TaKblpbIn: MHCYNNH BHAIPYAIH ASCTYPAI }KaHEe 3aMmaHaymn aaicTepi

ocnap:

] KaHT amnabeTiHiH AMarHoCTMKacbl, KaHT AnabeTiHiH Typaepi

- NHcynuHAai eHaipyaid, aactypni aaici

1 3amaHayu TexHonorusnapabiH, HerisiHae MHCYIMHAT eHAipy
onaapbl



KaHT AnabeTiHiH, anarHoctmKacobl (Y1 XafoambiHAA)

'
)J.

Am

1. KaH MeH Hecen KypambIHAafbl INOKO3a MOLWEPIH aHbIKTay 4

(3Kcnpecc-Tect, roKomeTp)

= Kanunap KaHbiHAA M1OKo3a Hopmacsl ( 6,7 mmonsb/n,

rntoko3a (75 r/200 mn cy) KyKTenreHHeH Kenid (11 mmons/n )

= Hecen KypambIiHAa IMOKO3a aHbIKTanca — KaH KypamMbiHAA

rnoKo3a AeHrei 10 mmonb/n acKkaHbiH KepceTtes,.

2. Hecen KypamblHAQ aUeTOH aHblKTanca — KA

AeKomneHcupneHreH popmacbiH KepceTtes,.



KaHT anabeTiHiH AnarHocTtnkacol (3epTxaHa XafaaubiHAa)

* [laumMeHTTi angbiH ana gambiHaay (3 KyH), kemipcynapabiH, menwepi - 150 r/Taynik

" YwiHwi KyHi - (8-14 caf 6ypblH) TamakTaHyabl caf 21.00 —oe TOKTaTy

= TepTiHLWIi KYHIi - allKapaK KaH Tancbipy, 5 MUH iWiHAae rntoKo3a epitiHaiciH (75 r/200 mn cy)
iwy, (6ananap 1,75 r/Kr ), eKi caf coH, KaliTa KaH TancbIpy.

= KaHabl npobupKaFa KuHay, ueHTpudyranay, KaH naasmacbiH 6enin any, Katbipy,
[/TIOKO3aHbl aHbIKTaYy.

v' 6,1 mmonb/n - K[ oK,

v' KaH nnasmacbiHaa 6,1 mmonb/n-7 mmonb/n - K[, bIKTMMan,

v 7 Mmmonb/n }ofapbl — anaplH ana gnarHossl K/, rioko3ara TONEPaHTTbINbIKTbI aHbIKTay.

v' 7,8 mmonb/n xofapbl (awkapak) H/e 15 mmonb/n kofapbl - K



KaHT agnabeTiHiH AnarHocTtuKachbl (3epTxaHa KafaambiHaa)

» [NtoKo3afa TON1ePaAHTTbI/IbIKTbI aHbIKTaY

OpraHmnsmae rioKo3aHbIH 3Heprusafa anHaayblHbIH, 6y3biaybl

YpoBeHb caxapa Yyepes
YpoBeHb caxapa
2 4yaca nocne Harpy3sxku JnarHos
HaTollaK 5
[MIOKO30M (75 T)

5,5-5,7 mmons/n | 7,8 MmMONb/N OTcyTcTBUE 3abone-
(100 MI %) (140 Mr%) BaHUg
7,8 MMONb/N 7,8-11 mmonb/n HapylweHue TonepaHT-
(140 Mr%) (140-200 Mr%) HOCTU K IMIOKo3e
7,8 MMONb/N 11,1 mMmonb/n CaxapHbin guaber
(140 mr%) (200 Mr%)




OunaberTTiH Il xXaHe IV TUnTEpI

Ounab6ertTiH lll (Maturity-onset diabetes of the young),
EpeceKtep ayblpaTbiH AnabeT TypimeH (reHaepaiH,
MYTaLUMACbI CangapblHAH) }KacTapablH, aypybil.

¥Kbl 6e3i KabblHFaHAa, iCiKTepaiH, nanaa 6oaybl, OTa
¥KacaTy cangapbiHaH OpPbIH anabl

P2 G
L] °
K

Mwu (Anburemmep) meH Ke3 (r1aykoma) yananapbiHaa
[MOKO3a MEH UHCYNMHHIH, MeTabonunsmi 6y3binaapbl.

OunabertTiH, IV — rectaumoHbl, XKYKTi aenaep anaberi.



