe mnposBigercs XTHUH ¢
MemieHHO nporpeccupyromert XIIH u moBTOpHBIMH 30M301aMU  MANWUJUISIPHOTO
Hekpo3a. XoTs 3abojeBaHHE HAOIIOJAETCS B OCHOBHOM Y B3POCIBIX, OMHCAHbI
OTHEJbHBIE CIAy4yal M CpeAu MOAPOCTKOB. HehpoTOKCHMUHOCTh MOBBINIAETCS MpHU
OJIHOBPEMEHHOM MPUMEHEHHUHU JBYX AHAJIIBIETUKOB WJIM UX COUYETAHUU C KOJEUHOM U
KO(pernHOM. Haunyummmu JIMarHOCTUYECKUMU KpUTEPUSIMU SIBJISTIOTCS
JIBYXCTOPOHHEE YMEHBIIEHUE Pa3MEPOB MOUYEK, HEPOBHBIE KOHTYPHI M MANUIUIAPHBIE
KaJTbITU(DUKATHI.
Bropuunsie XTUH
* T'momepynonedputsl, cucremunie BackynuTsl, CKB
* Pedmrokc- HepponaTus
* OOcCTpyKTHUBHas yponaTHs
* Muenoma
» Jlumdoma (neitko3)
* Cungpom llerpena
* Capkougos
» TyGepkyne3
Bropuunsiiit XTHH npu HacjiencTBeHHBIX 00J1€3HAX
a) Iluctunos
0) IlepBuuHas okcamypus
B) Ilomarpa
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r) bone3ns Bunbcona
1) CeprnoBUAHO-KIETOUHASI aHEMUS
Peaxue ¢popmbr XTUH
a) bankanckas Hedpomarus
0) Paguanmonnas Hedponatus

BropuyHoe mopajkeHue MHTEPCTUIUSI HAOIIOJAETCS MpH rioMmepynoHedpax
('H), u301MpOBaHHBIX WJIH SIBIAIOMIMXCA YacCThIO CHUCTEMHBIX ayTOMMMYHHBIX
3a00eBaHul, a TakKe IpH BacKyiauTax. MHTepcTunmii BoBiaekaercs npu pokaaibHOM
CErMEHTapHOM TJIOMEPYJIOCKIEpO3€e, BPOXKICHHOM HEeDPOTUUYECKOM CHUHIPOME,
osicTponporpeccupytomiem ['H ¢ monynyHusiMu, BOT4aHOYHOM HEPpUTE.
NmmyHosnorudeckue 3aboneBanus, npu Kotopeix THWH wHabGmogaercs mpu
OTHOCUTEIBHO COXpaHHbIX rioMepynax — 3to TUHY, onucannsiii Beilie, Sjogren
CUHApPOM, capkougo3. I[lpu OOJIBIIMHCTBE HACIEICTBEHHBIX 3a00JE€BaHUN IMOYEK
TaK)X€ MPOUCXOJUT BTOPUYHOE BOBJICUEHHWE HHTEPCTULMA (LMCTHHO3, MEPBUYHAS
runepokcanypus, 0onesnp Bunbcona, Lesch-Nyhan cunapom u ap.). Hactoit (20%)
npuunHoi XIIH y nereid sBisieTcs 0oOCTpYKTUBHASL yponaTHsi, IPU KOTOPOM, KpoMe
JUCIUIA3UM TIOYEYHOM TKaHW, IPOUCXOJUT BTOPUYHOE BOBJICUEHHE WHTEPCTHIIMSL.
CxofHasi TUCTOJIOTMYECKash KapTUHA BBIABISETCS MNpU HedpomaTtuu, BbI3BAaHHOU
BE3UKOYPETEPAIBHBIM Pe(IIOKCOM.

Ilamomopgonocus. XTUH  xapakrepusyercss pasButueM (pubpoza B
UHTEPCTULMU U aTpoduu, AWIATAUUMU KAHAJBLEBBIX SIUTENIUATIbHBIX KJIIETOK.
Nudunbrpanus MeHee BeipakeHa 1o cpaHenuto ¢ OTHUH.

Knunuxa 3aboneBaHus XapakTEpPU3YeTCS MEMJIEHHBIM IPOrPECCHPOBAHUEM,
4acTO OECCUMMITOMHBIM CHUKE€HHWEM (YHKIHMHM MMOYEK BIUIOTH 1O TEPMHUHAIBHOU
XIIH. XapakTepHO MOCTENEHHOE PAa3BUTHE MTOJMYPUH, HUKTYPHUH, PAHHEE CHUKEHNE
KOHLIEHTPAMOHHOW (DYHKIIMH MTOYEK, YTO YacTO MpocMmaTpuBaercs. [leTtu orcraror B
¢u3MUecKOM pa3BUTHH. ApPTepUabHOE [ABJIEHUE HOPMAJIbHOE WJIM CHHUXKEHO
(«conmpTepsronMi  CUHIPOM»). MoueBoil CHUHAPOM HecnenuuyeH, WHOTIa C
TyOyJISIpHBIMU MapKepaMu — 32- MUKPOTJIOOYJIUHYpHUs, TIOK03ypusi. THorna MoryT
ObITh HE3HAYUTENIbHbIE NPOSBICHHUS PEHAJbHOIO KaHalbleBOro anugosza. Y3U
BBISIBJIIET YMEHBUICHUE Pa3MEPOB IMOYEK: CUMMETPUYHOE WM ACUMMETPHUYHOE, C
HEpPOBHBIMH KOHTYpamu (npu pediirokc — HepponaTuu, oOCTpYKTUBHON ypONaTHH).
MoxeT omnpenensitbesi HePppoKadbllMHO3, HepponuTnas. B cioydasx HedponuTHasza
WJIM NaNWJIOHEKPO3a MOKHO HAO0JII01aTh MMOYEUHYIO KOJIMKY U MaKpOreMaTypHIo.

Knaccuueckum mnpumepoMm Hacredcmeennoco XTHUH 'y paetelt  siBIsSeTCS
HeppoHOPTH3 DAHKOHU, MPOSIBISIOLIMNCA TMOIUYpPUEH, THIOCTEHYpHUEH, paHHUM
Pa3BUTHUEM aHEMHH M KOCTHBIX MU3MEHEHHH elle 10 BblpaxkeHHOro cHuxeHus CKO.
CxofHasi ¢ HUM MaTOJIOTHsI MOYEK: - MEAYJUISIpHasl KUCTO3Has 00JIe3Hb, pa3BUBAaeTCA
Yy B3pOCIBIX, B HEKOTOPBIX CIy4asX CONPOBOXKAAECTCS Pa3BUTHEM NOAATPbl U
TUTNIEPYPUKEMHH, HHOTJIA C apTepUalbHOI runepronueit (rmasa 15).

