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PE3IOME

Llenb 0630pa: cuctematnsauma faHHbix o TedeHun MODY (auabeta B3pocnoro Tuna y MoNoAbX) BO BpeMs GepemMeHHOCTH.

OcHoBHble nonoxeHua. MODY y GepemMeHHbIX CliefyeT oTIM4YaTb OT TUMUYHBIX Cy4aeB recTalMOHHOTO CaxapHoOro AuabeTta, Tak Kak npu 3TUX
coCToAHUAX TpebyeTcA pa3Has TakTMKa BefeHns 6epeMeHHOCTU. 06CYXAAIOTCA KOMOUHUPOBAHHbIE KpUTEpUM AN dEepeHLMabHOI AMarHOCTUKN
TUNOB CaxapHoro Anabeta npu 6epeMeHHOCT U MOKa3aHUA K MPOBEAEHNIO MOIEKYNIAPHO-TeHETUYECKOro nccnefoBaHns. MpeacTaBneHbl KuHUYec-
Kue cryyau, AEeMOHCTPUPYIOLLME 3aBUCUMOCTb UCXO0B GEPEMEHHOCTY OT TOTO, HAC/eAYeTCA 1M MyTaLUs NAOAOM. PaccMaTpuBaloTcs nepcnekTUBbI
HEWHBA3MBHOM ANArHOCTUKM CTaTyca MyTaLMW y NA0Aa U BO3MOXHOCTb U3MEHEHNA TepaneBTUYeCKON TaKTUKM B 3aBUCMMOCTH OT pe3y/bTara.
3aknioueHue. [lnardoctuka u nedeHne MODY aBnAloTCA aKTyanbHOit Npo6neMoit B CBA3M C OTCYTCTBUEM aNiTOPUTMOB U OTHOCUTENILHO HEBOb-
W1M 06bEMOM MUPOBOTO KNNHWUYECKOTO OMbITa.

Knioyessie cnosa: MODY, rectalinoHHbli caxapHblit gnatdet, GCK-MODY, HNF1A-MODY.

Bknapa aBTopoB: bensiesa N.A. — 0630p ny6anKaLuii No Teme CTaTbi, HanucaHue Tekcta; OBCsHHUKOBA A.K. — aHann3 AaHHbIX, HaNMCcaHue TeKCTa;
Poimap 0.[. — npoBepka KpUTUYECKN BAXKHOTO COAEPIKAHMSA, YTBEPKAEHWE pyKONUCHU ANs nybanKaLuu.

KoHthAnKT nHTEepecoB: aBTopbl 3asBAAIOT 06 OTCYTCTBUM BO3MOXKHbIX KOH(INKTOB UHTEPECOB.
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ABSTRACT

Objective of the Review: To systematise the information on MODY (Maturity-Onset Diabetes of the Young) during pregnancy.

Key Points. MODY in pregnant patients should be distinguished from typical gestational diabetes mellitus, since these conditions require
early pregnancy management. The article discusses combined criteria for differential diagnosis of types of diabetes mellitus in pregnancy
and indications for molecular genetic testing. We describe clinical cases demonstrating the dependence of pregnancy outcomes on whether
the foetus inherits the mutation or not. Also, the article describes the outlooks of non-invasive diagnosis of mutation status of the foetus
and possible modification of therapy depending on the result.

Conclusion. Diagnosis and therapy of MODY is a burning issue since there are no algorithms and the clinical experience is quite sparse.
Keywords: MODY, gestational diabetes mellitus, GCK-MODY, HNF1A-MODY.
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BBEJEHUE

