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PE3IOME: HecMmoTpst Ha GoJiee BBICOKYIO YacTOTY caxapHOro nuabera 1-ro Tuma y aeteil U moa-
POCTKOB, B TIOCIETHEE BpEMs HEYKJIOHHO PACTET PacIpOCTPAHCHHOCTh HEAYTOMMMYHHBIX (OpPM
nuabeTa, KOTOpble MPEACTaBIAIOT CEPbe3HYyI0 MPOoOIeMy /sl COBPEMEHHON MenuaTpuu. B crartbe
pPaccMOTPEHBI HEKOTOPBIE BOMPOCHI JITUICMHOJIOTUU H MAJIOM3BECTHBIX (PAKTOPOB pUCKA, 8 TAKXKE
BO3MOJKHBIC METOJIbI TMATHOCTHKH caxapHoro auadera 2-ro Tuna 1 MODY y nereil U OJpOCTKOB.
AHaNu3 TUTEpaTypPHBIX HCTOYHUKOB MMOKa3all, YTO K Pa3BUTHIO HEAYTOMMMYHHBIX (hopMm auabdera
MOTYT IPUBOAUTE: TACCUBHOE KypeHue, 3a00JIeBaHUS MaTepH, TUIIEPAHIPOTeHUS Y IeBOYCK, MTPEXK-
JIEBPEMEHHOE MOJIOBOE PAa3BUTHE Y MalbUUKOB U IpyTue (HAaKTOPHI PUCKA; a B JUATHOCTHKE MOTYT
OBITh UCTIOIB30BaHbBI TAKKE ITOAXO/IbI, KaK IepMATOrIu(UKa, aHAIIA3 JTUITNIOTPAMMBI, OTIPE/ICIICHHE
anoJIMNoNpoTenHa M, nuTocTaTuHa u Apyrue. Takum o6pa3om, mpodieMa Heay TOMMMYHHOT'O IHa-
OcTa y OeTei SIBIISCTCS Ype3BbIYaliHO aKTyaJIbHOW, U HA TEKYIIHH MOMEHT aKTHBHO pa3pabaThiBa-
I0TCS TTOJIXOBI K TUATHOCTHKE U JICYCHUIO TaKUX (HOPM.
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tun; MODY; oxupenue; MHCYJIMHOPE3UCTEHTHOCTD; FT€HETHKA.
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ABSTRACT: At the moment, despite the higher incidence of type 1 diabetes in children and
adolescents, according to the literature, the prevalence of non-autoimmune forms of diabetes, which
represents a serious problem in contemporary pediatrics, is steadily increasing. In this article some
issues of epidemiology and little-known risk factors, some new methods of diagnostics for type 2
diabetes and MODY in children and adolescents are discussed. Analysis of literature sources has
shown that passive smoking, maternal diseases, hyperandrogenism in girls, premature puberty in
boys and other risk factors can predispose to non-autoimmune forms of diabetes, and such approaches
as dermatoglyphics, lipid profile analysis, determination of apolipoprotein M, lithostatin, and others
can be used in diagnostics. Thus, the problem of non-autoimmune diabetes in children is extremely
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actual, and approaches to the diagnosis and treatment of such forms are being developed at the

moment.
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obesity; insulin resistance; genetics.

Caxapwnsrii quabdet (CJ]) — sTnonorndyecku He-
OJHOPOJHAs TPyMIa METa0ONNYCCKUX 3a00JeBa-
HUH, KOTOpBIE XapaKTEPU3YIOTCS XPOHHYECKOH
TUIEePIIIMKeMHEH, 00yCIOBICHHONH HapyLIeHUSIMH
CEeKpeLuu WK JeHCTBUS MHCYIUHA OO coyeTa-
HueM 3tux Hapywenuil. [lpu C/I ormeuarorcs Ha-
PYIICHUS YIJICBOIHOTO, YKHPOBOTO M OEIKOBOTO
oOMeHa, KOTOpble OOYCIIOBICHBI HapyIICHHEM
JIEWCTBUS MHCYJIMHA HAa TKaHU-MuIIeHu [5]. B mo-
cjeHee BpeMsl MOSIBUWIOCH HEMAJIO JIaHHBIX, CBU-
JIETENbCTBYIOMIMX 00 YBEIMYCHUHU JIOJTH HeayTo-
uMMyHHBIX (popm (HAUD) nuabera cpemu aereit
W JIMI FOHOLIECKOro Bo3pacTa. B wacTHOCTH, KO-
HeuHo, peub uaet o CJ1 2-ro tuma. ADA cooOrma-
et, uro oT 8 g0 45% nereit umeror HA® CJ]
[14]. Tak, B SAmonun yactota C/I 2-ro THma noBbI-
cuilach MpakTHYECKH B JABa paza — ¢ 7,2 Ha
100 ThIC. AETCKOTO W TOAPOCTKOBOTO HACEICHUS
(n.m.u.) B 1976-1980 rogax mo 13,9 na 100 ThIC.
o u mH. B 1991-1995 romax [34]. B HemaBHeM
ncciaenosann B HoBo# 3emananyu 0oTMEUYaIoCh
yBenuyeHue pacrnpoctpanennoctu CJ[ 2-ro tuna
cpeam BCeX THUIOB anabera modTH B 2,5 pasza
(c 1,8% B 1996 rony mo 11,0% B 2002 roxay) [29].
B mpocnekruBHOM uccienosanuu B Karape 3abo-
JneBaeMocTh yBenuuuiack ¢ 1,8 Ha 100 teIC. A. 1
m.H. B 2012 rogy go 2,7 va 100 TeIiC. 1. ¥ O.H. B
2016 roay [13]. B CILIA, no gaHHBIM OJHOTO U3
KpyNHEeWIINX  HccleloBaHMM 1o nuabery
SEARCH, 3a6oneBaemocts CJ[ 2-ro tuma cpeau
MOJIOABIX HeyMoauMo pacteT — ¢ 34 Ha 100 ThiC.
n.u1.H. B 2001 rony mo 46 nva 100 ThIC. 1. ¥ TI.H.
B 2009 romy, mpu4eM pPOCT TPOUCXOAHUT CpPEenu
000HuX TIOJIOB, BCEX BO3PACTHBIX TPYIIT U HAIHO-
HaJIBHOCTEH [22].