[eHbl, myTauum B KOTOPbLIX Bbi3biBalOT Anaber
* [eH apepHoro ¢daKTopa renatountos 4a (HNF4A; MODY1),
* [eH rnoKoKnHa3bl (GCK; MODY2),
* [eH apepHoro ¢daKTopa renatountos 1la (HNF1A; MODY3),
* [eH TpaHCcKpunTaunoHHoro ¢paktopa PDX1 (PDX1; MODYA4),

. I'e|(4)c|>a|<;opa TpaHckpunuum 2 (TCF2) unu agepHoin daktTop renatoumtos 1B (HNF1B;
MODYS5),

* [eH paKTOpa HenporeHHon anddepeHumposkn 1 (NEUROD1; MODY6),
 [eH Kruppel-nogobHoro ¢paktopa 11 (KLF11; MODY7),

* [eH Kapbokcmn-atep-nmnnasbl (CEL; MODYS),

leH PAX4 (PAX4; MODY9),

* [eH nHcynuHa (INS; MODY10),

* B-numdbount KnHasa (BLK; MODY11),

* AT®-cBA3bIBatOLLAn KacceTa, cyb-cemeincteso C (CFTR/MRP), uneH 8 (ABCCS;
MODY12),

* Ten KCNJ11 (MODY13).
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XUMUANbIK CUHTES
(170-peakuus)

QKCTpaKuus
(MangapabliH, YUKb

]

be3nepiH)

]

UHcynnHAal any

|

!

HHapTblnan
CUHTETUKAbIK

|

[eHAIK-UHXeHepPUANbIK




Tabufu WKKI3aT K3iHeH MHCyAnHAi 6enin any

¥iKbl 6e3nepai (ipi Kapa man, WoLlKa) aKcTpakumanay, cy, t — 30 °C
[ ]

4
dunbTpauma (BakymablK, NeHTanbl, PUALTP npecc) Hemece ueHTpudyranay

(cenepaTtopnap) buononmmepnepaeH TasapTy

4
[opMOHAap epiTiHAinepiH KoronaHabipy - 6ynaHabipy -20 °C
¥
Ynvrpadunbvrpayma (KoronaHablpy, TOMEH MONEKYNA/bl 3aTTapaH Ta3apTy),
6yna|-|ﬂa|py, CYbITY

OpraHunKanblK 3aTTapmeH (Ty3aapmeH TyHAbIpy)

¥

XpomaTorpadumsa (Kkpaxman, cepaneKkc 1.6. noHutTep)

800-1000 r yiKbl 6e3i/ 100 r MHCYNUH KpUCTanaapbl




Tabufun WKMKi3aT K63iHEeH UHCYNUHAI 6enin any 9aiCiHiH KemLiniri
= OTe a3 mesilepae anbiHaAbI

* Man 6acbIHbIH, KeTicneyLwiniri

" AgamaapAa WolwKa MmeH ByKa MHCYNMHAEPiHEe KapCbl aHTUAEHeNepaiH,
TY3IYi

= Ke3 beH bynpek KbiameTi by3blnaapl, KOcbiMmLLa 6acka Aa 3MAHAbI
acepnep

" |lInKi3aTTbl CaKTay *KaHe TacbiMasaay KUbiHAbIFb

" benin any XaHe Ta3apTy KUbIHAbIFbI



PAVIMYHUA B CTPOEHHUH A- U B-UENER MOJIEKYJ1 HHCYTHHA
HEKOTOPBIX BUJI0B MJIEKOTTUTAIONMX

Bun [MosoXeHHA AMHHOKHCIOTHBIX OCTATKOB

A-uens B-uens

8 9 10 30

Thr
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Ala
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Ala




» UHCYNnHA »KapTblnau CUHTETUKANbIK XOJIMEH any ajicrepi
(PepMeHTTIK-XUMUANBIK aaicneH moandukaumanay)

v
TPUNCUH KON 4aHbl1aabl.

LLlowKa nHcynmnHiHAaeri

B amuH KbiwKbibl Tizberi C-
COHbIHAAFbl aNaHUHAI agam
MHCYNUHIHAeri B TisberiHaeri
TPeaHUHre aamacTbipy.

OKTanenTtuarepAi aamacTtbipaabl.

CoHblHAa KYpamblHAaFbl 6apablK
KOPFaHbIWTbIK TONTAapAbl a/blmn
TacTangpbl.

Kemuwiniri - npenapart KyHbl
KbIMOaT.

) 4
MmmobungeHreH notenHasa |

depmenTi (Achromobacter
lyticus) KongaHblaabl.

B TizberiHgeri C weTki
aNaHUHAI XUMUANBIK }KOJIMEH
TPEOHUHre a/iMacTbipaapbl.

PeaKuMANnbIK OpTa/ZiblKKa
O- TpeTt- 6yTiMAa TOObIH KOCaabl.