lecTaunoHHbIN caxapHelit guadet (ICLl) — 3abonesaHue, xapak-
Tepusylolleecs TruneprinKemMueil, Brepeble BbIABNAAEMON BO
BpeMs 6epeMeHHOCTH, HO He COOTBETCTBYIOLEN KpUTEPUSM
«MaHuecTHoro» caxapHoro guabeta (CA) [1]. 3tot Tun C[
VCTaHaBNMBAETCA B XOAE NepPOpasbHOrO [KO30TONePaHTHOTO
Tecta (MMTT) No OAHOMY MAW HECKONbKUM 3HAYEHUAM YPOBHSA
BEHO3HO nna3mbl: > 5,1 MMonb/N, HO < 7,0 MMOAb/N HaTo-
wak; > 10,0 mmMonb/n Yepes 1 yac nocne yrneBofHOW Harpys-
Ku; > 8,5 mmonb/n, Ho < 11,1 mmonb/n 4epes 2 yvaca [1, 2].
Onpepenexue MOKO3bl NPOBOAAT TONLKO B BEHO3HOI nnasme
nocne npefBapuTeNbHOMO rofiofaHus He MeHee 8 u He Gonee
12 yacoB B Cpoku 6-24 Hepenb GepemenHoctu; MNITT B cnyyae
OTCYTCTBUA TUNEPIIMKEMUU B NEPBOI NONOBUHE GepemMeHHO-
CTW BLINOJIHAIOT B CPOKWU 24—28 Hefienb, B CNy4Yasx BbICOKOMO
pucka — B Cpoku fo 32 Hepenb [3].

ICLL sBnsetcs akTyanbHoil npo6nemMoil Kak B MUpe, Tak M
B Poccuitckoit ®epepauuu. CornacHo pesynstatam ucciefosa-
HMii, pacnpocTpaHeHHocTb [CL, cpean GepeMeHHbIX cocTaBnser
5,4% B EBpone [4], 6% B CLUA [5], 11,5% B A3uu [6], npu 3ToMm
BO BCEX UCCNEAyeMblX NOMYAALMAX OTMEYAIOTCA BbICOKME TEMIbI
ee npupocta. B Poccun B 2016 r. gaHHbI NOKasatenb OLEHU-
Bancs B 4,5% [7], 3a nepuop 2005-2017 rr. 3ab6oneBaemocTb
Bblpocna B 27,8 pasa [8]. Mo faHHbIM AenapTameHTa MOHWUTO-
PUHra, aHanu3a u CTpaTernyeckoro pa3BuUTUA 34paBoOOXpaHEHUSA
MuH3gpasa Poccun, B 2018 r. npupoct 3abonesaemoctu C[,
B Halleii cTpaHe cocTaBun 61% [9].

Hanuuune y xeHwmHbl poacteeHHnkos ¢ Cfl 2 Tuna cywect-
BeHHO ysenuumsaet puck [C[l. B yactHocTH, ecnn ata dopma
3a60N1eBaHMA AMArHOCTUPOBAHA y GpaTbeB UAK CeCcTep, TO PUCK
IC noBblwaetcs B 4 pasa. Y XeHWMH, b MaTepu 6ONbHbI
CA 2, TCL pa3suBaetcs BaBoe yaule. 3avactyto [C[l BcTpevaert-
CA Y XEHLMH, UMEIOLNX TeHHble MyTaLWu, KOTOpble NPUBOAAT
k MODY (aHrn. Maturity Onset Diabetes of the Young — pua-
6eT B3pocioro TMna y monopabix) [10]. Mo pe3ynstatam 0630pa,
BbinonHeHHoro C. Colom u R. Corcoy, Ha MODY 1, 3 1 5-ro noaTu-
NoB, AMArHOCTUPOBAHHbIA BO BpeMs 6epeMeHHOCTH, NPUXOAUTCSA
okono 1% cnyyaes CL, [11]. Mo AaHHEIM HEKOTOPbLIX Y4YeHbIX,
cpepau XeHwwuH c TCO MODY 2 puarHocTupyeTca C 4acToTol
0o 3% [12]. OT koppekTHoit Bepudukauuu Tuna CL npu Gepe-
MEHHOCTW 3aBUCUT TaKTUKA [aNbHENILEro BELEHNA XKeHWMHbI.