I'pynnoit uccnenosareneii B 2010 rony Takxke
ObUT MPOBEJEH CTaTUCTHYECKHH aHaJIN3 KOTOPTHI
SEARCH (CLIA). ITo ux nporuozam, k 2050 roxy
pacnpoctpanenHocts CJ] 2-ro Tuma cpeau Mojo-
JIBIX BBIpacTeT MUHUMYM B 1,5 pasa, a npu Oosnee
MECCHMUCTUYHOM BapHaHTe pa3BUTUSA COOBI-
i — yBenuuutes B 4 paza [31].

B Ascrpun cpennmii Bo3pact Hadana CJI 2-ro
THma coctasisieT 12—-15 mer, 1o 3TOrO BO3pacra
€ro pacrpoCTpPaHEHHOCTh OYEHb HU3Kas [46].

ITo manuem WM. JlemoBa, M.B. IllectrakoBoit
u coaBT., B 2013-2016 romax B Poccuu nabmronan-
cs poct 3aboneBaemoctu CJ] 2-ro Tuma cpenu ae-
Tert 1o 15 mer: ¢ 3 wa 100 TeIC. M.H. 10 4,2 Ha
100 ThIC. A.H., MpUYEM B HAUOOJBIICH CTEIIEHU B

rpynme 0—4 ropa, 4To, BO3MOXKHO, CBS3aHO C YIyY-
meHueM paHHed guarHoctuku CJ[ 2-ro Ttwuma
(puc. 1 u 2). Cpeau monpocTKOB HaOMIONANOCH He-
KoTopoe cHrbkeHue: ¢ 8,6 1o 7,2 Ha 100 Thic. 1.H.
(1518 ner). 3aboneBaemocts CJI 1-ro Tuma Takxe
HapacTtaer B rpymre jaeteit go 15 nmet: ¢ 81 no 91,4
Ha 100 TbIC. 1.H. (BOBMOXKHO, M3-32 YBEIIMUCHHUS 3a-
TPSA3HEHHOCTH OKPY’)KaIOIIeH cpernsl), Toraa Kak y
MOJIPOCTKOB HAOMFOJaeTCsl CHW)KEHUE 3a0oeBae-
moctH (212,8-209,5 na 100 teic. 1.H.) [2, 10].
Kaxnprit 10-it pebenok no 18 mer ¢ Cl 2-ro
THIIa UMECT apTepHaitbHyto runeprensuio (Al),
3,6 % — mucmunuaemuto (1JI). Mukpococyau-
CThIE OCIIO)KHEHUS B O0EHX rpynmnax HMEIOTCS
qyTh MeHblie, yeM y 10% [2, 7]. B Snonun
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Puc. 1. Crpykrypa caxapHoro auadera (C/1) 2-ro Tuna cpeau
JIETCKOTO U MOJPOCTKOBOTO HacesneHHs (10 AaHHBIM
JHenosa N.N., lllectakoBoit M.M. u mp., 2016)

M CA1l-rotuna
M C2-roTtuna

Puc. 2. Ctpykrypa caxapHoro auadera y AeTeil H HOIPOCTKOB
B Poccun (yuursiBanuce Toneko CJI 1-ro u 2-ro Tu-
noB; nanubie 2016 rona)
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Tak)ke MPOBOJIMIOCH HCCIIEI0BAaHUE, 1€ BBIABIIA-
JIOCH KOJUYECTBO CIICHU(PHUSCKUAX OCIOKHCHHH
C/l 2-ro Tuma ¢ paHHUM Ha4aJIOM Y JIUIl MOJIOAOTO
Bo3pacTa (C TIOCTaBICHHBIM JHAarHo3oM [0
30 netr). U3 1065 manueHTOB, YbU UCTOPHH OBLITH
uccnenosanbl, y 135 (12,7%) nponudeparuBuas
peTuHomaTHs pasBuwilack yxe K 35 romam, y
octanbHbIXx 930 (87,3%) oHa oTCyTCTBOBala K
3TOMY BO3pacTy. B rpynmne OonbHBIX ¢ peTHHOMNA-
tueir (135 dYenoBek) TMIMKEMUYECKUNW KOHTPOIb
ObUT XyXKe, yalle TpeboBanach 3aMeCTUTEIbHAs
uHcynuHoTepanus, 60% manueHToB uMmenu Hed-
pomaruio (B cpenneM k 31 roay), npuuem 23 %
HY)XKJaJIUCh B remoauaiuse (B cpenHeM kK 35 ro-
nam), 24% ocnemnu (B cpeaHeMm B 32 roapa), a 'y
10% pasBmics arepockiepo3 (B CpeaHeM
B 36 mer) [55]. B ABcrpamum pacmpocTpaHeH-
HOCTH MuKpoansOymunypuu u Al y nereit ¢ CJ]
2-ro Tuna BeIIe, yem y aeteit ¢ CII 1-ro Tuna, He-
CMOTPS Ha MEHBIIYIO TPOJIOJDKUTENILHOCTH O0Je3-
HU U Oosiee HU3KUK YPOBEHb TIIMKUPOBAHHOIO Te-
mornobuna (HbAlc) [24].

