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PE3IOME: HecmoTpst Ha GoJiee BBICOKYIO YacTOTY caxapHOro nuabera 1-ro Tuma y aeteil U moa-
POCTKOB, B TIOCIICIHEE BPEeMsI HEYKJIOHHO pacTeT PaclpOCTPaHEHHOCTh HEAyTOMMMYHHBIX (GopMm
nuabeTa, KOTOpble MPECTaBIAIOT CEPbe3HYI0 MPOoOIeMy sl COBPEMEHHOHN meauaTpuu. B cratbe
pPaccMOTpPEHBI HEKOTOPBIE BOIMPOCHL SIUAEMHOJIOTUU H MAaJIOH3BECTHBIX (DAKTOPOB pUCKA, & TAKXKe
BO3MOJKHBIE METOJIbI IMATHOCTHUKH caxapHoro auadera 2-ro Tuna 1 MODY y nereii U moJpOCTKOB.
AHanu3 TUTEepaTypPHBIX HCTOYHUKOB MMOKa3aj, YTO K Pa3BUTHIO HEAyTOMMMYHHBIX (hopM auabera
MOT'YT IPHBOJINTH: IIACCUBHOE Ky PECHHE, 3a00JICBaHUS MaTEPH, TUIICPAHIPOTCHHS Y IICBOYCK, TTIPEXK-
JICBPEMEHHOE TOJIOBOC PA3BUTHE Y MAIBbUUKOB U Ipyrue (AKTOPHI PUCKA; a B JUATHOCTHKE MOTYT
OBITH UCTIOIB30BaHBI TAKKE MOAXO/IbI, KaK JepMaTOrIu(rKa, aHAIIN3 JTUTNI0OTPAMMBI, OTIPE/IeIICHHE
amoJIMMoONpoTenHa M, muTocTaTuHa u Apyrue. Takum o6pa3om, mpodieMa Heay TOMMMYHHOTO IHa-
OcTa y neTei sIBIsieTCS Ype3BbIYaliHO aKTyaJbHOW, M Ha TeKYIIHH MOMEHT aKTHBHO pa3pabaThiBa-
I0TCS TTOJIXOABI K TUATHOCTHKE U JICYCHUIO TAaKUX (HOPM.
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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.

KEY WORDS: diabetus mellitus; pediatrics; non-autoimmune forms; 2 type; 1 type; MODY;

obesity; insulin resistance; genetics.

Caxapusrii nuabet (CJ]) — sTuonornyecku He-
OHOpOJHAs Tpynna MeTabolndecKux 3aboseBa-
HUH, KOTOpBIE XapaKTepU3YIOTCS XPOHHUYECKOM
TUIepIIMKeMUel, 00yCI0BICHHON HapyLIeHUSMU
CEeKpeLuu WIN JAeHCTBUs MHCYIMHA OO coyeTa-
HueMm >Tux Hapymenuit. [Ipu CJ] oTmeuarorcs Ha-
pYILIEHHUS YTIIEBOIHOTO, XKUPOBOTO M OEIKOBOTO
oOMeHa, KOTOphIe OOYCIOBICHBI HapyIICHHEM
JIEWCTBUS MHCYJIMHA HAa TKaHU-MUIIEHHU [5]. B mo-
cienHee BpeMsl MOSIBUIOCH HEMAJIO JIaHHBIX, CBU-
JIETENIbCTBYIOIIUX 00 YBEJIMYEHUHU JOJIU HeayTo-
uMMyHHBIX popMm (HAN®D) nuabeta cpeau neteit
U JIML IOHOLIECKOro Bo3pacrta. B wacTHOCTH, KO-
HewHo, peub unet o CJ[ 2-ro Tuna. ADA coolmia-
etT, uto oT 8 mo 45% neret mmeror HAU® CJ]
[14]. Tak, B SAnmonun gyactora CJ| 2-T0 THIa TTOBHI-
cujlach IpakTHUYECKM B ABa paza — ¢ 7,2 Ha
100 ThIC. AETCKOTO W TMOAPOCTKOBOTO HACEJICHUS
(n. m.H.) B 1976-1980 ronax o 13,9 na 100 ThIC.
o. 1 mH. B 1991-1995 rogax [34]. B HenaBHeMm
uccienoBanu B HoBoil 3enmaHauu OTMEHYanaoch
yBeauueHue pacnpoctpaneHHoctd CI 2-ro tuma
cpeom BCeX THIOB amabera modTd B 2,5 pasa
(c 1,8% B 1996 roxy mo 11,0% B 2002 romy) [29].
B mpocnektnBHOM nccnenoBannn B Katape 3a6o-
neBaeMocTh yBenmuuuiack ¢ 1,8 ma 100 teIc. O. 1
m.H. B 2012 rony no 2,7 na 100 TeIC. 1. ¥ I.H. B
2016 romy [13]. B CHIA, no JaHHBIM OJHOTO U3
KpyImHEHIMX  HcciaefoBaHuil  mo  jpuabety
SEARCH, 3a6oneBaemocts CJ] 2-ro Tumna cpemu
MOJIOJBIX HEYMOJIIUMO pacteT — ¢ 34 Ha 100 ThIC.
n.u.H. B 2001 rony mo 46 va 100 ThIC. 1. ¥ TI.H.
B 2009 romy, mpu4eM pOCT TPOUCXOAUT CpeIu
000MX TOJOB, BCEX BO3PACTHBIX TPYIII M HAILIHUO-
HaJbHOCTEH [22].