Jluaecnoz XTHUH Bcerma ocHoBaH Ha MOP(OIOTHUYECKOM HCCIEIOBAaHUU
nouyeyHoi TkaHu. OJIHAKO YacTO MPH BPOXKJIEHHBIX 3a00JeBaHUSAX OOJbHBIE MOTYT
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HaOMIOAaThCSl y TreMarosiora (C aHeMHel), peBMaroyiora Wid opTornena (KOCTHBIC
nedopmanuu, 00H), SHAOKPHHOIOTA (M3-32 HU3KOPOCIOCTH, Toymypun). Cremyer
VYUTHIBATh  BO3MOKHBIE  MHOTOYMCIICHHBIE TPUYHMHBI, KOTOpBIE  TPeOyIOT
TIIATEHOTO0 U3YUYEHUS] aHAMHECTUYECKHUX JTAHHBIX, U3YyUYECHUS] HACIIEICTBEHHOCTH U
NPOBEJICHUS] JTMATHOCTUYECKUX KIMHUKO- JabOpaTOpPHBIX, HWHCTPYMEHTAJIbHBIX
uccnenoBanuil. Bceerma cnepgyer ucciienoBath KpeaTMHUH ¢ pacueram CK® s
JUHAMUYECKOTO KOHTpoJs 3a cragusiMu XbBII u npoBenenuss HeponpoTEKTUBHOTO
neuenusi. K coxanenuto Hepeako 6oibpHbIe oOpamiatorcs B ctaauu TXIIH. B nmonb3y
BpokaeHHBIX X TUH roBoputT oTcyTCcTBHE MPHU3HAKOB TJIOMEPYJISIPHBIX 3a00JI€BaHUMA
(AT, oTexu, BeIpaykeHHasi IPOTEUHYPHS) U NpeodaaHne KaHaJIbIEBbIX CUMIITOMOB.

Jleyenue 3axmiouaercss B ycrpanenuu npuunH XTUH (oTMena nekapcrts,
YCTPAaHEHHE OTPABJISIOLIUX BEIIECTB).

s npousiakTUKM HEPPOTOKCUYHOCTH TPU NMPUMEHEHUU aMUHOTJIMKO3UIO0B
PEKOMEHAYIOT OINpEEsATh KOHIICHTPAIMI0O HX YPOBHA B KpPOBH W Ha3Ha4aTh
CYTOUHYIO /103y B BHUJE OJHOM MHBEKIMHU. ALMKIOBUP HA3HAYalOT C PacTBOPOM
(hU3MOIOTUYECKOTO PACTBOPA, NMPU MPUMEHEHUN PEHTICHOKOHTPACTHBIX MPENapaToB
HA3HAYAIOT BHYTPUBEHHOE BBEACHUE KUJAKOCTU U aueTwinuctend. Jleuenue LcA u
TaKpOJMMYCOM IPOBOJST IO MOCTOSIHHBIM KOHTPOJIEM KOHIIEHTpAIMU Mpernapara, a
JUTUTENIHOE JIEYEHUE MPOAOKAIOT IMPU OTCYTCTBHH MOPQOJIOTHYECKUX MPU3HAKOB
TOKCUYHOCTH B KaHAJIbIIaX U MHT€PCTULIUU MTOCIEe OUOTICUU TTOUKH. [Ipu BpOKIEeHHBIX
n HacnenctBeHHbIXx XTUH mokazana HedponpoTekTUBHAS Tepamnusi, MOCUHIAPOMHAs
tepanusi XbBII (rmaBa 18). Cneayer m3beraTh mnosidnparmasud 4 (Qurorepamnuu,
KOTOpbIE MOTYT OBITh NMPUYMHOM ocTporo u xponudeckoro TWH wnm mpuBeayt k
yCyryOJI€HNIO XPOHUYECKOTO MpoIiecca.

KonTpoabHblie TecThl 1O rJ1aBe 13

1. [Ipy kakoM U3 TEPEHECEHHBIX COCTOSHUN  pa3BUBAaeTCs  TyOyIo-
UHTEPCTUIIMAIBHBINA HEQPUT U OCTPOE PEHATBHOE MOYEUHOE TTOBPEKIeHUE?
1) Annepruueckas peakius
2) OOCTpyKIIMS MOUYEBBIBOSIINX MyTEH
3) TlocTamapelHbIid SKCHKO3
4) Cepae4HO-COCYAHMCTasI HEOCTATOYHOCTh
5) OrpaBiieHHE COJIIMU TSDKEIBIX METAJIOB
2. [Tauuent 30ner, npuHuMan UOypeH B CBA3M C BBICOKOW TEMIIEpaTypoM Tea,
MOSIBWJIMCH OOJIM B MOSICHUIIE, TOITHOTA, pBoTa. OO0BEKTUBHO: TemnepaTypa 37,6C,
cnabocts. OAK: HB 100 r/n. CO3 22 mm/yac. Cytounslii nuype3 300 miu. Moua
TeMHas, yaeabHbIi Bec - 1007, 6emok 0,6 r/m, riroko3a +++, MUKPOCKOMUS:
rmiockuit amurenui, Jlerikouutsr 0-1 x/a, Op 0-1 B 1/3p, THAIMHOBBIE HJIUH/PHI-
equanuHble. Kpeatnnwa kpoBu — 170 mxmonb/n. Kakoil mpeanonoXuTenbHbIN
JMarHo3 HanboJjee BeposTeH?
1) cencuc
2) ocTpbIii ieaoHeHPUT
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3) octpeii TUH, OIIII

4) ocTpblii HeQPUTUIESCKHIA CHHIPOM

5) xpoHmueckas 00JIe3Hb ITOUCK
3. IlaTorenes mepBUYHOTO TyOYJIO0-UHTEPCTUIIMATBHOTO HEpHTA:

1) OakrepuanbHOE MOPaKEHUE JJOXAHKU M YaIICUCK

2) UMMYHHOE ¥ TOKCHYECKOE MOBPEXKICHUE TYOYJIO-HHTEPCTHIUAIBLHOTO

anmnapara

3) MOBPEKICHUE UHTEPCTUIIHS IIPU CHCTEMHOM 3a00JIeBaHUH

4) TepBHYHOE COCYIUCTOE MOPAKEHHE

5) TpomOoTHYecKass MUKPOAHTHOTIATHS
4. Y OONBHOTO 3amoOJ03PEH OCTPBIA TyOYJIO-UHTEPCTULIMATBHBIA HEPPUT.
CoueTaHue KakuxX CUMIITOMOB Hau0oJiee 4acTo HaOII0AA0T?

