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CIIUCOK COKPAILIEHUI

AT — antuTena

I'KC — ri1ioKOKOpTHKOCTEPOUIBI

I'CJ] — recTaiyioHHBII caXxapHbIi 1uadeT

NP — mHCYNMMHOPE3UCTEHTHOCTh

WUT — uncynuHOTEpanys

[I'TT — nepopanbHBI TIIIOKO30TOIEPAHTHBIA TECT

CJI — caxapHslii quader

CJI1 — caxapHblii quabet 1-ro Tumna

CJ12 — caxapuslit n1uabet 2-ro TUmIa

LADA — Latent Autoimmune Diabetes of Adult (JlaTeHTHBIM ayTOUMMYH-
HBIM T1a0eTOM)

GAD65 — rmyramaraekapOokcuiasa

MODY — maturity onset diabetes of the young (mmaber 3penoro Tuma y
MOJIO/IBIX)

Hb, , — IIMKHpOBaHHBIH reMOrIOOHH

MOTHUBAIIMOHHASI XAPAKTEPUCTHUKA TEMBbI

Oo01iee Bpemst 3aHATHSA: 7 4.

B mupe ormeuaercs pocT pacrpocTpaHeHHOCTH u 3aboneBaemoctu CJI.
AKTyanbHOCTh U3MEHEHHS NOAX00B K Kinaccudukauu CII o0ycnoBneHa MHOTO-
o0pa3ueM KIMHUYECKHX MPOSBICHUN U HEOOXOOUMOCTHIO 1u((hepeHIIMPOBaHHO-
ro BBIOOpA TaKTUKY JiedyeHUsI. PaHHAS IMarHOCTHKA M CBOEBPEMEHHOE HA4yajlo Te-
parnuy No3BOJISET YIyUIINTh IIPOTHO3 Y OOJIBHBIX 1MAa0ETOM M OTCPOYHUTH Pa3BUTHE
KaK MO3/JHUX OCJIOKHEHUH, TaK U yrpOKaroIUX KHU3HU COCTOSTHUH.

Heas 3anaTHsA: N3yuynTh 00HOBIEHHYIO Kiaccugukanuto CI (BO3 2019 r)
Y COBPEMEHHbIE KPUTEPHH IUATHOCTHKH PA3INIHBIX TUIIOB IAHHOTO 3a001eBaHusl.

3apauu 3aHATHS

1. U3yuuts knaccuduranuio CII (BO3 2019 ).

2. OCBOUTH OCHOBHBIE KPUTEPHH JUATHOCTUKH Pa3uuHbIX TUIOB C/I.

3. YMeTh 000CHOBBIBaTh KJIMHUYECKHH JHATHO3 B COOTBETCTBHUHU C COBpE-
MEHHOH KJ1accUpUKaUeH.



BBEJEHUE

CJI no ouenkam BcemupHoll opranusanuu 3apasooxpanenus (BO3) 3anu-
MaeT MepBOe MECTO M0 PaCcIpPOCTPAHEHHOCTH Cpeld HEUH(EKIIMOHHOW MAaTOIOTHH
U siBigeTcs 3a00JeBaHUEM, KOTOPOE XapaKTEepPHU3yeTCs NPOTPECCUBHBIM POCTOM
KOJIMYECTBA MAIIMEHTOB U HETaTHBHBIM BIIMSHUEM Ha Ka4€CTBO W MPOIOJIKUTEIb-
HOCTb KHU3HH.

CJ1, mo mHenuto 3kcrieproB BO3, 3aHnMaeT 1-e MecTo cpenu 3abosieBaHui,
TPUBOISIINX K WHBAIHIHOCTH, U 4-¢ — K cMepTtHOCTH. [lanmenTst ¢ CI B 2-3
pa3za yaie yMUparoT oT OoJIe3Hel cep/ia 1 MHCYIBTOB, TepsIoT 3peHue B 10 pa3
yaile, YeM OcTajibHOe HaceneHue. B utore 6onee 10 % pacxonoB Ha 31paBooxpa-
HeHue 3arpaunBaercs Ha CJI.

Tennenuuu, kotopele peructpupyrorcs B Pecnyonuke benapycs, He oTiu-
4yarTcs OoT 00IeMHpoBbIX. COIIaCHO MaHHBIM HAIMOHAIBLHOTO PETrHUCTpa, pac-
npocTpaHeHHOCTh o0cHOBHBIX TUTOB CJ] Bo3pocna mns CH1 ¢ 110,55 no 188,37
caydaeB Ha 100 000 wenosex u must C/I 2 Tuma ¢ 995,65 no 3331,9 wa 100 000
yenosek B nepuog ¢ 2009 r. no 2019 r. IIpu 3ToM cpenHuUil BO3pacT Ha MOMEHT
cmeptu ipu C/I1 B 2019 1. cocraBun 55,6 ner. B Pecriy6nuke benapych Ha Hadano
2020 r. cocrosuto o HadmonenueM 352 538 manmentos ¢ C/I, u3 Hux 18 110 ¢
CI1, B T. 4. 2438 nereid.

B Ttoxe Bpems, onpenenenne CJI kak CHHIpOMa XpPOHUYECKOW THMIEpPIVIH-
KEMHH, TI0/Ipa3yMeBaeT MOTCHIMAIbHOE POJIb PA3IMYHBIX ITHOJOTMYECKUX (hakK-
TOPOB, BBI3BIBAIOIIUX PAa3BUTHE MATOJIOTUH. J[MarHOCTUYECKHE KPUTEPHH, OIpe-
nensirorux Hannuue CJI u apyrux Hapymenuit rukemuu (BO3, 1999-2013 rr)
rpuBeeHsl B Tabi. 1 [2].

Tabnuya 1
JlnarHocTuyeckue KpUTEPUH CAXapHOro AuadeTa U JPYruX HapyWIeHHi ININKeMUHU
Ioka3zareanb Hopma Ipennader CA

Iukemust, | HAaTOMIAK, <5,6 >56<6,1 >6,1
MMOJIB/I | leNbHAs KaMILIApHas HapylIeHHas TTTMKEMHS HaTOIIAK

KpOBb

HaTOIIaK, <6,1 >6,1<7,0 >7,0

1a3Ma BEHO3HOH KPOBH HapylIeHHas TTIMKEMHS HATOIIAK

yepes 2 4 Mociie Harpy3Ku <78 >78<11,1 > 11,1

75 T DII0KO3BI (LleIbHAS HapyllEHHasl TOJIEPAaHTHOCTb K

KalUBIpHasi KPOBb, IIa3Ma IJIIOKO3€

BEHO3HOH KPOBH)
Hb,,,% |uensnas kposb <57 >5,7<6,5 >6,5

IIpeoouadbem — TepMuH, KOTOPBIM HCIIONB3YyEeTCSI B OTHOIICHNUH JIHII, yPO-
BEHb INIIOKO3bI B KPOBU KOTOPBIX HE cOOTBeTCTBYeT KpurepusMm CJI, ogHako siB-

4
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JISIeTCS CIMIIKOM BBICOKMM, YTOOBI CUUTATHCS HOpMaIbHbIM. CUHTAETCS, 4TO Ma-
IIMEHT UMeeT MpeaauadeT, €Cil y HEero BBISABISIIOT HapYIICHHS YPOBHS IVTIOKO3EI
B KPOBM HATOIIAK, MO0 HapyIIEHHUs TOJEPAHTHOCTH K IVIIOKO3€, JIMOO ypOBEHb
DIMKO3MIMPOBaHHOro reMorioouna (Hb, , ) B nuanasone 5,7-6,4 %. Crout nonu-
MarTb, YTO NMpeIaradeT pacCMaTpUBAIOT HE KaK COOCTBEHHO HO30JIOTHYECKYIO €11~
HHILY, @ CKOpee KaK MPU3HAK IOBBIILIEHHOTo pucka pa3sutus Cll u cepaedHo-co-
CyIUCThIX 3aboneBaHuidl. OTMEUaeTCs, YTO MpeAaradeT TakKe acCOUUUPYETCs C
oxupeHneM (0COOEHHO aOJOMHHAIBHBIM HIIH BUCIICPAIILHBIM), TUCIUITHICMHUCH,
MOBBIIIEHHBIM YPOBHEM TPUIIMLEPUIOB U ITOHWKEHHBIM YPOBHEM XOJIECTEPHHA,
JUTIONIPOTENHOB BHICOKOW TUIOTHOCTH B KPOBH, apTEPUATILHON THIIEPTEH3HEH.

[ToaroToBka TaHHOTO Y4€OHO-METOINYECKOTr0 T0COOUS COBIajIa 110 BpEMEHU
C 3aBEpLIAIOIINM 3TAllOM MOATOTOBKH pabouell IPymIol HAIMOHAIBHBIX MPOTO-
KOJIOB inarHocTuku U nedenus CJI, pabouas Bepcusi KOTOPBIX AOCTYIHA HA caii-
Te PecrnyOIMKaHCKOTO IIEHTpa MEIUIMHCKON peaOuIuTaluu U 0aJbHEONCUCHNUS,
[I03TOMY TP YKa3aHUU JUArHOCTHYECKUX KPUTEPHEB HCIOJIb30BaHA yKa3aHHAs
Bepcus. CornacHo o0EenpuHATHIM oxxoaamM, nuarto3 CJ] ycraHaBiuBaeTcs Ha
OCHOBAHUH COYETAHMUS JIFOOBIX JIBYX JIAOOPATOPHBIX ITOKa3arTelieil, COOTBETCTBYIO-
X guarHoctudeckuM kputepusim CJ1:

— DJIIOKO3a KPOBU HATOWIAK (/1Ba aHAJIM3a, BHINIOJIHEHHbBIE B Pa3HbIE JTHH);

— DIIIOKO3a KPOBH HATOIIAK M Yepe3 2 U MOCJIe HATPY3KHU 75 T TIIIOKO3HI;

— DI0Ko3a KpoBu Hartomak u Hb, |

— TIIIOKO3a KPOBH B Ccliy4ailHOM aHanu3e Oosiee 11,1 MMOJIB/IT U HAJIMYKU
KJIACCHYECKUX CUMITOMOB THUIIEPIIIMKEMUHN WJIHM JIETUApaTallMy 1 KaTaboau3ma.

[Tpu BBIABICHUH TMIIEPIIIMKEMHH Ha (OHE KPUTHUIECKOTO COCTOSHUS, 00y-
CJIOBJICHHOTO Pa3JIMYHBIMH MHTEPKYPPEHTHBIMH 3a00J1eBaHUSIMHU (MH(PAPKT MHO-
Kapza, 0CTpOoe HapyLIeHHe MO3r0BOT0 KPOBOOOpaIieH!s, 00JIbIIOE XUPYPTUIECKOE
BMEIIATEIbCTBO U T. J1.), HeoOxoaumMo auddepeHIpoBaTh CTPECCOBYIO THIIEPITIH-
KEMHIO (THIEPIIIMKEMHUs] KPUTHYECKOTO COCTOSIHMSI), BriepBbie BbIsiBIeHHBIH CI 1
nexomrieHcanuto CI, nuarHocTupoBaHHOTO paHee. J[is ycTaHOBIIeHUS THarHosa B
Cllydyae BIEPBBIEC BBIABICHHONW MMIICPIIIMKEMHIH MPU 3KCTPEHHOM TOCHHUTAIN3aLNH
AIs 9TOM 1enu HeoOxoaumo ouenuts Hb, | . Vposens Hb,, > 6,5 % ceunerens-
ctByet o Hammuuu CJI.

Jlns Bp1OOpa TaKTUKHU JIEYEHUS BA)KHO MOHUMAHUE 3THOJIOTHU 3a00JIeBaHUS.
Tpaguunonno CJI paznmensiercs Ha nBa ocHOBHBIX THa: CJI u C/]2. Ouu pas-
JIMYAJIKCH BO3PAacTOM MaHH(pecTauun 3a00JeBaHus, HAIMYUEM UM OTCYTCTBHEM
OXKHPEHHUS, CTETICHBIO MOTepH (DYHKIUU B-KIETOK, HaTMunueM nposieieHuii UP, BbI-
PaXXEHHOCTBIO ayToarpeccuul (Hajauuue nuabeT-acCOIMUPOBAHHBIX ayTOAHTHUTEIN)
U MOTPEOHOCTHIO B BBEACHUN MHCYAMHA IJIsl BEDKMBaHMA. OIHAKO KIMHUYECKUE
HaOJIONCHUS CBUIETENLCTBYIOT O CYIIECTBOBAHUU «IIPOMEXYTOYHBIX» Gopm C/I,
KOTOpBIE HE MOTYT C BBICOKOH cTerneHbio ToUHOCTH oTHeceHs! K CJ[1 mmu CJ12.



B 80-¢e rr. npouutoro Beka BO3 npeanoxuia nepByro IIMPOKO U3BECTHYIO U
HPUHATYIO BO BCEM MHUpE 3THOJIOrH4ecKylo Kinaccuduxarro CJI, kotopas nepuo-
JIUYECKU U3MEHSETCS.

