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KNACCUOUKALINA CAXAPHOIO AUABETA. BCEMUPHAA OPTAHU3ALINA

3APABOOXPAHEHMA. 2019T. YTO HOBOI'0?

© W.B. KoHoHeHKo*, O.M. CmunpHoBa, A.l0. Maiopos, M.B. LLiectakoBa

HaunoHanbHbIN MeANLUNHCKUIA NCCNefoBaTeNbCKUN LEeHTP SHAOKPUHoNorum, Mockea

0630p nocesLleH HOBOM Knaccudukaumm caxapHoro gunabeta (CM1), onyb6nrkoBaHHoM BcemupHon opraHmsaumeii 3gpaBo-
oxpaHeHua B 2019 r. B oTnnure ot npeppiayLei HoBasa Knaccndukauma He pasgenaet CI 1 tuna n C 2 Tna Ha noaTunsl
1 npepnaraet HoBble: «rmbpugHble Tunbl CO» n «HeknaccnduumposaHHbii C». Hactoawana knaccudumkauma B 6onbLuen
CTeneHn OpMEHTMPOBaHa Ha NPaKTMYeCKOro Bpayva, cTankmealolerocsa ¢ npobnemon onpepenerHna Tmna Cll B gebiote
3aboneBaHuA, Y Npr3BaHa NOMOYb C BbIGOPOM TaKTUKM NeyeHns (B YaCTHOCTH, CiefyeT I HAUUHATb JleYeHne MHCYNIMHOM
WM HET) UMEHHO B MOMEHT febtoTa 3aboneBaHus. B HacTosweM 0630pe npeacTaBneHo MHoroobpasmne ¢opm Cll, ocober-
HOCTM VX KJIMHNYECKON KapTWHbI, @ TaKXKe MOAYEepPKMBAETCA BaXKHOCTb MONEKYNIAPHO-TEHETMUYECKMX M UIMMYHOMOMMYECKNX
nccnefoBaHun ana nageHtnoukaumm tunos CI1 n onpegeneHna NepcoHann3npoBaHHON Tepanun. Boigenernne «rmbpng-
Hbix popm» C[] cBA3aHO € TeM, UTo neyveHne 3Tux Tunos Cll umeeT cBOM 0COBEHHOCTU, YTO, HECOMHEHHO, CBA3AHO C 0CO-
6eHHOCTAMU NaToreHesa 3aboneBaHnin. BMecTe ¢ TeM OYEBMAHO, YTO JanbHellLNe NCCIefOoBaHNA JOMKHbI OTHOCUTLCA
K M3YyUYEHWI0O MEXaHN3MOB MOBPEXAEHUA U CHUXeHNA GyHKUMK B-KneToK. BoamoxHo, 6yayLiune cnctembl Knaccuoukauum
W, Kak crieficTBMe, NepCoHann3npoBaHHoe neveHre OyayT cOCpefoTOUYEHbl Ha PasfiyHbIX MexaH3mMax NoBpPeXaeHUA
[B-knetok.

KJTIOYEBBIE CJZTIOBA: knaccugpukayus; caxapHelli ouabem, 2ubpudHsle munsl caxapHozo ouabema, MosieKyIapHO-2eHemuyeckue uccae0o8a-
HUA; UMMYHOJI02U4ecKue Ucc1e008aHuUs

CLASSIFICATION OF DIABETES. WORLD HEALTH ORGANIZATION 2019. WHAT’S NEW?
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The review focuses on the new WHO classification published in 2019. Unlike the previous classification, this classification
does not recognize subtypes of TIDM and T2DM and offers new types of diabetes: “hybrid types of diabetes” and “unclassi-
fied diabetes” This classification provides practical guidance to clinicians for assigning a type of diabetes to individuals and
choose appropriate treatment (whether or not to start treatment with insulin), particularly at the time of diagnosis. This
review presents the variety of forms of diabetes, the features of their clinical picture, and also emphasizes the importance of
molecular genetic and immunological studies to identify types of diabetes and determine personalized therapy. The selec-
tion of “hybrid forms” of diabetes is due to the fact that the treatment of these types of diabetes has its own characteristics
associated with the specific pathogenesis of diseases. However, it is obvious that further studies should relate to the study
of the mechanisms of damage and decrease in the function of 3-cells. Perhaps future classification systems and, as a conse-
quence, personalized treatment will focus on various mechanisms of damage to p-cells.
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HaunHas ¢ 1965 r. BcemnpHas opraHusauma 3gpaBooxpa-
HeHuA (BO3) nepuoanyeckn oOHOBNAET 1 NepecMaTpUBaET
Knaccudukaumio caxapHoro avabeta (C). B cBoen nepsoi
Knaccudukaumm 1965 r. BO3 npepnoXxuna ucnonb3oBaTtb
yeTblpe BO3pacCTHble KaTeropmv AmMarHosa: MinafgeHuYeckni
Wnn geTckun (c Hayanom B Bo3pacTe ot 0 go 14 neT), mono-
non (Hauano ot 15 o 24 net), B3pocnbii (Bo3pacT aebiota
oT 25 fo 64 net) n Nnoxunon (c Hayanom B Bo3pacTe 65 net
1 cTapue). B gpononHeHne K knaccuémkauum CI no Bospa-
CTy 6binn NpeasioxeHbl apyrue Tunbl CL: OBEHUbHbIN, UH-
CYNMHOPE3NCTEHTHbIN, TeCTaLVOHHbIN, MaHKpeaTUyYeCcKuni,
SHAOKPVIHHBIN N ATPOreHHbIn [1].