[eHaiK-UHXKeHepPUANbIK aaicTepi
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CUHTE3 UHCYNNHa

AK, TPHK, AT®

[pOMHCYNMH
B-C-A 86 AK
NP  penponrcyni Vlncynun B-A
L-B-C-A, 110 AK 51 AK
CHrHanbHbIi "Cnoxnuu
nenug L
= [pOMHCYNMH
C-nemmx 31 AK

B-KneTKa

Annapar [onbaxu

B CYTKVI cekperupyercs 20% obwero sanaca (40-50E0)

=7\

MpouHcynun 6%  WHcynue 47% C-nentug 47%

Mucy
(noxa3an Kpau) B-yenn

— |/

Jucy andanbie
f , MOCTHEN

(30 ocraTkon)
23 ocTaTka

CUrHasLEan nocAefoBATeALHOCT b,
OTUCNAZCTCR NPt OOpABORaAINE

NPOMHCY 1S
\Q
BroTpiy-aumbm 8 ‘\
it C-nentil Brctpuraeanast
(30 ocTaTson) JNenTH
CUHTE3 MHCYMUHa
TTpenpouHcynuH TTpouHcynuH MucynumH
NHa+
+HsN NH3+
% 8588

coo-
-00CH
-
fapo SHpgonnasmarmue “ Annapart Fonbaxu
pPETUKYyM



NPENPOMHCYAMH,
B-knerka 104 aMUHOKUCNOTBI
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B-rpanyna

annapar l' ONbAXM

CUrHaNbHbLIA

NPOVHCYNUH
84 aMnHO-
KUCNOTB

nenTua

UHCYNWH,
51 aM1HO-
Kuenora
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MHCYNUHA
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> [eHAIK-UHXKeHepPUANDbIK 9AICTIH apPTbIKLbINbIFDbI:

d Anam MHCYNMHIHE TONbIK YKCcac,
L Annepruanbik peakumsa 6onmanabl,

] BaKkTepusaHbl gakblnaay optacbiHaa 1000 n / 200 r uncynumH (1600
Kr YMKbl 6€e34eH anblHFaH menlepre TeH).

» 9aic Kemuliniri:

J MIHcynrH npenapaTTbiH, KYPaMbliHAA I/IUKO YKaHe

nunonporenarepaid Kocnanapbl 601ybl MYMKiH, By KOCbinbicTap

nuporeHAai (TOKCUMKaNbIK) KacneTke ne 6onraHAbIKTAH 0s1apabl
MYKUAT Ta3apTy Kepek.



AN
‘ UHCYyNnH opraHmsmre eHrisiny Typi

Spe
lS:QL MHbeKuns

eHri3yaiH KeMuwiniri:

J (npenapaTTbliH, KaH
KYPaMbIHAAFbI
KOHUEHTPALMUACHI KaXKeTTi
Me/iILLepaeH oFapbl
6onybl),

[ 6aybipabiH, meTabonmsmre
KaTblcnaybl

»” 3 ‘\

* neppopanbai eHri3ygiH KeMLUINITI

(] A3Ka3aH-illeK TPaKTbICbIHbIH,
bepMEHTTIK KynenepimeH
rmaponmnsaeHin Ketyi,

J MHCYNAMH MmoneKynacbiHbIH,
MacCCacbl *KOfapbl benok
6oNFaHAbIKTAH, iLWEKTIH, WbIPbILWTbI
KabaTbl apKbl/aibl CiHipinyi HaWwap
bonagpbl




MHCYNMHHIH TabneTKa TypiHAEeri *XaHa npenapaTTapsbl

L4 L

» NHcynnHai moandumKaums- »[MonnakpunammnaTi renbre NPOTEONNUTTIK
NaHfaH renbre uMmobumnsaey. bepMeHTTEePAiH TEXeriTepi
(oBomykounpg, Mr-31000 panbToH)

eHrisineni, onap renbMeH XMMUANbIK
J lenb UHCYIMHMEH XUMUANBIK OAMeH BaiinaHbicaapl.

H6annaHbICKa TYCNEUTIHAIKTEH,

reNibaeH OHal 60can WhiFambl. dTexxeriwTep MHCYAUHAi biablpaTaTbIH

Hemece MHAKTMBAUMANAUTbIH
dbepmeHTTEPAEH KOpFan, 0/1apAblH,
benceHainirin *Xoaapl.

dTekeriwTep opraHM3amre 3MAHAbl 3CEPiH
TUrizben xKymcanmafaH b6eniri renb
KaNgblKTapbiMeH CbIPTKA WbIFabl/1agbl.
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