1) oteku + mpoTeHHYpUS

2) TUNEPTOHUYECKUN KpH3 + JCHKOIUTYPHSI

3) HapymieHrue GYHKIUU TOYKU + MOYEBOM CHHAPOM

4) HapymieHHe MO3roBOTro KpoBooOpamieHus+Al

5) HedpoTuUeckuil CHHIPOM+a30TeMUs
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IJIABA 14. HHOEKIIUS MOYEBOM CUCTEMBbBI

Nudexuns moueBoit cuctemsl (MMC) 0THOCUTCS K caMbIM PacIpOCTPAaHEHHBIM
WHOEKITMOHHBIM ~ 3a00JeBaHUsIM  OakTepwalbHOTO  mpoucxoxaeHus.  Cpenu
NOMYJISIUK  B3POCHBIX OakTepuypuio HaxoAsaT y 4-5% xenunmH. DTa uudpa
yBenuuuBaetrcss ¢ Bo3pactoM 10 10-12%. V myxunn MUMC no 50 ner sBigercs
peakocthio. [locne 50 nerHero pyOexka y MY»XYMH 4YacTOTa €€ YBEIUYMBACTCS
napajijieIbHO POCTY 4acTOThl 3a0osieBaHuM mpoctathl. Cpey MOMYJNISIUN TOKUIIBIX
moJiel 3HaunMas 6akrtepuypus ooHapyxkeHa B 20-50% ciiydaeB, Kak Cpeiu >KEHILHH,
TaK U MYX4HH.

B CIIA ma UMC mpuxomgutcsi 6osee 7 MIIH BU3UTOB B TOJ K Bpady OOIIeH
MPaKTUKH, U3 HUX Oosiee 2 MITH CBsi3aHbl ¢ IuctuToM. Oxoso 15% Bcex amOymatopHO
HazHayaeMbiX B CIIIA aHTHOMOTHUKOB, 0011I€H CTOUMOCTBIO OoJsiee 1 MIIp/ AOJIIIApPOB B
roj, BeimuckiBatoTcss o nmooay UMC. UMC sBnsercs mpuuunoit 6osee 100 000
TOCIUTANIM3ALMK B TOJl, IPEUMYLIECTBEHHO IO MOBOJY mnuenoHeppura. Ha pomro
NUMC npuxonurca kak MuHUMYyM 40% oOT BceX HO30KOMHUAIBHBIX HWH(EKIIH,
KOTOpbIE B OOJIBIIMHCTBE CITydyaeB 00YCIOBJIECHBI KaTETEpU3AUUEN MOUYEBOTO ITy3bIpPSI.
Y 25% c¢ ycraHOBIEHHBIM OoJjiee 7 JHEH MOYEBBIM KaTeTepOM pa3BUBACTCSA
HO30KOMUasbHas 6akTtepuypus [13].

B noBcegHeBHON npakTHke Bpaya WHQoOpManusa Tojbko o Haimuuuu «UMCy y
MAlMEHTa ABJIIETCS HEAOCTATOYHOM JUIsl IPOBEIECHUS TaJbHEUIIUX JUATHOCTUUYECKUX
1 j1e4eOHbIX MeponpudaThii. C Ipyroil CTOpOHbI 00JIbIIAs PACIPOCTPAHEHHOCTh TAKUX
HeocnoxHeHHBIX ¢opm MMC kak muctut, npu noaxone 0e3 mauddepeHunanuu
MOET OCTaBUTh HEPACNO3HAHHBIM TsDKeIble (GopMbl HHPekuuu. Iloatomy
MPaBUJILHOE pACTpEIeIeHUE MAMEHTOB M0 Pa3IMYHbIM KaTerOpUsM U KIIMHUYECKUM
dhopmam UMC siBsieTcs r1aBHOM 3a/1a4el meper HadajioM JedeHus [6].

B To ke Bpemsi HEOOXOJMMO OTMETUTh, YTO B MOCJIEAHHE TO/bl, OCOOEHHO C
HAYaJIOM  I[IAPOKOTO  HUCNOJib30BaHuA  Y3M-Meroma, ydacTWIMCh  Cily4dau
HEOOOCHOBAHHON JMArHOCTUKHU TaK Ha3bIBAEMOI0 «XPOHUYECKOTO MUETOHEePpUTay.
Hano mnomMHUTB, 4YTO NAaTOrHOMOHUYHBIX Y3U-CUMITOMOB «XPOHHUYECKOIO
nuenoHedpuray Her. CylmHOCTh a0aKTEPUAIBHOTO «XPOHUYECKOTO TYOYJIo-
MHTEPCTUIMAIBHOTO HeppuTa» Oblla M3N0keHa B riaBe 13. Heobxoaumo nzberarhb
OT OMIMOOYHOM MPAKTUKU JUATHOCTUKH «IUEJoHeppUuTa» 0e3 yuera KIMHUYECKHX
KPUTEPHUEB.

14.1 Knnnnuyeckue ¢GopMbl, 3THOJIOTUS U MATOreHe3 HH(EeKIUN MOYeBOH
CHCTEMBI

[Tox nH(pEKIMEH MOYEBOM CUCTEMBI TOHUMAIOT HAJTMYUE TPUAJHI IPU3HAKOB:
* MOPUCYTCTBUE MUKPOOPTAHU3MOB B MOYE;
* TUIIAYHAS CHMIITOMATHKA,
* JICUKOLMUTYpHS.
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Pa3nnuarot HeocnoxxHeHHyI0 u ocnoxHeHHyro UMC. Heocnoxuennas MMC —
ANU30J LIUCTOYPETPUTA BCIECACTBUE KOJIOHU3AIMU OAKTEpUSAMH YPETPBI U CIU3UCTON
000JI0YKH MOYEBOT'0 MY3bIPs IPU OTCYTCTBUU MOPAKEHUS BBILIEIIECKAIUX OTACIIOB.