Takum oOpa3zom, HECMOTPS Ha MpeXHee Moja-
Bisronee npeobdiamganue ClI 1-ro Tumna y nereii u
noapocTkoB, HAN® nuadera HEyKIOHHO MOBBI-
LIaI0T CBOIO JOJIIO B PACHPOCTPAHEHHOCTU U 3a-
00JIeBaEMOCTH JIETCKOTO M TOAPOCTKOBOTO Hace-
neHus. JlaHHast TEHJCHIUS SIBIISIETCS O0NIEMHUPO-
BOH, ¥ 110 TPOTHO3aM CHUKECHUS 3a00JIeBAEMOCTH
HAUW® nuabera geTeil U MOJPOCTKOB B ONMMXKaii-
mue aecarwnetuss He mnpensuautcs. CJ 2-ro
Tuna y aeret ieuer pasurue Al, JIJI, ocnox-
HAETCSl KeTOAlUJ030M, PeTHHONaTueld u Hedpo-
naTuei, yTo uMeeT OOJBIIOE COLMAIBHOE U Me-
JULUMHCKOE 3HAYEHHUE YK€ U B NeAuaTpuyecKoi
rpymie OONbHBIX.

B cBs3u ¢ aTHM 0c000€ 3HAUCHHE UMEET IPO-
¢dbunakTrueckuit moaxon K mpobieme. CormiacHo
denepalibHbIM KIMHUYECKUM PEKOMEHIALMSIM, 110
85% CJI 2-ro Tuma y neted U MOAPOCTKOB acco-
nuupoBaHo ¢ oxupeHuem (Ox) [5]. DTo BakHEH-
mmit paxrop pucka (OP) CJI 2-ro tuna. ITox Ox
cielyeT TOHUMATh CTAHIAPTHOE OTKJIOHEHHE
(SDS) B unaexce maccel Tena (MMT) 6omee 2,0, a
noa u30bITOUHON Maccoil Tena — SDS UMT ot
1,0 1o 2,0 [9]. Ox aBnsiercs ocHOBHBIM DP B pas-
Butn HAU® CJ[ B cBsi3u ¢ popMHUpOBAHMEM Ha
ero one nHcynmuHOpe3ucTeHTHOCTH (UP).

BucuepanbHas xupoBasi TKaHb, B OTJIMYUE OT
KUPOBOW TKaHW JPYTUX JIOKaTU3alui, nMeet 00-
rarylo KalWULIPHYI0 CETb U HENOCPEICTBEHHO
coo0IIaeTcss ¢ MOPTaIbHOW CHUCTEMOHW, a TaKKe
HeceT 00JIBII0oE KOTHUECTBO P-aapeHOPEENTOPOB
U KOPTUKOCTEPOUIHBIX PELENTOPOB, HO TIPU 3TOM
He0OJIbIIOE KOIMYECTBO (-3 JPEHOPELENTOPOB M
HHCYynHHOpeuenTopoB. COOTBETCTBEHHO, OHA YYB-

CTBHTEIIbHA K JUTIOJINTUYECKOMY JIEHCTBHIO KaTe-
XOJJAaMUHOB ¥ MaJIOUyBCTBUTEIbHA K aHTHJIUIIONH-
THUYECKOMY JACHCTBUIO MHCYJIWHA. VIHTEHCUBHBIN
JIUTIOJIN3 TIPUBOIMT K BHIOPOCY OOJBIIOTO KOJTHYe-
ctBa cBOOOHBIX kUpHBIX Kuchor (CXKK), mpe-
MMYIIECTBEHHO B MOPTAIBbHYIO IUPKYIIAIHIO U TIe-
4yeHs [3].

B neuenu CXKK npensrcTBylOT CBA3BIBAHUIO
WHCYJIMHA C TeNaTOLHUTaMH, 4To 00yCIOBIHUBACT
neyeHouHyto UP, cHuxkeHHe 3KCTpakIUu HHCY-
JINHA TIEYEHBIO ¥ PA3BUTHE CUCTEMHOW TUIIEPUH-
cynuaemMur. CHCTEMHasi TUIMEPUHCYIUHEMUS
npuBoaut k nepudepuueckoit MP. CXKK rtaxxe
CIOCOOCTBYIOT HAPYIICHHIO TOTJIOMICHUS M YTH-
J3ANUHN TIFOKO3Bl MBIIIEYHON TKaHBIO, OKa3bI-
BaIOT MPsIMOE IJIMIOTOKCHYECKOEe eHCTBHE Ha
B-KJIeTKH TOJIDKETYJIOYHOW Keyie3bl. M30BITOK
CXK npuBOAUT K HAKOIJICHUIO TPUAIMITIUIIEC-
punos (TAT) [3].

B 2004 rony Ox B Poccuu B cenbckoil mect-
HOCTU cTpaaano 5,5% nereit, a B TOPOACKOH —
8,5% [8]. B 2017-2018 romax B MockBe ObLIO
MIPOBEJICHO UCCleIoBaHne, BKirouasiiee 2166 ne-
Teil B Bo3pacTe 7 JieT. bbulo moka3aHo, 4To u30bI-
TOYHAasi Macca Teya HabmomaeTcs y 27 % manpdu-
kOB 1 22 % neBouek, a Ox —y 10 u 6% coorBeT-
crBeHHo [19]. Taxke OBUIO TIOKAa3aHO, YTO
nMeercst Beicoknii puck Ox m WP y B3pocibIx,
€Cl OHM MMeJ M30bITouHBIM Bec U OX B JeT-
ckoMm Bo3pacte [27, 50].