Llenbto 0630pa 66110 CUCTEMATU3NMPOBATL AAHHBIE O TEYEHUM
MODY BO BpeMsi GepeMEHHOCTU, B YACTHOCTU OMpefennTb ero
0COOEHHOCTU U MpPOaHaNM3MpoBaTh BAUSHWE FeHOTUNA nioja
Ha recTaLMOHHbIE UCXOAbl, OCBETUTb NPEACTaBNEHHbIE B INTEpa-
Type KNMHWUYeckue ciyyau b6epeMeHHOCTH Npu peakux hopmax
MODY, 06CyaMTb KIMHMYECKYI 3HAYMMOCTb CTaTyca MyTauuu
y nnoja Ans UcxofoB GEPeMEHHOCTU M BO3MOXKHOCTW MpeHa-
TaAbHON HEMHBA3MBHOW ANATHOCTUKM.

Mownck nHdopMaLmMu BbINONHEH B Hay4HbIx 6a3ax eLIBRARY.RU,
PubMed/MEDLINE, Cochrane Library.

[C[l accounnpyeTtcs C NOBbIWEHHBIM PUCKOM PA3BUTUA Mpe-
HaTaNbHbIX OCNOXHeHuit [13]. OgHO M3 KpynHeWwWwux wuccne-
LOBaHMWIt MO WU3YYEHWIO BAWUAHWUA TUNEPIINKEMUM HA UCXOLbI
6epemenHocTn — HAPO (aHrn. Hyperglycemia and Adverse

Pregnancy Outcomes) (2008). [lo npoBefeHus 3TOro uccie-
posanua Ch cuutanca npeguktopom Cl y matepu, HO BAUAHME
€ro Ha nnog He yyuteiBanoch [14]. B xome HAPO 6bino ycTa-
HOBJIEHO, YTO FMNEPIINKEMUSA CBA3aHA C MAaKpPOCOMMUENR NNOAa,
noBbIWEHHbIM ypoBHeM C-nenTuaa B CbIBOPOTKE MYMOBUHHOW
KPOBM U HeoHaTanbHoi runormukemueit [15]. MosgHee 6Gbino
onpefeneHo, 4To Cpefyu Matepeii, He NoyyaloLWwmnx Tepanuio npu
IC, Ha 30% NoBbIWAETCA OTHOCUTENbHbIA PUCK NEpPUHATaNbHON
CMepTH, pa3BUTUA MOPOKOB CEPAEYHO-COCYAUCTON CUCTEMbI
W PecnupaTopHOro AWUCTPecc-CUHAPOMA HOBOPOXAEHHbIX [16].
MokasaHo, 4To ycTaHoBNeHue guarHo3a IC[] yBennuynsaet oTHo-
CUTENbHbIA PUCK recTauWOHHOW apTepuanbHOM runepreHsnu,
MHOTOBOAUS, @ TAKXXe ONACHOTO OCJIOXHEHUs BepeMeHHoCTN —
npeaknamncum [17].

OCHOBHbIMU M3yYeHHbIMU WU AOKa3aHHbIMKU DAaKTOpPaMM pucka
pa3sutus [C[ senstotca: 1) Boisenenue [C B npepbiaywmx 6epe-
MEHHOCTSX; 2) BO3pacT MaTepu ctaplue 35 neT; 3) u3bbIToYHas
Macca Tena U OXWUPEHWe; 4) OTATOLEHHbIA CeMeliHbI aHaMHe3
no Cll; 5) 6onblwoii Habop Beca Npu HGepeMeHHOCTU; 6) KXHO-
asuarckoe npoucxoxpeHue [18]. AKTMBHO 0bCyXAalOTCA Takue
(haKTOpbl PUCKA, KaK BbIBEHWE MeTaboNMYECKOro CMHAPOMA
BO BpeMs bepeMeHHOCTH, paHHUI BO3pacT MeHapxe (< 12 net),
CUHAPOM MONUKUCTO3HBIX AUYHUKOB B aHamHe3e [19]. bonbLoii
MHTepecC BbI3bIBAOT reHeTUYeCcKne MapKepbl, OTMeYaeTCs MoBbl-
WweHne oTHOCUTeNbHOro pucka passutusa CLl npu HocuTenbcTee
reHotunos KCNJ11 CC, PPARG CC, TCF7L2 (IVS4) GG [20].