AMepHKaHCKas OHa0ETONOrHYecKasl acConuanys B TeYEHHE MHOTHX JIeT
xnaccuuuupyer CJI Ha 4 Tuna:

— I-v1ti mun — ayroummyHHblit CJ], 00ycIIOBICHHBIH AecTpyKIUen [-Kie-
TOK U TPOSBIISIIOLIMICS a0COTIOTHBIM 1€ (DUIIITOM HHCYIIVHA,

— 2-ou mun — CJ1, conmpoBOXKAAIOMNNCS HEaJeKBaTHON CeKpeIueit HHCYIH-
Ha [-KJIeTKaMH, B OCHOBE KOTOpoH Jiexur UP;

— eecmayuonnwiii C/{— CJI, imarnocTupyemslii Bo 2-0M Win 3-€M TpUMECTpe
0OepeMEeHHOCTH IPU OTCYTCTBHH J1I0CTOBEpHbIX NposiBienuii CJ no 6epemeHHoOCTH;

— cneyuguueckuit mun C/], xmtodatrornid CJI, BEI3BaHHBIA JIPYTUMU TIPH-
ynHaMu (B T. 4. MoHoreHHbId CJ1 1 np.): C/I, BbI3BaHHBII NATONOTUEH 3K30KPHH-
HOH 4acTH NOKEITyA0YHON jkeJe3bl (TAaHKPEaTHT U MYKOBHCIIMIIO3); JIEKAPCTBEH-
Ho-uHAyuupoBansbiii CJ (Bkmrouast ucnonszoBanue ['’KC u nedenue no nosoay
BUY\CIIN /[ u opraHHO# TpaHCIUIAaHTALIUH).

B nocnenHue roapl Mpo3Bydaiy MPU3bIBEI IEPECMOTPETh 1 OOHOBUTH CUCTE-
My kinaccupukanun CJI, T. K. MHOTHE NalMEeHTH HE COOTBETCTBOBAIH HU OTHOMY
u3 tunoB CJI. Oto kacaercs LADA, ciopusix nposisnenuid C/11 u CI2.

AKTyanbHOCTh M3MEHEHHs MoAxonoB K kiaccudpukaumu CJI oOycrorieHa
MHOTro00pa3rueM KJIMHUYECKHUX NpOSBICHUI 3a00JieBaHUs XPOHUYECKOW TUIepr-
JUKEMHUHU ¥ He00X0AUMOCThIO A hepeHIIpOBaHHOTO BHIOOPA TAKTHKH JICUCHNSI.
IIpuunHel, onpeaensone HeoOX0AUMOCTh UCIOIB30BaHHS HOBBIX KJIacCHU(HKa-
IIMOHHBIX IIOIXO/I0B, BKJIIOYAIOT:

— yMmeHblenue paznuuuil B ¢penorunax C/JA1 u C/[2 no mepe yBenuueHus
PacnpoCTpaHEHHOCTH OXKHPEHUS B IETCKOM U MOJIOZIOM BO3PAcTe;

— BoisaBienue CJ{1 B 3pesioM Bo3pacte, B T. 4. IPU aCCOLMAINHU C PA3ITUYHBI-
MH ayTOUMMYHHBIMH 3200JI€BaHUSIMH;

— pa3paboTku B 001aCTH MOJIEKY/ISIPHON T'€HETHKH, KOTOPBIE TIO3BOJISIIOT BbI-
SBISITH MOHOTeHHBIE hopmbl CJI, onpenensomye HapylieHne PyHKIHH B-KISTOK
WJIM YYBCTBUTEJILHOCTH K MHCYJIUHY H Jp.

B 2018 . Ahlqvist, E. 1 coaBT. ony01MKOBaIH pe3ynbTaThl MPOBEICHHOTO B
CkannunaBckux crpanax (LIBeuws, PUHISAHANS) UCCICIOBAHUS TAHHBIX Ooyee
10 000 mamenToB ctapie 18 net. Ha ocHoBaHuyM ananm3a Bo3pacTa MpH yCTaHOB-
JICHWW JIMarHo3a, MHJEKCa Macchl Tena, ypoBHeid Hb a1e» GHTHTEI K GADG65 u np.
nuaber-accolmupoBaHHbIX AT, OleHKH (QYHKIMHM [-KJIETOK H PE3MCTEHTHOCTH
K UHCYIUHY, T€HOTUIMpOBaHus, Oblu auddepeHnupoBansl 5 kinacrepos CJI2.
CornacHO JaHHBIM NPUBEACHHOTO aHanm3a u3 93,6 % mammentoB mvenn CJI2,
BKJIIOYAIOIIETO:

— kaacmep 1. «Tsxenvlii ayrouMMmyHHbI auaber» (SAID — severe
autoimmune diabetes);

14. IlpoTnBONOKAa3aHHUs JJI5 NPOBeJeHHs CTAHAAPTHOIO NMEPOPATLHOIO TeCTa
TOJICPAHTHOCTH K IIIOKO3€:

a) TTIOZ03pEHNE HAa THPEOTOKCHKO3;

6) manudecranus C/;

B) MOJ03PEHNE HAa HATMYHE HecaxapHOro quabera;

I') HEOTJIOXKHBIE COCTOSIHUSL, TPAaBMbI, OCTPBIE 3a00JICBaHUS;

JI) OTIepaTHBHBIC BMEIIATENbCTBA;

€) KpPaTKOBPEMEHHBII IPUEM JIEKAPCTBEHHBIX CPEACTB, IOBBILAIOIIUX YPO-
BEHb ITIUKEMHH.

OtBerbl: 1 —a;2—B;3—a,0,e;4—a,B,e;5—a 1,6 —1;,7—T3
8—0,8,9—8B,1;10—6,1;11 —1;12—1;13—a,r; 14 —0, 1, 1, €.



9. YpoBeHb IlIMKeMUH, IPU KOTOPOii BbIcTaBasieTcst auaruo3 CJ0:

a) IMKUPOBaHHKIHM remorioouH 6onee 6,0 %;

0) ypOoBEeHb INIMKEMHUH HaToIak conee 7,0 MMomb/ (1ieTbHAsT KanMIUIApHAS)
niu 6osee 8,0 MMOIIB/IT (T11a3Ma BEHO3HOW KPOBH);

B) yPOBEHb DNIMKEMHHU HaTomak oosiee 6,1 MMoOIb/I (LieTbHAST KANWIUIAPHAS)
niu 6osee 7,0 MMOJIB/IT (T171a3Ma BEHO3HOW KPOBH);

I') MOCTHPaHJHAITBHOE MOBBIIICHNE YPOBHS INIMKEMHU OOJIBIIE WM PAaBEH
11,1 MmMomw/m;

1) HOCTIIPAaHANAIBHOE OBBIIIEHHE YPOBHS INIMKEMHH BhIIIE 7,8 MMOJIB/II.

10. YpoBeHb IIMKeMMH, IPH KOTOPOM BBLICTABJsSIETCS JAMArHO3 HapylleHHe
TOJIEPAHTHOCTH K LJIIOKO3€:

a) ypOBEHb IIMKEMHUHU Harolak Oonee 6,1 MMonb/n (LenbHas KanuuisspHas
KpoBb) 1 6onee 7,0 MMoutb/11 (T1a3Ma BEHO3HOM KPOBH);

0) ypOoBEHb TIIMKEMHHU HATOLIAK MeHee 6,1 MMOIb/I (LieNibHas KaluuIsipHas
KpoBb) uii MeHee 7,0 MMoIIb/J1 (T1a3Ma BEHO3HOM KPOBH);

B) IMKUPOBAaHHBIH reMorIoouH 6onee 6,5 %;

T) "yepe3 2 4 mocje NPOBENeHNUS IEPOPATHHOTO TECTa TOJEPAHTHOCTH K TITIO-
KO3€ YPOBEHb INIMKEMHUH OoJiee Wi paBeH 7,8 MMounb/i, HO MeHee 11,1 MMoub/i;

) 4epes 2 4 mocje NpoBeCHNUsI IEPOPATEHOTO TECTa TOICPAHTHOCTH K TITIO-
KO3€ YPOBEHb IMIMKEMUH MEHEE WK paBeH 7,8 MMoJIb/1, HO Gosee 11,1 MMoub/m.

11. TnuKHpPOBaHHBI reMOrJI00UH O0TpazkaeT komneHncanuw CJ:
a) Ha CCTOMHSIIHUI IeHb (CYTKH);
6) peTPOCIEKTUBHO 3a NpeAbLIyue 24 u;
B) PETPOCTIIEKTHBHO 3a Ipeasiayme 20 qHei;
I') pETPOCIEKTHBHO 3a IpeabLymue 60 qHei;
1) pETPOCIIEKTHBHO 3a npeabiayme 120 aHei.

12. C xakoii Hes1b10 onpeae/sercs yposeHb C-nentujia npu caxapHom quabere:
a) s nuddepenmanbaoit quarnoctuku CJI1 ot apyrux tunos CJI;
6) nis nuddepennnansroii quarnoctuku C/A1 or I'C/l;
B) st nuddepenunansHor nuarnoctuku CA2 or I'C/;
r) aus ntuddepenunansHon quarnoctuku C/1 ot CA2;
) s auddepentranbroit quarnoctiuku CJI2 ot apyrux tunos C.

13. IeneBble kputepuu komnencanuu CJ[ y B3poc/bIX OCHOBBIBAKOTCS Ha
onpenenenud ypossi Hb | u 3aBucar or:

a) Bo3pacTa ManyeHTa;

0) Beca MmanueHTa;

B) anutenbHOCTH 3a0oneBanus CJI;

I') 0KHJAEMOM MPOIOIKUTEILHOCTH KU3HH U HATMYKS COITyTCTBYIOIIEH ma-
Tosioruu u ocnoxkuennit CJ1;

1) CTaInK XPOHUYECKOH OOJIE3HHU TTOUeK.
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— knacmep 2: «Tspxenslil nHCynuH-geuunTHEIE nuadet» (SIDD — severe
insulin-deficient diabetes);

— knacmep 3: «Tspkenblid ”HCYNUHOpe3UCTeHTHBIH 1uaber» (SIRD — severe
insulin-resistant diabetes);

— knacmep 4: «YMepeHHbI auabet, cBA3aHHBIN ¢ oxupeHuem» (MOD —
mild obesity-related diabetes);

— xnacmep 5: «YMmepeHHbI BospacTHOU nuaber» (MARD — mild age-
related diabetes).

IpennoxenHas kaccupUKays MOXKET IOMOYb UIEHTU(DUIMPOBATh MAlIUECH-
TOB C MOBBIIIEHHBIM PUCKOM OCIIOKHEHHUH U BBISIBUTH HOBBIC ACTICKTHI B IIOHIMaHUH
narorexesa 6onesnu. Mccnenosarenu He npeanaratoT U30aBUThCS OT ycTosiBLIeics
TepMHUHOJNOTUH U Kiaccudukanuu TunoB C/I. JlaHHBII MOAX0M HE MOXKET OBITh HC-
II0JIb30BAH B PEalbHOM KIMHUYECKOH MpaKTUKE, T. K. Bpauu NEPBUYHOIO 3BEHA HE
HMEFOT BO3MOKHOCTH HCIIONTb30BAHHS BCEX NEPEUHCIICHHBIX HCCIEOBaHIH.

Haxonnenue HoBbIX AaHHBIX 0 CJI mpuseno k Tomy, uro B 2019 r. BO3 06-
HoBHIA K1accudukanuro CJI, koTopas, Kak u paHee, HIOCTPOEHa 110 3THONIAaTOTeHe-
THUYECKOMY IpUHLUIY. II0CKONbKY XpOHUUYECKas FMIEPIIIUKEMUS SIBJIAETCS OIpe-
JEJSIONIM 00muM Mpu3HakoM Beex THHoB CJI, pasnuuns B IPHYIMHAX Pa3BUTHA
3a00J1€BaHNs] U OCHOBHBIE IATOTE€HETUYECKUE MEXAHU3MbI €10 IIPOrpeECCUPOBAHUS
B HJeane JOIKHBI ONpPEeAeNsAThCSA IOCPEACTBOM OIpeNeNeHHs IPU3HAKOB, CIIe-
HU(UYHBIX U UCKIIOYUTEIbHBIX 11 3Toro Tina CJI, uto no3sonut auddepeHu-
POBAHHO OMpPENENATh TeueOHy0 TaKTHKy. Kpome Toro, cucTeMy KinaccHUKAINU
MOXKHO IIUPOKO MCHOJIB30BaTh JUI IPOBEACHUS SMUIEMHOIOIMYECKUX HCCIIEN0-
BaHUH M HAayYHBIX pa3pabOTOK, HANPABICHHBIX HAa M3yYEHHE JTHOMATOTCHE3a M
pa3pabOTKy MPEBEHTUBHBIX TEXHOJIOTUI.

[pennoxennass BO3 B 2019 r. onmumusuposannas kiaccugurxayusi 0OCHO-
BaHa Ha BO3MOXKHOCTU quddepennupoBanus Tunos C/I B peabHOI KIMHUYECKOR
HPaKTHKE U JAOCTYTHOCTH JUIS Bpadel IMepBUYHOTO 3B€Ha MEAUIIMHCKON TTOMOIIIH.
Jannas knaccudukanus, KOTopas OCHOBaHa Ha IMIPOCTBIX U JIETKO JOCTYIHBIX KIIH-
HUYECKHX MapaMeTpax IJIsl ONpe/eNIeHNs OCHOBHBIX, HAanOoIee YacTo BCTPEedaro-
muxcs noarunos CJ/I, mpencrasiena B Tadm. 2.