Hpyrum Baxkneiimum OP saBisercs kypenue. B
uccnenoBanuu, nposeaeHHoM E.  Thiering,
I. Briiske u coasr. (2011), paccmarpuBanach B3au-
MOCBSI3b Ipe- U NOCTHATAIBHOTO IMACCHBHOTO KY-
penus ¢ pazsutuem UP. Tlo pesynpraram uccieno-
BaHMsI y JIETEH, 4acTO MOJBEPraBIINXCS BO3/CH-
cTBHUIO TabadyHoro neima, MIP Obuta Ha 24 % (To
BennuuHe uHAekca HOMA) Bbime, XoTs ypoOBHH
ToK03bl He ommyanuck. Crenens P Bo3pacra-
Jla TPOIMOPIIMOHAIBHO KOJIWYECTBY BBIKypHBae-
MBIX CHTapeT B JIeHb, & TAK)KE MOBHIIIAIACH, SCITH
KypHJI elle OJWH 4YeJIoBeK, Kpome Matepu. Kype-
uue B Il TpumecTpe GepeMEeHHOCTH TaKXe IMOBBI-
[I1aJI0 ypoBEeHb MHCYIWHA Y TUIONA TIO CPABHEHUIO
C TUIOIaMU HEKYpSIIUX MaTepei [52].

Janubie E.M. Taveras, S.L. Rifas-Shiman
u coanT. (2008), moka3anu, 4To eciii pedeHOK 0
2 jer cman MeHblne 12 9acoB, TO PUCK Pa3BUTHUS
Ox mocue 3 net 6su1 Boime [51]. Takxe ObuIa 10-
Ka3aHa TOJOXKUTEIbHAS KOPPEJSIHS HEI0CTaTKa
CHa y AeTel 10 4 JeT ¢ JaIbHEeHIINM pa3BUTHEM
n30biTouHoro Beca wim Ox. [Ipu aTom y nereit
5—13 mer Takoil CBSA3M HE HAONIONATIOCH, a THEB-
HOH coH He By Ha pucku [17]. beuto mokasaHo,
YTO TpU 3alepKKE BHYTPUYTPOOHOTO PpPa3BUTHS
(3BYP) Boicoku pucku pazsutus WP, uto ocobeHHO
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CBA3aHO CO CKaykOM pOCTa B IE€PBbIE MECSLI
KU3HU, U B OOJNbLIEH CTENeHH — NpHU TUIOIIIA-
crraeckom ture 3BYP [6].

OpHMM U3 NOKa 4TO HEpa3pelIeHHbIX BOIPO-
COB SIBJISIETCS BIIVMSIHME TPYIHOTO BCKApMITMBAHUS
(I'B) Ha Ox B GoJsiee mO3/IHEM BO3pacTe MO CpaBs-
HEHUIO C MCKYCCTBEHHBIM. BBUIO MOKa3aHO, 4YTO
I'B He urpaer ponu B npegorspaiienuu Ox u 1P
[35]. Onnako B onHoM u3 mMetaananu3oB BO3 ro-
Boputcd, uro I'B Bce xe nmeer HeOOMbLION TPO-
TeKTUBHBIN 3¢ ekt npotuB Ox, HO MO OTHOILIE-
HUIO K M30BITOYHON Macce Tena Takoro 3ddekra
He HaOmonaercs [18]. Y mosatomy Bompoc o mpo-
¢unaktrueckoM 3ddekre I'B B orHOmeHun Ox
OCTaeTCsl OTKPBITHIM. TaKkike IPOBOJUIOCH HCCe-
JIOBaHME BJIMSHMS BCKapMIIMBAaHUS JE€TEH JAOHOpP-
ckuM MoJlokoMm oT marepeit ¢ CJ] u 6e3 Hero Ha
paszeutue VP u u30BITOYHON Macchl Tena K JABYM
rogaM >ku3HH. OHO IMOKa3ajno, 4YTO 4eM Ooiblie
00BbeMBI BBOAMMOTO «JIMA0ETUYECKOT0» TPYIHOTO
MOJIOKa, TEM BBIIIE PUCK Pa3BUTHsI HU30BITOUHOM
MAacchl Tella B AajibHEHIIeM, a TIpU BBOJE «HEIua-
0eTHYecKoro» rpyIHOro MoJjioka HabnrogaeTcs 00-
paTHasg KOppessius C Maccod Teia, OTMe4yaeTcs
nonmxenue puckos WP [44]. Crout Takxke 3ame-
TUTh, 4T0 VP vacto dopmupyercs y nereit B mpe-
myOepTaTHOM TIeproJie, 0COOCHHO y JIEBOYEK, YTO
MOXET OBITh CBSI3aHO C aJIpeHApXe M MOBBINICHU-
€M YpOBHEHW IUTHIpOdMUaHApocTepoHa. Ho y
MaJBYMKOB, HECMOTPS Ha MEHBIIEE KOJIUYECTBO
KUpa B CpeHEM, IpeodaiaeT HeHTPAIbHBIN THIT
OTJIOKEHHUS KHUPA, a TAKKE OTCYTCTBYET 3aIUTHOE
JIEHCTBUE ACTPOTEHOB B OTHOLICHUH pa3BuTus C/|
2-ro tuna. Munekc HOMA-IR nocturail Makcu-
ManbHbIX 3HadeHuil k III cragum mo Tannepy y
neBouek U K [V cranun no TaHHepy y MaabuUKOB
[25, 32].