MexaHn3m passutua [C[l cocTouT M3 HECKONbKMX marore-
HETUYECKUX 3BEHbEB, OLHUM U3 KOTOPbIX ABNAETCA U3MEHEHUe
UYBCTBUTENLHOCTU K MHCYNIMHY, HAapacTatollee No Mepe CO3peBa-
HUA nnaueHTsl [21, 22]. 3ToMy CNOCOBCTBYIOT 3CTPOreH, npore-
CTEpOH, NenTuH, KOPTU30J, NNALEHTAPHbIA NAKTOreH U NnaLeH-
TapHblii ropMoH pocta [22].

Mo paHHbIM MccnepoBaTtenei, YyBCTBUTENbHOCTb K MHCYANHY
MOET CHMXKATbCA Ha 50-60%, Npy 3TOM 3HOOTEHHBIA CUHTE3
TNIOKO3bl NeYeHblo yBenuumsaetcs Ha 30% [23]. Y nuy, He ume-
IOLLMX HAapyLIEHNii yrneBOAHOro 06MeHa, B-KNeTKN NOfKenyaoY-
HOI1 Xene3bl afanTUpylOTCs M BbipabaTbiBaloT GoJbliee KOMU-
YeCTBO WMHCYNMHA, YTO MO3BONAET MOALEPKMBATL COCTOAHUE
HopMmornukemuu. Metabonuueckuit npodunb y 34OPOBLIX MaTe-
peil BO3BpALLAETCA K UCXOAHLIM MOKA3aTeNsiMm B TeueHue rofa
nocne poaos [24]. Ho y HeKOTOpPbIX 6epeMeHHbIX NOBbILLEHHAS
NoTPeBHOCTb B MHCYNMHE NpPEBbLIWAET QYHKLMOHANbHBIA pe3epB
[B-KNeToK, 4TO NPOABAAETCA runeprnukemuen n npusoguT k ICL.
Matodusnonornyeckuit acnekt ICL, cnoxeH n TpebyeT aanbHei-
LIero u3y4YeHus, 0JHAKO ACHO, YTO NEPBONPUYMNHOI ero ABNAETCS
HecnocobHOCTb K afeKBaTHOM CEKPELMU UHCYNMHA BCAeACTBUE
CKpbITOi fucthyHKUMKM B-KkneTok [25].

BaXKHeMWMMM NpUYNHAMK CKPBITO M BECCUMNTOMHOM Auc-
(yHKUMM B-KNeTOK CnyxaT MyTaLuu, accoLMMpoBaHHbIe C reHa-
Mu MODY. [le6tor MODY yvalie Bcero sBasetcs 6ECCUMMTOMHbIM,
OTCYTCTBYIOT KIMHUYECKWE NPOABNEHUA FTUNEPIIUKEMUN, B CBA3N
C yeM 3aboneBaHne HepefKo ObIBAET C/ly4YaiitHON HAXOAKOI B X0ae
CKpuHUHra [26]. B HacToswee Bpems u3BecTHO 14 nopTunos
MODY, B Poccuu Hanbonee yacto BcTpeyaetcs noatmun MODY, obyc-
JIOBJIEHHBI MyTaLumeii B reHe miokokuHasbl (GCK-MODY) [27].
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Mo paHHbIM JATCKUX UccnepoBateneit, y 6% KeHuwuH, bepe-
MEHHOCTb KOTOPbIX ocnoxHanack [Ch, 6bin guarHoCTMpoBaH
MODY [28]. Takoit Tun auabeTa MOXHO Mpefnonarartb y KeH-
LWMH B BO3pacTe 0 25 NeT C HOPMabHbIM UNKU CHUXKEHHBIM UMT
1 OTATOLEHHbIM CEMEHbIM aHaMHE30M Mo runeprnkemun [29].
Bbinu npepnoxeHbl KOMOWHUPOBAHHbIE KpUTEpUW ANA Auar-
HocTukM MODY npu 6GepeMeHHOCTW: [IOKO3a MNa3Mbl KPOBU
HaTowak > 5,5 mmonb/n 1 UMT po 6epemeHHOCTU < 25 Kr/m?.
YyBCcTBUTENLHOCTD KpuTepueB — 68%, cneunmduyHocTb —
96%, npu TectupoBaHuu 3 xeHwuH ¢ [CL, BbIABASETCA OAMH
cnyyait GCK-MODY?,