Tabnuya 2
Kaaceudukauus CJ1 (BO3, 2019 )

Tun CJI XapakTepucTuka 3a60J1eBaHUS
VmmyHOOMoCcpenoBanubiid CJT

C npeuMyIecTBeHHONH HHCYTHHOPE3UCTEHTHOCTBIO U OTHOCUTEIBHOM
HMHCYIUHOBOH HEJJOCTaTOYHOCTBIO

I'ubpunabIe MenieHHO pa3BHBAIONIHICS UMMYHOOIIOcpenoBaHHBINH CJI;

dhopmeI CJ12, cKIIOHHBIH B KETO3y
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Oxonuanue maon. 1

Tun CJI XapakTepucTHKA 3a00J1eBaHUS
Jlpyrue cnenudu- | — MOHOTEHHBIE Ie(EeKTHI, 00yCIOBIMBAIOIINE HAPyLIEHNE (QYyHKIINH
YeCKHE THITBI B-xneTok;
— MOHOTEHHBIE Te(EKTHI, 00yCIOBINBAIOININE HAPYIICHHE IeHCTBHA
WHCYIIMHA;
— 6OJIe3HN SK30KPHHHOM YaCTH HOIKEITYIOUHON JKENIe3bl;
SHIOKPHHOIATHH;
— C/1, vHAYIMpOBaHHBIN JIEKapCTBEHHBIMH IIpeTIapaTaMy 1 XMMHUKaTaMHu;
— C1, vHAynMpOBaHHBII HHQEKIHAMHE;
— HeoObIYHbIe (peaKue) GOpMBI HHCYITHH-OIIOCPETOBAaHHOTO THabeTa;
— JIpyTHe TeHeTHIeCKHe CHHAPOMBI, codeTaronmecs ¢ CJ1
Hexnaccuduuunposanssie hopmsl guadeTa
I'mmeprimkemus, | CJl, BiepBbIe BBIABICHHBIN TPH OEPEMEHHOCTH;
BrepBele BeIsiB- | ['C/I
JIEHHAs! BO BPEMS
OEepeMEeHHOCTH

CAXAPHBIN TUABET 1-I'0 TUIIA

B nocnennue pecstuneTus orMedaercs npupoct 3aboneBaemoctu CI1 B
nerckoM Bo3pacte Ha 3—4 %. Hecmotps Ha 1o uTo aToT TUN CJ] MHOTHE TOABI HA-
3BIBACTCS «IETCKUM I FOHOIIIECKUMY, TAHHBIE O [I00aNbHBIX TeHACHIIHAX B pac-
npocTpaHeHHoCTH U 3aboneBaemMocT CJI1, TOCTyNHBIC U3 HCCIIEAOBATEILCKOTO
npoexra buobanka BenukoOpuraHuu, CBUIETENLCTBYIOT O TOM, 4TO 42 % cilydaeB
C/11 Bozuukmu B Bozpacte nociue 30 et (4 % ot Bcex cayqaeB C1).

Ot 70 % 1o 90 % nroneit ¢ C/I1 npu quarHOCTHKE UMEIOT JJOKa3aTeIbCTBA
MMMYHOOIIOCPEIOBaHHOTO Tporiecca — Hanuuue AT k aHTHreHam B-kietok: AT
x uHcynuHy (IAA), k GADG6S5, Tupo3undocdaraza-nogodHomy 6enxy (IA-2A), x
[UTOIJIA3MATHYECKUM aHTUTeHaM OCTPOBKOBBIX Ki1eTOK (ICA) u k TpaHCOpTepam
nuHka — ZnT8. VMeeTcs cuiibHAs accoluanus 3a00eBaHus ¢ TeHAMU TJIAaBHOTO
komruiekca rucrocopmectumoctu (HLA) B obnmactu DQA, DQB.

Krnaccuyeckuit Bapuant aedrora C/I1 xapakTtepu3yercsi OCTPhIM HAYajoM C
pa3sBUTHEM NONUYPHH, TOTUIMUIICHH, KaXKAbl. OTMEUaeTCs 3HAUNTEIFHOE CHIDKE-
HHe Macch Tena. COCTOSHHE ManueHTa OBICTPO yXyAIIaeTCs, Pa3BUBACTCS AIeTO-
Hypus. OTCyTCTBHE CBOEBPEMEHHOTO Ha3HAUCHUS! MHCYAMHA MOXKET MPUBECTH K
Pa3BUTHIO KETOALUAOTHUECKON KOMBI, TSDKEIIOMY COCTOSIHUIO IallMEeHTa. Y AeTeit
yKe K KOHILy IIepBOTO rofa 3a00JeBaHMs OCTaTOUHAsI CEKPEIHs [3-KJICTOK MPaKTH-
YECKU OTCYTCTBYET.

[Tpu pa3BuTHK 3a00€BaHuUs B BO3pacTe cTapiie 25 et MaHudecTanus 3a00-
JICBaHHSI MOXKET OBITh HE CTOJIb CTPEMUTEIBHOM, a YXyANICHHE COCTOSIHUSI BILIOTh
JI0 Pa3BUTHS KETOAIMI03a MOXKET IPOUCXOINUTH Ha (hOHE CTpecca W MPUCOETH-
HEeHUS HHGEKIUH. JTO CBSA3aHO C TEM, YTO TeMIIBl ayTOMMMYHHOTO HOBPEKICHUS

3. Jas ycranoBaeHnusi auarsosa CJI1:
a) JOCTAaTOYHO BBISBICHHS XapaKTEPHOH CUMIITOMATUKH U THIICPTIIUNKSMUH;
0) HEOOXOJMMO OTIpelieNIeHe YPOBHS HHCYMHA U C-TienTu/a;
B) HEOOXOIMMO MPOBEACHHE TECTa Ha TONICPAHTHOCTD K ITFOKO3E;
T') IOCTaTOYHO BBISBICHUS INIIOKO3YPHH U KETOHYPHH;
1) JOCTaTOYHO BBISBICHHS TUIIEPIIINKEMUM;
€) HeoOXOIMMO OTpe/ICTICHNE YPOBHS INIMKUPOBAHHOTO T'eMOITIO0HHA.

4. las ycranoBaeHus: auaraosa CJI2:
a) OCTAaTOYHO BBISBICHHS XapaKTEPHOH CUMITOMATUKH U THIICPTIINKSMUH;
0) HEOOXOMMO OTIpe/ieNIeHIe YPOBHS MHCYMHA U C-mienTu/a;
B) HEOOXOIMMO MPOBEACHHE TECTa Ha TOICPAHTHOCTD K IJIFOKO3E;
T') IOCTaTOYHO BBISBICHUS INIIOKO3YPHH U KETOHYPHH;
1) JOCTaTOYHO BBISBICHHS TUIIEPIIINKEMUHY;
€) He0OX0IMMO OTpe/IeJICHNUE YPOBHS INIMKUPOBAHHOTO T'eMOITIO0OHHA.

5. I'mopuanbie popmbl CII (BO3 2019 r.) BK/IIOYAIOT:
a) ME/IJICHHO Pa3BHBAIOLIHICS HIMMYyHOONOCcpenoBaHHbIil CJI;
6) MODY-1, MODY-2;
B) nmankpearoreHHbiit CJI;
r) CII, MHAYLMPOBAaHHBIN JIEKAPCTBAMH,
1) CJ12, CKJIOHHBIH B KETO3Y.

6. XapakTtepubiMu 1 C/I2 KIMHHYECKMMHU NPOSIBJIEHUSIMH SIBJISIOTCH:

a) n30BITOK MacChl Tela;

0) N30BITOK MacChl TeJla B COUYETAHUH C apTepUalIbHON TUIIEPTEeH3UEH U auc-
JIMIUIECMHUCH;

B) apTepHajbHas THIEePTE3Us;

T') BCE BBIIIIE MIEPEYHUCIICHHOE;

1) neHULIUT Macchl Tena.

7. TpaagMuuOHHBII cpoK OepeMeHHOCTH Bepudukanuu recrannonnoro CJI:
a) 6—8 Henenb; B) 16—18 Henens; 1) 32-36 Henens.
0) 12—-16 nenens; r) 24-28 Henenb,

8. Inarno3 «CJ/I Bo BpeMsi GepeMeHHOCTH» CJieAyeT CTABUTH NMPH HAJIMYHUHM
O/THOTO WJIH HECKOJILKHX W3 MepPeYncIeHHbIX HUKe KPUTepHeB:

a) YpOBEHb MIIFOKO3BI IJ1a3MbI HATOLIAK > 6,1 MMOJIB/IT;

0) ypOBeHb IIIOKO3bI IIa3Mbl HaToUak > 7,0 MMOJIb/J;

B) YPOBEHb INIIOKO3BI IJIa3MBI Yepe3 1 4 mocie mpueMa BHYTPb IVIIOKO3HI B
mo3e 75 r > 11,1 MmMois/i;

') YPOBEHb IVIIOKO3BI IUIA3MBI Yepe3 2 4 mocje IpreMa BHYTPb IIIOKO3HI B
no3e 75 r > 11,1 Mmmois/i.
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Tabnuya 9

He.]'leBble MOKa3aTeJ M NMIMKEMHUYECKOr0 KOHTPOJISI IPH HENMPEPHIBHOM MOHUTOPHUHI €

(3,9-10,0 momns/m)

(< 3,9 monb/m;
< 3,0 mons/m — < 1 %)

[IHKeMHHU
Kareropust Bpems B nesieBomM Bpems Bpems
NAIMEeHTOB JHAana3oHe B T'HNOLTHKeMHH B FHNEPIINKEMHH

CIA1 u CI2 >70 % <4% <25%

(> 10,0 momb/1;
>13,9 MoIb/1 — <5 %)

CH1 u CI12 «xpyn-
KHX» MAlUCHTOB

>50 %
(3,9-10,0 monb/m)

< 1% (< 3,9 moib/m)

90 %
(>10,0momb/11 > 50 %;
>13 9mounn/n < 10 %)

CJI1 npu Gepemen-
HOCTH

>70 %
(3,5-7,8 moib/m)

<4%
(<3,5 monp/1 — < 4 %);
< 3,0 mons/m — < 1 %)

<25%
(> 7,8 momnb/m)

I'Cl u CA2 npu
OepeMEHHOCTH

> 85-90%
(3,5-7,8 moib/m)

<4%
(< 3,5 monb/m)

<10 %

(> 7,8moib/11)

3AK/IIOYEHHUE

OueBuaHO, 4TO0 coBpeMeHHas knaccudukanus CJI, npeanoxenHas BO3 B

2019 r., mocTpoeHa Ha NOTEHLUAIBHON OLIEHKE HOBBIX JaHHBIX 110 0COOCHHOCTSAM
pasButus u jedeHus: CJ u Oyzer mone3Ha B pealibHOW KJIMHUYECKOW MPAKTHKE.
JloTonHeHus 0 KPUTEPUSM JUArHOCTHKH M LIEJIEBbIM YPOBHIM KOHTPOJIS IVIMKE-
MHH MO3BOJIAT HE TOJILKO TOYHEE YCTaHABIMBATh JUArHO3, HO U IOOUBATHCSI ONTH-
MasbHOTO KOHTpoJst Hax CJ] ¢ 1enbio ydenuueHus Ka4ecTBa U MPOIOJKUTEIIbHO-
CTH KU3HH.

CAMOKOHTPOJIb YCBOEHUA TEMbI

1. C[I1 oGycaoBieH:

a) aOCOJTIOTHBIM J1Ie(DUIIUTOM MHCYJIMHA BCIIEICTBHE ayTOUMMYHHON THOen
B-x1eToK;

0) HapYLICHHEM YYBCTBUTEIBHOCTH EPHU(PEPHUSCKUX KIETOK K HHCYJIMHY;

B) aOCONIOTHBIM Ne(QUIMTOM HHCYJIMHA BCICICTBHUE HEKPO3a B-KIETOKIPH
MaHKPeaTH4eCKUX 3a00IeBaHMUSIX.

2. CA2 obycJioBieH:

a) aOCOJTIOTHBIM J1Ie(DUIIUTOM MHCYJIMHA BCIIEICTBHE ayTOMMMYHHON THOen
B-xeToK;

0) HapYLICHUEM YYBCTBUTEIBHOCTHU NEpH(PEPHUSCKUX KIETOK K HHCYJIHHY;

B) HapylICHHEM YYBCTBUTEIBHOCTH MEPH(PEPUISCKUX KICTOK K HHCYIUHY H
HapyIICHUSIMH PUTMa HHCYITUHOBOH CEKPEeLHH.
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[B-KJIETOK y B3pOCIBIX HECKOJNBKO MHBIE, OCTATOUHAsI CEKPELHs UHCYIHHA B Pse
ClIy4aeB COXpaHAeTCs JOCTATOYHO JOJITO, OHAKO B JabHEHIIEM CEeKpeLHs HHCY-
JIMHA MOCTETICHHO CHUYKACTCSl M Pa3BUBACTCS aOCONMIOTHBIN Ne(QUIIUT HHCYIHHA.