Takske psx aBTOPOB yKa3bIBalOT Ha CBSA3b BbI-
COKOM M HHM3KOM MaccChl Tejla NMPU POXKAEHUU C
nanpHedmuM paszsutuem CJI 2-ro tuma. Taii-
BaHBbCKHE YUCHBIC TOBOPST O BO3PACTAHWUU pUCKa
Ha 64% y nereli ¢ BbIcOKOH (Ooiee 4 Kr) Maccoi
Telna MpU POXKACHHH, a (PUHCKHE HCCIea0BaTe-
1 — O TIOJIOKUTEIBHON KOPPENSLUU MPU Macce
tena Oonee 4,2 xr [36, 54]. K Bbicokoii macce
Tela IMpU POXKACHUH, COMNIACHO HCCIEAOBAHHIO
HAPO (Hyperglycemia and adverse pregnancy
outcomes), MOIYT MPUBOAUTH IOBBILICHHBIE
YPOBHHM IJIIOKO3bl y Matepu. Hampumep, npu
YPOBHE TIIFOKO3bI HATOIAK MEHbIIE 4,2 MMOJb/I
4acToTa W30BITOYHOW Macchl Tella peOeHKa
(6onpmie 90-ro HEHTHWIISA) NMPH POXICHUU ObITa
5,3%, a mpu ypoBHe 5,6 MMOIb/I u Oolee —
26,3% [39].

[enernueckue pakTopbl TaKKe UTPAIOT HEMa-
JoBaXHy10 poib B pazsutun HAUD. K passu-

tiio HAVI® mpuBoaaT aHOMaluu WHCYJIWHA H
€ro peLenTopoB, a TaKXe M COMaTOTPOIMHA,
DIIIOKOKHWHA3BI, PEIENTOPOB CYIh(OHIIMOUYCBH-
el ¥ T.4. [1]. Jng MODY ycranosneno He Mme-
Hee 14 reHeTHMYeCKHMX aHOMAaJIWM, CBSI3aHHBIX C
MoHoreHHbIMU (opmamu CJ/l (B remax GCK,
HNF-14 u HNF-4A4) [43]. Bbuio Takxe mpoBejie-
HO UCCIeJ0BaHue, MOoKa3aBIlee CBA3b MOJIUMOP-
¢busmoB rena TCF7L2, pacrioio)KEHHOM Ha Xpo-
Mocome 10, ¢ panauM Havasnom CJI 2-ro Tuma y
MEKCUKAaHCKUX U adpoaMepUKaHCKUX nerei [21,
23]. Jlokyc 12q15 ToXe uMeeT CBsA3b C Pa3BUTH-
em CJI 2-ro tuma [16]. ['eHeTHYCCKHE aHOMAIUH
B TakmxX reHax, kak GLIS3, PROXI, SLC2A42,
CRY3 w npyTuXx, CBSI3aHbI C TTOBBIIIICHHBIM yPOB-
HEM TJII0KO03bI, a HeKoTopeie (GOPC2, MTNRIB,
GCK, GLIS3) eme u ¢ NOHMWKECHHOW (YHKITHEH
B-KJIeTOK MOMHKENyI0YHON JKeNe3bl y JeTed |
noapocTkoB [15].

Hepenxo passutue CJl 2-ro thma accouuupo-
BaHO C IaTOJIOTHE CO CTOPOHBI PEIPONLYKTUBHOM
cuctembl. [leBouku ¢ O ¥ CUHIPOMOM TOJIHKHUC-
T03HBIX AMYHUKOB (CIIKSI) nMeroT moBbILICHHBII
puck paszsutust CII 2-ro tuma. DTo CBS3aHO C TO-
BBIIIEHHOM B 1,5 pasa nmepudepuyeckorr NP, meye-
HO4YHON P M KOMIIEHCATOpHOW THIEpUHCYJINHE-
mueit (I'M) [37]. Maybunku Takxe UMEIOT TOBBI-
nieHHble pucku pasButus CI 2-ro tumna, HO yxke
IpH  TPEKJICBPEMEHHOM  IOJIOBOM  Pa3BUTHH
(T1ITP) [42].

TakuMm o00pa3oMm, NPEIUKTOPAMU PA3BUTHUS
HAW® nuabera B JETCKOM U FOHOIIECKOM BO3pac-
Te siBisitorcs pasnuunbie OP, takue kak Ox, I'B
MaTepsMU ¢ 1uabeToM, NacCUBHOE KypeHue, HU3-
Kas M BBICOKasi Macca Teja Ipu poXKIeHuH, Ooes-
HU MaTepu, FeHeTHMYeCKHEe aHOMaluM M Hacljel-
CTBEHHas NPEeAPacoN0oKEHHOCTh, a TAKXKE TOPMO-
HajJbHble HapylieHus. OdeHb BaKHO BOBPEMS
BEIIBILSITE DP st Gonee adpdexTuBHOrO MIpOodhu-
JIAKTUYECKOI'0 BO3JIEHCTBHS.

Jlns1 cBOeBpeMEHHON M TOYHOM MUAarHOCTUKU
pasnuuHbIX BapuaHToB CJl pa3zpaboTaHbl IuarHO-
CTUYECKUE KPUTEPHUHU.

Kpumepuu ycmanosnenusn ouaznosza CJ/ 2-z20
muna [5]:

1. leGtoT 3abosieBaHus B BO3pacTe cTaplie
10 ner.

2. IloBbllIeHHE YPOBHS TNIIOKO3bl B KPOBM Ha-
Tolak ooinee yem 7,0 MMOJIb/T W/UIW TIPU TIPOBE-
neaun OI'TT Gonee wem 11,1 Mmmoub/i yepes 2 4.

3. [lokazatenb TIMKHPOBAHHOTO T'€MOIJIO0H-
Ha>6,5%.

4. YpoBeHb MHCYyJIUHA B IIpeeaX HOPMbI MU
MpeBbIIaeT peQepeHCHbIe 3HAYCHUs, HAJIUYHE
WHCYJIHHOPE3UCTEHTHOCTH MPH JJIMTEIBHOCTH 3a-
OoneBanus Oonee 2-3 neT.
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5. Hanuuue pojicTBEHHHMKOB TIEPBOM W/WIK BTO-
POH CTENEeHU POICTBA C HApPYLIEHHEM YIJIEBOAHOTO
obomena (CII, HTT' — HapyieHne TonepaHTHOCTH K
nmokose, HI'H — HapymeHHast TITMKeMEs HaTOIIAK ).

