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18 JIET, OBYCJIOBJIEHHOIO MYTALIMEN FEHA MNIOKOKUHA3bI (GCK-MODY):
AAHHDbIE MPOCMNEKTUBHOIO HABJIOAEHA

TEYEHUE CAXAPHOIO AWABETA B3POCJZIOIO TUMA Y MOJ1IOAbIX JINL CTAPLUE
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HecmoTpsa Ha To uTO y GOMbLWMHCTBA MaUMEHTOB MOJIOAOrO BO3pacTa C rMneprivkemMmen AMarHoCTUPYeTCsA CaxXapHbIi
avabet 1 (CA1) n 2 Tvnos (CA2), oo 10% Bcex cnyyaeB 3aboneBaHus npuxoaatca Ha MODY (caxapHbiii anabeT B3pocnoro
TMNa y monopbix). OnybnunkoBaHHble HayuHble paboTbl MOKa3blBalT 0cCObeHHOCTU AebioTa, NabopaTopHble 1 reHeTUuYecKre
xapaktepuctnku MODY B poccuiickon nonynaumm. B Poccuiickon Oepnepauum onybnmkoBaHbl efUHUYHbIE AaHHbIE O KNTVHU-
YeCKOM TeUYeHNn AaHHOW HO30M10r UM,

LEJIb. M3yunTb xapakTepucTnkn 3-netHero TedeHms MODY, o6ycnoBneHHOro myTaLuen reHa riokokuHasbl (GSK-MODY),
ONarHoCTMpPOBaHHOro nocse 18 net.

MATEPUAJIbl U METOAbI. 85 npob6aHgam 1 46 poAcTBEHHMKAM NePBO 1 BTOPOW CTeMNeHW POACTBaA C KNMHUYECKUM Ana-
rHo3om GCK-MODY npoBefieHbl 0CMOTP, GUOXMMNYECKUI U TOPMOHaSIbHbIN aHanm3bl KpoBw, Y3W, monekynapHo-reHeTuye-
cKoe nccnepoBaHuve. Yepes 3 roga nocse BepudurkaLmm naTtoreHHbIX MyTauun, accounmnpoBaHHbix ¢ GCK-MODY, nayuneHTbl
ObINU NpUrNalleHbl Ha MOBTOPHbIN BU3WT. [1py BTOPOM MOCELLeHNM BCEM YYaCTHNKAM BbIMOJSIHEHbI BCE KNIMHUYECKNe, B1oxu-
MUYeECKHMe, yNbTpa3ByKoBble 1 GYHKLMOHabHblE MeToAbl 06CNeA0BaHNSA, UAEHTUYHbIE NEPBOMY BU3UTY.

PE3YJIbTATbI. 13 85 nauneHToB cnbrpckoro pervoHa ¢ ¢peHotrnom GCK-MODY guarHos 6bin BepudrLmpoBaH Monekynsap-
HO-reHeTUYeCKUM MeTofloM Y 25 npobaHaos (29,4%). Y 33 13 46 (71,7%) popcteeHHMKOB naumneHToB ¢ GCK-MODY 6binuv gnarHo-
CTMPOBaHbl MAEHTNYHbIe MyTauumn. Y 31 naumenta c GCK-MODY, gnarHoctupoBaHHbIM nocsie 18 neT, B TeueHme 3 1eT NpoBOAUIOCH
OMHaMUyeckoe HabnogeHue. Y 6onblUMHCTBA NaLMEHTOB cTaplue 18 feT OTCYTCTBOBaNU KIIMHUYECKNE NPOSABAEHWA HapyLIEHWUIA
yrneBofHoOro obmeHa B MOMeHT AnarHocTrkn GCK-MODY v uepes Tpu roga nocse sBepudukauum 3abonesanusa. Cpeaun conyT-
CTBYIOLLMX NATONOMMI NPeBanpoBasv BbICbINaHMA Ha Koxe 1 anneprudeckue peakuyun. Y naumeHto ¢ GCK-MODY onpegens-
Nlacb CoXpaHeHHas cekpeuus B-KeTok, AoCTUrHy bl LienieBble nokasatenu HbA, . Mpu gaHHom tune CLL npeo6nagaet HeBbICOKas
rNepriMkeMmnn HaToLLAK, KOTOpas COXPAHAETCA axe nocse Koppekumm Tepanmun. Cpeain XapakTepucTUK yrieBogHoro oomMeHa,
OUOXMUYECKIX, TMMIAHBIX 1 FOPMOHanbHbIX NoKa3atenel npu Bepudunkaumm GCK-MODY u yepe3s 3 roga HabntogeHus focTo-
BEPHbIX PA3NNUMI He NMOJTyYEHO, UYTO NOKa3bIBAET CTabUIIbHOE TeueHe 3aboneBaHus. [oNoBMHa NaUMeHTOB JOCTUralOT HOPMOT-
NIMKeMUM paLuoHanbHbIM NTaHreM, ABa NaumeHTa ¢ GCK-MODY B TeueHue Tpex neT nocsie onpegeneHns gnarHo3a nepeseeHbl
C HCYNMHOTepanuu Ha nepoparnbHble caxapocHwKatolwme npenapatbl (MCCM). Cpeam MNCCN go Bepudmrkaumm GCK-MODY 60nb-
LUMHCTBO MaLMEHTOB MCMOJIb30Bany METGOPMIH, NOCSIE — UHIMOUTOPDI AMNENTMAMNNENTUAA3bI-4.

3AKJTIOYEHME. MNonyyeHHble pe3ynbTaTbl TPEXJIETHEro HabnoaeHUs 3a rpynnoi naymeHToB ¢ GCK-MODY geMoHcTpupy-
0T Henmporpeccupyolee TeyeHve faHHoro Tvna Cll co cTabunbHbIMU NOKa3aTeNAMM YrneBOAHOrO OOMeHa U CoxpaHsaio-
WelncAa yepes 3 roga HabnoAeHNA HEBbICOKOW runeprivkemmenn Hatowak. Mpu Beprudukaunm GCK-MODY u gocTmkeHun
pauVoHabHbIM NUTAaHWEM LiefeBblX NoKasaTenel rMUKMPOBaHHOMO remMoriobrHa v NoCTNpaHANanbHON rMKemMny, faxe
npwv onpegeneHn HEBbICOKOMO YPOBHA MMMNEPrMKEMUN HaTOLWAK, HasHayeHre MCCI B 60nbLUMHCTBE CllyyaeB He NMoKa3aHo.
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GCK-MODY DIABETES COURSE IN PERSONS OVER 18 YEARS OF AGE: PROSPECTIVE OBSERVATION
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Most young patients with hyperglycemia have type 1 diabetes and type 2 diabetes but up to 10% of all cases of the disease
occur in MODY (Maturity Onset Diabetes of the Young). Published abstracts show features of the debut, laboratory and ge-
netic characteristics of MODY in the Russian population. However there is a small amount of data on the clinical course of this
nosology in the Russian Federation.
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OPUTMHAJIbHOE NCCNEAOBAHUME

AIM: To investigate the characteristics of the 3-year course of GCK-MODY diagnosed after 18 years.

MATERIALS AND METHODS: 85 probands and 46 relatives of the first and second degrees of kinship with a clinical diag-
nosis of GCK-MODY were examined: biochemical and hormonal blood tests, ultrasound, molecular genetic studies. Patients
were invited for a follow-up visit 3 years after verification of the pathogenic mutations associated with GCK-MODY. Examina-
tion, biochemical and hormonalanalyzes, ultrasound were done in second visit.