IMpu HeoOxomumMocTu U GepeHINANTBHON JAUATHOCTUKUA JUArHO3 MOAT-
BEPXKIACTCS CHYOKCHHBIM YPOBHEM CHIBOPOTOUHOTO C-MeNnTH/IA U BHISIBICHUEM I10-
BBILICHHBIX YPOBHEH 11a0eT-acCOMUPOBAHHEIX aHTUTeN. AT K aHTUTEHAM KJIETOK
MOKETYAOYHOM JKele3bl, JOCTYMHBIC K J1a00paTOpHOMY ONpPEIeTICHHUI0, BKIIIOYa-
10T: AT k GAD65, AT x tupozunpocdaraze (IA-2), AT Kk OCTPOBKOBBIM KJIETKaM
(ICA), AT x Tpancnoprepyuusnka 8 (ZnT8) u AT x uncynuny. [loaTBepxnenue
CJI1 ompenenseT HEOOXOAUMOCTb 3aMecTuTenbHon UT.

CAXAPHBIN TUABET 2-I'0 TUNIA

CI2 cocrasnsger 90-95 % Bcex tunoB CJl u siBisieTcst cepbe3HOi rto0anb-
HOH MpoOIeMol 3ApaBOOXpAaHEHUs], KOTOpasi CIOXKUIACH BCIEACTBHE OBICTPBIX
KYJBTYPHBIX, SKOHOMUYECKUX M COLUAJIbHBIX U3MCHEHUH, CTApEHHs HACEICHHUS,
HapacTaHus ypOaHM3allUH, YBEJIWYCHUS MOTpeOiaeHns oOpabOTaHHBIX MHUIIEBBIX
MIPOIYKTOB M CaxapoCOAepKaluX MPOIyKTOB, HU3KOW (pU3nyYecKoil aKTUBHOCTH
U pocrta pacrpocTpaHeHHOCTH okupeHus. CII2 Hambosee 4acTo BCTpeyaercs y
B3POCIIBIX, HO C Y4E€TOM pacrpoCTPaHEHHOCTH U30BITOUHON MacChl TeJla U OKUpe-
HUA y JeTel, B MOCIIEIHNE TOIBI OTMEYAETCSI POCT KONNYECTBa A€TeH U MOIPOCT-
KOB C 3TUM 3a00JIeBaHUEM.

O6menpunsaTeie xapakrepuctuku CJI2 BkiouaroT coyeranue AucyHKINU
[-KJI€TOK C OTHOCHUTENBHON HEI0CTaTOYHOCThIO nHCYaHA 1 P Ha ¢oHe n30bITou-
HOT'O BECa MJIM O)KUPEHHUS C IPEUMYIIECTBEHHBIM HAKOIIJICHUEM KUPOBOH TKaHU B
00J1acTH BHYTPEHHHX OpraHoB (BUcLepaibHoe oxxupeHue). [laroduznonoruyeckue
MexaHu3Mbl pa3BuTHs CJ12 oTpakaroT HECKOJIBKO PA3IMIHBIX MEXaHIU3MOB, II09TO-
My, BIIOJIHE BEPOSITHO, YTO B OyayIieM OyayT ONpeAesIeHbl ero MOATUIIBL.

CJI2 yacTo ocTaercsi HeIMarHOCTUPOBAHHBIM B TEUEHHUE MHOTHUX JIET B CBA-
3M C OJMIOCHUMIITOMHOCTBIO, HO XpOHHYECKas TMIEPIIMKEMHUs, HE MPUBOISILASL
K 3amMeTHbIM cuMnroMaM CJI (monuypuy, TONUIUIICHH, TIOXyAaHHIO), OIIPEaess-
er Oojiee yeM JBYKpaTHOE NOBBILIIEHHE PUCKA CEpP/IEYHO-COCYANCTOM MaToIIOruu
U MHUKPOCOCYIHMCTBIX OCIIOKHEHHH (pEeTHHONATHH, HePpONaTHH, HEHpOomaTHun).
Ocnoxunenuss CII mpeacTaBisioT co0oit ocoOyro npobiaeMy mpu MaHudecTanuu
CJI12 B MonmomoM Bo3pacTe, T. K. MPUBOAIT K MHBATUAM3AINH, OTPAHUYCHUSIM B
Ka4yeCTBE KU3HU U MPEKIEBPEMEHHON CMEPTH.

®daxrops! pucka pazsutus CJ[2:

— u30bITOYHAs Macca Tella MM OXHMpeHue: uHaekc maccsl tena (MMT)
> 25 Kr/M?%;

— BO3pacT crapiue 45 yer;



— cemelinblil anamues (CIl y poICTBEHHUKOB IIEPBOM CTEIIEHU POJCTBA);

— aprepualibHas TUIEPTEH3M: apTeprabHoe AasieHue (AT) > 140/90 mm pr.ct.
WU PEryJsipHOE UCTIONIb30BaHUE aHTUTHIIEPTEH3UBHBIX NPETapaTos;

— HaJl{u4ue APYTuX CepIedHO-COCYAUCTHIX 3a00IeBaHui;

— TUNEPXOJECTEPUHEMHUS, THIIEPTPUTIIULICPHIEMHUS;

— TIPUBBIYHO HU3Kas pU3NYECcKast aKTUBHOCTD (X0Ab0a MIIH APyTasi JUHAMU-
yeckas (puzndeckas Harpy3ka MeHee 30 MUH B JICHb WJIM MEHEe 3 4 B HEZIENIO);

— poxaeHue pebeHKa ¢ Maccoi > 4 Kr win JaHHbele o Hamuuuu CJI B aHaM-
HE3E;

— CHHJPOM IOJIMKUCTO3HBIX SHYHUKOB.

Puck C/I2 pacueHuBaloT Kak BBICOKMI IpH M30BITOYHOI Macce Tena WiIn
OXHMpEeHHUU 1 Hanu4uu 1 (uiam Gornee) m00Ooro Ipyroro Gpakropa prcka.

Knnundeckue nouarnocruueckue kputepuu CJ2:

— BoO3pact 45 et u crapiie;

— U30bITOYHAS Macca Tejla WIK O)KUPEHUE 110 a0JJOMUHATIBHOMY THUILY;

— OTCYTCTBHE KETOHYPHH;

— orsrouenHas no CJ12 HacnenCTBEHHOCTb.

Kertoamunos pa3BuBaeTcsi peAKo 1 OOBIYHO CBSI3aH CO CTPECCOM B pe3yJbTare
Jpyroro 3a0oseBaHus, HarpuMep HHPEKUNU. Y MOXKHUIBIX JIOIeH MOXET Pa3BUThb-
Csl TUTIEPOCMOJISIpHAs KOMa.

B cBs3M C OJIMIOCUMITOMHOCTBIO JISi YCTAHOBJICHHUS AMAarHo3a Tpedyercs
JIBYKpPATHOE MTOTYYEHHE NAaTOIOTHUECKUX Ja00paTOPHBIX JaHHBIX.

Hb, | He peKOMEHJYETCs JUIs HCIOJIL30BAHMUS B KAUECTBE TECTA IMArHOCTHKH
CJ1 npu aHeMuu, reMOnIOOMHONATHH, TIPOBEACHUH TeMOANAIN3a, HEIaBHEH Kpo-
BOIIOTEPE WM NOCJIE EepEeInBaHUs KPOBH, JIEYEHUHN SPUTPOIIOSITHHOM.

[I'TT ¢ Harpy3koii 75 T IIIOKO3BI MPOBOAUTCS MPH MOITYYCHUH COMHHUTEIb-
HbIX 3HaueHu# nmkemun. [1I'TT ve npoBoautes:

— Ha (oHe oCTphIX 3a00ICBaAHNN;

— Ha (OHE KPaTKOCPOYHOIO IpHEeMa JIEKAPCTBEHHBIX CPEICTB, MOBBIIIAO-
mux yposenb rukemun (I'KC, TupeonmHsle TOpPMOHBI, THA3UIHBIE IUYPETHKH,
-anpenobnokaropsl);

— npu auarHoctiupoBadnHoM CJI MM BBISIBICHHOW TOIAKOBOW TITUKEMHUH 00-
nee 7,0 MMOJIB/IT MITH CITy4aifHO# runeprkemun 0oxee 11,1 MMomb/i.

Jns 6onpimmHcTBa nroaer ¢ C/I2 yiedyeHre WHCYJIMHOM He SBISieTCs 00si3a-
TEJIbHBIM TP BBISBICHUH 3a00JI€BaHUs, HO MOXKET IOTPEOOBATHCS ISl CHIKEHUS
YPOBHS INIFOKO3bl B KPOBHM IS IIPEAOTBPAILEHUs XPOHUYECKUX OciaoKkHeHUH. Kak
MIPAaBUJIO, TALMEHTHI MOJYYalOT JEYEHUE MEePOPATbHBIMU [ITFOKO30 CHI)KAIOIUMHU
npenaparaMmu, AeHCTBUE KOTOPBIX HAIPaBJIEHO Ha pa3jIn4HbIe 3BEHbS NaToreHes3a
B TEYEHHE JIJIUTEILHOTO BPEMEHH, KOTOPOE 3aBUCHT OT COOJIIOACHUS MallMeHTOM
PEKOMEHIALUI 110 KOPPEKIUK 00pa3a )KU3HH, T. €. PEKOMEHIAIN 110 MUTaHUIO U
(hu3nveckol aKTUBHOCTH.

Wunusunyaneubie uenesbie yposuu Hb, | npusenens: B Tadm. 7.

Tabnuya 7
HnauBuayaibHble nesiessie yposHu Hb Ale
Bospacrt
. Crapueckas | O:xxugaemast
Kareropuu N, . | Hoxkuaoii n
Mousonoii | Cpeanuii .. |acTreHusi u/ | POAOJIZKUTEIb-
NMAUUEHTOB cTap4yecKHii
(< 45 ner) | (45-59 neT) HJIM IeMeH- | HOCTb 5KHU3HH <
(60-90 ser)
uus 5 et

Her Tspxenbix

ocnoxxHenuit CI1 n/ <65% <7,0% <75%

WM PUCKA TSKE- N36erarp

JIOHM TUTIOTIINKEMUHT <859 TUTIOTIIUKEM U
0

Ectb TsDKCTTBIC ’ ¥ CUMIITOMOB

ocnoxuenust CJ1 u/
WJIH PUCK TSKEIOU
THIIOITUKEMUH

<7,0% <75 % <8,0% TUNEPIIMKEMUN

Vka3zaHHbiM 3Ha4eHUAM Hb, OpPUEHTUPOBOYHO COOTBETCTBYIOT NPUBEIEH-
HbIe B TaOJI. 8 1ieNeBble 3HAYEHUS Mpe- M MOCTIPAHAUAIBHOTO YPOBHS TIIFOKO3bI
I1J1a3Mbl/CHIBOPOTKH (HE MOTYT OBITh HCIIOJIB30BaHbl Y OEPEMEHHBIX).

Tabnuya 8
LlesieBble 3HAYEHHsI YPOBHEIi IIIOKO3bI I1a3Mbl/CBIBOPOTKHY,
COOTBETCTBYIOLIMX HHAMBHAYAJIbHbIM LeJdeBbIM ypoBHsam Hb,
Hb . % T10K03a M1a3MBb1/CHIBOPOTKH T10K03a M1a3MBbI/CHIBOPOTKH
Al HATOIAK/TIEepe] e10ii, MMOJIb/JI yepe3s 2 4 1ocJie e1bl, MMOJIb/JI
<6,5 <6,5 <38,0
<7,0 <7,0 <9,0
<175 <75 <10,0
<38,0 <80 <11,0
<8.,5 <38.,5 <12,0

Hcnons30BaHue B IOCIEAHHE TOABI CHCTEM HEMPEPHIBHOTO MOHHUTOPUHIA
DIMKEMHUN NPUBEIO K HEOOXOAMMOCTH NMOHHMAHUS KPHTEPUEB KOMIICHCALUH C
OLICHKOH HE TOJBKO YPOBHS NNIMKEMUH B KOHKPETHOE BPeMsI, HO I BDEMEHHU HaX0XK-
JIeHUsI MALMeHTa B LIEJIEBOM J(HAlla30He IMKEMHH, BPEMs, B COCTOSIHUN THIIOIIN-
KEeMUH ¥ TUIEPIINKEMHN, KOTOpBIE BRIpaXkaloTcs B % or 24 4. PekoMeHayemble
LIeJIeBbIC MTOKA3aTeNH1, MOIy4yaeMble MPH HENPEPbIBHOM MOHUTOPUHIE [IUKEMHUH
IIpUBEJEHBI B Ta0I. 9.
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Tabnuya 5
KpuTtepun recTailHOHHOIO caXapHoro guadera

Iloka3areab 3navenus, coorBeTcTBYIOmue I'C/{
I'mukemust HaToIaK > 4,6 MMOJIb/T B IIENHHON KAMIUIPHON HITH
> 5,1 MMOJIB/TT B TJ1a3M€ BEHO3HOM KPOBH
Yepes 1 u > 9,0 MMOIIB/JT B IIENTBHON KaNMIUISIPHOHN HITH

110CJIE HAarpy3KH 75 T NIIFOKO3bI > 10,0 MMoOJIB/TT B TIIIa3Me BEHO3HOH KPOBH

Yepes 2 1 mocne Harpy3ku 75T |> 7,7 MMOJIB/JI B TIENbHOW KaNMILIAPHON TN

TJIFOKO3BI > 8,5 MMOJIB/IT B TII1a3Me BEHO3HOH KPOBU

Juarno3 I'CIl MoxxeT OBbITh YCTaHOBJICH TPH MOBBIIICHUH TOJIBKO OJHOTO U3
ToKa3aresiell mociie Harpy3ku 75 T DIoko30i. [Ipu noaydyeHny aHOMaJIbHBIX 3Ha-
YEHUI B MUCXOAHOM OMPEICICHUN HAarPy309HOTO TECTa, MIPH MOTyIEHUN aHOMAIb-
HBIX 3HaYE€HUI BO BTOPOIl TOUKE, TPEThE U3MEPEHUE HE TpedyeTcsl.