I'pynnoit uccnenosareneii B 2010 roxy Takxke
OBUT MPOBEJICH CTaTUCTHYECKHI aHaJIN3 KOTOPTHI
SEARCH (CILLIA). ITo ux nporuozam, k 2050 roxy
pacupocTtpanenHocts C/I 2-ro Tuma cpenu MoJjo-
JIBIX BBIpacTeT MUHUMYM B 1,5 pasa, a npu Ooinee
MIECCHMUCTUYHOM BapHaHTe pPa3BUTUSA  COOBI-
THii — yBenmnuutes B 4 paza [31].

B Ascrpun cpennmii Bo3pact Hauana CJI 2-ro
THma coctaisieT 12—-15 mer, mo 3TOrO BO3pacra
€ro pacrpoCTpPaHEHHOCTh OYeHb HU3Kas [46].

ITo manuem WM. JlemoBa, M.B. IllectrakoBoit
u coaBT., B 2013-2016 romax B Poccun nabmronan-
cst poct 3aboneBaemoctu CJ] 2-ro tuma cpenu ae-
Ter no 15 ner: ¢ 3 ma 100 Teic. A.H. g0 4,2 Ha
100 ThIC. A.H., MpUYEM B HAUOOJIBIICH CTCIIEHU B

rpynme 0—4 roaa, 4To, BO3MOXKHO, CBSA3aHO C YIyY-
meHueM paHHed pguarHoctuku CJ] 2-ro Ttuma
(puc. 1 u 2). Cpeau moxpocTKOB HAOMIONANOCH He-
KoTopoe cHrbkeHue: ¢ 8,6 1o 7,2 Ha 100 Thic. 1.H.
(1518 ner). 3aboneBaemoctb CJI 1-ro Tuma taxxe
HapacTtaer B rpymre jereit o 15 net: ¢ 81 no 91,4
Ha 100 TeIC. 1.H. (BOBMOXKHO, M3-32 YBEITMICHHUS 3a-
TPS3HEHHOCTH OKPY)KAIOIIeH Cpelibl), TOra KakK y
MOJIPOCTKOB HAOMIOJAaeTCsl CHU)KEHUE 3a0oeBae-
moctH (212,8-209,5 na 100 Teic. 1.H.) [2, 10].
Kaxnprit 10-it pedenok no 18 mer ¢ C/ 2-ro
THUIIAa UMEET apTepuaibHyto runeprensuto (Al),
3,6% — nucnunugemuto ([1JI). Mukpococynu-
CTbIE OCJIO)KHEHUS B OOEHX Ipynnax HMEIOTCS
yyTh MeHblle, yeM y 10% [2, 7]. B Snouumn

0—4ropa
5-9 net

10-14 net

15-<net

Puc. 1. Crpykrypa caxapHoro auadera (C/1) 2-ro Tuna cpeau
JIETCKOTO U MOJPOCTKOBOrO HacesneHHs (10 AaHHBIM
JHenosa N.N., lllectakoBoit M.M. u 1ip., 2016)

M CA1l-rotuna
M C2-rotuna

Puc. 2. Ctpykrypa caxapHoro auabera y AeTeil H IOIPOCTKOB
B Poccun (yuursiBanuce Tosbko CJI 1-ro u 2-ro TH-
noB; nanubie 2016 rona)
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Tak)Xe MPOBOIMIOCH HCCIEI0BAaHUE, T€ BBIABIA-
JIOCH KOJUYECTBO CIICIU(PHUSCKUAX OCIOKHEHHH
C/l 2-ro Tuma ¢ paHHUM HA4aJIOM Y JIUIl MOJIOAOTO
Bo3pacTta (C TIOCTaBICHHBIM THArHO30M JO
30 ner). U3 1065 manueHToOB, YbHU UCTOPHH OBLITH
uccinenosanbl, y 135 (12,7%) nponudeparuBuas
peTuHomaTHs pa3BuWiIach yxe K 35 romam, y
octanbHbIX 930 (87,3%) oHa oTcyTCTBOBala K
3TOMY BO3pacTy. B rpynmne OonpHBIX ¢ peTHHOMNA-
tier (135 YenoBek) TIMKEMUYECKHH KOHTPOJIb
ObUT XyXKe, yalle TpeOoBanach 3aMeCTUTEIbHas
uHCcynuHoTepanus, 60% manueHToB nMenu Hed-
pomarnio (B cpemaeM k 31 romy), mpudem 23 %
HYXKJQJIUCh B remMojuaimse (B cpemaHeM K 35 ro-
nam), 24% ocnerum (B cpeqHeMm B 32 roxga), a 'y
10% pasBuics arepockiepo3d (B cpeaHeM
B 36 ner) [55]. B ABcrpanuu pacnpocTpaHeH-
HOCTb MUKpoansOymunypuu u Al' y nereir ¢ C/I
2-ro THmna BhIIIe, 4yem y neteit ¢ CJI 1-ro Tuna, He-
CMOTPS Ha MEHBIIYIO IPOIOJIKUTENILHOCTh O0J1e3-
HU U Oosiee HU3KUN YPOBEHb INIMKHUPOBAHHOIO Ire-
monitobuna (HbAlc) [24].