MNocnepHasa, OencTBylOWaA OO HACTOALWEro BpemeHu
B OONbLWMHCTBE CTpPaH MUpa Knaccudurkauma bbina npega-
noxeHa B 1999 r. n paccmaTpumBaeTca Kak 3TMonornyeckas
Knaccuopukauma CI (tabn. 1). Bnepsble 6bin NpeanoxeH
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npuHumun pasgeneHna Tmnos CI1 B 3aBUCUMOCTM OT OCHOB-
HbIX 3TMOMATOreHeTUYECKNX MEXaHU3MOB, KOTOpble Mo-
BNEKNN 3a cOOOI pa3BuTME runeprnnkeMmmn. MoTpebHOCTb
B Ha3HauYeHUU UHCYNMHa Gonblie He onpegensna tun CA.
Knaccnoumkauma 1999 r. oTMeHANa MOHATUA <UHCYIMHHe-
3aBUCUMbBIN» N «MHCYNMH3aBucMMbi» C M npepnarana
ABa OCHOBHbIX Tvna — CO 1 tuna (CA1) u CJ 2 tuna (CAO2).
Mpun 3TOM NoOgYEpPKMBaNOCh, YTO UHCYNMHOTEPANUA MOXET
notpeboBaTbCA NaumeHTam ¢ nbon ¢opmon CLl Ha onpe-
JeneHHon ctagum 3aboneeaHus. MNomnmo 31oro, BO3 peko-
MEHAOBasa BKMOUNTb B KNacCndrKaLmio He TONIbKO pasnny-
Hble 3Tnonornyeckme tunol CI, HO N KNNMHNYECKNE CTagun
3aboneBaHuA [2]. BBegeHMe KNMHNYECKMX CTaAMI yKa3biBa-
no Ha T0, yto ntoau ¢ CJl, He3aBMCMMO OT TMMa, MOTYT NPOXO-
OVTb yepes HeCKONbKO CTafui, OT HOPMOINMKEMMMN [0 TA-
XKEenow runepriivkemMmnn ¢ KETo30M.
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Ta6bnuua 1. Knaccudumkauma caxapHoro gnabeta (BO3, 1999)

OB30P

CA1T1una . .
. JecTpykums 3-KneToK nogKenynouyHoOM xenesbl, 06blYHO NPUBOAALLAA K abCOMOTHON
MmmyHoonocpenoBaHHbIN y
M WHCYNIMHOBOW HEOCTAaTOUYHOCTU
UpmnonaTtnuecknin
CAl2 una OT npeobnagatoLen MHCYNMHOPe3NCTEHTHOCTU (MIP) ¢ oTHOoCKTENbHBIM fedrLMTOM
WHCYNIMHA 4O AOMUHUPYIOLLEro HapylueHns cekpeuun ¢ P unu 6e3 Hee
leHeTnyeckne aedekTbl GYHKLUN B-KNETOK.
leHeTuyeckue gedpeKTbl 4ENCTBUA UHCYINHA.
3ab0neBaHUsA 3K30KPMHHOW YaCTV NOAKENY[OYHOM Kenesbl.
Apyrue cneynduyeckne DHOOKPMHOMATUN.
Tunbi CMi Cl, vHRYLMPOBaHHbIN NEKapPCTBEHHBIMY NPenapaTaMy UM XMMNYECKUMIN BELLECTBAMU.

NHpekumn.

HeobbiuHble GopMbl UMMYHOSTIOrMYECKN onocpegoBaHHoro CL.
Opyrve reHeTUYeCKne CUHAPOMbI, MHOrAa coyeTatowmeca ¢ CJ1

FectaunoHHbin CJ 6epemeHHocTH

JTio6an cTteneHb HapyLweHnA TONEPaHTHOCTU K MTIOKO3€, BNepBble BO3HMKLUAA BO BpemMA

Mpumeyanusn: C[] - caxapHbii fuaberT.

B ocHoee C11 nexut gectpykuums (-KneTok, obblYHO Be-
pywana K abconotHomy aedpuuuty nHcynuHa. Mpun CO2 Ha-
6n110aeTca CoYeTaHre ABYX MAaTOreHeTUYeCKMX NPoLeccoB:
PEe3nCTEHTHOCTU NepudepryecKx TKaHen K eNCTBUIO MH-
CYNUHa 1 HapyLLEHNA CeKpeLmn MHCynmHa [1, 2].

B 2019 r. BO3 ony6nukoBana HoBylo KnaccudurKkaumio
CAO[3].

NcTopuryeckn KNnuHMYeCKne oTimumnsa Mexay AByMsA OC-
HoBHbIMK Tunamu C[l 6a3upoBanncb Ha BO3pacTe Havana
3aboneBaHns, cteneHn yTpatbl GyHKUMM [B-KNeToK, CTe-
neHn VP, Hanuummn ayToaHTuTEN, accounmpoBaHHbix ¢ CJl,
1 HeobXoAMMOCTU HAa3HAYEHWA MHCYIIMHA MO XU3HEHHbIM
nokasaHuAM. B TUNuyHbIX cnyyasax gna onpegeneHna tuna
Cl nocTaToOYHO aHanM3a KNMHUYECKNX 0CoObeHHOoCTen ae-
6loTa 3aboneBaHuA. OQHAKO He Bcerga TONMbKO Ha OCHO-
BaHUW 3TUX NPU3HAKOB MOXKHO YETKO OT/IMUUTb OAWH TWM
ot gpyroro. Tak, C[]1 pa3BuBaeTcs, Kak NpaBuso, B 1€TCKOM
N MOAPOCTKOBOM Bo3pacTe. [MaumeHTbl MMeIT XapakTep-
Hble CUMNTOMbI B BUAE NONYPUM, NOANANNCUN, TPUMEPHO
y OfIHOW TpeTu pa3BuBaeTCA AnabeTnyecknii Ketoaumngos.
XapaKTepHO 3HAUUTENbHOE CHUXKEHME MacChl Tena B febto-
Te 3aboneBaHus. HegaBHee nccnepgoBaHve Nokasano, YTo
y 42% 60onbHbix C1 febiot 3a6oneBaHMA OTHOCUTCA K BO3-
pacty ctapue 30 nert, uTo cocTtaBnsAeT 4% Bcex cnyyaes C/Jl,
ANarHoCTUpPOBaHHOro B Bo3pacTte ot 31 po 60 net. KnuHu-
yeckan XapaKTepucTuKa 3TUX NaLuueHTOB BKitoYana bonee
HU3KMI MHOEKC MacCbl TeNa, Ha3HauYeHre NHCYNMHA B Teye-
Hue 12 mec nocsie NOCTAHOBKM AMArHO3a W MOBbILLEHHbIN
puck Ketoauumpaosa [4]. febiot C[11 y B3poC/biX MOXET Npo-
TeKaTb 6e3 BblpaXKeHHbIX KINMHUYECKAX CUMITOMOB MOJNY-
puu, nonvauncun. Takxke MoXKeT HabnogaTbCA BpeMeHHas
pemMrccmsa B NOTPEBOHOCTY B UHCYTMHE.