B noBcenHeBHOM BpaueOHOI MPaKTUKE NMpeBAMpYyeT HeocokHeHHass UMC, B
TO BpeMs KaK HO30KOMHAJIbHbIE NPUOOPETEHHbIE WH(PEKIUHU SBIAIOTCS B
OOJIBIIIMHCTBE CiTy4aeB 0CJ0:KHeHHbIMH. [laruentoB ¢ HeocnoxkHeHHOM UMC ms
b depeHIpoBaHHOTO MOIX0/1a K JICYCHUIO TPUHATO PacCHpeieisiTh Ha KATETOPUH:

1) 3m0poBbIc HEOEPEMEHHBIC KECHIIIMHBI B TPEMEHOIIAY3¢;

2) 310pOBbIC OEpEeMEHHBIC JKCHIIUHBL,

3) 3I0pOBBIC KEHINUHBI B IOCTMEHOTIAY3E;

4) 310pOBBIEC MYKUYHHBI FOHOTO BO3PACTa;

Hau6onee uwacto k HeocnoxHeHHbIM MMC oTHOcUTCS 00J€3HB y MOJOJIBIX
3I0POBBIX JKEHILIMH, XOPOIIO pearupyromas Ha JI€YeHHe, C HHU3KUM pPHUCKOM
OCJIOKHEHHM.

Ocnoxuennas  MMC  Bcrpewaercss npu  OepeMeHHOCTH,  JauadeTe,
MMMYHOCYIIPECCUH, CTPYKTYPHBIX AHOMAJHUSAX MOYEBBIBOIAIIMX IyTell. Ee MoxkHO
NPEANOJOXKUTh MPU  CUMIOTOMAaxX JUIMTEJIBHOCTBIO Oosiee 2  Hedelnb U
npeiecTryromem nuenonedpure [12]. B tadaume 14.1 npuBeneHbl OCIOKHSIONUC
daktopst UMC.

Tabnuua 14.1. OcnoxHstomue GakTopbl UHPEKIIUA MOYEBON CUCTEMBI.

AHaToMHYeCKHe U3MEHEeHUs! @OyHKIHOHAJbHBIE/CHCTEMHbIE H3MEHEHH
BpoxneHnsie: O yHKIMOHAIBHBIE:
* CTEHO3 MOYETOYHHKA *  OJIUro/ -aHypHsl IIPH NMOYEUYHON HEAOCTATOUHOCTH
* 0OCTPYKTUBHBIN, pEQIIIOKCHBII * HapylEHHUE OTTOKAa MOYH
Merayperep * HapylIEeHHE ONOPOKHEHUS MOUYEBOTO ITY3bIPS
* JMBEPTUKYJ MOYEBOTO Iy3bIPs * Jucperynsnus cuHKTepa, 1eTpy3opa
* KJamnaH yperpbl
* ¢pumo3
[IproGpereHHsbIE:
* HedpoauTHA3 * caxapHbIi guader

° CTPUKTYpPbI MOYCTOYHHUKA
° OITYXOJIb MOYCBOI'0 ITY3bIPA
¢ TrunepIiiasusa npoCTaThl

*  CTPHUKTYypa ypeTpsl

Manudecranys no31HUX OCIOKHEHUHN MPH:
* IEYECHOYHOW HEJOCTaTOYHOCTU
*  XpOHUYECKOU 00JIe3HU MOYEK

¢ 0epeMEeHHOCTb Hapymenust mproOpeTeHHOr0 IMMYHHUTETA:
* IOCJIEONEepPalMOHHBIE U3MEHEHUS . BUY

*  HU3MEHEHHMs MOCJIe JTy4eBOU Tepanuu .
MMMYHOCYTIPECCHS TOCJIe TPaHCIUIaHTAIlH
*  XUMHOTEpanus

WNHopoHble Tena: WNHTpa u — nocroneparnBHbIE UMMYHOANCPETYJISALINI
* HedpocToMa

® KaMHH B MOYCOTBOJAIINUX ITYTAX
*  MOYEBOH KaTeTep
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OcnoxxHeHHblE WH(OEKIIMU TOPAXKAIOT IMAPEHXUMY TI0OYeK U MOTYT OBITh
YCTOWYMBBIMA K TEpallid, 4YacTO PEIUJANBUPYIOT, MOTYT TPHUBECTH K CEIICHUCY,
MeTacTaTUIECKUM adclieccam.

I[To nokanu3arnuu pa3nuyaroT HHPEKIIUA HUKHUX U BEPXHUX MOYEBBIX ITyTEH.

Nudexuuss HUKHUX MOYEBbIX IMyTeH:
- IUCTHUT — POCT BO30OYAUTEIEH B MOUEBOM ITy3bIPE;
- ypeTpur — pocT BO30yIWTENEH B MOUEHCIYCKATEJIIbHOM KaHaje, yalle
BCEro IEpelaeTcsi MOJOBBIM IMYyTEM M OOYCJIOBJIEHO TOHOKOKKaMH WIIN
XJIAMHTASIMH;;
- TPOCTaTHUT — POCT BO30yAUTENEH B MapEeHXUME MPECTATEILHON KENe3bl.
[IpocTaTut paccmatpuBaeTcsi B y4eOHBIX MOCOOUSX MO YPOJIOTHH.
AcuMnToMaTu4eckasi OaKkTepuypusi.
Ot nepeuncinennbix UMC HE0O0X0AMMO pa3rpaHUYMBaTh ACUMITOMATHYECKYIO
O0akTepuypulo, IPEACTABISIONIYIO COOOM KOTOHU3AMIO OaKTEPUSIMU MOYEBBIX MyTEH
(He BocnasieHne) U TPeOYIOIIYI0 0COOYIO TAKTUKY IIPH €€ BBIBJICHUMU.

Nudexuns BepXHUX MOYEBbIX NyTeil:

* OcTphblil nuenoHehpUT — UHBA3US BO30YIUTENS B MHTEPCTUIIMATIBHYIO TKaHb
MOYCK C Pa3BUTHEM TPAHYJIOIMTAPHOTrO BocmaneHus: (OCTphI OaKTepHaTbHBIN
UHTEPCTULIUANBHBIA HeQpuT). OCTphIil MHETOHESPPHUT — OMTACHOE, OTHOCSIIICECS
K HEOTJIOKHBIM COCTOSIHUSIM, 3a00JI€BaHUE.

*[lo TeyeHuro paznuyaroT ocTpyro U penuauBupyromyo MMC, B Tom umcne
IIPY MOBTOPHBIX KIMHUYECKUX MPOSBICHUAX NTUETIOHEepuUTa.