RESULTS: The diagnosis GCK-MODY was verified by a molecular genetic study in 25 probands (29.4%). In 33 of 46 (71.7%)
relatives of patients with GCK-MODY were diagnosed identical mutations. In 31 patients with GCK-MODY diagnosed after
18 years, a dynamic observation was performed for three years. Most patients over 18 years of age did not have clinical man-
ifestations of carbohydrate metabolism disorders when diagnosing GCK-MODY and follow up visit. Skin rashes and allergic
reactions prevailed among concomitant pathologies. Patients with GCK-MODY had preserved B-cell secretion, HbA, targets
were achieved. Low fasting hyperglycemia prevailed which persisted even after treatment correction. Among the charac-
teristics of carbohydrate metabolism, biochemical, lipid and hormonal parameters during GCK-MODY verification and after
three years of observation no significant differences were obtained, which indicates a stable course of the disease. Half of
the patients achieved normoglycemia by rational nutrition, two people with GCK-MODY within three years after determin-
ing the diagnosis were transferred from insulin therapy to oral glucose-lowering drugs. Among oral glucose-lowering drugs
prior to GCK-MODY verification most patients used metformin, 3 years later — dipeptidyl peptidase-4 inhibitors.

CONCLUSION. The results of a three-year follow-up of a group of patients with GCK-MODY demonstrate a non-progressive
course of this type of diabetes with stable indicators of carbohydrate metabolism and low fasting hyperglycemia that per-
sists after 3 years of observation. With the verification of GCK-MODY and the achievement of the target values of glycated
hemoglobin and postprandial glycaemia by rational nutrition, even if a low level of fasting hyperglycemia is determined,

the prescription of oral glucose-lowering drugs is not indicated in most cases.

KEYWORDS: diabetes mellitus; MODY;: genes; GCK; molecular genetic research

JocTmKeHNA MONEKYNAPHO-TeHETUYECKNX WUCCNeaoBa-
HU Ha COBPEMEHHOM 3Tare NMo3BOSIUIM NO-HOBOMY B3risi-
HYTb Ha MaToreHe3 caxapHoro auabeta (C[) y maumeHTOB
MoJioforo Bo3spacta. Hecmotpsa Ha To uto y 60NbLIMHCTBA
nauveHToB ¢ C[] anarHoctnpyetca gnabet 1 (CA1) n 2 Tunos
(CA2), no 10% Bcex cnyyaeB 3ab0neBaHUA UMEIOT MOHOTEH-
Hyto npupogy [1]. CaxapHbin ArabeT Tna MODY (Maturity-
Onset Diabetes of the Young, «auabet B3pocnoro Tmna
Yy MOJNIOAbIX») — TreTeporeHHasi ayTOCOMHO-LOMUHAHTHO
Hacnefyemas rpynna 3aboneBaHuni, 0OyCIOBAEHHbIX MyTa-
LUMUAMU FeHOB, MPUBOZALMMUN K ANCOYHKUMM [3-KNeToK nog-
XenygouHow xenesbl [2]. Ha stane meguuuHckoro obcne-
[LOBAHUSA BaXXHO 3aMofo3puTb MOHOTeHHyo dopmy Anabeta
Ha OCHOBaHUM 0cobeHHOCTel TeyeHuUs 3aboneBaHuA, YTo-
Obl HanpaBWTb MaLMEHTa Ha MOJMEKYNAPHO-TeHeTUYECKoe
nccnegoBaHne. KnuHnyeckoe TeyeHe MOXET OTanyaTbcA
OT TWUMUYHOWN XapaKTepUCTUKU [aHHOW dopmbl AnabeTa;
TONbKO Y 50% NaumMeHTOB C reHETUYECKU NMOATBEPKAEHHbIM
MODY xapakTepucTKy 3aboneBaHWs COOTBETCTBYIOT €ro
Knaccnyeckmm Kputepusam [3]. MoateepxaeHne BapuaH-
Ta MODY mMoneKkynapHoO-reHeTMyeckMmMmn MeTogamm umeet
NPUHUUNWaNbHOE 3HaUYeHne OJia Bbloopa TaKTMKK JIeUeHUs.
Tak, B cnyyae ¢ GCK-MODY komMneHcaumsa yrneBofHbIX Hapy-
LUEHUI MOXET OblTb AOCTUTHYTA PaLMOHANbHBIM NUTAHKEM,
B cniyyae ¢ HNF1A-MODY, HNF4A-MODY, KCNJ11-MODY,
ABCC8-MODY — 3¢ dekTBEH Nprem nepopasnbHbIX caxa-
pocHuxatowmx npenapatos (MCCI), a npy MyTaumax B apy-
rMX reHax MOXeT NoTpeboBaTbCA Ha3HaUeHVe NHCYTINMHOTE-
panuwn (AT) [3].

K HacToAwemy BpemeHu u3BectHO 14 Tmnos MODY,
CaMbIMM YacCTbiMK NMoATUNaMKU ABASIOTCA 2, 3 U 5, Ha KoTo-
pble npuxogunTca 90% BbiAABIEHHbIX c/lyyaes [4]. Bo mHOrumx
CTpaHax, Takux Kak Benukobputanus, Hupepnangbl, JaHus,
Haubornee pacnpocTpaHeHHON GOPMO MOHOTEHHOTO AKra-
6eta asnaetrca HNF1A-MODY, ogHako B WcnaHuun, Utanun,
OpaHunn, lfepmannn, Yexun npesanupyetr GCK-MODY [5].
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Mo paHHbIM Kypaesow TJ1. n coast. (2015), 3y6koson H.A.
n coasr. (2017), Boeeoabl M.W. n coasr. (2019), B Poccum npe-
Banupyet GCK-MODY [2, 6, 7]. Ony6nmKoBaHHble HayyHble
paboTbl MOKa3bIBaOT 0COOEHHOCTM AeboTa, nabopaTopHbie
N reHeTuYeckne xapaktepuctmkn MODY B poccuiickon no-
nynsuuwm [1, 2, 6, 8, 9]. B Poccuiickon Oepepayun onybnmko-
BaHbl €MHNYHbIE laHHbIE O KIIMHNYECKOM TeUYeHW NaHHOM
Ho3onoruun [10].

LIENb

Llenbto nccneposatenbckon paboTbl 66110 U3yunTh Xa-
pakTepucTrkn 3-netHero TeveHna GCK-MODY, gnarHoctu-
POBaHHOrO y NUL, B BO3pacTe cTapLue 18 ner.

MATEPUAIbI

lNpoBeneHO OOHOLEHTPOBOE WHTEPBEHUMOHHOE AMHa-
MUYecKoe NpoChneKkTMBHOe nccnegosaHue. ChopmupoBaHa
rpynna nayueHToB Asif AUHAMNYECKOrO HabMAeHNs, Y KO-
TOPbIX BMepBble BbIAABIEHA MMNEPrinkeMma M AMarHoCTu-
poBaH GCK-MODY B Bo3pacTe cTaplue 18 net. Yepes 3 roga
rnocie MepBOro BM3WTa NPobGaHAbl U UX POACTBEHHUKU
c noaTBepxaeHHbIM GCK-MODY 6binu npurrnatieHbl Ha BTO-
pOoW BU3NT.