CyulecTByeT 1 gpyrme cepbesHble NPUYKHbI, YKa3blBato-
WKe Ha HeobxoAMMOCTb nepecmoTpa Knaccudurkaumm CA.
Tak, c yBenvyeHmnem pacnpocTpaHeHnsa OXXNPEHNA Y L, MO-
noporo Bo3spacta ¢eHotunbl CA1 n C2 cTanu meHee pasnu-
YMMbI. YBENNUUIIOCH KaK KONMYECTBO AeTel U NOoAPOCTKOB
c C12, Tak n gona nauuneHToB ¢ C[1 1 TMna, MeLwmX 136bl-
TOYHYI0 MacCy Tena nnmn OXXnpeHue.
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Hanuuune oxnpeHuna nnu nsbbIToYHON Macchl Tena y na-
umeHToB ¢ C[11 BbI3bIBAET TPYAHOCTM Kak C onpeenieHnem
Tuna agvabeta B gebioTe 3ab6oneBaHuA, Tak 1 B AafibHeNLLeM,
B XoZe neyeHusn. NogobHaa cnTyauma onvcaHa B niTepaty-
pe Kak «gBonHom guabet» («double diabetes»), npu koTo-
POM y NaLMeHTOB C ayToMMMYyHHbIM C11 METCA KNnuHUYe-
CKme npu3Haku UP: n36biTouHas mMacca Tena unm oxXnupeHue,
HU3KMIN KO3PPULIMEHT yTUAM3ALMUN ITTIOKO3bI, BbICOKI/E [03bl
WHCY/NINHA, a TakXKe AOBOJIbHO YacTo — apTepuasibHas runep-
TEH3USA U CHUXKEHUE XONecTepriHa MMNonpoTena0B BbICOKOM
NAOTHOCTU. [NA JOCTMXKEHWA KOMMEHCALUUU YreBOLHOMO
o6MeHa TakMM MavuveHTam TpebyioTcs, Kak npasuno, 6ob-
LUMe [O3bl HCYJIVIHA, YTO, B CBOIO OUYepefb, CBA3bIBAIOT C yBe-
NuyeHvieM mMacchl Tena. Takaa cuTyaums YyacTo HabnogaeTcs
B nepuog ny6eptata. OgHaKko Hanuume n36bITOYHOW MacChl
Tena y Takux 60JIbHbIX Hefb3s 0OBACHUTDL TONBbKO 60MbLLNMY
[03aMV UHCYNUHA. Bblno 0TMeYeHO, YTO NaLMeHTbI C «fBOW-
HbIM AnabeToM» Yalle UMelT PoACTBEHHUKOB ¢ CL2 1, uTo
0C0b6eHHO BaXKHO, Honee BbICOKUN PUCK CepAeYHO-COCYaU-
CTbIX 3ab60neBaHNi, YTO YKa3blBaeT Ha HEOOXOAUMOCTb OCO-
60ro BHUMaHUS K faHHOWN KaTteropun 605bHbIX [5].

B npeane onpepenerne Tnna CI 4OMKHO OCHOBbIBATLCA
Ha BbIABNEHUW, UAEHTMOUKALMM TEX HAPYLUEHWU, KOTOpble
ABNAOTCA CreUMOUUECKUMM U UCKITIOUUTENBHBIMU MEHHO
ana storo una CJl. Pa3paboTky B 0611acTy MOMEeKynsipHOW
reHeTUKM NO3BONWIN KIMHULMCTaM BbISIBUTb PAcTyLLee Ync-
N0 MOHOTeHHbIX dopm 1 gpyrux nogtnnos Cll, uto umeet
Ba’KHOE 3HaueHue Ans Bblbopa neveHus [6]. Pesynbratel um-
MYHOJIOrMYECKMX M FEHETNYECKMX NCCNIeAO0BAHI NO3BONAIOT
naeHtTudnumposatb TN CI, HO BO MHOTUX CTPaHaxX MUpa 3T
UCCNefoBaHNA MO-MPEXHEMY OCTAlOTCA Manlo4OCTYMHbIMU.
Pan nccnepoBaHmii nokasbiBaloT, YTo oT 7 Ao 15% cnyyaes Cl1
OCTalOTCA HEMPABWIIbHO KNlaccupuumMpoBaHbl [7].

B Poccunckon ®epepauun no gaHHbim QepepanbHoro
pernctpa 6onbHbIx C[1 Ha KoHel 2018 T. Ha AMCNaHCEPHOM
yuete coctoanu 4,58 mnH yenoBek (3,1% HaceneHna), N3 HUX
92% (4,2 mnH) — ¢ C2, 6% (256 Tbic.) — CO1 (M3 HMX B3pOC-
nbix - 219 TbIC.) 1 2% (90 ThIC.) cocTaBmnu gpyrue Tunbl CO,
B TOM umncne 8006 uenosek c rectaynoHHbim C[1 [8, 9].
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KNACCMOUKALIUA CA 2019 T. (BO3)

Mpun nepecmoTpe Knaccndukaumm CL skcneptbl BO3 nc-
XOAWU 13 TOro, YTO B upeane Knaccudurkaumsa Heobxoarma
[J151 TPEX OCHOBHbIX Liefeil:

- onpefensTb TAaKTUKY JIeueHuns;
- CTUMYNUPOBATb UCCNEeQOBaHUA STUONATOreHe3a;
- obecneunTb OCHOBY ANA SMVUAEMUONONMYECKUX UCCHe-

JOBaHUN.