* TepMuH «XpOHUYECKHI THETOHEPPUT» B HACTOSIIEE BpeMs YMOTPEOJeTCs
KpaiiHe peako. Ha cerognst cymecTtByer Juiib ogHa (Gopma, 3aciayKuBaromias
Ha3BaHUSl «XPOHMYECKHM MHUETOHEPPUT», — KCAHTOTPaHyJIEMaTO3HbIN
nuenone@pur. Ilpy  3TOM  HaxomsT  OJAHOCTOPOHHEE  YBEJIMYEHHUE,
KaJIbLU(PUKALKIO U TOTePr0 GyHKUUNA MOYKU. MopQosIoruuecku onpeaeisieTcs
cBoeoOpa3Has KapTUHA C rpaHyJieMaMH U a0CIieccaMi B TOYEYHOM MapeHXUMe
[6, 12].

BaxHbIM sBIS€TCS TO, YTO HEPACIIO3HAHHBIM WM HEAJCKBATHO JICUEHHBIN
octpseiii [IH mMoxeT npuBecTd K CMOPIIMBAHUIO MMOYEK, OCOOEHHO, €CJIM 9TO — JETH.
Opnako  nueroHeQPUTHUECKOE  CMOpUIMBAaHME  MOYEK  MHpU  OTCYTCTBUHU
JOKYMEHTUPOBAHHOM  MEpCUCTHpYyIOUled HWHQEKIUH He CJIeAyeT Ha3bIBaTh
«XPOHMUYECKUM MUeToHePpUTOM». COBpEMEHHbBIE UCCIEOBAHUS ITyTEM MPUMEHEHUS
ckanupoBanusa JIMSA mokasplBalOT, YTO y MAIMEHTOB C OCTPHIM MHEIOHEPPUTOM
MOTYT OOHApYXKHUBAaThCSl BBIPAXKEHHBIC MU3MEHEHHUS B TOYKaX, OJHAKO Ha IMPAKTUKE
BBISIBJICHHBIE U3MEHEHUS B OOJIBIIMHCTBE CIIy4aeB MCUE3aI0T MOCIE JICUEHUS B CBSI3U
C BHEJIPEHUEM CHJIbHBIX AHTUOMOTHUKOB. BO3MOXKHOCTH Pa3BUTHS CKIEPOTHUECKHUX
M3MeHeHul B moukax B pesyabrate UMC mpu otcyrcTBUM pedirokca, 00CTpyKIIUU
WM KaMHeW nojBepraiorcs coMmHeHuto [6]. K coxanenuio, 10 HaCTOSIIET0 BpEMEHH
CYILIECTBYET TMIEPAMATHOCTUKA «XPOHUYECKOro MUenoHe(puTa» m3-3a OLIMOOYHOM
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TPaKTOBKHU pe3yibTaToB ¥Y3U mouek, Takke 00J€i B MOSCHUIE, YACTO CBA3AHHBIX C
HEIMOYEYHOHN NaToJOoTruen (0OCTEOXOHIPO3, MUO3UT, APTPUT, HEBPAIITHS).

Y manueHTOB, MEpPEHECHIUX KOrjaa-iudo SMU30/bl OCTPOro MHENOHeppHUTa,
HapyieHus GyHKIMH OYeK U MHTEPCTHIIMANIbHAS He(DpomaThs 3a4acTyr0 CBS3aHbI C
IpPYrUMU  NpPUYMHAMHU, HalpuUMeEp, apTepuaibHas TUIEPTOHUS, a  TakKKe
ucnons3oBanue HIIBII u anambretukoB. IloaToMy B Takux Cciydasix TEPMHUH
«XpOHMYECKHUI NuenoHedpUT» HEYMECTEeH, TaK KaK IMPUBEIET K HeoNpaBAaHHON
aHTUOAKTEepUaANIbHONW Tepanuu. Y TakuxX OOJBHBIX, KaK JIOObIE CKIEPOTUYECKUE
npouecchl, MOP(OJOTHYECKHE HW3MEHEHUSl B IMOYKaX OYyIyT IIpOrpeccupoBaTh
BCJICACTBUE PA3BUTHUS TE€MOJMHAMUYECKUX HApPYUIEHUH W TpeOyIOT BKIIOYEHUS
He¢pomnporekTuBHol Tepanun (MAIID, BPA, rnasa 18).

Amuonozua. Bozoynutenem UMC sBasiercst Mukpodiopa, KOJIOHHU3UPYIOIIAs
NepuypeTpaIbHYIO0 001acTh. B OCHOBHOM 3TO Tak Ha3bIBa€MbIE YCIOBHO-TIATOTEHHBIE
MUKpPOOPTaHU3MBbl CEMEMCTBA HHTEPOOAKTEpPUI, BEAYIIUM M3 KOTOPBIX SIBIISAETCS
KHILIEYHasl Tajoyka. B cramuoHape, rie 4acTo MPOBOASTCS WHCTPYMEHTAJbHBIE
BMEILIATEIbCTBA, KaTETepU3allMsi MOYEBOrO IMY3bIpSd W IIOYEK, BO3PACTaeT pOJib
OPYTrUX MHKPOOPTraHW3MOB — KJIEOCHEIUIbl, IMpOTes, Ceppaldd U CHHETHONHOU
najouku. Kumeunyto nanouky oOHapyxkuBatoT B 80-90% cpenau amOynaTopHBIX U B
50% cpeau cTanMOHApHBIX NALMEHTOB.

Vpeaza-obpazyrowue npomeu. DT BO30OYyIUTENU OTHICIUISIIOT U3 MOYEBUHBI
aMMHUaK M WrpaloT BaXXHYI0 pOJb B TeHe3e WHOUIUPOBAHHBIX KaMHEM.
Cmaguiokokku, CUHEecHOUHas nalouka U  ceppayus. ITU  BO3OyAUTENU
IIPEMMYILECTBEHHO BCTPEYAKOTCS Y KaTETEPU3UPOBAHHBIX IALMEHTOB, y KOTOPBIX
MIPOBOJIMIINCH UHCTPYMEHTAJIbHBIE HCCIIEJOBAHUS MOYEBBIX MTyTEM.