[IpoBenenne Harpy3ku 75 T TIIIOKO3bI HE MMOKa3aHO NMPH BBIPA)KEHHOM TOK-
CHKO3€, CTPOTOM MOCTEIHLHOM pEeXHMe, 000CTPEHUN XPOHHUYECKOro MaHKpeaTuTa
WA CUHIPOME PE3eUPOBAHHOTO XKeJy[Ka, Ha (JOHE OCTPOro BOCHAIUTEIHLHOIO
3a0oseBaHus. AOCOIOTHBIM NPOTHBOIOKAa3aHUeM sBisieTcs MaHudecrauus CJ,
WHAWBHUAyaJIbHASI HETIEPEHOCUMOCTH TITIOKO3bI.

[Ipu runepriavkeMun, BiepBbIe BBIIBICHHON BO BpeMsi OEpEeMEHHOCTH, BaX-
HO TIOAIJIEpKaHHE IEeJIEBbIX YPOBHEH MTUKEMUH, T. K. MATOJIOTHYECKHUE MTOKA3aTeNn
OKa3bIBAIOT HEraTUBHOE BIMSHHE Ha UCXO/bl OepeMeHHOCTH (TallI. 6).

Tabnuya 6
IleseBble noka3aTesn INIHKeMH4Yeckoro kouTpoJs npu I'C/A u CJ,
Hccnenyemblii mokasareib IlesieBoii ypoBeHb

Timrok03a, MMOJIB/JT Haromak, nepen enoi, nepen <5,1
(pe3ynbrart, KaTHuOpPOBaHHBIH | cHOM, HOYBIO B 03:00
T10 TIJIa3Me/CHIBOPOTKE) Uepes | 1 mocie enpl <6,7
I'umorkeMust OtcyTcTBYET
KeToHOBBIE TENa B MOYE OTCyTCTBYIOT

IMpu I'CH, u CI, 1 6epeMEHHOCTH B KaueCTBE JIEYEOHBIX ONLUIA MOTYT OBITh
HCIIONTB30BaHBI TOIBKO KOppEKIms obpasa xu3Hu u 1T, Bce TabneTnpoBaHHbBIE aH-
TUTUNEPIIUKEMUYECKUE CPEICTBA IPOTUBONOKA3aHbI.

HOEJEBBIE KPUTEPUH KOMIIEHCALIUUN CIQ

He3zaBucumo ot tuna CJ] (3a uckiitoueHreM 0EpeMeHHOCTH) Y B3POCIBIX 11e-
JIEBBIE KPUTEPUU KOMIIEHCALUU OCHOBBIBAKOTCS HA Onpesesenuu yposus Hb, | u
3aBUCAT OT BO3pACTa NALMEHTA, OKUIAEMON NIPOIOKMTENILHOCTH KU3HU U HAJIH-
4ys COMYTCTBYIOLIEH narogoruu u ocinoxuenuit C/.
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I'NMBPUAHBIE ®OPMbI CAXAPHOI'O ITUABETA

Berienenue sToro tuna (BblIENIEH BIEPBBIE) SBISETCS CIIEACTBUEM CIIOKHO-
creii B quddepenpanuu CA1 u CA2 y B3pocibix. Ha ocHOBaHMM 0COOCHHOCTEH
KIMHUYECKUX MposiBieHud rudpuansie Gopmbr CJI BKITIOYAIOT:

— MEMIEHHO pa3BUBAIOLINICS UMMyHOOMocpenoBanHbiil C/I;

— CJI2, CKIIOHHBIH B KETO3Y.

Meonenno pazeusaroujasnca popma ummynoonocpeoosannozo C/[ y B3poc-
nbIX onucebiBaniack kak C/I, manudecrupyrommii nono6Ho CZ2, Ho ¢ 10Ka3aHHBIMU
NpU3HAKAMH aBTOATPECCHH, T. €. ITOBHIIIEHHBIMU YPOBHSAMH IHa0ET-aCCOLUNPO-
BaHHBIX aHTUTEIN. DTy Gopmy quadeTa 4acTo Ha3hIBAIOT «JIATEHTHBIM ayTOUMMYH-
HbIM qrabetoM y B3pocibix» (LADA — Latent Autoimmune Diabetes of Adult),
YTO TOJABEPraeTcs KPUTUYECKOMY OCMBICICHHUIO. BBICKa3bIBAlOTCA COMHEHHS O
IIPaBOMOYHOCTH HCIIOJIb30BAHUS TEPMHUHA (JIATEHTHBIN», T. K. €r0 CMBICI 3aKIIO-
YaJcs B MOMBITKE ycTaHOBIeHHs pasznuuuii ¢ CII1. YMeCTHOCTh 3TOTO Ha3BaHHUS
BBI3bIBACT BOMPOCHI, T. K. MAIUEHTHI ¢ 310l popmoit CI He Hyxnarorcs B UT npu
YCTaHOBJICHHH JMarHo3a ¥ MOT'YT KOHTPOJIMPOBAaTh 3a00JE€BaHHE IOCPEICTBOM
M3MEHEHHUS 00pa3a )KU3HH U IIepOPaNIbHBIX MPENapaToB C MOCISAYIONMM HOsBIIe-
HueM norpebnoctu B UT ObicTpee, yeM npu TunumyHoM CJ2.

B 2020 r. ony0OnukoBaHO KOHCEHCYCHOE 3asiBIieHHE dKcriepToB mo LADA,
KOTOpPBIE MPOJOJDKAIOT HCIIOIb30BATh IIPEKHIOI TEPMUHOJIOTHIO. DKCIIEPTHI OIpe-
JETSIOT CIEAYIONINe TUarHOCTHYECKUE KPUTEPHUHU NTATOJIOTHUH:

— Bo3pacrt 6ouee 30 JieT;

— aHaMHe3 CEMEWHBIN WM JTUYHBIN 110 HAJIMYNIO ayTOMMMYHHOH I1aTOJIOTHH;

— PEeAKOCTb BBIABJICHUS KOMIIOHEHTOB MeTabonundeckoro cuaapoma (UMT,
AJl, nucnunuaeMusi) U OTCYTCTBHE CIICUPHUSCKUX CEPACYHO-COCYAUCTHIX 3a00-
JICBaHUH;

— cHmkeHue ypoBHs C-nientuzia 6onee memieHHoe, yeM nipu CI1, npu au-
HAMHUYECKOM HaOIIOACHHH;

— nosutuBHble AT Kk GAD6S5 kak Hanbosee 4yBCTBUTEIIbHBIA MapKep U Apy-
rue quader-accouuuponanHbie AT k ICA, IA-2A, ZnT8 u terpacnanuny 7;

— orcyrctBue norpednoctu B UT npu manudecraunn C/I.

[TonrBepxkaenue auarnoza LADA ocymiecTBiIsieTcs COrIacHO MPUBEAEHHO-
My aJIroputMy (puc. 1) 1 OCHOBaHO Ha onpeAeneHny ypoBHs C-IenTuaa B ChHIBO-
pOTKe/m1a3Me KpoBH y nmanueHToB ¢ mo3uTuBHBIMUA AT k GAD.

B cootBercTBHHM ¢ anroputMoM ypoBeHb C-nentuaa < 0,3 Hmons/1 u ot 0,3
10 0,7 umons/n siBasiercs npu3HakoM LADA. V nanueHnTosB ¢ yposHeM C-nentuza
< 0,3 HMonb/1 neyenue HaunHawot ¢ UT, a y nanueHToB ¢ ypoHeM C-nientujia ot
0,3 mo 0,7 HMONB/ B KauecTBE MEPBOW JIMHUK TEPAITUH PEKOMEHIYIOTCSI HHIU-
ourtops! nunentuaunentuaasbi-4 (MAII1-4), tHTHOUTOPBI HATPUEBOTO KOTPAHC-
noprepa 2-ro tuna (MHKTI2), aroHucTsl penenTopoB INIIOKaroHONOIOOHOTrO
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nentuga-1 (I'TII-1) nim THa30IMIUHANOHEI (HE paccMaTpUBaeTCs JIeueHUEe Mpo-
W3BOJIHBIMH CYJIb()OHUIMOYECBHHBI) (pHC. 2).

Herarusunie I—) CI2*

ITono3penue Ha LADA (y XyabIX MM ¢ Ap.
ayTOHMMYHHBIMH 32001 BAHUSIMH)

Ilo3uTHBHBIE

Onpeneaurs C-nenTu Ouernuts AT TA-2A
Memnee Bouee MosToputs C-nentuj yepes
0,3 HMOJIB/1 0,3-0,7 amom/a 0,7 HMOJIB/JI ” 6 Mec. IpH yXyAIEeHHH
[INKeMHYECKOro KOHTPOJIsI
A A A
LADA (cM. 2JITOPUTM JI€UeHMsT) CA2 (anropurt™m seyenust
ADA\EASD)

*B03MO0kHO MOHOTeHHBIH CJI

Puc. 1. Anroput™ auarnoctuku LADA

| C-nentua 0,3-0,7 HMOJIB/ |

OTcyTcTBHE aTEPOCKIEPOTHYECKOT0 KapAMOBACKYJ/ISIPHOIO 3200/1€BaHU, CepIeHHOil
HempocrarouHocrn wiu XBIT*

Y Y Y Y

| UAIII-4 | | AP I'TIII-1 | | HHKTI2 | |Tna30Jm):mn):m0HLl|

v v ¥

| Ecim Hb,, BbIe nesesoro |

Y Y Y Y

Basanbublii uncyaus | ( bazaabHblii nHcyauH | | BazaabHbli HHCYTHH WUATII-4 nim
nin AP I'TII-1 nin uiu AP I'TIII-1 niaun uiu AP T'TII-1 uim AP I'fifi-1
HUHKTT?2 HUHKTI2 UAIII-4 nian UHKTT?2

v v v v

| Ecan Hb, | Bbinie uesesoro |

v

| Basuc-6omocuast UT |

Puc. 2. Anroput™ neuenust LADA

HpI/I HCIOCTHXKCHUU LICJIICBBIX ypOBHCﬁ TJIMKEMHU MOTYT OBITh UCITOJIB30BA-
HbI KOMOHHAIVH TIEPCYUCIICHHBIX JICKAPCTBEHHBIX CPCACTB, U TOJIBKO ITO UCUYEpIIa-
HUIO BCEX BO3MOXKHOCTEH HHUIIMUPYECTCA HUT B 6a3uc-601r0CHOM PEXKUME.
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T'NIEPIVIMKEMUS, BITEPBBIE BBISIBJIEHHAS BO BPEMSA
BEPEMEHHOCTH

Jlo HacTOsIIETO BpeMEHU BO3HHUKAIOT CIIOKHOCTH ¢ quarnoctukoit CJ B mep-
BOM TpUMeECTpe OEPEMEHHOCTH, T. €. IPErecTallMOHHOIO, HO BBIIBIEHHOIO BIIEp-
BbI€ BO Bpemst 6epeMeHHOCTH. CortacHo kputepusm BO3, runeprinkemMuto, Briep-
BblE BBIABICHHYIO BO BpeMsi OepeMEHHOCTH, ciefyeT kpanuduuuposars kak CJ]
BO BpeMs OepemeHHocTH 1100 kKak ['CJ/l, eciiu muarHo3 BHepBbIe YCTAHOBICH BO
2-oM uu 3-eM TpuMecTpe OepeMeHHOCTH (¢ 24-0li Heaenu recraluu). JTa peKo-
MeHaIms ObUIa alalTHPOBaHa M 3aMMCTBOBaHa U3 nmyonukanuu BO3 «Kpurtepuu
JUArHOCTHKH U KJlacCU(UKAIUU TUIIEPIIIMKEMUH, BIIEPBbIE BBIIBICHHOM BO BpeMs
6epemenHocT» (2014 r).

Junarno3 «CJI Bo Bpemsi 0epeMeHHOCTH ClIEyeT CTABUTb LIPU HAIUYUU
OIHOTO MJIM HECKOJIBKHX U3 TIEPEUNCICHHBIX HUKE KPUTEPHUEB:

— YPOBEHB NIIIOKO3BI IIa3MbI HATOMIAK > 7,0 MMOIIB/TI;

— YpOBEHb INTIOKO3BI IUIa3Mbl 4epe3 | 9 mocie mpremMa BHYTpPh IIIOKO3HI B
nmo3e 75> 11,1 MMoub/m;

— YpOBEHb IIIOKO3bI M1a3Mbl > 11,1 MMOIB/1 B JIF000€ BpeMs MY HAJTMYUU
cumntomoB CJI;

— Hb,, Gonee 6,5 % Ha paHHUX CPOKaX OEPEMEHHOCTH.