Cuctema Knaccmoukauumn [OMKHa COOTBETCTBOBATH
BCEM TPEM OCHOBHbIM LiefIAIM, HO B HacTosILLee Bpems Cylle-
CTBYET elle Tak MHOro nNpo6esioB B NoHMMaHuu npuumH Cl,
UTO HbIHELWHAA KNaccupuUKaLmUa He MOXET BbIMOHATb 3Ty
TPOWHYIO POfb.

OnpepeneHve Tvna CI Heob6xoauUMO Npexae BCero ans
BblOOpa MaTOreHeTMYeCKn NPaBUIbHOTO, @ 3HauuT, b dek-
TUBHOTO NleyeHnA. OWwrbKa MOXeT NPUBECTU K PUCKY pas-
BMTWA y NaLreHTa AnabeTnyeckoro Ketoauuaosa unm K Heo-

Ta6bnuua 2. Knaccudukauma caxapHoro agnabeta (BO3, 2019)

npaBgaHHOMY Ha3HAYEHUIO VHCYSIMHA B C/lyYyae HEKOTOpPbIX
¢$opm moHoreHHoro CJ.

STUONOTNIO UK NaToreHes 60nblIMHCTBA TUMoB CL] MOX-
HO OnucaTb YNPOLUEHO, KaK HapyLueHne YyBCTBUTESIbHOCTU
K VUHCYNIVHY W KaK HapyLleHWe cekpeuun nHcynuHa. Og-
Hako cneunduueckrne aedekTbl, Nexalme B OCHOBE 3TUX
MPOLEeCccoB, NPeaCTaBAsioT COOOM UYpe3BbIYANHO CNOXHbIE,
He[OCTaTOYHO MOHSTHbIE MEXaHV3MbI, BK/oUalowme B cebs
B3aUMOAENCTBUE FEHETUYECKUX, SMNTEHETUYECKNX, TPOTEOM-
HbIX 1 MeTabonmuyeckmx npoueccos. M3yuyeHre 3Tux npouec-
COB, 6e3yCJIOBHO, YNyYLUUT Halle NMOHUMAHME OCHOBHbIX Me-
XaHn3moB CJ1 1 NO3BONNT HANTX HOBbIE NMOAXOAbl K TEPANMN.

MNpoaHanu3npoBas Bce 370, rpynna 3kcneptos BO3 npen-
NoXwuna HoByto cmctemy Knaccudmkauum CJi [3], B KoTopon
NPUOPUTETOM ABJIAETCA BbIOOP TaKTUKU NIEUEHMSA U KOTOPas
Morsia 6b TOMOYb BpayaM BbiGpaTb HEOOXOAMMYIO Tepanuio,
B TOM UKMCJie OLEHUTb HEOOXOAMMOCTb UHCYNMHOTEPANnnK,
yXe B febtoTe 3aboneBaHus (tabn. 2).

Tun C[ OnucaHwmne N3meHeHunA
PaspyLueHue -KneTok (B OCHOBHOM
. YnaneHbl
CA1Ttmna UMMyHooMoCpeoBaHHOE) 1 abcontoTHbIN febuunt noATUMbI
WHCYNMHAa; Hayasno B JeTCTBe 1 B PaHHEM B3pPOC/IOM BO3pacTe
Hanbonee pacnpocTpaHeHHbIV TUM, pa3finyHble CTENeHN
YnaneHbl
CO2Ttuna ancoyHkumm B-knetok 1 UP; 06bIuHO accouumnpyeTcs i qupting
C M3ObITOYHBIM BECOM U OXKUPEHUEM
mépuaHble Gopmbl: HoBble TnbI
y MNMopobeH meaneHHo pa3suBatolwemyca CI 1 Tuna
MepneHHo pa3suBatoLmiica A A P wemycs CJL MNpexHee
. Y B3pOC/bIX, HO Yalle uMeeT NpUsHaky metabonuyeckoro
MMMyHooMocpeaoBaHHbIN CJ] Ha3BaHue
CMHAPOMa, oaunH Bug aytoaHtuten K GAD n coxpaHsaeT
y B3pOCSIbIX LADA
Jonblue 6onbluyto GyHKLMIO B-KNeToK
KeTo3 1 nedpuunT MHCYNNHA, HO NO3Xe He TpebyeT NMHCYNVHa;
C[l 2 Tna co CKNOHHOCTbLIO K KETO3Y Aeduy Y ' peby Y ! -
YyacTble 3N1304bl KETO3a, He UMMYHOOMNOCPEA0BaHHbIN
Opyrue cneynduueckne Tmnbi
Bbi3BaH onpeaeneHHbIMY MyTaLUAMUN reHa, UMeeT HECKOMbKO
MoHoreHHbin C[1 KIMHUYECKUX NMPOABIIEHNIA, TPeOYIOLWUX Pa3INYyHOro
(MoHoreHHble fedeKTbl PyHKLMM NeyeHnn; BCTPeYaeTca B IeTCKOM 11 MOJTIOAOM BO3pacTe. O6HoBneHa
B-kneTok, MOHOreHHble fedeKTbl Bbi3BaH crneundmryecknmn MyTaumamm reHa; UMeeT NPU3Hakym  HOMeHKaTypa
B AeNCTBUN NHCYNNHA) Taxenon UP 6e3 oxnpenns; Cl maHnbectnpyer, Koraa
B-kneTkn 6onee He MoryT KomneHcmposaTb VP
CJl B ncxopne 3aboneBaHnii 3K30KprHHOM  CBA3aH € 3a601eBaHNAMY 1 TPaBMaMM SK30KPUHHOM YacTu )
YacTy NOLXKeNY[OUYHOW »Kenesbl NoaXenyLoUYHOWN Kene3bl
C[l, accoummnpoBaHHbIN C .
CBfA3aH C pAAOM SHAOKPMHONATAN -
SHAOKPMHOMATUAMMN
C[, "HAYLUMPOBaHHbIV NeKapCTBEHHbIMN
NHayumnpyeTca HeKoTopbiMM NeKapCTBEHHbIMY NpenapaTaMmu
npenapaTaMmm UM XMMmnyeCcKnmm -
UM XUMUYECKUMW BELLEeCTBAMM
BelecTBaMu
CJ B ucxoge nHdekunia Pa3BuBaeTcs B ncxofe BUPYCHbIX M GakTepuasibHbIX MHGEKLMNA -
HeobbluHble cneunduueckmne Gopmbl
CBsi3aHbl C pefKMMU UMMYHHbIMU 3aboneBaHAMY -
nmmyHoonocpegosaHHoro CJi
[pyrve reHeTnyeckne CMHAPOMbI, MHorune reHeTUyecKkmne HapyLLeHUA YBENNYMBAIOT PUCK )
MHoraa ces3aHHble ¢ CL1 pa3sutna CJ]
y OTa KaTeropua [OMmKHa NCNOb30BaTbCA BPEMEHHO, KOraa HeT .
HeknaccnduymposaHHbin CJi pUA A b » KOTA HoBbi1 Tvn