Taxum o6pa3oM, HECMOTPS Ha MPEKHEe TOoxa-
Bisitotee npeobiamganune CJI 1-ro tuna y gereit u
nonpoctkoB, HAU® nuabera HEYKIOHHO IMOBBI-
IAI0T CBOIO JIOJII0 B PACIPOCTPAHEHHOCTH U 3a-
00J€BaeMOCTH JETCKOTO M MOAPOCTKOBOTO Hace-
neHus. JlaHHast TeHJEHIUs SBISIETCA 00LIeMUPO-
BOH, ¥ 110 IPOrHO3aM CHUXKEHUS 3a00JIeBa€MOCTH
HAW® nuabera nereit 1 mogpoCTKOB B OJIMKaii-
mue gecarunerus He npeasuaurca. CI 2-ro
tina y aeted Bieuer pazsutue Al, J[JI, ocmox-
HSCTCSl KCTOAIMI030M, PETHHOIATHEH U Heppo-
naTuei, 4To uMeeT OOJBIIOE COLMAIBHOE U Me-
JNUIMHCKOE 3HAYEHHUE YK€ U B MeAHaTpUUeCKOn
rpymnne OOJbHBIX.

B cBsi3u ¢ 3TUM 0co0o€e 3HaYeHHe HMEeeT Mpo-
¢dbunakTuueckuit moaxon k mpobneme. CoriiacHo
DenepalbHBIM KIMHUYECKUM PEKOMEHIAIMIM, J10
85% CJI 2-ro Tuma y neTedl U MoApOCTKOB acco-
uuupoBaHo ¢ oxxupenueM (Ox) [5]. DTo BaxkHei-
mmit pakrop pucka (OP) C/I 2-ro tumna. [Tox Ox
cijelyeT TOHWUMATh CTaHIAPTHOE OTKJIOHCHHE
(SDS) B unaekce maccol tena (MMT) Gonee 2,0, a
nox u30bITOYHON Maccoil tena — SDS UMT or
1,0 o 2,0 [9]. Ox saBnsiercst ocHOBHbIM @P B pa3-
Butun HANU® CJI B cBs3u ¢ popMupoBaHueM Ha
ero (hone nucynunopesucrenrnocru (UP).

BucuepanbHas xupoBasi TKaHb, B OTJIMYUE OT
KUPOBOM TKAaHU IPYrUX JIOKadu3alui, uMeer 0o-
rarylo KalWULIPHYI0 CEeTb U HENOCPEICTBEHHO
coo0IIaercs ¢ MOPTaIbHOM CHUCTEMOM, a TaKKe
HeceT 0O0JBII0oE KOJTHMYECTBO P-aapeHOPEEenTOPOB
1 KOPTUKOCTEPOUIHBIX PELENTOPOB, HO TIPU 3TOM
HE0OJIbIIOE KOIMYECTBO 0-aJPEHOPELEHTOPOB |
UHCYNMHHOpenenTopoB. COOTBETCTBEHHO, OHA UYB-

CTBUTEJIbHA K JIMIIOJIMTUHYECKOMY JCHCTBUIO KaTe-
XOJIAMUHOB ¥ MaJIOUyBCTBUTENIbHA K aHTHJIUIIONHU-
THUYECKOMY JACHCTBUIO HHCYJIWHA. VHTEHCUBHBIN
JIUITONIN3 IPUBOIUT K BEIOPOCY OOJBIIOTO KOIHYE-
ctBa cBOOOHBIX kUpHBIX Kuchor (CXKK), mpe-
UMYIIECTBEHHO B MOPTAJIbHYIO IUPKYIISIIHIO U Tie-
4yeHs [3].

B neuenun CXK npensTcTBylOT CBA3BIBAHUIO
WHCYJIMHA C TeNaTOLUTaMH, 4To 00yCIOBIHUBAET
neyeHouHyo WP, cHMKeHHe >KCTpaKIUU UHCY-
JIMHA MEeYEHbIO U PAa3BUTHE CUCTEMHOMN I'HIIEPUH-
cynuHeMuu. CucTeMHas T'HIEPUHCYIUHEMHUS
npuBoaut Kk nepudepuueckoit MP. CXKK rtaxxe
CIIOCOOCTBYIOT HapyLIEHUIO MOIJIOLEHUS U YTH-
JU3alUu [JIIOKO3bl MBIIIEYHOH TKaHbIO, OKa3bl-
BAaIOT TPSIMOE JMIOTOKCHYECKOE JCHCTBHE Ha
B-kyIeTKM TOMKETYyHOYHOH Kene3bl. M30BITOK
CXKK npuBoIUT K HAaKOIUIEHUIO TPHALWIIIHIIE-
punos (TAT) [3].

B 2004 rony Ox B Poccun B cenbckoil MecT-
HOCTU cTpagano 5,5% nereid, a B TOPOACKOW —
8,5% [8]. B 2017-2018 romax B MockBe ObLIO
MIPOBEJICHO MCClIeIoBaHne, BKirrouasmiee 2166 mae-
Tel B Bo3pacTe 7 JieT. belio moka3aHo, 94To U30bI-
TOYHAs Macca Teia Habmromaercst y 27 % Maiban-
KoB U 22 % neBouek, a Ox —y 10 u 6% cooteT-
ctBeHHO [19]. Takxe ObBUIO TMOKa3aHO, dYTO
nMeercst Boicokuil puck Ox u WP y B3pociblx,
ecly OHM uMMesH U30bITouHbll Bec U OX B JeT-
ckoM Bozpacte [27, 50].