85 npobaHaoB B Bo3pacTe oT 5 7o 40 net 66111 Hanpas-
neHbl ¢ aekabpa 2013 no pgekabpb 2015 rr. 8 HAATIIM —
éunran UUul CO PAH Bpayamm crMOUPCKOro pervoHa
C KnuHn4yeckum amardHozom GCK-MODY gns noateepxpae-
Hus/ncknoyennsa GCK-MODY. U3 Hux 3 (3,5%) naumenTa
paHee Habnwganucb ¢ guardosom CA1, 40 (47,1%) — CO2,
29 (34,1%) — HapyLueHHanA rMKkemus HaTowwak, 13 (15,3%) —
HapyLleHHasa TONEepPaHTHOCTb K roKo3e. Bce maumeHThI
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COOTBETCTBOBANN CNeYOWUM KPUTEPUAM BKIIOYEHUS AJ1s
NPOBEeAEHUS MONEKYNIAPHO-TEHETMYECKOrO MNCCNIefOBaHMSA:
Hannuve B aHaMHe3e AnMarHocTMpoBaHHoro CL/runeprnuv-
Kemuu, BO3pacT Ha MOMEHT AUArHOCTUPOBaHUs fo 40 net
BK/IOUUTESIBHO, OTCYTCTBUE aHTUTEN K 3-KNneTkam, rnyTamat-
nekapbokcumnase, UHCYnunHy, TnposnHdocdartase, COXpaHeH-
Hasl CceKpeuusa VHCYNVHa [B-KneTkamu npu npoposiKuTesb-
HocTn C[] He meHee 1 roga.

Mocne BepndrKauum NATOrEHHbIX MyTauWii, accouu-
upoBaHHbix ¢ GCK-MODY y npobaHpa, onpeaensanucb
nokasaTeNin yrieBofHoro obmMeHa y poACcTBEHHUKOB Mnep-
BOM W BTOPOW CTEMEHU POACTBA, MPU OOHapyXeHUn ru-
nepriukeMny NpoBOAUIOCh MOJIEKYNIAPHO-TEHETNYECKoe
uccrnefoBaHue UAEHTUYHOTO reHa. Mpy OTCYTCTBUM Y HUX
rUNEepPriuKeMU TeHETUYECKUN aHanu3 BbIMOSIHEH BCEM
pPOACTBEHHUKAM MepBOW CTeNeHW popacTBa. Takum obpa-
30M, MO pe3ynbTaTamMm MOJIEKYIAPHO-TEHETUYECKOTO UCCIle-
foBaHusA Obina cdopmmpoBaHa rpynna nauy ¢ NOATBEPX-
neHHbim GCK-MODY.

WccnepoBaHue npoBefeHO B KOHCY/bTaTUBHO-AMArHoO-
cTnueckom otaenenHun HUATIM — dunmnan Nl CO PAH.

O6cnefoBaHMe NaLMEHTOB 1 NMPOCMNEKTMBHOE Habsoae-
HMe BbINOJHANMNCD C AeKkabpa 2013 no gexkabpb 2018 .

Bcem maumeHTam nocnie NoANUCcaHUs UHGOPMUPOBAH-
HOro cornacusa Ha nepeom Busute B 2013-2015 rr. 6binu
npoBefieHbl HUOXMMUYECKNI aHanM3 KpoBW, onpepaene-
Hue HbAk, C-nenTuaa, TMPEONAHOrO CTaTyca, MUKPOasb-
6ymMnHypuK, ynbTpasBykoBoe uccnegosaHue (Y3W) opra-
HOB OpPIOWHOWN MONOCTV W MOYEK, WUTOBUAHOWN XKenesbl,
IxoKapanorpadus, OyniekcHOe CKaHUpoBaHMe 6Gpaxumo-
uedanbHbIX COCYAOB Ha 3KCTPAKPaHUalbHOM YPOBHE, Cy-
TOYHOE MOHUTOPMPOBAHME IOKO3bl KpoBU. Monekynsap-
HO-TeHeTMYeCKoe WCCIefOBaHMEe BbINMOSIHEHO METOAOM
TapreTHOro BbICOKOMPOW3BOAUTENIbHOIO CEKBEHMPOBa-
HMA C NCNONb30BaHMEM aBTOPCKOW NaHenu, BKyaLen
reHbl, accounupoBaHHble ¢ MODY (NimbleGen SeqCap
Target Enrichment, GS Junior, Roche) Ha npu6ope Illumina
MiSeq 1500 (lllumina, San Diego, CA, USA) c nocnegyowum
61ONHPOPMALMOHHBIM aHanu3om. MNayuneHTam, y KOTopbixX
OblN BbISBIEHbI MAaTOr€HHbIE U BEPOATHO NaTOreHHble Ba-
puraHTbl B reHe GCK, npoBeaeHa BeprdrKaLums BapraHTOB
NPAMbIM aBTOMaTMYECKUM CEKBEeHUpoBaHuem no CaHrepy.
Mocne BepudmrKaumm mytauum y npobaHaa onpenensanncb
nokasaTenv yrieBofHoro obmMeHa y poACcTBEHHUKOB Mnep-
BOM W BTOPOW CTEMEHU POACTBA, MPU OOHapyXeHUn ru-
nepravkeMmnn NMpPoOBOANNIOCH MOJIEKYNAPHO-TEHETUYECKOe
nccnefoBaHne NOeHTUYHOro reHa. lNpu oTCyTCTBUM Y HUX
rMNepriukemMun reHeTMYeCKUn aHanu3 BbIMOJSIHEH BCEM
pOACTBEHHUKAM MepPBOW CTeNeHW pPoAcCTBa. Takum obpa-
30M, MOJIEKYNIAPHO-TEHETUYECKOE UCCNef0BaHMe NnpoBe-
aeHo 85 npobaHaam n 46 pofCcTBEHHVKAM NePBON 1 BTO-
pon cTeneHu poacTsaa.

Yepes 3 roga (2016-2018 rr.) Ha BTOPOM BU3WTE BCEM
yyaCTHMKaM Obln BbIMOMIHEHbI BCE KMHUYECKUE, Broxu-
MUYEeCKre, YNbTpa3ByKoBble U QYHKLUOHANbHbIe METOAbI
obcnenoBaHus, UAEHTUYHbIE MEPBOMY BU3NTY.
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O6paboTka pe3ynbTaToB WCCNIeOBaHMA NpoBOAMUIach
B nporpamme SPSS 15. Onpepgenanca xapakTep pacnpege-
NEHNA KONNYECTBEHHbIX MNPU3HaKoB Metogom Konmoro-
poBa-CmupHOBa. B cnyyae HopmanbHOro pacnpegeneHus
BbIYNCNIANOCH CpefiHee 3HauyeHune (M), cTaHgapTHOE OTKNO-
HeHue (0). [laHHble npeacTaBnAnM Kak M+o. Mpu cpaBHeHWN
[BYX HOPMasbHO pacrnpeaesieHHbIX BbIOOPOK UCMOMb30BaJl-
ca t-tect CrblogeHTa. lNpu OTCYTCTBUM HOPMANbHOIO pac-
npegeneHna BblUNCIANUCL MeaunaHa (Me), MUHUManbHoe
M MaKCUMaJIbHOE 3HAYeHue, He3aBMCUMble BbIGOPKY CpaB-
HUBAaNNCb C Ucnonb3oBaHnem Tecta MaHHa-YuTHU. Bo Bcex
npoueaypax CTaTUCTUYECKOro aHanusa KpUTUYECKUN ypo-
BEHb 3HAUMMOCTW HYNeBOW CTaTUCTUYECKOW runotesbl (p)
npuvHUManca pasHbim 0,05.

lNpoBeneHHOe wuccnegoBaHMe COOTBETCTBYET HOpMaM
GCP. MNpoToKon uccnefoBaHusa U MHGOPMUPOBAHHDLINA Nn-
CTOK NaLMeHTOB A1 y4acTUA B UCCIefoBaHMUM paccMoTpe-
Hbl 1 ogobpeHbl B ITnyeckom KomuTete «<HUUTMM», npoTo-
kon N°2 ot 05.02.2013.