Chlamidia trachomatis, Staphylococcus saprophyticus y Monoasix >KeHITUH B
20-50% wmoryT BbI3bIBaTH cuMnToMatudeckyto UMC. KpomMe Toro, y JaHHOH TpyTIITBI
KCHIIIMH MOTYT ObITh 0OHapyxeHbl Gardnerella vaginalis u Ureaplasma urealiticum.
HononnutensHbiM pakTopoM pucka passutus MMC, BeizBanHOUM Staphylococcus
saprophyticus, siBjiseTCS MPUMEHEHHUE CIIEPMULIUIHBIX CPENICTB.

Staphylococcus aureus oOHapyXHBaeTCs MPEKIC BCErO IMPH MEPHAHATHLHOM
abcliecce U y IallMEeHTOB C CaXapHbIM JUA0ETOM.

Candida. ObGcemenenne rpubamMu poja KaHIWAa BCTPEYaeTCs y MAlMEHTOB,
MOJIyYaoIUX UMMYHOCYIIPECCOPBI, a Takke Ha (pOHE MPUMEHEHHs] aHTHOMOTHUKOB
LIMPOKOIO CIIEKTPA.

Jlpyeue 6o30youmenu. TyOepKylie3 TOYEK SBISIETCS YAaCTOM BHEJICTOYHOM
MaHudectanueit O6one3Hu. Bupycel (ageHOBUPYCBHI) PENKO SBISIOTCS MPUUUHOU
NUMC. Takxe penkumu npuunHamu UMC sBisitoTcs aHa’poObl, TPUOBI U APOXIKU
(kpome KaHaAuAa) U OpPYILIEIUIBI.

Ilamogu3uonocua. MUKPOOPTaHU3MBI MOTYT TONAAaTh B MOYEBBIBOASIINE
NyTH  TEeMaTOreHHbIM WM JUM@PoreHHbIM  myreM. OJHaKo  COTJIACHO
MHOTOYUCJICHHBIM KIMHUYECKUM U dKCIEpUMEHTAIbHbIM JaHHbIM, UMC uaine Bcero
pa3BUBaeTCs MpPU BOCXOSIIEM pAcCHpOCTpaHEHUM OakTepuid U3  ypeTphbl.
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OOceMeHEHNI0 CIM3UCTOM O0O0JIOUKH YpPOTEHUTAIBHOTO TpakKTa CHOCOOCTBYIOT
cnenyromue GaKTOphI:

* (akTOpPHI CO CTOPOHBI XO35MHA,

* BHUPYJICHTHOCTb BO30YIUTENEH;

* ATPOTECHHBIE BO3JCHCTBHUS.

[loBepXxHOCTHAss  KOJIOHM3AIMsl ~ MOYEBBIBOASAIIMX IyTEHd  MOTEHUUAIBHO
NaTOreHHOW (HJIopoil BO3MOXKHO JAake 0e3 pa3BUTHUA KIMHUYECKHUX WM JIPYTHX
CUMIITOMOB MH(EKIINU. ITO YKa3bIBAET Ha CYIIECTBOBAHUE 3AIMTHBIX MEXaHU3MOB,
KOTOpble B HOpMe mnpenarcTBytoT pa3Butuio UMC. K HUM OTHOCSTCS pa3BeleHHe
(bJ0opbl MPUTOKOM MOYM M UX SIUMHUHALUSA TpU MUKIUU. [Ipedpacnonazarowumu
Gpaxmopamu pazsumusi UMC co cmopoHsl X039UHa A61A10MCA:

* aHoOMaJ MM WiM oOcTpykuuu MoueBbiBoAsmuX mytedt ([IMP, ocrarounass moua,
KaMHU MO0YEK);

* HEWpOreHHbIE AUCPYHKIUHU, COMPOBONKIAIOLIMECS HAPYIIEHUEM OIOPOXKHEHUS
MOYEBOTO ITy3bIPS;

* caxapHbli AuaderT;

*  OEpEeMEHHOCTH;

* 3JI0yNOTpeOJIEHNE U 3aBUCUMOCTb OT aHAJIbI€TUKOB;

* HMMMYHOCYIIPECCHBHOE JICUCHHE.

Daxkmopwsl co cmopoHbvl 8030y0umenell:

CnocoOHOoCTh OakTepuid K aAre3ud K CIM3UCTBIM, BO3MOXKHO, SIBJISIETCA
pematommm  dakTopoM  pazButus  Bocxoxasmedn  MMC.  YpomartoreHHble
SHTEPOOAKTEPUU HUMEIOT AJIEKTPOOTPUILIATENBHBIN 3apsAl U CIMIIKOM Mallbl, YTOOBI
IIPEOAOJIETh TAKXKE OTPULATEIIBHO 3apsKeHHBIM ypolsrurennid. Kpome Ttoro y
OakTepuil OTCYTCTBYET KMHETHUECKAs! SHEPT U, YTOObI IPOHUKHYTHh B MEXKKIETOYHOE
npocTtpaHcTBO. Hanunune aare3nBHON CHUCTEMBI KJIETOYHOM MOBEPXHOCTH OaKTepuid
(6akTepuanbupie (GUMOPUU W JOPYrHe TIOBEPXHOCTHBIE CTPYKTYpbI) SIBIISICTCA
HEOOXOAMMBIM YCJIIOBHEM JIJISi TPUKPETUICHHS OaKTEPHIA.

[IITaMMBl KHMILIEYHOM MAJIOYKH, KOTOPBIE MOTYT IIPUBECTH K PA3BUTHIO
nuenoHepuTa OTHOCATCSA K MajeHbKoU rpyrmrme u3 8 cepoturos (O, O,, O4, Og, O,
O16, O18, O75) w3 150 O-ceporumnos. Jlojigs 3TUX MHUKPOOPTaHU3MOB COCTABIISIET B
HOpMaJIbHON MUKpOQIIOpEe KUIIEUHHKA 0K0JI0 28%, TOT/1a KaK MpH LIUCTUTE €€ A0JIS B
HOpMaJIbHOM MHKpO@Iiope KuieyHuka Bo3zpactaet A0 60%, a npu nuenonedpute 10
80%. Ilpum acumnroMaruyeckoi OakTepuypuH A0Js BO3OYAUTENEH 3TOW TPYIIIbI
coctasiisieT 30% KumeuHou Qiopsl.