Hpyrum Baxkueimum OP sBnserca kypenue. B
uccnenoBanuu, nposeaeHHoM  E.  Thiering,
1. Briiske u coasr. (2011), paccmarpuBayiach B3au-
MOCBS3b IIp€- U MOCTHATAJIbHOIO NACCUBHOIO KYy-
penus ¢ pazsurueM UP. [To pesynbraram uccieno-
BaHMs y JI€TEH, 4acTO MOJBEpPraBIINXCS BO3/CH-
cTBHIO TabadyHoro neima, VP Obuta Ha 24 % (1o
BennunHe uHIekca HOMA) Bblilne, XOTS YPOBHH
[II0KO3Bl He oTinyanuck. Ctenenb WP Bo3pacra-
Jla MPONOPLHMOHAIBHO KOJIMYECTBY BBIKypUBae-
MBIX CUrapeT B JIeHb, a TaK)Ke IOBbIILIAJIACH, €CIH
KypuJI elle OAMH 4YeJoBek, kpome Martepu. Kype-
Hue B Il TpumecTpe GepeMeHHOCTH TaKXKe TOBbI-
[1aJI0 YpOBEHb WHCYIIMHA Y TUIONA TI0 CPABHEHUIO
C IUIOIaMU HEKypsILUX MaTepei [52].

Jannsie E.M. Taveras, S.L. Rifas-Shiman
u coaBT. (2008), mokazanu, 4To eciau pedeHOK 0
2 jer cnayn MeHblle 12 9acoB, TO PUCK pa3BUTHS
Ox nocne 3 net Obut Boie [51]. Takxke Obu1a mo-
Ka3aHa MOJOXKHUTEIbHAs KOppeslus HelocTaTrka
CHa y feTeil 1o 4 jeT ¢ JajabHEeHIIuM pa3BUTHEM
n30bpiTouHoro Beca wim Ox. [lpu aTom y nereit
5—13 mer Takoil CBI3M HE HAONIONATIOCH, a JTHEB-
HOU coH He BnusI Ha pucku [17]. beuto mokasano,
9TO TPU 3aJlePKKE BHYTPUYTPOOHOTO pPa3BUTHS
(3BYP) BbIcoku pucku passutust VP, uto ocobeHHO
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CBA3aHO CO CKaykOM pOCTa B IE€PBbIE MECSLbI
KHU3HU, U B OOJIbLIEH CTENeHH — NpHU TUIoIIa-
crraeckom ture 3BYP [6].

OpHMM U3 NOKa 4TO HEpa3pelIeHHbIX BOIPO-
COB SIBISIETCS BIMSIHUE TPYIHOTO BCKapMIIMBAHUS
(I'B) Ha Ox B Gosiee mo3/1HEM BO3pacTe MO CpaBs-
HEHUIO C MCKYCCTBEHHBIM. BBUIO MOKa3aHO, 4YTO
I'B He urpaer ponu B npenorspamienun Ox u 1P
[35]. Onnako B ogHOM M3 MeTaaHaiu3oB BO3 ro-
BopuTcs, 4To ['B Bce ke mmeeT HeOOIbIIOoN mpo-
TEeKTUBHBIN 3P QPexT nporuB Ox, HO IO OTHOIIE-
HUIO0 K M30BITOYHON Macce Teia Takoro 3ddekra
He HaOmromaetcs [18]. M moaTomy Bompoc o Tpo-
¢unaktuueckom 3dpdexre I'B B orHOmeHun Ox
OCTaeTCs OTKPBITHIM. Takxke MPOBOJUIOCH HCCIIe-
JIOBaHME BJIMSHUS BCKAPMIIMBAHHS JETEH JOHOP-
ckuM MoJokoMm oT marepeil ¢ CJ] u 6e3 Hero Ha
pazButue VP u u30bITOUHON Macchl Tena K ABYM
rogaM >ku3HM. OHO IMOKa3ajo, YTO 4eM OoJbliIe
00BbeMBI BBOAMMOTI'O «JIMA0ETUYECKOr0» TPYIHOTO
MOJIOKa, TEM BBIIIE PUCK Pa3BUTUSI HU30BITOUHOM
Macchl Tejla B AajibHEHIIeM, a IpU BBOJE «Heaua-
0eTHYEeCKOT0» IPYTHOTO MOJIOKa HaOIromaeTcs 00-
paTHass KOppeJsiysi ¢ Maccod Teia, OTMedaeTcs
nonwxenue puckos 1P [44]. Crout Takxke 3ame-
TuTh, uTo NP uacto dopmupyercs y aereit B mpe-
myOepTaTHOM Tiepuoje, 0COOEHHO y NEBOYEK, YTO
MOXET OBITh CBSI3aHO C aJpeHapXe W MOBBIIICHU-
€M YpOBHEW nuruiaposnuasapoctepona. Ho y
MaJBYMKOB, HECMOTPS Ha MEHbIIee KOJIUYECTBO
KHUpa B CpeJHEM, IpeodiasaeT LeHTPaIbHbIN THII
OTJIOXKEHHUS KUPA, a TAKKE OTCYTCTBYET 3aILUTHOE
JIEWCTBHUE ACTPOTEHOB B OTHOIICHUH pa3Buthst CJI
2-ro tuna. Uanekc HOMA-IR pocturan makcu-
ManbHbIX 3HaueHuit k III cragum no Tanuepy y
neBouek U k IV cranuu no TanHepy y MalbuuKOB
[25, 32].