PE3YJIbTATbI

M3 85 naumeHTOB CMOUPCKOrO pervoHa ¢ GeHOTMNOM
GCK-MODY gnarHo3 6bi1 BeprdurLMpoBaH MOJeKyspHO-Te-
HeTMYeCKnM MeTooMm Y 25 npobaHgos (29,4%). Y 10 (40,0%)
npobaHaoB paHee 6bin grarHo3 CA2, y 12 (48,0%) — Hapy-
LIeHHaA rMrKemna HaTowak, y 3 (12,0 %) — HapyLieHue To-
NEePaHTHOCTN K roKo3e. Y 24 (96,0%) npobaHaoB onpene-
NANCA OTArOLWEHHbIN CEMENHbI aHaMHe3 MO HapyLeHUAM
yrneBogHoro obmeHa.

Y 33 u3 46 (71,7%) popcTtBeHHMKOB naumneHToB ¢ GCK-
MODY 6biiv AMarHOCTMPOBaHbl WAEHTWYHbIE MyTaLuUn.
Y 5 (15,2%) 13 HUX HapyLIeHWA YrieBOgHOro obmeHa onpe-
[leNleHbl BNepBble Nocne AOMONHUTENbHOro 0bcneaoBaHNs
n3-3a onpegeneHna myTtaumi B reHe GCK'y poaCTBEHHVKOB.

Takum obpa3som, B ropoge Hosocubupcke (8 HUATIIM —
dunman MUul CO PAH) MODY2 6bin BepnduUMpoBaH
y 58 mauMeHTOB M3 PasvyHbIX FOPOJOB CUOUPCKOro peru-
OHa: 25 npobaHaoB 1 33 PoACTBEHHUKOB. M3 58 nauneHToB
¢ GCK-MODY 32 (55,2%) — »eHckoro nona u 26 (44,8%) —
MyxcKkoro (p=0,305). Cambii paHHWIA BO3pacT onpeaeneHns
naToreHHor myTaumm B reHe GCK (MODY2) coctaBun 6 mec
(y pebeHka npobaHga). B Bo3pacte go 18 nety 27 (46,6%) ue-
noeek 6bina BbisABNeHa runepriavkemus, y 31 (53,4%) — nocne
18 net (p=0,280). Takum 06pa3om, B AaHHbIN aHANI3 BKIIOYEH
31 yenoBek, Y KOTOPbIX BNepBble BbiABIEHa rMNepriavkemMms
n guardHoctuposaH GCK-MODY B Bo3pacTe ctapwe 18 ner.
B TeueHue 3 net npoBOANNOCH AMHAMMYECKOE HabnoaeHe,
nonyyeHHble pesynbTaTbl NPeAcTaBneHbl Aasnee.

[laHHble NMpOCNeKTUBHOro HabniogeHusa 3a rpynmnoim
nauymeHToB ¢ GCK-MODY. B r. HoBocubupcke 31 naumeHt
¢ amnarHoctnpoBaHHbIM GCK-MODY Haxoguncsa nog AuHamu-
Yyecknm HabnogeHnem: 11 npobaHaos (35,5%) n 20 (64,5%)
POACTBEHHUKOB MpobaHAoB. [aHHyl rpynny coctaBunu
11 (35,5%) nuy myxckoro nona n 20 (64,5%) — eHCKoro
(p=0,005). MefmaHa BO3pacTa NauneHToOB Ha MOMEHT AMarHo-
CTUPOBaHUA runepraMkemmn coctasmna 32,0 [23,0; 38,0] roaa,
MeAnaHa NPOAOIIKUTENIBHOCTY 3a00N1EBAHUS NPY NEPBOM OC-
moTpe — 2,0[0,0; 10,0] roga, npw BTopom — 5,0 [3,0; 13,0] roga.

Diabetes Mellitus. 2021;24(2):133-140



MNpu BbiABNEeHMW runeprankemun y nuy ¢ GCK-MODY
y 27 (87,1%) nauneHTOB OTCYTCTBOBaNU KINHUYECKE MPO-
ABMEHMA HapYLeHUN yrneBogHOro obmeHa, a runepriu-
KeMUA ONArHOCTMPOBAHA NPY NPOXOXAEHWM NauneHTaMun
PYTUHHBIX obcnenoBaHun (tabn. 1). Yepes 3 roga nocne
Bepudukaunm GCK-MODY n koppekumm obpasa KusHu
y 25 naumeHnToB (80,6%) otcytcTBoBanu cumntombl ClI.
KNuHWYeckne nposiBNieHUA TUneprinkemMnn, Takme Kak
nonnypwus, NOANANNCUA B MOMEHT iMAarHOCTUKK 3aboneBa-
HUs, ObIN BbISIBNIEHBI Y ABYX NALMEHTOB (6,5%), CHUXKeHne
Macchbl Tena — y ogHoro (3,2%), yepes 3 roga 3T CUMNTO-
Mbl HE ONPeAEeNsNCh HU Y OQHOMO U3 MALMEHTOB. Y OHOIo
nauuneHTa (3,2%) runepriaMkemMusa OUArHOCTMPOBaHa npu
0o6cniefoBaHMM MO NOBOAY MOKO3ypuK, NOCe KOppeKLum
06pasa K13HW 1 NUTaHWA Yepes TP rofa AaHHbIA CUMITOM
He onpeaensnca (cm. Tabn. 1). Y 60NbWNHCTBA NaLEHTOB
npu nepeom obcnenoBaHnn u Yepes 3 roga HabnogeHns
npeBanupoBasa rMNePrnMkeMnss HaToLWaAK, YToO ABMSETCA
O HOW 13 OCHOBHbIX XapakTepucTuk GCK-MODY. Jaxe npwu

OPUTMHAJIbHOE NCCNEAOBAHUME

KOppeKunmn obpasa XnsHu 1 NUTaHMA U Ha3HAYEHNN Ccaxa-
pocHmxatowen Tepanum y nayneHtos ¢ GCK-MODY coxpa-
HSIOTCA HEBbICOKME CTabuNbHbIE MOKa3aTenun runeprivke-
MWK HaToLLaK.