YeTKOW ANArHOCTUYECKON KaTeropuu, B Aebiote 3abonesaHna

Bnepsble 06HapyKeHHaA BO BpemsA 6epeMeHHOCT rneprankemus

CI npun 6epeMeHHOCTU

CO 1 vna unn C 2 TMna, BbiAABNEHHblE NPU 6epeMeHHOCTH -

lectaunoHHbin CL]

MMneprankemma HUXxe anarHoctnyeckoro nopora Cli

Mo KpuTepuam
2013 r.
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Mo MHeHWI0 3KCNepPTOB, AaHHAA KNMHMYECKaa Knaccu-
drKaumns MOXeT ObiTb WNPOKO MPUMEHUMA, TaK KaK OCHO-
BbIBAeTCA Ha JOCTYMHbIX KIMHUYECKNX MapameTpax and
onpepenenusa noatunos CI. HekoTopble CTpaHbl, a Takxke
KINUHUYECKNE U UCCrefoBaTe/IbCKue LeHTPbl MOTyT [O-
NOMHUTb 3TOT MOAXOL KOHKPETHBbIMUA AOMNOSHUTENbHBIMU
NCCNeAoBaHUAMU, HO OHU He ABNAITCA O6LEeA0CTYNHbIMY,
M cucTemMa Knaccudukaumm, OCHOBaHHas Ha 3TUX Mepax, by-
LET UMETb OFPaHNYEHHYIO F06aNbHYI0 NMPYMEHUMOCTb.

B otnuume oT npepgpigyulen, HoBas KnaccudurKkauuma
He pasgenaet C41 n CL12 Ha noaTMNbl 1 NpeanaraeT HOBble
™mnbl C: «rnbpuraHbie Tinbl CO» N «<HeKnaccuduumnpoBaH-
Hbin CL».

C1 aBnaeTcA nonureHHbIM MHOropakTopHbIM 3abone-
BaHMEM, NPUBOAALLNM K pa3BuUTUio abcontoTHoro geduunta
WHCYNINHA, HapYLUEHWNIO YTNeBOAHOrO, a 3aTeM U ApPYruX Bu-
JoB obmeHa Bewects [10].

OT1 70% po 90% niogent ¢ C41 npy grMarHOCTUKE UMET
[OKa3aTenbCTBa MMMYHOOMOCPEAOBAHHOIO NpoLecca — Ha-
NNYMe aHTUTEN K aHTUreHaM [-KNeTOoK: ayToOaHTUTeNa K NHCY-
nuHy (IAA), K rnyTamataekapbokcunase (GAD), TuposuHdoc-
datasza-nopobHoMy Genky (IA-2A), K uuMTONIA3MaATUYECKAM
aHTUreHam ocTpoBKOBbIX Knetok (ICA) n K TpaHcnopTepam
LUUHKa — ZnT8. NmeeTtca cunbHaa accoumauma 3abonesaHus
C reHaMy raBHOroO KoMmreKkca rmcrtocosmectmmoctut (HLA)
B o6nactu DQA, DQB. PaHee Bbiaenanu asa noatuna CA1 -
AayTOUMMYHHbI 1 MAVMOMATUYECKNIA, OBHAKO MaToreHes nau-
onatnyeckoro CJl, 6e3 MapkepoB ayTOMMMYHHOIO NnpoLiecca,
[0 KOHLa HeAceH. [TepBoHavanbHo, B 1999 r. K ngnonatnye-
ckomy CI1T otHocunm CLl cO CKNOHHOCTbIO K KeTo3y. Henb3A
UCKIIOYNTD, UTO B HEKOTOPbBIX CJTyYasiX MOHOTeHHble GpopMmbl
CA owwnbouHo Knaccuduumpoanu, kak C11. ABTopbl Npu-
LM K BbIBOAY, UTO TEPMUH «uanonatnyeckun C1» ncnonob-
3yeTCA HEeYacCTo U He ABMSAETCA KIMHNYECKN MOJNe3HbIM, B CBSI-
31 C YeM AaHHbIN NMOATUM NCKITOYEH M3 KNaccudukaumu.