IuarHoctuka MODY Bo Bpems 6GepeMeHHOCTU fBfETCS
BaXHbIM acneKTOM B 3HJOKPWHONOTMM U aKylWepCTBe, Tak Kak
TaKTUKa BEAEHMA TaKMX MaLMEeHTOK OTNMYaeTCcs OT TaKTUKM,
NpUMeHAEMON B OTHOLWEHUU TUNKUYHBIX ciydaes ICH, npu koTo-
pbiX HE0OX0ANMO JOCTUXEHUE LieNeBbIX NOKa3aTeneil yrneBoa-
Horo obmeHa.

Hanpumep, GCK-MODY y niobbix nayMeHToB xapaKTepu3syeT-
CA HeBbICOKOW runeprnukemuein Harowak (6,0-7,0 mmons/n),
He Tpebylolleil MeaUKaMeHTO3HOW Koppekuuu, u umeer 6na-
ronpusTHoe TedyeHue [30]. Mpu OGepeMEHHOCTU Y KeHLWMUH
¢ GCK-MODY Ha3HayeHWe MHCYAMHOTEpANUM paccMaTpuBaeTcs
MHOMBUAYANbHO B 3aBUCUMOCTU OT YPOBHA mnkemuun. B uccne-
poBaHuu [lnabetonorunyeckoro ueHtpa Koenepa (Yukarckuit
yHuBepcuteT) 56% (22/39) matepeit ¢ GCK-MODY, nonyyasumx
WUHCYIMHOTEPANUIO, UCMbITbIBANU TUNOTUKEMUIO, NpU 3TOM 23%
(9/39) — Taxenyto runornukemuto. Mpu noayyeHun marepsmmu
¢ GCK-MODY nHcynuHoTepanuu y HOBOPOXKAEHHbIX, ABAABLIMXCA
HocuTENsIMKU MyTaumii reHa GCK, Bec npu poxpeHun Obin cTaTu-
CTUYECKM 3HAYUMO HUKE, YeM NPU OTCYTCTBUM NeyeHns (2967 r
1 3725 r cooTBETCTBEHHO, p = 0,005) [31]. MNony4yeHHble AaHHbIE
MOKa3bIBAOT BaXXHOCTb MOJIEKYNAPHO-TEHETUYECKON ANArHOCTU-
KM He TONbKO Y MaTepeil, HO Uy NNofoB. Ecnu y XKeHWwmHbl nme-
etcs GCK-MODY, Bec npu poxAeHUM 3aBUCUT OT HaAUuus UK
OTCYTCTBMA MyTaLWiA y NNOAA: B Clyyae HacAefoBaHMA MyTaLunii
BeC HuXe [32]. OnucaHO MHOXECTBO KNMHUYECKUX CNy4aes,
B KoTOpbIx MaTepu ¢ GCK-MODY, 6epemeHHble niofamMmu — Hocu-
TENAMW aHANOTUYHbBIX MyTaLuuid, He Nofy4yaBlIWNe WHCYAUHOTe-
panuio, HO NOAAEPXKUBaBLIME ANETY C OrpaHUYeHneM MPOCTbIX
VMeBOJOB W [OCTUraBlUMe LieNeBbIX MoKasateneit MuKemum
HaTolak, He WMEeNU OCNOXHEHUIH HU B Xxofe bGepeMeHHOCTH,
HU BO BPeMs POLOB; Y WX HOBOPOXAEHHbIX Obll HOPMANbHbIN
BEC NPU POXAEHWUM U OTCYTCTBOBAJA HEOHATANbHAN TUNOMIUKE-
mus [33]. Takue HabnlofeHUs TaKKe NOATBEPKAAIOT BAXHOCTL
aHTeHaTaNbHOW [MArHOCTUKM reHoTUNa NNoaa.