Cpepu conyTtcTBytowmux natonorun y nuy ¢ GCK-MODY
NpeBannpoBaNn anneprmyeckue peakuunm — annepru-
YeCKUN puHUT, cne3oTtedeHne (7 (22,6%)). ¥ 4 naumneHToB
(12,9%) pmarHocTMpoBaHa apTepuanbHaa runeptoHma (Al)
1-2-n cteneHn (Me Bo3pacTa Ha MOMEHT ANArHOCTUPOBaA-
HuA 33,5 [30,5; 43,0] roga). Y 3 naumeHToB (9,7%) onpepne-
NeHa NaTonorna WUTOBUAHOW »enesbl (y 04HOro naumeHTa
BbifABNIeH GONNUKYNAPHO-MANWIIAPHBIA paK, Y 2 — npu-
3HaKN ayTOMMMYHHOrO TupeonanTta 6e3 HapyleHna QyHK-
unn wutoBngHom xenesbl), y 1 (3,2%) — »kenyHoKameH-
Has 6onesHb, y 1 (3,2%) — XpoHWMYecKun nuenoHedppwur,
y 1(3,2%) — 6poHxranbHasa acTMa 1 aHeMust JIErKol cTene-
HW TAXecTw, Y 2 (6,5%) — 13b6bITOYHas macca Tena (tabn. 2).
Megmana UMT y nuy c u36bITOYHBIM BECOM COCTaBAMa
25,6 [25,2; 26,1] Kr/m2.

Tabnuua 1. KnuHnuyeckmne xapakTepucTuky NaumMeHToB ctapLue 18 net (n=31) B MOMEHT JMarHOCTUKM 1 yepes 3 roga HabniogeHus nocie sepudmkaumm

GCK-MODY

MaumeHTbl ¢ GCK-MODY

NapameTpbi ncxopgHblie XapaKTepucTukiu p
XapaKTepucTuku, yepes 3 roga
n (%) HabnogeHns, n (%)
OTCyTCTBUE CUMMTOMOB FMNEPTTIMKEMUN HA MOMEHT OCMOTpa 27 (87,1) 25 (80,6) 0,562
Monnanncns 1(3,2) 0(0,0) -
CHUXeHue Beca 1(3,2) 0(0,0) -
Mmioko3ypusa 2 (6,5) 0(0,0) 0,080
Monnypwua 2 (6,5) 0(0,0) 0,080
MpeobnagaHue rmneprinkeMmm HaToLLak 23 (74,2) 26 (83,9) 0,124
MNpeobnagaHue nocTnpaHAnanbHOM FrMNepPrankeMmm 1(3,2) 0(0,0) -
[Mneprankemuna HaToLWak 1 NOCTNPaHAnanbHanA 7 (22,6) 5(16,1) 0,234

Ta6nuua 2. ConyTcTaylowme 3a601eBaHVA 1 NATONOMMYECKNE COCTOAHNA Y MaLMeHToB cTaplue 18 net (n=31) B MOMEHT ANarHOCTVKM 1 Yepes 3 roaa

HabnogeHus nocne sepudunkaumm GCK-MODY

MayueHTbl c GCK-MODY

3a6oneBaHNA N COCTOAHUA ncxonHblie Xapakrepucrnku P
XapaKTepucTuku, yepes 3 roga
n (%) Hab6nopgeHns, n (%)
MN36bITOYHBIV BEC 1 OXKMpPEHKe 2 (6,5) 1(3,2) 0,134
Anneprus 7 (22,6) 7 (22,6) 1,000
YacTble npocTyaHble 3aboneBaHnA 0(0,0) 0(0,0) 1,000
ApTepuranbHasa runepToHnA 4(12,9) 4(12,9) 1,000
3aboneBaHunA NULEBAPUTENIbHON CUCTEMDI 1(3,2) 1(3,2) 1,000
3aboneBaHuA AbIXxaTelbHOWN CUCTEMDbI 1(3,2) 1(3,2) 1,000
3aboneBaHnA MOYEBbIAENUTENIbHOW CUCTEMDbI 1(3,2) 1(3,2) 1,000
3aboneBaHus WMUTOBUAHOW XKene3bl 3(9,7) 3(9,7) 1,000
3aboneBaHnA ONOPHO-ABUMATENBHONM CUCTEMDI 0(0,0) 0(0,0) 1,000
3a60/1eBaHMA LEHTPANIbHOW HEPBHOW CUCTEMDI 0(0,0) 0(0,0) 1,000
AHemun 1(3,2) 0(0,0) 0,568
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Yepes 3 roga HabnogeHUs y ogHOro nayueHTa Hopma-
NnM30BaNiacb Macca Tefla U y ABYX MaUMEHTOB He OblIO Bbi-
CbiNMaHW Ha Koxe. YacToTa oCTaNibHbIX CONYTCTBYIOLMX 3a-
6oneBaHu Oblna TakowW e, Kak 1 NPy AMarHoCTMpPOBaHMM
GCK-MODY. Takum o6pa3zom, npm GCK-MODY onpegensietca
OOMHAKOBas YacToTa COMYTCTBYIOLMX 3ab0NeBaHN Npy An-
arHOCTMPOBAHMM FUMEPIINKEMUN 1 Yepe3 3 roaa Habnoge-
HUA, C NpeobnafaHneM annepruyeckrix peakuun 1 Bbicbina-
HUI Ha KOXe.

Cpenn XpOHUYECKNX AnabeTMyecknx OCIOXKHEHUN
y nauymeHTtoB ¢ GCK-MODY npu gnarHOCTUPOBaHUMN TW-
nepravkeMuy BbisiBieHa nepudepuryeckaa HemponaTus,
KOoTopaa onpepeneHa Ha OCHOBaHUM creundrnyecknx
Xanob (OHeMeHue HOr M «YyBCTBO MOJ3aHUA MypaLleK»,
NpenmyLeCTBEHHO B HOYHOE BPeMs, NMpu OTCYTCTBUN CO-
CYAMCTbIX 3aboneBaHni) 1 OUEHKN TemnepaTypHou, 6o-
neBow 1 BMOpaLMOHHOW 4YyBCTBUTENBHOCTU. Y 3 (9,7%)
nauneHToB BepudurLMpoBaHa anabeTnyeckasa peTuHona-
TUA, HenponudepatusHasa dopma — y 2 (6,5%) nayven-
ToB. Yepes 3 roga HabnwAeHNS KONMYECTBO MALNEHTOB
C XPOHUYECKMMU ArabeTNYeCKMMN OCSIOKHEHNAMU HE U3-
MeHunocb. Takum obpasom, gna GCK-MODY HexapaKkTtep-
HO Pa3BUTUE XPOHNYECKMX ANAOETUYECKNX OCITOKHEHUNA.

Y nauuneHTtoB ¢ GCK-MODY npu grarHOCTUPOBaHUU 3a-
6oneBaHNA ypPOBEHb MOKO3bl M1a3Mbl HaTOLWaK 6bin 6,3 [5,8;
7,0lmmonb/n, yepe3z3roga—6,0([5,5; 7,0l mmonb/n. Lienesble
ypoBHu HbA, coxpaHanucb yepes 3 roaa HabnoaeHma npu
COXPaHEHHOW CEKPETOPHOW aKTMBHOCTM [3-KNIeToK (Meauna-

Ha ypoBHsa C-nenTraa B npegenax pepepeHCHbIX 3HauYeHui).
[locToBEpPHbBIX Pa3NnuUin B XapaKTEPUCTUKAX YINEBOLHOMO
N IUMUAHOTO OOMEHOB, OMOXMMMNYUECKMX M TOPMOHANbHbIX
nokasatenen npu guarHoctnke GCK-MODY n yepes 3 roga
HabnoaeHus He nony4yeHo (Tabn. 3). Takum obpasom, y na-
LUMeHTOB cTapLue 18 net npu gnarHoctupoBaHnm GCK-MODY
N yepes 3 roga HabnwogeHua onpepenseTca cTabunbHoe
TeueHne CJ] ¢ npeobnagaHnem rMneprinkeMmy HaTtolak
1 C LeNeBbIMY 3HAYEHNAMN HbAk.