Takke psl aBTOPOB yKa3bIBalOT Ha CBA3b BbI-
COKOM M HHU3KOW Macchl Tejla MPU POXKICHUU C
nanpHedmuM paszsutuem CJI 2-ro tuma. Taii-
BaHbCKUE YUY€HbIE FOBOPAT O BO3pacTaHUU pUCKa
Ha 64% y nereii ¢ BeICOKOH (Ooiiee 4 Kr) Maccoi
Tela TPU POXKICHHH, a (UHCKHE HCCIeI0BaTe-
1 — O TIOJIOKUTEIBLHON KOPPENSIUU MPU Macce
tena Oonee 4,2 xr [36, 54]. K Bvicokoii macce
Telna MpPU POXKACHUH, COINIACHO HCCIEAOBAHHIO
HAPO (Hyperglycemia and adverse pregnancy
outcomes), MOIYT MPUBOAUTH MOBBILICHHBIE
YPOBHHM TIJIIOKO3Bl y MaTepu. Hampumep, mnpu
YpOBHE TIFOKO3BI HATOMaK MeHbIIEe 4,2 MMOJIB/JI
4acToTa W30BITOYHOW Macchl Tella peOeHKa
(6ompire 90-ro TMEHTWISI) TIPU POXKIACHUU ObLiIa
5,3%, a mpu ypoBHe 5,6 MMOIb/I u Oolee —
26,3% [39].

[enernueckue pakTopbl TaKKe UTPAIOT HEMa-
JIOBaXXHYIO0 posib B pazButuu HAU®. K pa3su-

iio HAVI® mpuBoaaAT aHOMAaluW WHCYJIWHA H
€ro peLenTopoB, a TaKXe M COMaTOTPOIMHA,
TIIIOKOKHHA3BI, PEIENTOPOB CYIb(OHIIMOUCBH-
el ¥ T.4. [1]. Jng MODY ycranosneno He me-
Hee 14 reHeTHMYeCKHMX aHOMAaJWM, CBSI3aHHBIX C
MoHoreHusIMu ¢opmamu CJl (B remax GCK,
HNF-14 w HNF-4A) [43]. bpuio Takxe mpoBeje-
HO UCCJeJ0BaHUE, NOKa3aBllee CBiI3b MOIUMOP-
¢usmoB rena TCF7L2, pacrioIo)KEHHOM Ha Xpo-
Mocome 10, ¢ panauM Havasom CJl 2-ro Tuma y
MEKCUKAaHCKUX U appoaMepUKaHCKUX nerei [21,
23]. Jloxyc 12q15 ToXe mMeeT CBSA3b C pa3BUTH-
em CJI 2-ro tuma [16]. ['eHeTHYCCKHE aHOMATHH
B TakmxX reHax, kak GLIS3, PROXI, SLC2A42,
CRY3 u npyrux, cBsi3aHbl C IIOBBIIIEHHBIM YPOB-
HEM TIII0KO3bI, a HeKoTopbeie (G6PC2, MTNRIB,
GCK, GLIS3) eme u ¢ MOHWKEHHON (QyHKIMEH
B-KJIeTOK MOMKEeNyJOuHON JKene3bl y AeTed u
noapocTkoB [15].

Hepenxo passutue CJl 2-ro tuma accouuupo-
BaHO C MaTOJIOTUEH CO CTOPOHBI PENPOAYKTUBHOM
cuctembl. [leBouku ¢ O ¥ CUHIPOMOM TOJIHKHUC-
To3HBIX SUYHUKOB (CIIKS) mMeroT moBBITIIEHHBIH
puck paszsutust CII 2-ro tuma. DT0O CBS3aHO C TO-
BBIIICHHOM B 1,5 pasa nepudepuyeckoir NP, meye-
HOuHON P M KOMIIEHCATOpHOW THIEPUHCYJINHE-
mueii (') [37]. Manpuuky TakkKe UMEIOT MOBBI-
nieHHble pucky pasButus CI 2-ro tumna, HO yxke
IpH  TPEKJIECBPEMEHHOM  IOJIOBOM  Pa3BUTHH
(TIITP) [42].

Takum 00pa3oM, NPEAUKTOPAMH Pa3BUTHSA
HAW® nuabeta B AETCKOM U FOHOIIECKOM BO3pac-
Te sBIstoTcst paznuynbie OP, Takue kak Ox, I'B
MaTepsMu ¢ 1uabeToM, NacCUBHOE KypeHue, HU3-
Kas U BBICOKasl Macca Teja Ipu poxIeHuu, 0oses-
HU MaTepd, FeHeTHYECKHEe aHOMAaJMH M HacJel-
CTBEHHAs MPEAPACIIONOKEHHOCTD, a TAKXKE TOPMO-
HaJbHbIe HapylieHus. OdYeHb BaXKHO BOBPEMs
BoIIBIITE OP s Oonee sdpdexTuBHOrO Mpodu-
JAKTUYECKOTO BO3/ACUCTBHUA.

Jl1s1 cBOEBpEMEHHON M TOYHON IUArHOCTUKH
pasznuuHbiX BapuantoB CJ] pa3paboTaHbl 1uarHo-
CTUYECKUE KPUTEPUU.

Kpumepuu ycmanoenenusn ouaznoza C/ 2-zo
muna [5]:

1. leGroT 3aboieBaHusi B BO3pacTe CTaplie
10 ner.