6. Hanuune w30BITOYHONM Macchl Tejla WIH
oxxupenus (umeetcs B 85% ciydaes).

MODY moxeT uMeTh KJIacCHYeCKHe CHUMIITO-
Mbl CJI, m03TOMY €ro OBIBaeT JOBOJIEHO HEMPOCTO
OTINYUTH OT Apyrux ¢opm. OmHAKO €CTh KpUTe-
pUH, TO3BOJSIOUIME 3alOAO03PUTh €ro HaJIuyue
(IpU  COOTBETCTBYIOIIUX YPOBHSX IJIMKEMHH,
HbA1C u xinHnveckoit kaptune) [4]:

1) CJI y HoBopoxkaeHHBIX uiu 10 6 mec. pu CJ]
1 B menee 1% cayuaes;

2) OTATONICHHBINA HACJIEICTBEHHBIH aHaMHe3 (00-
JIEH OJIUH U3 POAUTENECH);

3) runepriMKeMus HaTtomak (10 8,5 MMoub/1),
ocoOeHHOo TipH ceMeiinoit popme CJI;

4) HU3Kas MOTPEeOHOCTh B MHCYJIMHE BHE PEMUC-
CHUH, T.€. yepe3 3 roja mocie AUarHOCTHKH 3a-
OoseBaHMsI, BOBMOXKHOCTh 00XOTUTHCS Oe3 MH-
CYJIMHA;

5) cexpeuus C-mentuja BHE MEPUOAA PEMHUCCHU
6oitee 200 HMOIB/IT;

6) orcyrctBue ayroantuten ICA, GADa, TA2,
IAA, 0coOeHHO B MOMEHT yCTaHOBJICHHSI JTa-
rHO3a;

7) OTCYTCTBHE OXXHPCHUS,;

8) HayMuHe SKCTPANaHKPeaTHIeCKNX 3a00ICBaHH.
Kpurepuu CII 1-ro tuna MO>XKHO IIOCMOTPETH

B COOTBETCTBYIOIIHUX KIMHUYECKHX pPEKOMEHa-

LUAX.

UzBectHO okono 30 reHoB, CBA3aHHBIX C MOHO-
renHeiMd  ¢opmamu aumabera [11]. Hua MODY
Takke ObUTM BBIABICHbI HauOojee 3HaUMMbIE JHa-
THOCTUYECKUE OTINYUS OT APYyrux ¢opMm nuabera:
4acToe OTCYTCTBHE 4 TUIIOB ayTOAHTUTEJ K OCTPOB-
koBeIM KkieTkaM (GADA, TA-2A, ZnT8A, 1AA),
CPaBHHUTEIILHO OoJiee HU3KUW TITUKUPOBAHHBIN Te-
MornoouH (B cpexneMm 7,0 mpotus 10,7%), Gonee
HU3KHUW YPOBEHb IJTFOKO3bI IIPU CITyYaifHOM ompeie-
nenun (B cpemHeMm 11,7 MMonb/n  mpoTHB
26,7 MMOJIB/1T), TOpa3ao OoJee YacThlid AUArHO3 U~
abera y ponuteneit (63 nporus 12%), a Taxxe aod-
comotHoe otcytcTBue KA [20]. Taxxe npu
MODY 3Ha4uTeJbHO HIKE MPOLEHT MYTAHTHBIX
amteneit rena HLA-DRBI, vem tipu CJ] 1-ro tuma
[53]. Ipu srom y moapoctkoB ¢ GCK-MODY
knaccuueckue ayroanturena (ICA, GAD, TA-2,
IAA) moryT BeIIBIATBCS 710 1/3 ciydaes [49].

B muddepenmmanshoit auarnoctuke MODY n
CHl l-ro Tuma HeMalo€ NMAarHOCTUYECKOE 3Hade-
HUE HWMEET OIpe/eICHNE aroIUIoNpoTernHa M.
Anonmunonporend M — Genok U3 cyrnepcemeiicTa
JUIOKAJIMHOB, WUTPAeT POJib B JIMIUIHOM TPaHC-
MOpTE, BXOJUT B COCTAB JUIIONPOTEHI0B BBICOKOI

miotHoctu (JITIBIT), ero ypoBeHb peryiaupyercs
pazmuunbiMu Menuatopamu [30]. Heckombko wuc-
CIICIOBaHMI TOATBEPIKIAIOT TOT (PAaKT, UTO aIroJH-
nornporeH M cHmkaercs npu MODY-auabere,
ocobenno B cpaBuHenuu ¢ C/ 1-ro tuma [41, 47].
LleHHOCTD amoNMIoNpoTeHa M B JIHAarHOCTHKE
CJ1 2-ro Tumna ocraercsi TUCKyTaO0eIbHOH, TOCKOIb-
Ky OJIHM HCCJIEeOBaTeN MUIIYT O €ro JOCTOBEp-
HOM CHIKEHUH MU 3TOM THIe [45], Apyrue He Ha-
XOIST JOCTOBEPHOM CBSI3U C 3TUM Mapképom [28],
a TPETbH FOBOPSAT O CBSA3U TOJBKO Y ONpeNeeHHbIX
HaloHansHoCTeH [38].