Insa nuy c GCK-MODY pekomeHAoBaHbl Takue Lenesble
nokKasaTenu MMnNuaHoro obMeHa, Kak 1 ans obuei nonyns-
uuu. MNoBblweHMe obuiero xonecreprHa cbiBopoTku (OXC)
BbIABNIEHO y 8 (25,8%) naumeHTOB Npu NepBOM OCMOTpe
ny 7 (22,6%) — uepes 3 roga HabnogeHus (p=0,124). Yee-
NINYEHNE XOMNEeCTEPUHA NUMOMPOTENHOB HU3KOW MJIOTHO-
ctu (XC-JIMHM) otmevanock y 6 naumeHToB cTapuwe 18 net
(19,4%) c GCK-MODY wu y 3 (9,7%) uepes 3 roga (p=0,055),
runeptpurnuuepngemma — y 2 (6,5%) n y 1 (3,2%)
(p=0,080) cooTBeTCTBEHHO. CHUXEHWE XONecTepmnHa Nnno-
NpoTenHOB BbicoKol naoTHocTn (XC-JIMBI) He BbiABNEHO.
Taknm 06pa3om, AMCAIUNNLEMAUA C HE3HAUYUTESIbHbIM YBe-
NIMYEeHneM ypOBHA NMNNAO0B onpegdenanacb y 23% naumneH-
TOB, C OTCYTCTBUEM MPOrPECCMpPYIOLLEro TeYeHNA 3a 3 roga
HabnoaeHus.

Ona [JoCTUXeHMA HopMornukemun npu Bepuduka-
ymn GCK-MODY 5 nauwmeHTtoB (16,1%) ncnonb3zoBanu UT
B MaJibiX f03aX (2 U3 HUX OTMeYanu rmnoraukKeMmnmn nerkom
ctenenn), 11 (35,5%) — Ttepanuto MCCM, 15 (48,4%) —

Ta6nv||.|a 3. buoxnmnueckme n rOpMOHaJibHble NMoKa3aTenn y naumneHToB CTaplle 18 net (n=31) B MOMEHT AVNArHOCTUKKU 1 Yepes 3roga Ha6}'||0,quI/Iﬂ nocne

Bepudurkaumm GCK-MODY

MayueHTbl c GCK-MODY

Mokasatenb
(pedepeHcHble 3HaueHNs), NCXO[HbDbIE XapaKTepucTukun yepes
eAVNHULI M3MepeHus XapaKTepucTuKkm, 3 ropa HabnogeHuns,
Me [25; 75] Me [25; 75]

[MioKo3a nnasmbl HaTowak (3,3-6,1), Mmonb/n 6,3 [5,8;7,0] 6,0 [5,5;7,0] 0,240
HbA, (meHee 6,0), % 6,3[6,0; 6,9] 6,5[6,1;7,0] 0,130
C-nentug (0,7-1,9), Hr/mn 0,91[0,6; 1,1] 0,8[0,6; 1,9] 0,864
AJTT (5,0-31,0), EQ/n 15,0[12,0; 17,0] 13,0 [7,0; 23,0] 0,756
ACT (5,0-31,0), EO/n 15,0[13,0; 21,0] 12,0[9,0; 18,0] 0,864
TTr (0,4-4,0), MKME/Mn 1,8[1,4; 2,0] 1,7 [1,2;1,9] 0,864
Kanbuui (2,02-2,6), Mmonb/n 2,31[2,2;24] 2,2[2,1; 2,5] 0,864
KpeaTnHuH, MKMOnb/n

AnAa My>XunH — 62,0-115,0 81,0[75,0; 88,0] 78,7 [72,0; 84,0] 0,654

ana xeHwuH — 53,0-97,0
pCK®, mn/mMnH/1,73 m?

ana my»umH — 90,0-150,0 91,0 [86,0; 95,0] 90,0 [85,0; 96,0] 0,756

ona xkeHwuH — 80,0-130,0
061wmit xonectepuH (<5,0), MMonb/n 4,5[4,3;5,1] 4,4[4,0;5,1] 0,864
Tpurnuuepugbl (£2,3), Mmonb/n 1,2[1,0; 1,9] 1,3[1,1;1,8] 0,556
XC-JINHM (<2,8), Mmonb/n 2,01[1,7;2,9] 1,911,7;2,9] 0,864
XC-JMBIM, mmonb/n

>1,0 oNA My>XUuH, 1,3101,1;1,4] 1,3101,2;1,4] 0,950

>1,3 Ana XeHwmnH
Mpumeuanne: HbA = — raukupoBaHHbIii remornobun; C-nentua — coeauHsawwmii nentua; AJIT — anaHuHamuHoTpaHchepasa; ACT —

acnapTatamvHoTpaHcdepasa; TTI — TrpeoTponHbil ropmoH; CKO — ckopocTb knyboukosoi punbtpaumm; XC-JINMHIT — xonecTtepuH IMNONPOTEMHOB HU3KOW

nnotHocTn; XC-JIMNBIM — xonectepuH NMNonpoTeMHOB BbICOKOI NNOTHOCTU
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Ta6nuua 4. CaxapoCHVKaloLLas Tepanus y naureHTos ctapue 18 net (n=31) B MOMEHT AMArHOCTMKM 1 yepes 3 roga HabnogeHus nocne sepudrkaymm

GCK-MODY
MauyuneHTbl c GCK-MODY
CaxapocHuarowas Tepanus ncxopHble XapaKTepucTuKkm yepes
XapaKTepucTuku, 3 ropa HabnogeHus,
n (%) n (%)
WNHcynnHoTepanua 5(16,1) 3(9,7) 0,080
nccn 11 (35,5) 12 (38,7) 0,564
PauvnoHanbHoOe nuTaHmne 15 (48,4) 16 (51,6) 0,688
KomburHnpoBaHHasA Tepanus 0(0,0) 0(0,0) 1,000
paunoHanbHoe nuTaHue (Tabn. 4). Yepes 3 roga Habnwoge- OBCYXAEHUE

HMA 3 nauuneHTa (9,7%) npogonxunun UT, 12 (38,7%) — Te-
panuto MNCCIM, 16 (51,6%) — paunoHanbHoe NuTaHue (Tabs.
4). Taknum 06pa3om, nocse BepudUKauny AMarHO3a ABYM
nayueHTam Obl1 OTMEHEH WHCYNIVH, YTO YMy4luMio Kave-
CTBO KU3HW MALMEHTOB U CHU3MIO GMHAHCOBbIE 3aTpaThl
npwv neyexHnn CL.