2. IloBbllIeHUE yPOBHS DIIIOKO3bl B KPOBM Ha-
Tomiak Oonee yem 7,0 MMOJIB/J W/ MM TIPHU TIPOBE-
nenuu OT'TT Gonee wem 11,1 Mmmons/n yepe3 2 4.

3. [lokazarenb IIIMKUPOBAHHOTO T'€MOIVIO0H-
Ha>6,5%.

4. YpoBeHb MHCYJIMHA B IpeAesax HOPMbI MU
IpeBbIaeT pedepeHCHBIe 3HAUYCHUS, HalHdne
HUHCYJIMHOPE3UCTEHTHOCTH IIPU JJINTENBHOCTH 3a-
OomneBanus Oonee 2—3 neT.
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5. Hanuune pojicTBEHHHWKOB TIEPBOM W/WIIK BTO-
POH CTENEeHU POICTBA C HApPYLIEHHEM YIJIEBOAHOIO
obomena (CII, HTI' — HapyiieHne TonepaHTHOCTH K
nmokose, HI'H — HapymeHHast TITMKeMus HaTOIIAK ).

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

MODY moxeT uMeTh KJIacCHYeCKHe CHUMIITO-
™Mbl C/], moaTomy ero ObIBaeT JOBOJIBHO HEMPOCTO
OTIANYUTH OT Apyrux ¢opm. OnHAKO €CTh KpUTe-
pUH, TO3BOJSIOUIME 3alOA03PUTh €ro HaJIuyue
(IpU  COOTBETCTBYIOIIMX YPOBHSX IJIMKEMHH,
HbA1C u xkiuHnYeckor kapTune) [4]:

1) CJI y nHoBopoxxkaeHHbIX uiu g0 6 mec. mpu CJ]
1 B menee 1% ciyuaes;

2) OTATOLICHHBIN HACAEACTBEHHBIN aHaMHE3 (0o-
JIeH OJIH M3 POJIUTEINCH);

3) runepriukeMus HaTomak (10 8,5 MMounb/n),
ocobenHo 1ipu cemeiinon popme CJI;

4) Hu3Kas MOTPEeOHOCTh B MHCYJIMHE BHE pEMUC-
CuH, T.€. yepe3 3 roja mnocie AUarHOCTHKH 3a-
OoJeBaHUsI, BO3MOXHOCTh O0XOUTHCSA 03 WH-
CYJIMHA;

5) cexperusi C-rienTuia BHE MEpPUO/Ia PEMUCCUA
6omee 200 HMOIB/II;

6) orcyrctBue aytoanturen ICA, GADa, 1A2,
IAA, 0coOeHHO B MOMEHT yCTaHOBJICHHSI JTHa-
rHO3a;

7) OTCYTCTBHE OXKUPEHHUS;

8) HanmMuHe dKCTparaHKpeaTHYeCcKuX 3a00/IeBaHU.
Kpurtepun CI 1-ro Tuma MOXXHO MOCMOTPETh

B COOTBETCTBYIOIIMX KIMHUYECKUX pPEKOMEHIa-

LUAX.

H3BectHO 0KOIO 30 reHOB, CBA3AHHBIX C MOHO-
reHHeiMd  opmamu jguabera [11]. dns MODY
Tak)ke ObUTH BBISABICHBI HaWOOJIEe 3HAYNMBIC JHa-
THOCTHYECKHE OTIUYHUA OT Ipyrux Gopm nuadera:
4acToe OTCYTCTBHE 4 THIIOB ayTOAHTUTEIN K OCTPOB-
koBeiM KileTkaM (GADA, TA-2A, ZnT8A, 1AA),
CpPaBHUTENILHO OoJiee HU3KUN TITUKUPOBAHHBINA Te-
Morobun (B cpeaneMm 7,0 mpotus 10,7%), Oonee
HU3KUI YPOBEHb IVIFOKO3bI IIPU ClTyyailHOM omnperie-
neaun (B cpemgHem 11,7  MMOIB/M  MPOTUB
26,7 MMOJIB/1T), TOpasno Ooliee YacThIid IUATHO3 U~
abera y ponuteneit (63 nporus 12%), a Taxxe aob-
comotHoe orcyrcrBue JIKA [20]. Takxke mpu
MODY 3Ha4uTENBbHO HMKE IPOLEHT MYTAHTHBIX
anneneit rena HLA-DRBI, ywem nipu CJ{ 1-ro tuna
[53]. Hpu stom y moxmpoctkoB ¢ GCK-MODY
knaccuueckue ayroanturena (ICA, GAD, TA-2,
IAA) moryT BeIsSIBISTBCS 710 1/3 ciydaes [49].

B muddepennmansroii quarHoctuke MODY u
CJl l-ro Tuma HeMmallo¢ NMAarHOCTHYECKOS 3Haue-
HUE HWMEET OIpe/eICHNE arloIUIoNpOTerHa M.
AnonunonporenH M — 0eNoK U3 cyrnepcemMencTBa
JUTOKAJIMHOB, WUTPAeT POJb B JIMIUJHOM TPaHC-
MOPTE, BXOJUT B COCTAB JUIONPOTEHI0B BBICOKOM

mwiotHoctu (JIIIBII), ero ypoBeHb peryaupyercs
pazmuunbiMu Menuatopamu [30]. Heckonbko wuc-
CIICIOBaHMI MOATBEP)KIAIOT TOT (PAKT, YTO AIoJH-
nornporeH M cHmkaetrcs npu MODY-auabere,
ocobenno B cpaBuHenuu ¢ C/I 1-ro tuma [41, 47].
lenHocTh amonumnonporenHa M B JMarHOCTHKE
CJ1 2-ro Tuma ocraercsi TUCKYTa0eIbHOM, TOCKOIb-
Ky OJHM HCCIIEZOBATeNId MUUIYT O €ro JO0CTOBEp-
HOM CHIKEHUH NpU 3ToM TuIe [45], Apyrue He Ha-
XOJISIT TOCTOBEPHOU CBSI3M C ATUM Mapképom [28],
a TPEThH FOBOPSAT O CBSA3M TOJBKO Y ONpeNeIeHHbIX
HalmoHanpHOCTEeH [38].