Taxxe paspaboransl monenu nuddepeHuanb-
Holi mmarHocTHKd MODY-munadera ¢ CJ] 1-ro u
2-r0 TUTIOB, KOTOphIe BKJItouatoT juist CJ[ 1-ro turma
Oonee Hu3kui ypoBenb HbA1C, cemeitnyro ucto-
puto nuabera, )KEHCKHUU TIoN U OoJiee cTapiiuil Bo3-
pacT IOCTaHOBKU JuarHosa B cpaBHeHuu ¢ MODY.
Jnsa C/1 2-ro Tuma xputepusMu anugepeHInaib-
HOW JUATHOCTHKH SBISAIOTCS Oosnee Hu3knii UMT,
Ooiee MOIONOM BO3PAaCT MOCTAaHOBKU JHMArHo3a,
bonee Hm3kuii yposenb HbA1C 1o cpaBHEHHIO C
MODY, cemeiinas ucropusi nuadeTa U OTCyTCTBUE
Tepanuy UHCYJIIMHOM M OpajbHBIMH CaXapOCHMXKa-
IOUIMMHU IIperapaTaMi. JTH MOJENH MoKa3alli J0-
BOJILHO BBICOKYIO 3((eKTHBHOCTE B AuddepeHiu-
anpHON muarHoctuke MODY ¢ apyrumu Trmamu
mumabera. OHM JOCTyIHBI Ha CalTe WWW.
diabetesgenes.org [48]. Jlns mpumepa Mbl BBEJH
JIAaHHBIC PeajbHOTO MAIMEHTa B JJAHHBIA KaJIbKYJIsi-
TOp, U OH TOKa3aJ pe3yasrar BepoatHoctd MODY
B 75,5%, 4TO JaeT cepbe3Hble OCHOBAHUS, YTOOBI
3a]yMaTbCsl O TCHETHYECKOM TeCTUPOBAHHH.

IIpu CJI 2-ro tuna wacro ¢opmupyercs JI.
BesycnoBHO, 3T0 cBi3aHO ¢ OoJiee BHICOKOI 4acTo-
toit Ox cpenu nereit ¢ C/I 2-ro tuna. B gacTtHo-
ctu, nipu CJ 2-ro Tuma B 1,5 paza yvaie, ueMm npu
CJ1 1-ro Tuma, HaOIrOqaeTCsl CUITbHOE TTOBBIIIICHHE
obmero xojecTepuHa, B 1,6 pa3a vaimie — JIHIIO-
nporenioB Hu3ko mimotHocTtu  (JIITHIT), B
2,9 paza — TpuriMuepua0B U B 3,6 paza yamie —
camkenue JIIIBII [33]. DTo roBoput o HeoOxoau-
MOCTH PEry/IsIpHOM OLEHKM I0Ka3aTeleil JIUIIIHO-
ro oomena y nereid ¢ C/I 2-ro Tuma M Ha3HAYCHUH
COOTBETCTBYIOIIETO JIeUeHHs s MpOQUIaKTHKH
COCYIMCTBIX OCJIOKHEHHMH B JajbHeWeM. BaxkHbIM
(hakropom muddepeHIHanTEHON AMATHOCTHKU MO-
JKeT cTaTh agunoHeKTHH. [loka3aHo, 4yTo ero ypo-
BEHb B HECKOJbKO pa3 Beiwe npu CI 1-ro Twura,
ugem nipu CJ1 2-ro Tuma [26].

B nmarHocTrke HEKOTOPBIX HACIEeJCTBEHHBIX 3a-
OoJsieBaHUI HAlUIM IIMPOKOE NPUMEHEHHE METOJbI
JIEpMaTOTITU(PHUKHA. DTH METOJBI MOTYT OBITh TIPUME-
HEHbI U B OTHOIIICHUU TUArHOCTHKU 1 AU PepeHIIn-
aJIbHOM UarHocTUKU pasnuyHblx Tunos CJ. beuio
nokasano, yto OosbHbie CJl 1-ro u 2-ro THUMOB
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MODY Probability Calculator

Age at diagnosis (years) [ 13
BospacT ycTaHOBNEHUs auartosa

Sex O Male @ Female My>XCKOM\)KeHCKMIA
Mon

Currently treated with insulin or ®Yes ONo
tablets

Ceityac nonyvaet uHCynuH MU Tabnetku

Time to insulin treatment (if currently © Not currently treated with insulinCeff4ac He nonyvaet uHcynuH

treated with insulin) O Within 6 months of diagnosis B npegenax 6 mecsaues OT ycTaHOBNEHWs AuarHosa
[nuTenbHOCTb MHCynuHoTepanuu(ecnu O Over 6 months afler diagnosis Bonee 6 MecsLEB OT YCTaHOBNEHWA AMarHo3a
ceifyac nonyyaeT WHCYNNH)

BMI (kg/m?) [ 24
UMT
HbA1c (%) or L 76

HbA1c mmol/mol

Current Age (years) [ 13
TeKyLuit BopacT

Parent affected with diabetes ®Yes ONo

[unabet y poauteneii

Ethnicity HaumoHanbHoCTL ® White O Non-white Benblii\He-6enblii

O Renal cysts [oYeyUHble KUCTbI

O Deafness  [nyxoTa

O Partial lipodystrophy YacTuyHas nunoaucTpodums

O Severe Insulin Resistance in absence of obesity TAX&nas MHCYIMHOPE3UCTEHTHOCTb 6e3 OXUpeHus
(O Severe obesity with other syndromic features Tsxénoe oXuperue ¢ ApyruMn CMHAPOManbHbIMKU OCOBEHHOCTAMM

Other

Puc. 3. Kanekynsrop BepostHoct MODY [48]

QD bl
MODY Results

Based on the clinical features entered into the calculator, the probability of your patient having MODY is

115.5'/. (a 1 in 1.3 chance of having MODY)]

A diagnosis of MODY must be by genetic testing.
Diagnostic testing for MODY | Diagnostic requestform | Further information on MODY

As your patient is within the first year following diagnosis, please note that the probability of MODY will change if the patient to

within the first 6 months.

insulin
The patient may benefit from islet autoantibody testing prior to diagnostic molecular genetic testing for MODY.
If the patient tests positive for islet autoantibodies, they will have a <1% chance of MODY.