®axropsl pucka pazsutus ['C/:

— U30BITOYHAS Macca Tejla WK O)KUPEHHUE IO OEPeMEHHOCTH;

— I'CJl B anamHe3e;

— CHI2 y poncTBeHHUKOB 1-if 1 2-i cTeneHeil poacTBa;

— Bo3pacr crapie 30 neT;

— MakpoCOMHSI IUIOa BO BPEMsI HACTOAIIEH OepeMEHHOCTH NI B aHAMHE3E;

— ObIcTpas u Ooiblias mpubaBKa MAacchl Tela BO BpeMs HacTosIel Oepe-
MEHHOCTH;

— IVIIOKO3ypHs BO BpeMs IIPEJIIECTBYIOIEH UK HACTOsILEH OEpeMEHHOCTH;

— MHOTOBOJME BO BpeMsl IPEIIIECTBYIOIIEH MM HACTOSILEH OEpeMEHHOCTH;

— MEpPTBOPOX/ICHUE B AHAMHE3E;

— TIPeXIeBPEMEHHBIC POJIBI B AaHAMHE3E;

— pOXIEHHE AeTel ¢ BPOXKIEHHBIMU IIOPOKAMU Pa3BUTUS B aHAMHE3E;

— HeOOBSICHUMAs CMEPTh HOBOPOKJCHHOTO B aHAMHE3E;

— npueM I'KC Bo Bpemst OepeMeHHOCTY;

— OepeMeHHOCTh, HACTYNUBIIAS BCIEACTBHE METOIOB IKCTPAKOPIIOPATBEHO-
'O OIJIOJOTBOPEHNUS,;

— MHOTOIUIOAHAsl OEpEeMEHHOCTS;

— HapylIeHHe TOJIEPAHTHOCTH K NIIIOKO3€ 0 OEPEMEHHOCTH.

Kpurtepun nuarnoctuku I'C/] npuBeneHs! B Ta0m. 5.
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nMeeT 3HaueHue. Hanpumep po3yBacTaTHH SBISICTCS] TUIPOQUIBHBIM U 00Nanaet
OoJsiee BBIPOKEHHBIM JIMITHICHIKAIOIUM 3()(EKTOM, 0 CPaBHEHHIO C JIPYTUMH
cratnHamu. OH OoJiee aKTUBHO TPAHCIIOPTHPYETCS B KIIETKH U CHIDKAET YYBCTBU-
TENBHOCTB K HHCYJIHHY.

WHnynupoBaHHast TUIIEPITIMKEMUCH CEKpelisi HHCYIHHA B B-KIIeTKax compo-
BOXKIAETCS OTKPBITHEM ITOTCHIMA-3aBUCUMBIX KaJbIMEBBIX KAaHAIOB W MOBBIIIIE-
HHMEeM BHYTPUKJIETOYHOH KoHIIeHTpauuei kanbuust (Ca*"). CumBacTaTus GI0KUpY-
et Ca?'kanainbl L-tuma. B 11emom, cratuibl MOTyT BinsaTh Ha Ca’" omocpemoBaHHO
3a CUET UCTOILEHHS XoJlecTeposia. TaKke Mpearnonaraercsi, YTo MOBbIILICHHAS TIPO-
nyknus JITHIT npuBoauT k OKMCIEHUIO, BOCIAIUTEIbHBIM U3MEHEHUSAM U aIlon-
TO3y B-KIeToK.

IMocnennue uccnenoBaHus MPOAEMOHCTPUPOBAIH, YTO, B LIEJIOM, CTATHHEI
MOBBILIAIOT PUCK BIIEPBbIC BBIsIBICHHOrO Auadeta Ha 20 %, HO 3TO 3HAYCHUE Pa3-
JIM4aeTcs B 3aBUCUMOCTH OT JIGKapCTBEHHOTO cpencTBa. Hambomnee BrIpakeHHBIH
a¢dexT ycTaHoBIeH A podyBarcraua (42 %), o cpaBHEHHIO C aTOPBACTATHHOM
(25 %) u cumBactatuHOM (14 %), TakXKe yCcTaHOBJIEHA JIMHEHHAS CBA3b MEXKTY
JUTUTENHFHOCTBIO U CyMMapHOM KyMYIISITUBHO# 10301. B To e Bpems, 1jis mpasa-
cTaTHHA U (uryBacTaTHHA Takas CBS3b HE YCTaHOBJIEHA.

Oco6oe BHHMaHUE yIeNseTcs NPUMEHEHUIO TUIIOTEH3MBHBIX JIEKApCTBEH-
HBIX CpeACTB U pucky passutusi C/I. B cucremarnueckoM 0030pe U MeTa-aHaIM3e
12 uccnenopaHuii MpoBeu CpaBHEHHE PUCKA BHOBB BblsABIeHHOro CJl 'y 94 492 na-
IIUCHTOB, PaHJIOMHU3UPOBAHHBIX JIHOO B TPYIIy MOMyYarouux B-0mokaropsl, 1100
B IPYIIY HEIUYPETUICCKUX JIEKAPCTBEHHBIX CPEICTB. YCTAHOBICHO MOBBIIICHHE
pucka nuabera Ha 22 % y HalMEeHTOB, MOTydYarommx B-61okartopsl. Puck Obu1 mo-
BBIIIICH Y MAI[MEHTOB ¢ Ooyiee BHICOKMMHU 3HadeHHsMU MT u riukemuel Hato-
IIAK, y TTOXKHUJIBIX TAIIMEHTOB, IPUHUMABIINX aTeHOJION 1, B LIEJIOM, Y TTAI[UEHTOB C
OoubLIeH AIUTENBHOCTHIO IPUMEHeHHs 3-0110KkaTopoB.

HEKJACCU®UIIMPOBAHHBIN CAXAPHBIN JIMABET

IIpoBeneHMe MOTHOLIEHHOTO AUArHOCTHYECKOTO MOMCKA NPH BBISIBICHUH 3a-
OoneBaHus, HAIPABIEHHOTO Ha yTouHeHue Tuna CJI, craHOBHUTCS Bee 6oliee CIox-
HBIM U HE BCETJ]a MOXKET OBbITh BBIMOJIHEHO B MOJHOM 00beMe. DTOT (akT MmpuBes
K BKJIIOYCHHIO B KIaCCH()UKALUIO KaTeropuH «HekiaccupuuupoBanubiii CJI».
YcraHoBIEHUE 3TOTO AWArHO3a MPaBOMOYHO A0 YCTAaHOBICHUS TOYHOW MPHUIMHBI
MaTOJIOTHH C MCIONB30BaHUEM JIAaHHBIX aHaMHe3a (CEeMEHHBIN aHaMHe3), OCMOTpa
(Hamuue U30BITOYHOM MacChl TeJIa MITH OKUPEHUS) U COBPEMEHHBIX METOJI0B 00-
ClieoBaHus (HAJTMYKE UK OTCYTCTBUE KET03a WITH KETOAalU103a, T1abeT-acCcolu-
upoBanHsie AT, cekperust C-nenrtuza u ap.).
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ITo muenuto sxcneproB BO3, He cymiecTByeT OOIIENPHHATBIX KPUTEPUEB
qutst atoro noarumna CJ{. BMecrte ¢ TeM 9acTo NCHOIB3YIOTCSI TPH KPUTEPHSL:

— nosblleHHbIH ypoBeHb AT k GAD6S;

— BO3pact crapuie 35 JeT Ha MOMEHT YCTaHOBJICHHSI TUArH03a;

— otrcyrcrBue Heooxonumoctu B UT B nepBele 6—12 MecsueB oT MaHHpe-
cTauuy 3a001eBaHusl.

Jluckyccuy 1o BOIPOCY MEAJIEHHO Pa3BUBAIOLIET0CS UMMYHOOIOCPENO-
BaHHOTO CJI mpOJOIIKAIOTCS, BOIPOC O TOM, SIBIISIETCSI 9TO COCTOSHHE OTAEIb-
HbIM 3a0oneBanueM wiu cranueid passutus CI1, ocraerca oTkpeIThiM. EcTh
MHEHHE, YTO MEJICHHO pa3BUBAIOIIHIICS HMMyHoonocpenoBanubiii CJ{ Bkiro-
YaeT JBa B3aMMOOIOJIHAIOIIUX KOMIIOHEHTA: ayTOArpecCcuo MPOTUB P-KIETOK
u UP. Dto ompepnenser 4aCTUYHYIO COXPAHHOCTh P-KJIETOK (YHKIHH B CoOYe-
TaHUM C OKHMPEHHEM M 3Kcmpeccuro auaber-accounmupoBaHHbIX AT, wame x
GADG65, a Takxe u Hajguuue nosuMopdusma rena Transcription factor 7-like
2 (TCF7L2).

CJ12, cxyoHHBIN K KeTO3y — HeoObiuHast popma HeummyHHOro CJI, CKIIOH-
HOTO K KETO3Y, BIIEpBbIe ObUIa ONMCAaHA Y MOJIOABIX appoaMepUKaHIIEB, TIO3IHEE
aHAJOTHYHBIE (PEHOTUIIB! OBUTH OMMCAHbI B APYTHX MOMYJILIUAX. XapaKTepHbIMU
MIPU3HAKaMU ATOrO 3a00JI€BaHUs SBISETCS COUETAHHE KEeTO3a U NPU3HAKOB BBIpa-
JKEHHOW MHCYJIMHOBOM HEJOCTATOYHOCTH C Pa3BUTHEM IOCIEIYIOMEH PEMUCCUU
u oTcyTcTBHeM norpedHoct B UT ¢ TeyeHue JOCTaTOUHO JUIUTENBHOIO BPEMEHU
(mo 10 ner), uro HanomuHaeT TeueHune CJI2. OnucanHas naroaorus HaOIMHAACTCs
BO BCEX MOIMYJIILMAX, HO PeXKe OH BCTPEYASTCs B IPYIIaxX eBpOIEOU OB, Yalle —
y MY>KYHH U BHE CBSI3U C Maccoi Tena. OCHOBHBIE ATOT€HETHYECKIE O0COOCHHO-
CTH 3TOTO 3a00JIeBaHUS HESCHBI: HE BBISBICHBI HUKAKUE T€HETHYECKIE MapKephl 1
HOATBEPIKACHHS ayTOarpecChu.

C/12, cxioHHBIHA K KeTo3y, MoxkHO omindarh oT C/I1 u knaccuueckoro CI2
[0 KOHKPETHBIM 3MHUAEMHOIOTHYECKUM, KIMHHYECKUM H MeTaboIMYecKUM 0Co-
OeHHOCTSIM MaHU(ECTAalUU, a TAKXKE MO €CTECTBEHHOMY TEYEHHIO IaTOJOTHH.
[MI0KO30TOKCHYHOCTh PACCMATPUBACTCSl B KadecTBE (DAKTOpa, BBI3BIBAIOLIETO
OCTPYIO U HOBTOPSIIOLIYIOCS HEJOCTAaTOUHOCTh P-KIeTOK. BoccraHoBiIeHHEe HOp-
MorinkeMuu nocie wHunuauun WT mpuBOIuT K ONTHMHU3ALKK CEKPETOPHOI
(dyHK1MY B-KIETOK U UCKIoYeHUIo noTpedHocTH B UT.

Kputepun muarHosza CII2, CKIOHHOTO K KETO3y, 0a3UPYIOTCS HA OCHOBAaHUHU
aHaiu3a TeuyeHus 3aboseBaHus. [IpHHLIMIBI JIEYeHUST BapbUPYIOT B 3aBUCUMOCTH
OT cTauu 3a00JIeBaHHUSI.



JAPYI'NE CIIEHU®UYECKUE TUITBI CAXAPHOI'O JUABETA

Cneyuguueckuii C/] — rpynma rereporeHHbIX 3a00jeBaHuil, KOTOpbIE Xa-
PaKTepU3YIOTCS CHHAPOMOM XPOHHUYECKOH TMIIEPIIIMKEMIHN, 00y CIIOBIEHHOI abco-
JIIOTHBIM MJIM OTHOCHUTEJBHBIM JIe(UIIMTOM MHCYIMHA C AUC(YHKINEH )KU3HEHHO
Ba)KHBIX OPTAHOB M CHUCTEM, 33 MCKIIOUCHHEM Ipyrux THHoB CJ/I, BKIIIOUCHHBIX B
JaHHy!o knaccupukanuto (tadin. 3). [Ipuuunamu cnenuduueckux popm CI moryt
OBITE:

— reHeTn4eckue neexTsl GYHKINH B-KIEeTOK;

— TreHeTH4eckue nedeKThl B AefiCTBIM HHCY/IMHA,

— 3a00JIeBaHUs SK30KPHUHHON YaCTH MOIKETYI0YHOI KeJe3bl;

— SHIOKPHHOIIATHH;

— CJI, vHAYMPOBaHHBIH JIEKAPCTBEHHBIMU CPEACTBAMU WM XUMUYECKHUMHU
areHTaMu;

— CJ, vHAynUpOBaHHBINA HHPEKIUSIMU;

— HeoObruHbIe POpMBI UMMYHHOOTIOCpenoBanHOTO CJI;

— Jpyrue reHeTH4eCKue CUHAPOMBIL, coueTaromuecs ¢ C/I.