CoBeplieHHO Apyras TaKTUKa BefleHUs GepeMeHHOCTU Mpu-
meHseTca npu puardoctuke HNF1A-MODY. YctaHosneHo, uTo
V TaKMUX XEHIUH HEOOXOAUMO JOCTUYb LIENIEBbIX 3HAYEHWUIA [Kn-
KeMUMW, 4TOObl CHU3UTL PUCKM HEONArOMPUATHLIX MOCNEeACTBUIA
runepravkemun [34]. OnucaH KNMHUYECKUI Cly4ail MHOTONIOA-
HOI1 GEpeMeHHOCTH, KOTAa OAMH N04 UMEN aHaNorYHylo MyTa-
LMio, a BTOPOIi HeT. Matb nosy4yana MHCyNMHOTepanuto B 6azans-
HO-60JIIOCHOM pEeXUME, U Yy Hee GblN JOCTUTHYTHI LieNIeBbIe YPOB-
HU yIeBOAHOro 06MeHa, OfHAKO Y N0A], UMEBLIEro MyTaLuio,
LMArHOCTUPOBANaCb HeoHaTaNbHAf TUMOMUKEMUS, B OTAUYME
oT nnopa 6e3 mytauuu [35]. CnoxHOCTL BefeHUs GepeMeHHbIX
¢ HNF1A-MODY 3akntoyaerca B TOM, 4TO NMpPou3BOAHbIE Cynbo-
HUMOYEBWHBI, NPUMEHAEMble O JOCTUXEHUA LieNeBbIX YpOB-
Hell IMUKeMUM, NPOHUKAIOT Yepes TPaHCMNALEeHTapHbI bapbep

M BbI3bIBAIOT AHTEHATaNbHYK TUMNOMUKEMUIO U MAKPOCOMMIO
nnoga [36]. Mo3ToMy peKoMeHAYEeTCA WU MEPEXOL HA UHCYNU-
HOTepanuio B nperpaBupapHoM nepuope [37], unu npumeHe-
HUE MWHMMaNbHOW [O3bl MMOGEHKNaMUAA B NepBOM TPUMECTpe
C MHWLMWUPOBAHWEM WHCYJMHOTEpPaNUM BO BTOPOM TPUMECT-
pe [38]. WUccnepgosarenn Yukarckoro yHMBepcuTeTa OTMEYAIOT,
yto y 6epemeHHbix ¢ HNF1A-MODY n HNF4A-MODY c 28-i1 Hepenu
cnepyet Kaxgaple 10-14 gHeln NpoBOAMTL YNLTPA3BYKOBYIO fuar-
HOCTUKY, NPU HAIMYUU NPU3HAKOB MAKPOCOMUW NAOLA AOMKEH
pewaTtbca BONPOC O [LOCPOYHOM POAOpa3speleHnn ans npotu-
NAKTUKMW TAXKeNOol HeoHaTanbHOW runornukemum [36]. B kpynHom
uccnefoBaHNY, BbINOAHEHHOM B BenukobGpuTaHuu, onpenenexo,
yto myTauum B reHe HNF4A cBfizaHbl CO 3HAUYUTENbHbIM YyBENU-
YeHMEM MaCChl TeNa NpU POXAEHUU U MAKPOCOMUEN U ABNAIOTCA
NPUYMHOI HeOHaTaNbHON TUMOTNUKEMUM, @ TUNEPUHCYTUHEMUSA
Npu POXAEHUWN NPEANONaraeT CHUXKEHUE CEeKpeLun WHCYNMHA
1 nuabet B bonee nozaHem sospacte [39].