bakTepuanbHble aAre3uHbl — 3TO JEKTUHBI, KOTOPbIE CIIOCOOHBI PaclO3HABATh
CBA3YIOIIME CTPYKTYPbl Ha MOBEPXHOCTU KIIETOK (OJMrocaxapujHble yacTuubl). P-
¢uMOpuM OakTepuil pacro3HaIOT YeNOoBEeUeCKHil P-nmuranakTo3uj; Ha MOBEPXHOCTH
SpPUTPOLUTOB U ypoanutenus. OOpazoBaHHE pPaCTBOPUMBIX IMOBEPXHOCTHBIX
AHTUTCHOB YEJIOBEYECKMMH OSMHTEINAJbHBIMU KJIETKaMU BEIET B HOpPME K
YaCTUYHOMY OJIOKMPOBAHUIO CBA3YIOIIUX MeCT sl Oaktepuil. KeHUHbl 00pa3yror
MEHBIIIE PACTBOPUMBIX PELENTOPHBIX MOJEKYJ s OaKTepuaidbHBIX aATr€3UMHOB H,
BEpOSITHO, TMOATOMY SBISItOTCA Oosiee BocmpuumuuBbiMA k WMMC. XKenmuubsl y
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KOTOPBIX YPOSMHTEIUN HE CHHTE3UPYET aHTUTEHbI CHUCTeMbl rpynmnbl kpoBu ABO,
MMEIOT BBICOKHI puck penuauBupyromeit UMC.

Hpyrumu QaxkTopaMu BUPYJICHTHOCTH KHUILIEYHOW MAJOYKU SBIAIOTCS HAJIAYUE
KTYTHKOB, UTPAIOIINX POJIb B MOJABMKHOCTUA OaKTEPUid, TeMOIU3UHBI, KOTOPBIE MOTYT
MHAYLUPOBaTh OOpa30BaHME MOPOB HA KIETOYHOM MOBEPXHOCTU M 00ECIeuuBaTh
PE3UCTEHTHOCTh K OAKTEPULIUIHBIM CBOMCTBAM IJIa3Mbl KPOBH.

Proteus mirabilis Taxxke HaaelneH pa3IUYHBIMU ()aKTOpaMU BHUPYJIECHTHOCTH:
reMoiau3uHbl, Ig-A-mporeasbl, XKryTWkH, (UMOpHM, CHUHTE3 ypeasbl, KOoTopas
pacileruisieT MOYEBMHY B aMMMaK M THUAPOIM3YET ABYOKHCH yriaepoza. Ilepexon
aMMHaKka B HOHbBl aMMOHHMS BEIET K OIIEJAYMBAHMIO MOYH, YTO CIIOCOOCTBYET
00pa30BaHMI0 HHPHUIIMPOBAHHBIX CTPYBUTHBIX KAMHEH.

Ampocennvie gpaxkmopul. Katerepuzanuss 1 HHCTPYMEHTAIbHBIE UCCIEIOBAHMUS
MOYEBBIBOSIINX MyTEH CBSI3aHBI C BRICOKUM pUCKOM MH(puumpoBanus. [Ipu kaxxaoi
WHBa3UM WHOPOJHOTO Teia BO30YIWUTENIM MOTYT BHEAPATHCS B MOUYEBOH ITY3BIPb.
Puck mHQUIMpOBaHUS BO3pacTaeT MpU JJIUTEILHOM NpPeOBIBAHMM KaTeTepa, Jdaxke
IIpH ONTUMAIBHOM YXOJI€ €XKEIHEBHO y 5% MalMEeHTOB Pa3BUBACTCS 3HAYUTEIIbHAS
O0aktepuypus. [Ipu 3TOM OakTepuu HaxXOIATCS B IKCCYJATE CIMU3UCTOM M 00pa3yroT
IUIEHKY BOKPYT KaTeTepa.

14.2. TAATHOCTUKA UHO®EKIIMA MOYEBOI CUCTEMBI

TwarenbHO cOOpaHHbIE aHAMHE3 U Kal00bl NallMeHTa, KIMHUYECKUNH OCMOTpP U
BBIJICJICHHE XapaKTEPHBIX CUMIITOMOB SIBJISIOTCS OCHOBOM nuarHoctuku MMC.

YacteiMu kanoOaMHu NpU HHPEKIUH HIKHUX MOYEBBIX IyTEH SBISIOTCS
y4YallleHHOE MOYEeUCIyCcKaHue (MOJUIaKuypusi), 00JI€3HEHHOCTh IPU MOYEHUCITYCKAHUH
(nu3ypus) U HaAJIOOKOBBIE OOJIH.

s HeocnoxHenHoM UMC, Kak mpaBwiio, HE XapaKTEPHbI BBICOKAs JIMXOPAJIKa,
CUMIITOMBbI MHTOKCUKaUUU. Y (eOpHIIbHBIX MAlMEHTOB MOJIOKUTEIbHBIM CUMITOM
MOKOJIAUMBAaHUS B MOSICHUYHOM 00JIACTH MOKET YKa3bIBaTh HA OCTPBIA MUETOHEDPUT.
V TsDKeNbIX MalMEeHTOB HAXOIAT KIMHUYECKHUEe PU3HaKK cercuca (tadi. 14.2).

Tabmuma 14.2. Cumnromsr UMC.

IIpusznaku Iucrur IHuenonedpur
Temneparypa Tena Hopwma > 38 C, 03H00
CumMnromsl — BBIPaKECHBI
MHTOKCUKAIIUU
Jluzypudeckue siBIeHus +++ -/+
bonu B nosicuune - +

(Ipy HAJIMYMM JTMXOPAJKH)
Hanno6kossle 0omu ++ -
Jlefikounutypust +++ +++
(6onee 25 B 1MKu1) (6onee 25 B 1MKu1)

228



[emarypust -[+++ -+

bakrepuypus npu +++ +++
6ak.uccegoBanuy Mour | (> 10 B 1 M mpu ausypun) (>10° B 1 M)

B cmyuae otcyrcTBUSI B aHamHe3e ochoxHsomux ¢akropoB UMC wumu
KIMHUYECKUX JaHHBIX 3a OCTPHIM mNHeToHePpUT y HEOEpEeMEHHBIX >KEHIIHH,
HEOOXOJAMMOCTh B TMPOBEACHUM MHOTOYMCIEHHBIX JUAarHOCTHUYECKHX MPOLEIyp
ornazgaeT. [Ipu penuauBupyromeit cumntomatundeckoid UMC y skeHIUH, Mpu3HaKax
ocioxxHeHHo win MUMC Bepxuux otaenos, i MUMC y MyX4yuH JOJKHA OBITh
IIPOBE/ICHA MOIHAs AMarHocThuka. Ocodoe 3HaYeHne B JUArHOCTUKE MPUJAETCS:

* 3200py MouH (Y MY>KYMH TP HEOOXOIUMOCTH CEKPET MPOCTATHI);

* TPaAHCIOPTY MaTepuaia U UCCIEAOBAHUIO MOYH;

* MUKpPOCKOIIMYECKOMY U XUMHUYECKOMY HCCIIEIOBAHUIO MOYH, NMPUHHUMAS BO
BHUMAaHUE TUTP pOCTa BO3OyIUTENEH U UX BU/L.