Knaccuuecknin BapumaHT gebiota CL1 xapakTtepusyetca
OCTPbIM HauyanoM C PasBUTUEM MOAUYPWM, MONUAUMCUN,
Xaxgbl. OTMeuaeTcs 3HaUUTENIbHOE CHIIXKEHVE MacChl Tena.
CocTosiHMe MauMeHTa ObICTPO YXYALWAETCs, Pa3BMBAETCA
aueToHypusa. OTCYyTCTB/IE CBOEBPEMEHHOTO Ha3HaUYeHNA UH-
CYNVIHA MOXET MPUBECTU K Pa3BUTUIO KETOALMAOTUYECKON
KOMBbI, TSXKENTOMY COCTOSIHUIO OONBbHOTO. Y AeTEN YKe K KOHLY
nepBoro rofa 3aboneBaHNs 0CTaToOYHasA cekpeLus B-KneTok
npakTnyecku otcyTtcteyet [11]. Mpu pa3BmTrv 3a6onesaHus
B BO3pacTe ctapuwe 25 neT maHudectauus 3abonesaHus
MOXET ObITb He CTOMb CTPEMUTENBHOW, a YXYALIEHNEe COCTO-
AHNUA BMJIOTb A0 Pa3BUTMA KeTOaLuMAo3a MOXET MPOUCXO-
ANTb Ha GOHe CTpecca Nnu NpUcoeauHeHna nHbeKUnn. 1o
CBA3AHO C TeM, YTO TeMMbl aQyTOUMMYHHOTO MOBPEXAeHUs
[B-kneToK y B3pOC/IbIX HECKOMBbKO UHbIE, OCTaTOUYHAsA CeKkpe-
LUMA UHCYNMHA B pAfde ClyyaeB COXPAHAETCA AOCTaTOYHO
[OJIrO, OfHAKO B faribHeNleM CeKpeLuuss MHCYMHA NnocTe-
MEHHO CHIVXXAeTCA M pa3BUBAETCA abConOTHbIN geduunt
WHCYNUHa. [laHHbIe 13 MHOTUX CTPaH C BbICOKMM YPOBHEM
[OXOAa YKA3bIBAOT HA eXXerofHoe yBennyeHue 3abonesae-
moctn C[11 B eTckom Bo3pacTe Ha 3—4% [12].

AyTOMMMYHHbI CJ1 O6bIYHO HauMHaeTcA B AETCKOM
1 NOAPOCTKOBOM BO3PACTE, HO MOXET Pa3BUTbCA B SII0O0M
BO3pacTe, gaxe Ha 8-m unm 9-m pecatke net. 84% niogen
¢ C1 coctaBnatot B3pocnble [13].
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OynbMUHaHTHBbIN (MONHMeHocHbIN) CL11 ABnAeTCA of-
Holi 13 ¢opm octporo C11 y B3pOC/bIX, GONBbIUMHCTBO CITy-
YyaeB KOTOPOro 6bIN10 3aperncTprMpoBaHo B BoctouHom A3nm
[14, 15]. Ha ero ponto npuxoantca npumepHo 20% ocTporo
CA1 B AnoHum [16] 1 7% B Kopee [17]. OH Takke pacnpo-
cTpaHeH B KnTae [18], HO pegKo BCTpeyaeTca y nogen eBpo-
NercKoro NPONCXoXKAeHUA. XapaKkTepusyeTca OCTPbIM Haya-
JTOM V1 NPAKTUYECKM MOJHbIM pa3pyLueHrem B-kneTtok. Y 70%
60/IbHBIX K/MHMYeCKas KapTvHa Havana 3aboneBaHusa Xa-
paKkTepusyeTca rpunnonofo6HbIM COCTOSIHUEM C BbICOKOWM
Temnepatypoi, 6onamMn B ropse, KatapasbHbIMU ABJIEHU-
AMW, yXydLweHnem obLiero CoCTOAHMA, YacTO OTMeYaloTCs
raCTPOUHTECTVHAJIbHbIE CMMMNTOMbI — 60N B XMBOTE, TOLL-
HOTa, pBOTa. ¥ 98% 60NbHbIX HaboAaeTCcA MNOBbILWEHMEM
bepmMeHTOB MOAKeNy[OYHOWN Xene3bl: NMnasbl, aMmuiasbl,
anacTtasbl-1. K KpuTepuam AMarHoctukum ¢GpynbMUHAHTHOMO
C[l oTHOCAT: pa3BuUTME KETO3a WU KeToaumzo3a K KOHLY
nepBou Hegeny 3aboneBaHNs (Uepes HeZlento OT NOABNEHNA
TUNepPrivKeMIM), NOKasaTenu rmukeMmm Boiwe 16 MMonb/n
NMpy YPOBHE MIMKMPOBAHHOIO remoriobrHa meHee 8,7%,
3HayeHue C-nentuga HaTowak meHee 0,3 Hr/mn. AyToaHTu-
Tela K aHTUreHam (3-KneTok OTCYTCTBYIOT, OQHAKO OTMeuya-
eTcA KneTouyHas MHQUNIbTPALMsA OCTPOBKOB MOMAXeNyaou-
HOW ene3sbl Makpodaramu u T-kneTkamu. 3aboneBaHue
MOKET HauyaTbCA BO Bpemsi GepeMeHHOCTU WA Cpasy no-
cne Hee. OTMeYalOT HanMumMe accoumauuu C ranaoTUNoM
DRB1*04:05-DQB1*04:01. UNHcynuHoTepanus TpebyeTca cpa-
3y MO KU3HEHHbIM MOKa3aHNAM, PEMUCCUA He HabogaeTcs.
3aboneBaHne TPYAHO KOHTPOMMPYETCA, BbICOKUIN PUCK Je-
TanbHocTK [19, 20].

Hanvnune aytoaHTuten K aHTMreHam (-KneTok sBnsieTcA
OCHOBHbIM Mapkepom C[11, n nx onpepeneHne ocobeHHO
BAXXHO B HETUMMNYHBIX, CJIOXKHBIX KITMHUYECKMX CNyYasXx, Tpe-
Oyilolmx npoBefeHusa AauddepeHLnanbHON AMArHOCTMKM
mexay CO1 n CO2.