Tabnuya 3
Cnennduyeckue THIBI CAXapHOro quadera
Tunst XapakTepucTHKA
MoHoreHHbIe GOpMBI | * reHeTHYecKHe eeKThI B-KIeTOUHOI PyHKINM:
CJI (myTanus resa — GCK-MODY (MODY-2);
C TIOCNIEAYIOIUM — HNF-1lo (MODY-3);
kuHuYeckuM cuH-  [— HNF-40 (MODY-1);
JIPOMOM) — HNF-1B (MODY-5) RCAD — nosnukucTo3 mouek ¢ Auaberom;

— mtDNA 3243 (MIDD) — HacneaCTBEHHBIN [1abeT OT MaTepu B
COYETaHHHU C IIIyXOTOM;

—KCNJ11 (PNDM) — npomomkaroriuiicss HeOHATaIbHbINA 1Ha0eT;
—6q24 (TNDM) — TpaH3UTOpPHBIH IPEeXOAAIIUIl HEOHATATbHBII
nuaber;

— KCNIJ11 (DEND) — HeoHaTabHbIi JuabeT B COYETaHHUH C IIH-
JICTICHEH;

—ABCC8 (MODY12);

— INS (PNDM) — npopoymkarouuiicss HEOHaTalbHbIN qualerT;

— WESI1 Wolfram syndrome spectrum disorder;

— FOXP3 IPEX syndrome;

— EIF2AK3 related Wolcott-Rallison syndrome;

— HEKOTOpbIe Apyrue GpopMsl quabera, BOSHUKAIOIINE BCICACTBHE
MYyTaLHu.

* reHeTH4ecKkue A1edeKThl B 1efiCTBMH HHCYIHHA:

—INSR Type A — pe3UCTEHTHOCTh K HHCYNUHY THIIA A}

— nenpedayHusM (cunapoM JloHaxbio);

— cuaapoM Pabcona—MeHaeHxosia,
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skcrpeccus reHa PEPCK B »HpOBO# TKaHM HOABISAETCS, YTO OIOKUPYET IIHLEPO-
Heorenes. B neuern PEPCK ctuMynmpyer npoayKunio mUmeposia 1 KOHIIEHTPALUs
JKHPHBIX KUCJIOT B KPOBHU MOBBIIIACTCS — W3-33 JACHCTBHS JIUMOMPOTCHHIIAIA3BL.
Takum o6pazom, abcomoTHbIi dpdekt ['KC 3akimouaetcsi B MOBBILICHUN KUPHBIX
KHCJIOT, BEICBOO0XKIAEMBIX B KPOBOTOK. [1OBBIIIIEHHE XKUPHEIX KUCIIOT IPETISITCTBYET
YTUIM3AIMH TIIIOKO3bI ¥ TPUBOAUT K VIP, MpenMyIecTBEHHO B MBIILIEYHOMH TKAaHH.
I'KC oxa3bIBaIOT IpSIMOE BIUSIHHE HA HHCYITHH-OIIOCPEOBAHHBIA CHHTE3 TIIHKOTe-
Ha, paspylICHHUE W CHHTE3 OEJIKOB, HapyLIAlOT WHCYIMH-OMOCPEIOBaHHbIA 3aXBaT
DIIOKO3BI ITyTEM IIPSIMOTO BO3ICHCTBUS Ha TaKHE SIEMEHTHl CHTHAIBHOTO Kackaja
MHCY/JMHA, KaK KHHAa3a TNINKOT€HCHUHTA3bI-3 1 IIMKOTEHCHHTA3a.

Jlpyrue MMMyHOCYIPECCaHThI TAKKe OKA3bIBAIOT BIMSHHE HA METa0OIH3M
DI0KO3bl, yeyryomnsis aedictBue ['KC. ¥V manmeHTOB mocie TpaHCIUIAaHTAIluH Op-
TaHOB, JUTS JICYCHHUS IPUHUMAIONIMX HHTMOUTOPHI KadblIIMHEBPHUHA (HATIPHMED Ta-
KPOJIUMYC), CHIDKAETCS IIEPEHOCHMOCTD TIFOKO3BI 32 CUET CYNPECCHH MPOAYKIHN
WHCYJTAHA.

Bo MHOTHX HCCIETOBaHUAX YCTAHOBJIECHO, YTO IPHUMEHEHHE CTaTHHOB IIOBBI-
maeT puck paszsutus CJI2. BMecte ¢ TeM, 9TH PHCKU Pa3IHYHbI Y TUMTO(OUIBHBIX U
PO MIBHBIX JTEKAPCTBEHHBIX CPEICTB U 3aBUCST OT CHJIBI JEHCTBHUS Npernapara.
Cnenyer oroBoputhcs, uto pazBurue CII2 Gonee BEpOSTHO y MALUEHTOB, KOTO-
phIe yKe UMEIOT puck auadera (noBbieHne mukemun Hatomak, TT, UMT Gonee
30 xr/m? w/uin Hajmuue runepreHsun). VcciemoBaHust MPOIEMOHCTPUPOBAIH,
YTO CTaTHHBI BIMAIOT KaK HA BEIPAOOTKY MHCYIMHA, TaK M HA MEXaHU3M €ro JeH-
CTBUSA. DTO 00YCIIOBIEHO TAKUMHU (AKTOPaMHU, KaK:

— HapylLIeHHe CeKPeLUH MHCYIMHA [(-KIeTKaMH 3a cueT HMpsSMOTo M Hemps-
MOTO JICUCTBUS Ha KaJbIHEBbIC KAHAIIBI;

— CHIDKEHHE HHCYIHH-OIIOCPEAOBAHHOTO 3aXBaTa INIOKO3BI, OCOOEHHO B
CKEJICTHBIX MBIIIIIAX, U3-32 HAPYIICHHs SKCIIPECCUU H/WITU TPAHCIOKAIIMU TPaHC-
noprepa GLUT4 13 uuTo30515 Ha IOBEPXHOCTh MEMOPAH KJIETOK;

— ycwienue NP B MpIIax, MEYSHU U KUPOBOI TKaHH 32 CYET TPAHCIYKIIUH
CUTHaJIa MHCYJIMHA (HampuMep, Aeruienus kosH3uma Q10, uHrubupoBanue coobl-
Tuil dochopunrpoBaHs HUXE PELIENTOpa UHCYIUHA U UHIUOUpoBaHue audde-
PEHILMPOBKYU aJHIIOLNTOB).

Po3yBacTaTvH M MpaBacTaTUH SIBISIFOTCS TUAPOPUIBHBIMH, CHMBACTATHH,
aTOpBACTaTHH, MUTAaBACTaTHH U (IIyBaCTaTUH — JUIO(UIBHBIMU.

JIunoguibHEIE CTAaTHHBI MACCHBHO IPOHUKAIOT Yepe3 IelaToIesLIIoNsIp-
Hyto MemOpany u nonasisitoT TAMK-KoA penykra3y nedeHd, JIETKO TakKe OHH
MIACCUBHO TMPOHHMKAIOT B JKCTPANlCYCHOYHbIC TKaHU. [ MAPOGHIbHBIC CTATHHBI
TpeOYIOT NMEPEHOCYMKOB IS MOMAJAaHUS B KIETKY. DTUM MOXXHO OOBSICHUTH 00-
Jiee 4acThie HEXeNaTelbHbIe SBICHHUS MPU MPUMEHEHHU JUMOPUIBHBIX CTaTH-
HOB (HampUMep CMMBACTaTHH M aTOPBACTATHH), YTO YXYIIIAET HepUPEPHUECKYIO
YyBCTBHUTEIEHOCTh MHCYIMHA. CHila AeiCTBHS JIEKapCTBEHHOIO CPEICTBA TaKkKe
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CAXAPHBIN TUABET, UHAYIIUPOBAHHBIN JTEKAPCTBAMUA
NI XUMHUKATAMHA

I'KC mmpoko HCoib3yOTCs TIOUTH BO BCEX 00IACTSIX MEAUIUHEL, B T. Y. TIPU
JIETOYHBIX 3a00JIeBaHUAX (CApKOUI03, XpPOHUYECKast 00CTPyKTHBHAs O0JIe3Hb JIeT-
KUX, OpOHXHAJIbHAS aCTMa), Ay TONMMYHHBIX COCTOSTHHSIX, HEBPOJIOTHYECKHX 3200~
JeBaHUAX (MUACTEHUS U PACCESIHHBIA CKJIEPO3), BOCMIAIMTEIBHBIX 3a001€BaHMUIX
KUlIeYHHKa (Hecnenuduyeckuil s3BeHHBIA KOMUT, Oone3Hb KpoHa), peBmaroso-
THYECKHUX 3a00JIeBaHMAX (CHCTEMHAs! KpacHasi BOJTYaHKA, PEBMATOMIHbIA apTPHUT
u ap.). Anurensnas tepanusi [’ KC urpaer BakHyro poib B MOXYJIHPOBAHUH UM-
MYHHOH CHCTEMBI I10CJIE€ TPAHCILIAHTAIIMN OPraHoB.

C wmomenta mnosBinennss ['KC Tepanuu ayTOMMMYHHBIX 3a0o0JieBaHUM
B 1940-X IT. X HIMPOKOE MPUMEHEHHUE NPHUBEJIO K OJHOBPEMEHHOMY OTKPBITHIO U
HEeOMaronpUsTHLIX META0OINUECKUX APPEKTOB, CpPeaAr KOTOPHIX — Pa3BUTHE CTE-
poua-unayuupoBannoro C/I.

Cmepouo-unoyyuposannsiii C/] — 3aboneBaHue, XapaKTepU3yrolieecs
CTOMKHUM IOBBIIIEHUEM YPOBHS IITIOKO3bI KpoBHU Ha (pone npumenenus I'KC y na-
IIMEHTOB ¢ WK 0e3 paHee yCTaHOBIEHHOTO aAnarHos3a auaber. Kpurepun auarso-
CTHKH COOTBETCTBYIOT TakoBbIM 1pu CJ12.

Ilocmmpancnaanmayuonnwtii C/] Taxke MOXXHO OTHECTH K JIEKapPCTBEHHO
MHAYLUPOBaHHOH (hopme nuabera, BIEpBbIe TUArHOCTUPYETCS y MAIlMEHTOB, KO-
TOPBHIM BBINOJHEHA TPAHCIUIAHTAIMS MTOYEK, EUSHH, cepALa WK Jerkux. Kpome
TOTrO, HaJM4YUe MOCTTpaHcIutaHTanroHHoro CJI oTpHuaTeabHO CKa3blBaeTcs Ha
HPOROIDKUTENBEHOCTH KU3HECIIOCOOHOCTH IIEPECaKEHHOTO OpraHa 1 310POBBsI pe-
LUMACHTA.

Onun u3 Mexanu3moB BiusHusA ['KC Ha MeTaGonm3M INIIOKO3BI 3aK/II0YaeT-
csi B JUCOYHKIMHU B-KIETOK, YTO BBIPAXKACTCsSl B HAPYIICHHH YYBCTBUTEIBHOCTH
K TJIOKO3€ M BBIPA0OTKE MHCynMuMHA. Pa3BuTHE TAHHOTO MEXaHHW3Ma 3aBHCHUT OT
qutensHocTd ucnonbzoBanus 'KC. Tak, npu HENpOgOKUTEIBHOM IPUMEHEHUN
HapyIaeTcsl B OCHOBHOM (YHKIHS B-KIETOK, a IPH AJIUTEILHOM HCIONB30BAaHHH,
Ha000pOT, QYyHKUUS UMEET TEH/ICHIMIO K BOCCTAHOBJICHUIO, HO HAPYIIAETCs TO-
JIEPaHTHOCTH K IMIOK03€. [ MAPOKOPTH30H, JeKcaMeTa30H 1 MPEIHN30H BBI3BIBAIOT
WP pa3iuvHON CTENECHU BHIPAKESHHOCTH B 3aBUCHMOCTH OT CHIDKeHHUS adUHHO-
CTH CBSI3BIBAHMS MHCYJIMHA, & HE YMEHBIICHHS KOJTHMYECTBA PELIETITOPOB.