C-peptide testing Is less useful in the first few years after diagnosis, unless the result Is negative (i.e. <200pmol/L) which would indicate insulin deficiency and therefore a <1% chance of MODY.

Antibody testing

Puc. 4. Pesynbrarsl pacueToB KaibKynsTopa [48]

umeroT 6onee 60 3HAYNMBIX ASPMATOITH(PUUECKUX
pa3IuyMii, a HA OCHOBAaHUU 15 M3 HUX MOXKHO TIOYTH
HaBEepHAKAa TMOCTaBUTh NPABWIbHBIM JHAarHO3 U
Mpe/cKa3arh, Kakoi THIT AuadeTa pa3oBbeTCs y KOH-

KpeTHoro 4enoseka [12]. LleHHOCTh JaHHOTO MeETo-
Jia ObLa MOATBEPIKACHA U 3a PyOeKoM, IJIe HCIIONb-
30BaJIM QHAJIM3 HE LIEJNOH PYKH, a JIUIIb OTIEYaTKOB
MaJIBLIEB, BBIABILASA aCHMMETPUIO UX pucyHKa [40].
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SAK/TIOYEHNE

Hapsity ¢ Ooumbmioii pacnpocTpaHEHHOCTHIO
CI 1-ro Tuna cpenau nereit HabmronaeTcst HapacTa-
Hue vactorel HAU® nuabera mo Bcemy MUpY.
JlanHas mpobnema TpeOyeT BHHUMAHUS B CBSI3U C
PaHHUMH M TSXKEIBIMH OCIOKHECHUAMHU Iuadera,
TakuMU Kak Al, HedponarTus, KeToaua03 U apy-
rumu. HekoTopble M3 HHX BCTPEYAIOTCS TOpPaslio
yarie, ueM npu CJI 1-ro tuma.

Kpome moxka3zareneii miMkeMun, IMKHPOBAHHO-
ro TeMOITIO0MHA U HEKOTOPBIX JPYIHX KPUTEpPUEB,
CYLIECTBYIOT OCOOEHHOCTH, ITIO3BOJISAIOINE 331010~
3puth HAM®. OHn MOTYT OBITH YCIIOBHO pasfelie-
Hbl HAa aHaMHeCTHYeCKHe (BbICOKast U HU3Kasl Macca
TeNa TPH POXKIACHUH, OOJNC3HH MaTepd, TPyAHOE
BCKapMJIBaHHE MaTepblo ¢ TUabeToM), reHeTHYe-
CKHE W HACIIeICTBEHHbIC, SHIOKPHHHBIC Hapyllle-
Hust (takme kak Ox, CIIKA y nesouek, IIIIP y
MaJIBYUKOB) U COLIMANbHBIEC (ITACCHBHOE KypeHHE).
BaxxHo nipu ocTaHOBKE AMAarHo3a OPUEHTUPOBATH-
Csl HE TOJBbKO Ha KJIMHUYECKYIO KapTHHY U BO3PacT
pebeHka, HO U Ha BBIIICTIEPEUHUCIICHHBIE (PaKTOPHI.

Ha nanHblif MOMEHT Takke pa3padaTbIBAOTCS
BO3MOYKHBIC METOIBI TU(PPEepPeHIIATBHON IHATHO-
CTHKH C aHAJIH30M O0COOBIX TIOKa3aTesei, TAKUX KaK
anoynumnonporerH M (muddepeHnuansHas Juario-
ctuka CJ] 1-ro tuma u MODY), aaunoHekTHH, ya-
CTOTa NUCIUMUACMUYCCKUX HAPYIICHUH U IPYTUX
(muddepenmmansuas auarnoctuka C/1 1-ro u 2-ro
TunoB). OJHUM W3 BaKHBIX HANpaBICHUH B Aua-
THOCTHUKE W AuddepeHInanbHOl  JHarHOCTHKE
nuabeTa ceifyac SIBJISCTCS TEHETHMYECKOE TECTHPO-
Banue. Bee Bunpl C/I umeror 6osee niM MeHee J0-
croBepHbie Mapképbel B JHK, Kkpyr KoTOphiX
HENpepbIBHO paciupsercs. X MOXHO M HYKHO
ucnonb3oBars B auarHoctuke CII.

MaooCBeIIeHHbIM, HO 10BOJBHO NE€PCIEKTHB-
HBIM HaIpaBJICHHEM B JMAarHOCTHKE auadera Tak-
Ke SBIAETCs AepMaronuduka. YCTaHOBJICHBI JI0-
CTaTOYHO JIOCTOBEPHBIC KPUTEPHUU MPEIPACIIONO-
KEHHOCTU K TOH mnu uHoi dopme CJI, uyto maer
OCHOBAHHUs CHEJIaTh IPEIIOI0KEHUE O €€ M10JIb3E
B KIIMHUYECKOM IMarHOCTUKe B Onmkaiimem Oymy-
1IeM KaK HeI0pOroro M JOCTYNHOTO METO/a.

Jig TOYHON TUarHOCTUKU M CBOEBPEMEHHOTO
Havaya ajexBatHO Tepanuu HAU®D y nereit u
MIOAPOCTKOB HEOOXOAUMO COXPaHATh HACTOPOIKEH-
HOCTh B oTHOmeHUU CJ[ 2-ro tuma m MODY B
JTAaHHOM BO3PACTHOM KaTeTOpHHU.
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