Taknm ob6pasom, CornacHo HOBoW Knaccudukaumm, ama-
rHo3 C[11 noapa3ymeBaeT Ha3HaueHre HCYNMHA Cpasy npu
MOCTaHOBKe AinarHo3a.

B HacToswee BpemsA, No gaHHbIM BO3, B Mype HacumnTbl-
BaeTca 6onee 463 mMnH 6onbHbIX CL1. o NnpeaBapuTENbHBIM
nporHosam MexayHapoaHon auabetnyeckon defepaunu,
konnuectBo naumeHToB CJl K 2045 r. MOXET YBeNNYUTHCA
[0 700 mnH yenosek [21]. Mpw 3Tom Ha gonto CL12 npmnxoanT-
cAa o1 90% fo 95% Bcex cnyyaes CJl.

HecmoTps Ha To YTO OCHOBHOW, XapakTepHon yepTton CL12
agnaetca Hanuuve WP, gucdyHkuma B-Knetok Heobxopuma
ana passutna CO2. MaumenTsbl ¢ C42 NMEOT OTHOCUTENbHBIN
AeduunT MHCYNMHa, 1 B Hayarne 3aboneBaHnsA ypPOBEHb MHCY-
JINHA YBENIMUMBAIOTCA B CBA3Y C HEOOXOAUMOCTbIO KOMMEHCH-
poBaTb umetowytoca UP. bonbwmHcTo miogeit ¢ CA2 nmetot
M36BbITOUHBIN BEC WKW CTPAZAIOT OXMpPEHUeM. XapaKTepHO
Hannume BUcCLepanbHOro oxmpeHua. OgHaKo B HEKOTOPbIX
nonynAumnAX, TakKMX Kak asuatbl 1 y 1L, MHAUACKOrO NPOWC-
XOXKAeHns, AnchyHKUMA B-KneTok npeacTaBnseTcs bonee 3a-
METHOW, YeM B eBponenckon nonynaunu [22, 23, 24].

C[12 yacTo OCTaeTcA HeAMarHOCTUPOBAHHBIM B TeUeHMe
MHOMUX NIeT, TaK Kak FMNeprinkeMns pasBKBaeTCA MnocTte-
neHHo [25]. Tem He MmeHee Takme 6ONbHble HAXOAATCA B CO-
CTOAHUW MOBbIWEHHOrO PUCKa Pa3BUTUA MaKpPO- U MUKPO-
COCYANCTbIX OCNOXHEHUN.
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Pnck passutma storo Tnna Cll yBenuurBaeTca C BO3pac-
TOM, OXKMPEHNEM N HEQOCTAaTOYHON PU3NYECKON aKTUBHO-
CTbto. OH Yallle BO3HMKAET Y »KEHLMH C NpeawecTByOWNm
rectaynoHHoim C1 1 y naymeHToB C rMNepTOHMEN U AWC-
nmnngemuen. Ero yactota BapbupyeT B pasHbIX pPacoBbiX
W 3THUYECKMX noarpynnax. 3aboneBaHre xapakrepusyeTcs
CANTbHOW FeHEeTUYEeCKON MpeapacnonoXeHHOCTbO, OAHAKOo
reHeTuka 1o ¢dopmbl CLl CNIOXKHA 1 NMOKa YETKO He onpe-
JeneHa [26].

KeToauupaos pas3BrBaeTcs pegko M OObIYHO CBsi3aH
CO CTPeccom B pe3ynbTaTe Apyroro 3abonesaHus, Hanpu-
Mep, UHPeKUUN. Y NOXKUIIbIX TIOAEN MOXET Pa3BUTbCA rUne-
pocmonspHas koma. [ina 6onbwmrHcTBa niogein ¢ CA2 neve-
HMe WHCYNMHOM He TpebyeTcsa AfiA BbPKUBAHUS, HO MOXET
noTpe6oBaTbCA Ha OMNpeAesieHHoON CcTaguy 3aboneBaHus
OJ17 KOMMEeHCaUuun yrneBogHoro obmeHa. d$deKTMBHOCTb
nepopa’sibHbIX CAXapOCHWKaOLLMX MPEnapaToB YacTo ObiBa-
€T CHWXKeHa cpefu monoabix ntogen ¢ CAO2 [27].

Cneunduueckasa stmonoruss C2 A0 KOHUa HesACHa u,
BEPOATHO, BKJIIOYAET HECKOJIbKO PasfIMYyHbIX MeXaH/3MOB.
Bo3moxHo, B 6yayuiem 6yayT BbleNieHbl OTAeNbHbIe NOATH-
nol CO2.

B knaccnéuvkauum CL 2019 r. nog CA2 noHMmaloT Hau-
6onee pacnpocTpaHeHHyo ¢opmy Cll, B OCHOBE KOTOPOWU
NEXWT pasnuyHan cteneHb ancoyHkumm B-knetok u UP. 3a-
6oneBaHMe 06bIYHO acCOLUMPYETCA C N3OLITOYHBIM BECOM
1 oXXupeHuem. Kakre-nnbo nogrvnol yaaneHsi.

Bnepsble B Knaccudukaumio BBeAEHbl HOBblE KaTero-
pvn Cl, otnnyHble Kak ot CA1, Tak u ot C[12 — MegneHHo
pa3BUBAKOLNIACA UMMYHOOMNOCPEOBaHHbIN ArabeT (slowly
evolving immune-mediated diabetes) n C[] co cknoHHOCTbIO
K keTo3y (ketosis-prone type 2 diabetes).

MepneHHo pa3BuBalOLWMIACA UMMYHOONOCPEAOBaH-
Hbli guabet B3pocnbix

PaHee 3toT Tin C[1 661N ONUCaH Kak NaTeHTHbIV ayTOUM-
MyHHbIA AnabeT B3pocnbix (“Latent autoimmune diabetes
in adults"- LADA) n paccmaTpuBancsa Kak BapuaHT CA1
[28-30].