Takum o6pasom, anarHoctuka HNF1A- u HNF4A-MODY oyeHb
BaXKHA ANs ONpefeNeHus TaKTUKU NeyeHus BO Bpems Oepe-
MEHHOCTW, ANS NPOrHO3UPOBAHWUA PUCKOB OCNOXHEHUN TMpw
pofax, CBA3aHHbIX C MAaKpOCOMWEN U HeOHaTanbHOW rMNepuH-
CYNIMHEMUYECKON TMNOFNUKEMUEN, KOTOPAs MOXET COXPaHATLCA
B TeYeHMe HECKONbKMX MecsAlUeB M TpebosaTb NedeHus [40].
CBoeBpemeHHas pauarHoctuka HNF1A-MODY y 6GepeMeHHoi
KEHLMHbI MOXET CnocoO6CTBOBaTL G0JIee XECTKOMY KOHTPOJIO
TUKEMUU BO BpeMsi GEPEMEHHOCTU M OTCPOYUTL Hayano Aua-
GeTUYECKNX OCNOXKHEHMIN y pebeHKa, YHACeL0BaBLUIETO TOT Xe
MODY-BapuaHT [41].

Ipyrue dopmbl MODY sBasitoTcs Gonee peskumu, TaKTUKa
BeAeHUs BepeMeHHOCTV W PoJoB MpPU HUX 4O KOHLUA He onpe-
JeneHa BBUAY pemKocTH AaHHbix dopm. OnucaH KNMHUYECKWi
cnyvait B Kutae, korga y 21-neTHeit 6epeMeHHON Gbinu 06Ha-
py}KeHbl ABYpOras Matka, runeprinkeMus U HavyanbHas CTagus
MOYeYHO! HeAoCTaToyHOoCTW. B pesynbrate ynbTpa3ByKoBOro
CKaHWpoBaHus Ha 19-i1 Hepene y nioaa GblIN BbIABNEHbI NOJU-
KUCTO3 U AUCNNa3ua npasoi NoYku. B pesynbrate monekynsp-
HO-TEHETUYECKOro UCCefoBaHUA MaTepy Obln AUArHOCTUPOBAH
HNF1B-MODY. Ha 32-it Hepgene 6epeMeHHOCTH Npou3oLwen pas-
pbIB OKONOMNOLHBIX 06070YEK, HAYANUCh NPEXLEBPEMEHHbIE
poabl. Yepes Hegento B xoae Y3 y HoBopOXAEHHON 0OHAPYKM-
NV LBYPOTYI0 MaTKy 1 OTCYTCTBME NpaBoii nouku [42].

BaxkHbiM BOnpocom aBnsetca BausHue mytauum B reHe GCK
y MaTepu 1 nioja Ha hopMMUpoBaHMe NOPOKOB Pa3BUTUA NI0JAA,
B TOM uyucne cuHapoma kaypanoHon perpeccum (CKP). CKP
SABNSETCA OfHUM U3 NPOSBNEHWI fuabeTuyeckon detonatuu;
y HOBOPOX[EHHbBIX, MOABEPKEHHbIX FMNEPIINKEMUU, PUCK €rO
pa3Butua B 170-200 pa3 Bhille, 4em B 0bweit nonynsuuu [43].
OnucaH KNMHUYECKU cnyyain 6epeMeHHOCTH KeHWMHbI C Moa-
TBepxaeHHbIM GCK-MODY, nnog KoTopow Takxe ABNANCA HOCUTeE-
nem natoreHHon mytauuun. Ha 19-i Hepene rectaumm B xoge Y31
y nnoga 6bin obHapyxeH III Tun areHe3un konuuka (oTcyTcT-
BME KPECTLOBbIX MO3BOHKOB, aHOManuu L4, L5). MPT nnopa nog-
TBEPAMIA OTCYTCTBME KPECTLA W KOMYMKA, MO3BOHOYHBINA KaHan
pe3ko obpbiBancs Ha ypoBHe L4, HWXHWe KOHEYHOCTU Obliu
3aMeTHO aTpodupoBaHHbEIMU. Bblfo NPUHATO pelleHne o npepbl-
BaHUM GepeMeHHOCTH. pu3HaBas BO3MOXHOCTb «CyYaitHOrO»
pa3sutus CKP, aBTopbl OTMETWUNM, YTO FUNEPHINKEMUA MaTepw
MOJXET NOBbIWATL PUCKM (HOPMUPOBAHUA BPOKAEHHBIX NOPOKOB
pa3Butus, B Tom ynucne CKP [44].