Taxxe paspaboransl monenu nuddepeHab-
Hoit muarnoctuku MODY-muabera ¢ CH 1-ro u
2-ro TUTIOB, KOoTOopkIe BKJItouatoT it CJ 1-ro tuma
Oonee Hu3kui ypoBeHb HbA1C, cemeitnyto ucto-
puro auabeTa, )KSHCKHH 1o 1 6oJiee CTapIIni BO3-
pacT IOCTaHOBKU JuarHosa B cpaBHeHuu ¢ MODY.
Hua CI 2-ro tuna xputepusmu auddepeHnunans-
HOI IWarHOCTUKH SBISIOTCA Ooyiee Hu3kuii MMT,
Ooiee MOJIONOM BO3PAaCT MOCTAHOBKM JAMArHo3a,
oonee Hu3kuit ypoenb HbA1C mo cpaBHEHHIO ¢
MODY, cemeiinas ucropus aAuadeTa U OTCyTCTBHE
Teparuy UHCYJIMHOM M OpajbHBIMM CaXapOCHMKa-
IOLUIMMHU IIpenapaTaMyd. JTU MOJENM oKa3alu A0-
BOJIBHO BBICOKYIO 3(D(heKTHBHOCTH B TU(depeHIn-
anbHOM guarHoctuke MODY ¢ npyrumu tunamu
muabeta. OHM  JIOCTYMHBI Ha CcalTe WWW.
diabetesgenes.org [48]. [nst mpumepa MbI BBEIH
JaHHbIE PeajbHOTO MALMEHTa B JaHHBINA KaJbKYIIs-
TOp, ¥ OH IOKa3al pe3ynsTar BepostHoctd MODY
B 75,5%, 4TO naer cephe3Hble OCHOBAHMUS, YTOOBI
3aJlyMaTbCs O FeHETUUYECKOM TECTHPOBAHUH.

[Ipu CJ] 2-ro tuma vacto dopmupyercs JJI.
be3ycnoBHO, 3T0 cBsi3aHO ¢ OoJiee BHICOKO 9acTo-
toit Ox cpenu aereit ¢ C/I 2-ro tumna. B yactHo-
ctu, npu CJ1 2-ro Tuna B 1,5 paza yaie, uem npu
CJI 1-ro Tuma, HaOIIOJAETCs CUIIBHOE IOBBIIICHUE
obmero xojectepuHa, B 1,6 paza vaie — Jnumo-
nporennoB  HuU3koil twiotHoctn  (JIITHIT), B
2,9 paza — Tpunmnepu0B U B 3,6 paza yamie —
camkenue JIIIBII [33]. DTo roBoput 0 HeoOXomH-
MOCTH PEryJsipHOM OLEHKM IOKa3aTelsei JIMIuIHO-
ro oomeHa y gereir ¢ CJ] 2-ro Tuma u Ha3HauYCHUU
COOTBETCTBYIOIIETO JICUCHHs TSI TPO(UIAKTHKH
COCYIMCTBIX OCJIOKHEHHH B JalibHeHeM. BaxxHubiM
(axropoM mauppepeHnnanTbHO THarHOCTUKA MO-
JKeT cTaTh agunoHeKTHH. [lokasaHo, 4To ero ypo-
BEHb B HECKOJbKO pa3 Bbimie npu CI 1-ro Twrma,
yem nipu C/I 2-ro tumna [26].

B nmarHocTHke HEKOTOPBIX HACIeJCTBEHHBIX 3a-
OoJsieBaHMI HAlLIM IIMPOKOE MPUMEHEHHE METOJbI
JIepMaTorTU(GUKA. DTH METOABI MOTYT OBITH TIPAME-
HCHBI M B OTHOIIICHUH THATHOCTHKY 1 I depentm-
QJIbHOM MarHoCTUKU pasinuyHblx Tunos C. beuio
nokasaHo, yto OosbHbie CJ/I 1-ro ¥ 2-ro THUIOB
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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

Ceiyac nonyvaet MHCYNuH MU Tabnetku

Time to insulin treatment (if currently © Not currently treated with insulinCeif4ac He nonyvaet uHcynuH

treated with insulin) O Within 6 months of diagnosis B npegenax 6 mecsaues OT ycTaHOBNEHWs AnarHosa
AnuTenbHOCTb MHCynuHoTepanuu(ecnu O Over 6 months afler diagnosis Bonee 6 MecsLEB OT YCTAHOBNEHWA AMarHo3a
ceifuac nonyyaeT MHCYNNH)

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

HbA1c mmol/mol

Current Age (years) [ 13
TeKyLuMit BopacT

Parent affected with diabetes @®Yes ONo

[unabet y poauteneii

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

O Renal cysts [oYeyHble 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 Tsx&noe oXuperue ¢ ApyruMn CMHAPOManbHbIMKU OCOBEHHOCTAMM