OnHum u3 sTHONOrHYeckux (axropos passutus I' KC-unnymuposannoro CJ1
sipisieTcss peuunpokHblit d¢pdexkt ['KC Ha nedeHs ¥ KUPOBYIO TKaHb. B KHPOBOM
TKaH{ DIMLEPOHEOreHe3 KOHTPOIUPYET YPOBEHb JKUPHBIX KHCIIOT, BHICBOOOXKIae-
MBIX B KPOBOTOK, B TO BpeMsI KaK B IT€UCHH IIIMLIEPOHEOTeHE3 OTBETCTBEHEH 32 CHH-
Te3 TPUALMITIHLEPOIIA 13 )KUPHBIX KHCIIOT U Iulepoi-3-hocdara. Peryssius 31o-
TO Iporiecca Kak B IIEUYCHH, TaK U B )KUPOBOI TKAHH OCYIIECTBILIETCS TOCPEACTBOM
tdepmenta docdoenonnupysarkapookcukunaza (PEPCK). B mpucyrctBun ['KC
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Oxonuanue maén. 3

Tunsr

XapakTepucTHKa

— LMNA FPLD — cemeiinblil napiuaibHbIil TMI0aTpoduuecKui
nuaber;

— apyrue ¢opmbl 1uabera BCIEACTBHE MyTALMU I'€HA peLenTopa
uncynuna (PPARG FPLD, AGPAT2 CGL, BSCL2 CGL)

Bone3Hn 5K30KpHH-
HOH YaCTH TOJDKEIy-
JIOYHOM KEJI€3BI

— (uOpOoKaJIbKy/Ie3Has TAaHKPEaTONaTHs, TAHKPEaTHT;

— TpaBMa, TAHKPEaTIKTOMHs, HOBOOOPA30BaHHsI MOKETYL0UHOM
HKEIe3bl;

— KHCTO3HBIH (pHOp0o3 (MyKOBUCIUIO3);

— FeMOXPOMATO3;

— (puOpo-KanbKyIe3Has TaHKPEaTONaTHsI;

— HEKOTOpBIE APYrUe HO30JIOTHYSCKH Pa3InyHbIe 3a00IeBaHHus, TIPU
KOTOPBIX HapsIy CO 3HAYUTEIbHBIMH HAPYIICHHUSIMH SK30KPHHHON
(YHKIMHI TOKEITYI0YHOMN JKele3bl HaOMIolaeTcsl U HeJJOCTaTOYHOCTh
CEKPETOPHOIT (PYHKIIMH OCTPOBKOBBIX KJIETOK, COMATOCTATHHOMA

OHAOKPUHONIATUH

aKpOMeTasIHsl, TUIEPKOPTH30IM3M, IIIOKaroHoMa, ()eOXpPOMOLIUTOMA,
TUIEPTUPEO3, COMAaTOCTATUHOMA, albJOCTEPOMA, IPYTUE

CJI, uanynupoBaH-
HBII JIEKapCTBAMH
WA XMMHKaTaMU

T'KC, TnasuHbIe Uy pETHKH, 0-alpeHOMUMETHKH, -apeHoMHMe-
THKH, 0-HHTep(EpOH, THPEONTHbIE TOPMOHBI, HUKOTHHOBAsI KUCIIOTA,
CTaTHHBI, TMA30KCH, TICHTAMUINH, NPYTHe

CJI, nanynupoBaH-
HBII HHQEKITHIMHI

BPOXJICHHAs KPaCHyXa, INTOMETaJIOBUPYC, APyTHe

HeoOsrunsie (penkue)
(hOpMBI IMMYHO-0II0-
cpenosannoro CJ]

CHHIPOM pUrHAHOro yenoBeka («Stiff-man» syndrome), cuampom
TIOJMYHIO-KPUHHOI ayTouMMyHHOI HegocTatounoctu [ u II (APS
1 u Il TunoB); apyrue 3aboneBaHus ¢ 0Opa30BaHUEM AyTOAHTUTEI K
peLenTopaM HHCYJIMHA — CUCTEMHasi KpacHast BOJIYaHKa, TUTMCHT-
HO-COCOuYKoBast auctpodus koxu (acanthosis nigricans)

Jpyrue renerude-
CKHE CHHAPOMBL,
couerarommecs ¢ CJI

[Hayna, Knaitndensrepa, Tepuepa, Jloypenca—Myna—buis,
IIpanepa—Bumu, arakcus @puapeiixa, xopest XaHTUTTOHA, MUOTIATH-
deckas JCTpodus, mopdupus, apyrue

MOHOTI'EHHBIE ®OPMbI CAXAPHOI'O ITUABETA

MoHorennbie Gpopmbl CJI OCHOBBIBAIOTCSI HA BBISIBJICHUU MAaTOJIOTHYECKOTO

MYTHPOBABILIETO I'€Ha, YTO BJIEUET Pa3sBUTUE KIMHUYECKUX IPOSABICHUIL, T. €. 1t
JUATHOCTHKH HEOOXOAMMO BBINOTHEHHE MOJEKYIIPHO-TEHETHIECKOTO HCCIIE0-
BaHMs. OTH PopMsbl cocTaBsAoT 1-3 % Beex ciryyaeB C/I. B knaccudukanuun BO3
2019 r. npu 0603HaUeHHH MOHOTEHHBIX MoATHNOB CJl 3KCHepThI MpeniararT uc-
10/1b30BaTh CUMBOJI T€HA, B KOTOPOM MOATBEPKIECHA MyTallUs, 33 KOTOPBIM CIIELy-
eT KIIMHIYECKUHA CHHIPOM.

Bapuantsl MoHoreHuelx ¢opm CJI BrimrowaroT cemeifnsle ¢opmbr CJI
(MODY — maturity-onset diabetes of the young) ¢ paHHuM HayamoM (0OBIYHO



B BO3pacTe 10 25 neT). B HacTodmiee BpeMs U3BECTHO 16 reHOB, NPUBOAAIIUX K
pasBuTHiO pa3nuuHbix TUIIOB MODY. Hanbonee yacto BCTpeyarommecs: reHeTH-
YEeCKHE BapUAHTHI IPEACTABICHBI B Ta0I. 4.

Tabnuya 4
Oco0ennocTn HanOo/1ee pacnpocTpaHeHHbIX BapuanToB MODY
Bapuant XapaKTepncTHKa
MODY PaKTePHCTHK:
HNF-1a — 110 52 % ot Bcex cmygaeB MODY;

(MODY-3) |- HNF-1la — ren sneproro ¢akropa renatouuTos lo;

— nporpeccuBHas AUCQYHKIHA B-KIETOK TPOBOAMT K MaHU(ecTanun aradera B
panHeM Bo3pacte (4—18 ner);

— IIIIOKO3ypHs mosiBisieTcst 1o MaHudectanuu CJl BCaeACTBIE MOHMKEHHOH
TOYeYHOI peabcopounmy;

— THIEPIITUKEMHUS MOXKET OBITh TSKEIIOH, IPOTPECCUPYET;

— PHCK MHKPO- ¥ MAKpOCOCYIUCTHIX ocnoxuennit, CI1, C112;

— HeoOXOAMM TIIATEIbHBIA TTTMKEMUYECKHI KOHTPOIB;

— qyBCTBUTENBHEI K Teparmuu [ICM (tepanus nepsoit muaun), UT — Bropas
JIMHUS TepaTnH

GCK —32-48 % ot Bcex cryuaeB MODY;

(MODY-2) |- GCK — reH IMoKoreHasbl, KaTalH3upyoulell peBpalieHue MI0KO3bI B IMI-
6-@ ¥ 0mOCPETOBAHHOE TIIIOKO30i BHICBOOOIKICHUE HHCYIIHHA U3 B-KIICTOK;

— KJIMHUKA: yMEPECHHAs TUMEPIIUKEMUs] HATOIAK C POXKICHHS

(5,5-8,0 mmons/x, Hb, | — 5,6-7,3 % y moneit monoxe 40 ner u 5,9-7,6 % ¢
40-neTHero Bo3pacra;

— 4aCTO BIEPBbIE JUATHOCTUPYETCS MPU PYTHHHOM CKPHHHHIE MJIM BO BPEMs
OepeMEHHOCTH, PEAKO MPUBOAUT K TSDKEIIBIM OCIOXKHEHUSIM;

— MarueHTaM He TpeOyeTcsl Ha3HaueHUe HHCYTHHOTEPAIUH HIIH IepOpaIbHbIX
CaxapoCHMKAIOIIUX MIPENapaToB — HOPMOIIMKEMUIO yIaeTCsl OAIEPIKHBATh C
TIOMOIIBIO TUETOTEpaIuy;

— 1pu OEPEeMEHHOCTH MOXET ITOTPeOOBATHCST HHCYITMHOTEPAIHS UIs IPEJOTBpa-
IIEHHUs] MAKPOCOMUU

HNF-4a — 10 10 % ot Bcex cmygaeB MODY;

MODY-1 |- HNF-4a — ren saepHoro ¢akropa renaTtonuToB 40, — (aKkTop TPaHCKPHII-
LIMU, IPUCYTCTBYIOILUH B EUeHH, KMIIeYHHKe, noukax u IDK. Yuacteyer B
PEryIsIuy TeHOB MeTaboIi3Ma M TPAHCIIOPTA ITIOKO3bI;

— rerepo3urotHbie MyTanun HNF-4o npuBogsT k 3HaUMTETEHOW MAKPOCOMHUH
TIJIOZIA 34 CYET YBEIUUYCHHS CEKPELN HHCYINHA;

— HET ITIOKO3yPHH, HU3KHE aIlOIUIIONPOTEHHBI;

— qyBCTBUTENBHEI K Teparmuu [ICM (tepanus nepsoit muanm), UT — Bropast

JIMHUA Tepaltuu

Oxonuanue maon. 4

Bapuant XapakTepucTHka
MODY
HNF-1B — 6 % ot Bcex ciryqaeB MODY;
MODY-5 |- HNF-1p — ren sneproro ¢akropa remarountos 1 mimm dakropa TpaHCKpHII-

n 2 (TCF2), skcripeccHpOBaHHOTO B ITEYSHH, TIOUKAX, KUIIETHUKE, KETYIKE,
Jerkux, suaankax u [DK;

— Iporpeccupyomas Hexuaderndeckas Hepponarus, atpodust [DK, anomanmnn
Pa3BHUTHS IOJIOBEIX OPTaHOB;

— BEpOsITHA HU3Kasl Macca Tella IPH POXKICHU;

—B 50 % cirygaeB npu Hanm4uuK reHa passuBaercs CJI;

— PE3UCTEHTHOCTH K HHCYIIMHY B COYETAaHUH C e(PEKTOM ero CeKpeInu, KaK
mpasmio, Tpedyer UT

deHOTHIINYECKUE TPOSBICHHS U PEaKIMU Ha JICYCHHE MIPU Pa3HBIX (hopMax
monoreHHoro CJI paznuuatorcsi. Hanpumep, npu GCK (MODY-2) coxpansiercs
MIO>KH3HEHHAs JIETKAs TOIAKOBasi THIIEPIINKEMHS C PEIKUM Pa3BUTHEM OCIIOXKHE-
HUi, oHa He TpeOyeT Gapmakorepanuu. Camas pacnipoctpaneHHnas Gpopma HNF-1a
(MODY-3), Ha000pOT, IPUBOIUT K IPOrPECCUPYIOLIEH U BbIPaXKEHHON TUNepIIn-
KEMHH C BEICOKHM PHCKOM MHKPOCOCYAUCTHIX X MAKPOCOCYIUCTBIX OCIOKHEHHH.
OjHaKO COXpaHAeTCs BBICOKAS UyBCTBUTEIBHOCTD K IIPOU3BOHEIM CYITb(OHUIMO-
YEBUHBI, YTO MTO3BOJISIET JIMIAM C TIOATBEPKACHHBIM IUarH030M He HaunHaTh UT,
a YCIEIIHO UCIIONB30BaTh IIPOU3BOAHBIC CYIb(OHUIMOYCBHHEL.

JocroBepHo nuarHo3 MOoHOTreHHbIX (popm CJ[ MOXKeT OBITH YCTAHOBJICH IO
pe3yJiibTaTtaM reHeTHYEeCKOTO TECTHPOBAHHSL.

Knununueckue nposiBnenus apyrux cnempduueckux Gpopm CJI BecbMa MHOTO-
00pa3sHBI U ONPENEIIOTCS OCHOBHBIM 3a00JICBAHIEM U CTECHECHBIO JICKOMIICHCALIN
YIIEBOIHOTO OOMEHA U AOTIONHSIOTCS MPOSIBICHIEM OCHOBHOTO 3a0omeBanust. B pe-
AITBHOM KIIMHIYECKOH MPaKTHKe HauOoJee YacTo PErHCTPUPYETCs CHeU(pUIecKIii
C/1, BbI3BaHHBII TAHKPEATOT€HHBIM (DaKTOPOM, TI03TOMY KIIMHHYECKHUE IPOSIBICHUS
BKJIIOYAIOT OOJIb B BEPXHEM OT/ENIC JKHBOTA, Yallle TOCEPEIIHE WIIH ClIeBa, MHOIIA
OT/IAIOILLYIO B CITUHY (OTMOSCHIBAIOIIYIO), CHHIPOM AMCIICIICHH, OOIIyI0 claboCcTh 1
Jp. B xauecTBe MOTEHIMATBHBIX KIMHUYECKUX MPOSBICHUH JOIDKHBI yUUTHIBATHCS
DIIyXOTa, HAapYIIEeHHUs 3peHUsI ¢ aTpoduelt CeTYaTKy, MPOSBICHUS SHIIE(DaIonaTHH,
N3MCHCHHS BHEIIHOCTU (HapyLICHUS POCTa, 3Mb(ONof00HOe THII0, KPEUIOBHIHBIE
CKJIAJIKH IIeH, OOJIbILHE YIITH, MUKPOTHATHSI, OTCYTCTBHE IOAKOKHO-)KHPOBOH KIIET-
YaTKHM, HapylLlIeHUe MI0JI0BOI0 Pa3BUTHUs, acantosis nigricans u zap.). Taxxe oGmurar-
HBIMU SIBJISIIOTCSI OLICHKAa CEMEWHOro M JIKapCTBEHHOro aHaMHesa. dopma crery-
¢maeckoro CJI ycraHaBIMBaeTCs O pe3yabTaTaM JaHHBIX aHAMHE3a H CHCTEMHOTO
00ci1e10BaHusl, TTOATBEPIKIAOIIEr0 HaININe aTOJIOTHH, KOTOPasi MOXKET BBI3BATh
CH. TakTHka JIedeHHs ONpEneIsIeTCs] HHINBUIYaIbHO HA OCHOBAHHUY CTCHICHU BBI-
PaXEHHOCTH THIIEPIIMKEMHH, TaTO()U3HOIOTHIECKOTO MEXaHU3Ma Pa3BHUTHS I1aTo-
JIOTHH ¥ OOIIET0 COCTOSHMS TTallUeHTA.