Cpeon nNaumMeHTOB, KOTOPble MPUMEHAAN B JleYeHUn
MNCCI, npyv nepBoM OCMOTPe WCMNONb30BaNUCh Cheayo-
Wue Knaccobl npenapaTtos: 9 naureHToB (81,8%) — metdop-
MuH, 1 (9,1%) — npenapatbl cynbdoHunmoyesuHbl (MCM),
2 (18,2%) — wHrnbuTopbl AvnenTuaunnenTuaasbl-4 (AMN4),
1 (9,1%) — MHrMOUTOPbI HATPUIA-FITIIOKO3HOFO KOTPAHCMopTe-
pa-2 (MHITIT2). Yepes Tpuv roga HabnogeHUs ncnonb3oBanach
cnefytowan Tepanusa: 3 nauveHTa (25,0%) — mMeTdhopmMuH
(pnpm anarHoctuposaHu MODY — uepes 3 ro, 3:0’01 O)’ 2 (1 6’7%) — NCm
=0,080), 5 (41,7%) — NHrMOUTO-
pol AMNN4 (p =0,040), 2 (16,7%) —
MHrﬂTz (pnpm AnarHoctuposaHun MODY — uepes 3 rona:O’OSO)'

Cpeon ncnonb3yeMon CaxapOCHWXKalolWen Tepanuu
y nuy ctapwe 18 net npu gmarHoctupoBaHun GCK-MODY
1 yepes 3 rofa HabnaeHNA 3HaUMble Pa3NMunsa He Nosy-
yeHbl. OgHako cpeaun knaccos MNCCI, KoTopble NPUMeEHANN
nauueHTbl NPy NePBOM Y MOBTOPHOM OCMOTPE, BbIAABAEHbI
CTaTUCTUYECKM 3HAUMMBbIE PA3NMuMA Mo Tepanuu metpop-
MUHOM (Npu BepundrKaLmMm anarHo3a B Havasne ncciefoBa-
HUSA yalle, YeM yepes 3 roga HabngeHNA) U MHIMGUTOpPaMin
AMMM4 (Yawe yepes Tpur roga HabnoaeHus).

Taknm obpasom, y 6ONbWIMHCTBA NaLMEHTOB CTaplue
18 neT OTCYTCTBOBANM KIIMHNYECKME MPOABJIEHUA HapyLLe-
HUI yrneBofHOro obmeHa npw avarHocTupoBaHun GCK-
MODY u uepe3 3 roga HabnogeHna nocne Bepudrkaymm
3aboneBaHna. Cpean CoOnyTCTBYIOWMUX MATONIOMMA NpeBa-
NMPOBANM BbICbIMAHUA Ha KOXEe U ajfiepruyeckme peak-
umn. Y nauymentoB ¢ GCK-MODY onpepenanacb CoOXpaHeH-
Has ceKkpeuus B-KNeTok, JOCTUIHYTbI LiefieBble NMoKa3aTenu
HbA, . Mpu gaHHom Tune C/l NnpeBanvpyeT HeBbICOKasA rv-
neprankeMmsa HaToLlakK, KOTopaa COXpaHAEeTCA faxe nocne
koppekuuun Tepanuun. Cpeamn xapakTepucTuK yrineBoaHoro
06MeHa, BUOXUMMNYECKNX, MTUMUAHBIX 1 TOPMOHAbHbIX MO-
Kasatenen npu sepudukaumm GCK-MODY un yepes 3 roga
HabnoAeHUs JOCTOBEPHbIX Pasfiuuil He MOJyUYeHO, YTO
nokasblBaeT CTabunbHoe TeueHne 3aboneBaHus. MNonosu-
Ha NauneHTOB AOCTUMIN HOPMOITIMKEMUY PaLUMOHaNbHbIM
nutaHvem, asa naumeHta ¢ GCK-MODY B TeueHue 3 ner
nocsne onpeneneHna guarHosa Obinn nepe.eneHbl ¢ UT
Ha NCCIM. Cpeawn MNCCM go Bepudpukaumm GCK-MODY 6onb-
LUMHCTBO MaLUEHTOB MCMNOJIb30Banun MeTGOPMIH, nocsie —
uHrnbuTopsbl AMM4.

pnpm AvarHocTuposaHum MODY —uepe3 3ropa

npu anarHoctuposaHun MODY — uepes 3 roga
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Hecmotpsa Ha To uto npu GCK-MODY HapyweHa ¢pyHK-
uus B-KNeTok 1 renaTtounToB, MMNEPriNKeMNs, acCounmnpo-
BaHHasA C AedeKTamu TMIOKOKUHA3bl, OObIYHO yMepeHHas.
Mo3ToMy y 60MbLINHCTBA NALMEHTOB He ObIfo KIMHUYECKUX
NPOABNEHNI HapyLUEHWIA YrNeBOAHOrO OOMeHa, a HeBbICO-
KU YPOBEHb rMNeprikemMny BbiSIBIEH NMPUY aKTUBHOM 00-
CcnefoBaHUM U Gbln CTabMNbHLIM 33 Nepuog HabngeHus.
Mpn BbIABAEHMM aACMMMATOMATUYECKOW TUMEPrAINKEMMN
HaTOLWaK Y /1ML, MOJIOAQOro BO3pacTa C HOPMabHbIM BECOM
N OTArOWEHHbIM CEMENHbIM aHaMHE30M MO HapyLleHUAM
YrNeBOAHOro ObMeHa crieflyeT pacCMOTPETb BO3MOXHOCTb
npoBefeHUsA MONEKYNAPHO-TeHETUYECKOrO UCCeOBaHUA
reHa GCK. BblpaXXeHHOCTb FMNEPrINKEMUN HATOLWAK Mpo-
rpeccupyeTt o4eHb MeAJIEHHO 1 OObIYHO JOCTUrAET YPOBHA
6,7 MMONb/N 1 Bblle TONbKO B cpefHeM Bo3pacTe. [lokasa-
HO, uTo ypoBeHb HbA, y naunentos GCK-MODY BapbupyeT
o1 5,9 no 7,3% B BO3pactHou rpynne go 40 netn 5,9-7,6% —
nocne 40 neTt, 4To TaKXe onpenenanocb U Npu AaHHOM Ha-
6nogeHnn [11]. VcknioueHne coCTaBnsT Ciydyaun, npu
KOTOPbIX, KpoMe MyTaumn B GCK, AMarHOCTUPYIOTCA NHCYNI-
HOPE3UCTEHTHOCTb 1 OXKMpeHue [12].

B ogHOM M3 uccnegoBaHUM MOKa3aHO, YTO, HECMOTPA
Ha AJWUTENbHbIA aHaMHe3 TUMNePrinkeMnu, y MauneHToB
(B BO3pacTe B cpegHem 48,6 roga) ¢ MyTaumamu B reHe GCK
pacnpoCTpPaHEHHOCTb MUKPO- 1 MAaKPOCOCYANCTbIX OCNOX-
HeHWIn auabeTa Takas e, Kak 1 B obwwein nonynauum [13, 14].
Prck pa3sutus cepreyHo-cocyamucTbix 3aboneBaHnii y nuu
¢ GCK-MODY wmnpgeHTMyeH nonynauuoHHomy [15, 16]. B cn-
6GUPCKOM pernoHe TakxKe He yBeNmyrBanacb 4yactora auabe-
TUYECKNX OCNIOXKHeHUN y nayueHToB ¢ GCK-MODY B TeyeHne
3 neT HabnoaeHus.

Cpegn  conyTCTByOWMUX MATONOMMA Yy  MaUMEHTOB
¢ GCK-MODY npeBanupoBanu annepruyeckme peakuum
(22,6%). PaHee 6bina MoKasaHa CBA3b MeXZy anyepruen
n CO1 [17]. ToyHasa pacnpoCcTpaHEeHHOCTb annepruv y naum-
eHTOB Mofniogoro Bo3pacta ¢ C12 n ¢ MODY HensBecTHa.