3a00p Moum. B KnuHMYECKON NMPAKTUKE UCIOJIB3YIOTCS CIECAYIOLUIUE METOIUKH

3abopa MoYHu:
* CpeIHss MOPLUSA MOYH y KEHILUH;
* HaI00KOBas MyHKLXS MOYEBOTO My3bIPS;
* (hpaKIMOHUPOBAHHBIN 3a00p MOUM Y MYXKUUH C 1eabto jJokanuzanuu UMC B
ypeTpe, NpocTaTe, MOYEBOM ITy3BIpE.

Cpennsia mopuusi MOYM y KeHIIMH. [IpyHIMNMaIbHOE 3HAYEHHE B JaHHOM
MeToJie cOopa MOYM MMEET MCKIIOYEHHE KOHTaMUHAIMU C JIOOKOBBIMU BOJIOCAMH,
BAarMHAJbHBIM CEKPETOM M IE€pUaHAIBHONW MOBEPXHOCTBIO. [lo3TOMY manueHTka
J0JKHA OBITh XOPOIIO MH(OPMUPOBAHA O CYTH M TEXHUKE cOOpa CpeAaHeil MopLHH
Mour. Bo BpeMsi cOopa MOYM TMOJIOBBIE T'yObl JOJKHBI OBITh Pa3ABUHYTHL. MUK
MEepPBOl MOPLMK MOYM MPOU3BOJUTCS B TyaseT, a BTOpas MOPLHS B CTEPUIbHYIO
ocyay. DTO MO3BOJMUT cOOpaTh MOUy 0€3 KOHTAMUHAIIUH.

Hansio0koBasi nmyHKOMsi MOYeBOro my3bIpsi. OTOT MeTon cOopa MoOuYd B
OCHOBHOM HCIIOJIb3Y€TCsl, KOI/1a BO3HHMKAIOT COMHEHHS NMPU HAIWYUU CMEIIAHHOU
(bJopbl WM HECOOTBETCTBYIOIIEM THUTpe Oaktepuit mpu cumnromarudeckon MMC.
IIpokos TpPOWM3BOAWUTCS MPH JOCTATOYHO 3aMOJHEHHOM MOYEBOM ITy3bIpe
OJIHOPa30BbIM 20MJI CTEPHJIBHBIM IIIPHUIIEM 2,5CM BbIlle cuM(U3a M0 CPeAMHHOU
JUHUM, TIOCNEe YAAJNEHUs BOJIOC, JAE3HMH(PEKIUU KOXKM M MECTHOM aHECTEe3UH.
Hcnonb3yercs TOIbKO B HEKOTOPBIX CTpaHax EBpOIIBL.

POpakuMOHMPOBAHHBIH COOP MOYHM Yy MYKYMH. OTOT METOJ NO3BOJISIET
onpenenuth Jokanuzamuio MMC B yperpe, mpoctaTe WM MOYEBOM my3bipe. B
HEKOTOPBIX CIy4asix 3TOT METOJ SIBISETCS BaXKHbIM B IUIaHe au@depeHInanbHon
JTUArHOCTUKH. (CM. Y4EOHUK 10 YPOJIOTHH).

[IpoBomuTcs  moOceB  cekpera  MpPOCTaThl,  KOTOPBIM  HCCIETyeTCs
MUKpPOOMOJIOTUYECKH W MHUKpPOCKONMYEecKH B Onmkaiiiee Bpems. [IpoBeaenHoe
UCCJIEIOBAHME MOYHM TEC-MOJOCKaMU JaeT MNpPeABAPUTEIbHYI0 HHGPOPMALMIO O
KOJIMYECTBE KJIETOK, HAIMYUU OeliKa, peaklMi Ha HUTPUT.
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XyuMuueckoe u MHUKPOCKOIMUYE€CKOEC HCCJICA0BAHUEC MOYH

Ha pe3ynbTarbl CyIIECTBEHHOE BIMSHHE OKA3bIBAlOT JUIMTEIBHOCTh
TPAHCHOPTUPOBKA MOYM B JIADOpAaTOpPHI0 M BpEMs OXWIAHUSA JO Hayaia
uccienoBanus mpoOwl. [laTomornueckum KOJWMYECTBOM cyHUTaeTcss Oosiee 8
JEUKOIIMTOB B TMOJI€ 3peHHs wiu Ooznee 25 JNEUKONMTOB B 1 WI MOYM TIpH
aBTOMATU3MPOBAHHOM METO/€ ucchefoBaHuss Moud. KimHuueckas mpakTHKa
nokasbiBaet, yto UcTHHHOU MIMC cootBeTcTBYeT Nelikouutypus 6osee 30-40 B mose
3penus npu 40-kpatHoM yBenudeHuu. [I[pomMexyTouHOe KOJIMYECTBO JEUKOIIMTOB (10
15-20 B 1/3) yale Bcero MOSBIISAETCS B pe3ysbTaTe MPUMECH B MOUYE BarMHaJIbLHOIO
CeKpeTa, oOIIeil WHTOKCHKAIMK opranuszMa (Hampumep, npu OPBU, nmueBmMonuun u
T.J.), @ TaKKe TP TIIOMEpyJoHehpUTaX U HEHMH(PEKIMOHHOM HHTEPCTUIIMATHLHOM
HeppUTe U TIPU OKpacke MPEJCTaBISIIOT CcOO0M JTUMMPOLUTBI U DO3UHODUIIBI,
COOTBETCTBEHHO. [l03TOMYy WH30/IMpOBaHHAsA JeHKOUUTYpus, Oe3 yuera ApYyTrux
KJIIMHUYECKUX MPOSBICHUM HE T0JKHA OBITh BeAylllel B mocTaHOBKe auarno3a MMC.

MuxpoOuoJiornyeckoe uccjefoBaHue MoO4Yd. B Hacrosmee Bpewms
MPU3HAHHBIM JKCIPECC-METOAOM I OMNPEACNICHHUs JHArHOCTUYECKOTO THUTpa
KOJIOH