Other

Puc. 3. Kanekymnsarop BepostHoct MODY [48]

N i48
MODY Results

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

115.5'/. (a1 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

insulin within the first 6 months.
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. Pe3ynbrarsl pacueToB KaibKynsTopa [48]

umeroT 6onee 60 3HAYNMBIX ASPMATOITH(UUCCKUX
pa3IuuMii, a Ha OCHOBAaHUU 15 M3 HUX MOXKHO TIOYTH
HaBEPHSKA I[IOCTaBUTh IPABUIbHBIN JMAarHO3 W
TMIpe/cKa3arh, Kakol THIl quadeTa pa3oBheTCs Y KOH-

KpeTHoro 4enoseka [12]. LleHHOCTh JaHHOTO MeETo-
Jia Oblia MOATBEPKAEHA U 32 PyOekoM, Iie HUCIONb-
30BaJIM aHAIM3 HE LIEJOH PyKH, a JIMIIb OTIEYaTKOB
TIAJTBIIEB, BBISBIISISI ACHMMETPHIO MX pucyHka [40].
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SAK/TIOYEHNE

Hapsity ¢ Ooumbmioii pacnpocTpaHEHHOCTHIO
CI 1-ro Tuna cpenu nereit HabmronaeTcst HapacTa-
Hue vactorel HAU® nuabera mo Bcemy MUpY.
JlanHas mpoOnema TpeOyeT BHHUMAHUS B CBSI3U C
PaHHUMH M TSXKEIBIMH OCIOKHEHHUAMH Jguabera,
Takumu Kak AL, Hedponarus, KeToauua03 U Apy-
rumu. HekoTopble M3 HUX BCTPEYAIOTCS TOpaslio
yamie, ueM nipu CJI 1-ro tuma.

Kpome noxka3zareneii mmkeMun, IMKHPOBAHHO-
ro TeMOIVIO0MHA U HEKOTOPBIX JIPYI'MX KPUTEpPUEB,
CYIIECTBYIOT 0COOCHHOCTH, TO3BOJISIONINE 3aII010-
3puth HAM®. OHr MOTYT OBITH YCIIOBHO pasfelie-
HBbI HA aHAMHECTUYECKHUE (BBICOKAs M HU3Kas Macca
Telna MPH POXKACHUH, OOJE3HH MaTepH, TPYIHOE
BCKapMJIBaHHE Marepblo ¢ 1uabeToM), reHeTHYe-
CKHE€ W HaCIle[ICTBEHHbIC, SHAOKPUHHBIC Hapylle-
Hus (taxue kak Ox, CIIKS y nesouek, IIIIP y
MaJBYMKOB) U COIUANIbHBIE (TACCUBHOE KypEHUE).
BaxkHo npu nocTaHOBKE AMAarHo3a OPUEHTUPOBATh-
Csl HE TOJIbKO Ha KJIMHUYECKYIO KapTHHY U BO3pPacT
pebeHKa, HO M Ha BBIIICTIEPEYHUCIICHHBIE (DaKTOPHI.

Ha pansblif MOMEHT Takke pa3pabaTbIBaOTCS
BO3MOXKHBIC MCTO/BI TU(PEpPeHIIATBHON IUATHO-
CTHKH C aHATTM30M 0COOBIX MMOKa3aTesel, TAKUX KaKk
anonumnonporenH M (nuddepeHnuansHas AuarHo-
cruka CJ] 1-ro Tuma u MODY), aqunoHekTvH, 4a-
CTOTa JUCIUMUAEMUYECKUX HAPYLICHUH U IPYTUx
(muddepentmanpuast quarnoctuka CJI 1-ro u 2-ro
TtunoB). OOHUM W3 BaXKHBIX HalpaBieHUHA B Aua-
THOCTHKe W AuddepeHInaNibHOW JHMarHOCTHKE
nmrabera ceiyac SBISETCS TCHETHYECKOE TECTHUPO-
Banue. Bee Bunpl C/l mmeror Gosiee niim MeHee J10-
croBepuble Mapképbl B JIHK, kpyr xoropsix
HENpPEepbIBHO pacmupsiercs. X MOXHO M HYXHO
HCI0JIb30BaTh B AuarHoctuke C/I.

ManooCBeIeHHbIM, HO 1I0BOJBHO MEPCIIEKTHB-
HBbIM HalpaBjeHUEM B AMAarHOCTHKe auabera Tak-
e SIBIIIETCS IepMaToTTu(pUKa. YCTaHOBICHBI J10-
CTaTOYHO JIOCTOBEpPHBIE KPUTEPUU MpPerpacroio-
KEHHOCTH K ToW wim uHON dopme CJI, uyTo maer
OCHOBAHHS CJIEJIaTh TPEIOJI0KECHHUE O €€ MOJIb3e
B KIIMHUYECKOH IMarHOCTHUKE B Onmkaiiimem Oyy-
[IeM KaK HeJIOPOroro M JIOCTYIHOTO METO/a.

Jns TouHOW AMArHOCTUKU U CBOEBPEMEHHOTO
Hayana ajaekBaTHoil Tepanuu HAU®D y nerteit u
MOJPOCTKOB HEOOXOIUMO COXPaHATh HACTOPOIKEH-
HOCTh B oTHomeHuH CJ[ 2-ro tuma m MODY B
JTAaHHOM BO3PACTHOM KaTeropuu.
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