MauneHTbl ¢ gnabetom TMna GCK-MODY B peTckom
1 NOAPOCTKOBOM BO3pacTe B OOMbLUMHCTBE CJyYaeB MOTyT
HAXOAUTbCA TONMbKO HA AueTe, a BO3MOXHOCTb Ha3Haue-
HUA CcaxapOoCHWXKaloLleln Tepanum cnegyeT paccmaTpmBaTb
BO Bpems 6epemeHHOCTM [18]. B maHHOI uccnegoBaTesb-
CKOl paboTe ObiNM MaumMeHTbl cTapwe 18 feT, 60MbLUNH-
CTBO M3 HUX TaK»Ke NCMOJIb30Banu paLMioHasibHOE NUTaHue.
Cpean NCCM 82% nauneHToB A0 BepudmnKaumm grmarHosa
GCK-MODY 6bin Ha3HaueH MeTPOPMUH, TaK Kak paHee
um 6b11 NnocTaBneH anarHos CL2. MNocne noaTBepKaeHUA
MoneKkynsapHo-reHeTuyeckummn metogamu MODY cpegm
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MNCCN npeobnagano HazHavyeHve uHrubrntopos MNM4. Bos-
MOXHO, 3TO CBA3aHO C XefaHuWem Bpayel NonyynTb Lene-
Bble 3HaUeHMA rMMKeMMM HaTowak. V3-3a myTauunm B reHe
GCK pake Npun NCNOMb30BaHUM COBPEMEHHbIX KNTAaCCOB Ca-
XapOCHMXaloLWMX NpenapaToB yMepeHHas rmneprinkeMmsa
HaToLaK COXPaHAETCA, HO He NMPUBOAMUT K Pa3BUTUIO Ana-
6eTNYECKNX OCNIOXKHEeHUN. [Mo3ToMy Npu AaHHOM noATune
Cl nocToAHHaA ymepeHHasa rmneprinkeMma HaTolak npu
NOCTUXEHUW LieneBblX NoKa3aTenen HbA1c 1 NOCTAPaHAU-
anbHON rMNKEMNN He ABNAETCA NOKa3aHUEeM [nA Ha3Haye-
HUS MeVKAaMeHTO3HOW Tepanuy, B 6ONbLIMHCTBE CllyYaes
[OCTAaTOYHO KoppeKuun o6pasa »KU3HW U MUTaHUs, 4TO
M NMoKasaHo Npu AaHHOM HabnopeHuun. B uccneposaHum
Shepherd M.H. n coasrt. [19] TakKe nokasaHO OTCYTCTBUE
Heo6X04MMOCTY B UCMOIb30BaHUN CaXxapOCHMXaloLen Te-
panun y nuy ¢ GCK-MODY npwn npoBefeHUn gByXNeTHEro
HabnogeHus: y 8 n3 9 naumeHToB Gbifla OTMEHEHA aHTUT-
nepravkeMmnyeckan Tepanua 1 JOCTUTHYTbI LieNieBble 3Ha-
ueHusa HbA, .

OTmeuaeTcs BbicoKas 3dPpeKTMBHOCTL UHrMbutopos A4
npw apyrux nogminax MODY. Katra n coasT. onvcanu ycnewu-
Hoe poGaBnieHne FUNTUHOB (BUNZAMUMATAHA U CUTArANTU-
Ha COOTBETCTBEHHO) K Tepanuu nauueHtoB ¢ HNF1A-MODY,
KOTOpble MOMyYann KOMOUHAUMW WHCYNMHA C MMUKIa3nuaom
N MHCYNHa ¢ metdopmuHom [20]. ITa Tepanus Obiia cBA-
3aHa He TOJMIbKO C YNyYlleHUEeM MKEMMUYECKOTO KOHTPONA,
HO TaKXe C ynyJylleHnem ¢GyHKUMU B-KNeToK. Y nauneHToB
¢ HNF1A-MODY onpepgensaetca HopmasibHas CeKpeLma MHKpe-
TVIHOBOIO FOPMOHA, HO 3EKT NMHKPETNHa OblST CHUXEH, a aK-
TrBHOCTb [AMNMN4 — nos.biwweHa [21, 22]. Bo3moXHO, onvcaHHas
BbicOKas 3¢dekTnBHOCTb MHrMbuTopos AMMN4 npu gpyrom
noatune MODY npuvBena K YaCTOMy Ha3HauyeHMIo 3TOro Kacca
MCCN npw myTaumsx B reHe GCK B cMOMPCKOM pervoHe.

MonyyeHHble pe3ynbTaThl TPEXJIETHEro HabnaeHuA
3a rpynnow nauymeHtoB ¢ GCK-MODY ctapue 18 net femoH-

CTPUPYIOT HEMporpeccupytoLlee TeyeHme gaHHoro Tnna C
CO CTabuWbHbIMY MOKa3aTeNnAMy yrieBogHOro obmeHa u co-
XpaHsoLLenca Yepes TpU rofa HabnogeHa HEBbICOKON -
nepriavkeMmnen HaToLak.

3AKNIOYEHUE

MonyuyeHHble pe3ynbTaTbl TPeEXJeTHero HabnopeHus
3a rpynnon nauymeHtoB ¢ GCK-MODY pgemoHcCTpupytot
Henporpeccupyoulee TeyeHne gaHHoro tnna Cll co cTa-
6UNbHBIMU MOKa3aTenAMn yrneBoHoro obmeHa 1 coxpa-
HAWeNCcs yepes 3 roga HabnwAeHWsA HEBbICOKOW Tu-
nepravkemmen Hatowak. MNpu sepnonkauum GCK-MODY
N [OCTUXKEHUM pPauWOHanbHbIM MUTAaHUEM LEeNeBbiX MO-
KasaTenen HbAkm NOCTNPAHANANBHOWN TNMKEMUN, OaKe
npu onpeaeneHnn HEeBbICOKOrO YyPOBHA TMNEPrINKeMmm
HaTowak, Ha3HauyeHue [CCIM B 6oOnNbWWHCTBE Cllyyaes
He NnokasaHo.

AONOJIHUTENIbHAA UHOOPMALINA

NHdopmauuns o KoOHPNUKTe NHTepecoB. ABTOPbI MOATBEPXKAAIOT OT-
CYTCTBME KOHDNIMKTA MHTEPECoB.

WHdopmauma o o¢uHaHcupoBaHum. liccnepoBaHue — BbiMon-
HEeHO B paMKax rOCyAapCTBEHHOro 3afaHuA Mo OlofKeTHON Teme
NeAAAA-A17-117112850280-2.

UHdopmauma o Bknage kaxkgoro aBTopa. OBcsHHMKOBa AK. —
c6op 1 obpaboTka mMaTepuana, aHanu3 MONyYEHHbIX JaHHbIX, HanMcaHue
TeKkcTa; WaxTwHenpep E.B. — aHanu3 pgaHHbIX MONeKynsapHo-reHeTuye-
CKOro MCCnefjoBaHus, HanncaHve TekcTa; MeaHowyk [.E. — BbinonHeHne
MONEKYNsAPHO-reHeTUYECKOro nccnefoBaHus; Boesoga M.U. — KoHuenuus
1 au3aiiH nccnegosaHus; Peimap O.[1. — KoHuenuma n an3aiiH nccnenoBsa-
HUA, dMHaNbHas NOArOTOBKa TeKCTa. Bce aBTOpbI BHEC/IM 3HAUUMBIN BKNag,
B NpoOBefeHne UCCIeA0BaHUA U MOArOTOBKY CTaTby, MPOYN 1 0gobpunm

drHanbHyto Bepcuto cTaTby nepep nybnnkauuen.
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