! Diabetes Research Department and the Centre for Molecular Genetics at the University of Exeter Medical School, Royal Devon and Exeter Hospital, UK. Guidelines
For Genetic Testing In MODY. 2019. URL: https://www.diabetesgenes.org/tests-for-diabetes-subtypes/quidelines-for-genetic-testing-in-mody/ (dama obpauje-

Hus — 01.11.2021).
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B Poccumn Takxe aKTUBHO MyOGAMKYIOTCA KNMHUYECKUE Cry-
yau MODY Bo Bpems HepeMeHHOCTH C OMUCAHUEM HE TONTbKO WX
BbISBNIEHUS, HO U OCOBEHHOCTEN KIMHUYECKOTO TEYEHUS, TaKTU-
K1 BefeHus. Tak, nokaszaHo, yto HNF4A-MODY xapaktepu3syertcs
MaTepUHCKON TUNepriuKkemMueil, Npu HacnefoBaHUW MyTauuu
NA0AOM — MaKpOCOMMWel 1 HeoHaTaNbHON FMNEPUHCYNNHEMU-
yeckoil runornukemueit. Y nnoga 6e3 mytauuu, B ciyyae xopo-
Wero FMUKEMUYECKOr0 KOHTPONA Yy MaTepu, OTMEeYalTcs Hop-
MaNbHbIA BEC NPU POXAEHWU U OTCYTCTBUE TUNOFNUKeMUN [45].

ONTUManbHbIM ABAAETCA MEXANUCLUNIUHAPHOE BefieHNe bepe-
MeHHbIX ¢ MODY, Bkntoyalowee HabnoaeHe aKyLWepoB-TUHEKO-
JI0TOB, 3H,OKPUHONOrOB, FEHETUKOB U nefuatpoB. MonekynapHo-
reHeTUyecKoe WCCnefoBaHWe — [OPOroCTOAWAA W CNOXHAsA
npouenypa, Ho NOABNAITCA PEKOMEHAALMN OTHOCUTENIbHO CKPU-
HuHra Ha MODY. Ba)HO He TONbKO YCTAHOBUTbL BEPHbIN [MarHo3
y Matepu, HO ¥ onpefennTb CTaTyC MyTaLuuu y NA0AA, YTO MOXET
BAMATb Ha NIeYeOHyI0 TaKTUKY U UCXOf BepeMeHHOCTH.

C pa3BuTMeEM COBpEMEHHbIX TEXHONOMWIA CTana BO3MOXHa
npeHaTanbHasn HeMHBA3MBHAA JMArHOCTUKA C BbigeneHnem OHK
nnoja U3 MaTepuHCKoi Kposu [46]. HeumHBa3MBHOE reHoTU-
nupoBaHue nnoja no3posseT 6osee TOYHO ONpefeNUTL Heob-
XOAUMYI0 CTENEeHb KOPPEKLUU FUKEMUM Yy MaTEPU, 0COBEHHO
npu GCK-MODY [47]. OnucaHbl cnyyan HEMHBA3WBHOTO NpeHa-
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