KnuHuueckas kaptnHa LADA B pe6iote 3aboneBaHus
CXOXa C KnuMHuyeckon kaptuHon CL2, 1 B TeueHue nep-
BbIX JieT 3a60fieBaHNA KOMMEHCALUs YrieBogHOro obmeHa
[AOCTUraeTca MNMPUMEHEHNEM OMETbl U MepopanbHbIX caxa-
POCHMXKAOLWKMX MPEnapaToB, OAHAKO 3aTeM pPa3BUBAETCA
LEKOMIMeHcauus yrneBogHoro obmeHa, 4to TpebyeT HasHa-
yeHna MHCynuHoTepanuu. OCHOBHbIMU AVNArHOCTUYECKMMU
KpUTEPUAMU MeLIEHHO MPOrpeccupyoLLero ayTOMMMyHHO-
ro C[] B3poc/blX, KOTOpble MO3BONANN PAacCMaTPUBaTb €ro
KaK BapuaHT TeyeHusa C[11, ABAANVCD: HaNMume ayToaHTUTEN
K aHTuUreHam B-knetok (yawe K GAD w/unu Kk ICA); HU3KNIA
6a3anbHbI U CTUMYIMPOBaHHBIN ypoBeHb C-nenTrAaa; npu-
cytctBue HLA-annenei Boicokoro pucka Ca1.

TepMUH «naTeHTHbIN» (CKPbLITLIA) NogUYepKMBan OTnymne
storo Tuna CI1 ¢ megneHHbIM Hayanom ot TununyHoro CA1.
B HeKkoTopbIX pernoHax mupa 3Ta popma CJl BCTpeuaetca
yalie, yem knaccumyeckun C1. CxogHbIi NOATUN TaKXe 6bin
O6HapyXeH y feTei 1 NOAPOCTKOB C KNMHUYeCKon Gpopmon
C[2 v ayToaHTUTENAMU K aHTUTEHaM [3-KNeTOK 1 OblT Ha3BaH
NaTeHTHbIM aQyTOUMMYHHbIM Arabetom y monogpix [31, 32].

Onckyccua, asnaetca nn LADA BapuaHTOM TeueHusA
CAO1 vnn CA2 wnu camocTosiTenbHbiM Tnom CJl, BegeTtcA
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Ha npoTsaxeHun yxe 20 net. C OfHON CTOPOHbI, HaNMyKre ay-
TOQHTUTEN CBUAETENbCTBYET 06 ayTOMMMYHHOM MeXaHu3mMe
NoBpeXaeHWs B-KNeTOK 1 YKa3blBaeT Ha HeobxoanmMocCTb
Ha3HaYeHMA MHCYNNHA Kak eANHCTBEHHO NaToreHeTuyecKuy
npasuibHOro neyeHus. C 4pyron CTOpoHbl, BO3pacT gebioTa
3aboneBaHnA ctapwe 35 neT, OTCYTCTBME OCTPOro Hauana,
30 eKTUBHOCTb NepopanbHON CaxapoCHMKatloLWweln Tepannm
1 AVeTbl B NepBble rofbl 3aboneBaHnsA, COXpaHHas cekpeuuns
WHCYNMHA Ha MPOTAXXEHNN HECKONbKIX JIET, HaInumne y 4yactu
60/IbHbIX TAKUX KOMMOHEHTOB METaboMYECKOro CUHAPOMA,
Kak M30bITOYHAsA mMacca Tena, OXMPEHWe, AUCTUNUZEMMS,
apTepuanbHas rmnepTeHsns, fokasaHHas WP, 6onee yactoe
pa3BUTUE MAKPOCOCYAUCTbIX OCNOXKHEHWUA MO CPaBHEHUIO
¢ C11 ykasbiBaeT Ha 06LWHOCTb faHHoro Tuna ¢ CA2.

He cywecTByeT uyeTKkux, yHMBEpPCaNbHbIX KpuUTepues
JaHHoro nogTtuna CJl. Yaue Bcero ncnonb3syoT Tpy KpuTe-
pusA: Hannune aHTUTEN K aHTUIreHam B-KneTok (Yawe K GAD),
BO3pacT AebloTa 3aboneBaHus ctapule 35 neT u oTcyTCTBME
HeobXoAMMOCTM B MHCYNMHOTEpPanuy B nepsble 6-12 mec
nocse NOCTaHOBKM fuarHo3a. Cpefm 605bHbIX C AUArHOCTHY-
poOBaHHbIM nepBoHavyanbHo C[2 yacToTa BCTPEYAEMOCTMU
aHTWTEN K aHTUreHam (3-KJeTok pasfiyHa B 3aBUCMMOCTM
OT 3THUYECKMX OCOBEHHOCTEN U BO3pacTa Hayana 3abone-
BaHuA. Cpen ayTOAHTUTEN-NO3UTUBHbIX NaumeHToB 90%
nmetoT aytoaHtutena K GAD, 18-24% - aHTuTena K Tnpo-
3uHdocdaTase nnm K TpaHcnopTepy umMHKa ZnT8 [33]. Mpwm
3TOM GONbLUMHCTBO NALMEHTOB UMEIOT TOJIbKO OfUH BUA aH-
TuTen — K GAD. MNokasaHa accoumauusi nonmmopdrama reHa
dakTopa TpaHckpunuun TCF7L2 c LADA [34].

Hannune aHTuUTEn ABRseTcA MPOrHOCTUYECKMM ¢aKTo-
pOM pPa3BUTUA MHCYNMHOMNOTPebHOCTU. HecoMHeHHO, uTo
coxpaHeHue GYHKLMM [B-KNeTOK ABNAETCSA BaXKHbIM NPU Bbl-
60ope TaKTKM NleueHns, BMecTe C TeM, HEKOTOpble NCCNeno-
BaHUsA YKa3blBalOT HAa MPOTEKTMBHYIO POJb HIMOUTOPOB AK-
nenTuannnenTuaasbi-4 y LaHHoM Kateropum 60sbHbIX [35].

B knaccudukaumm CL 2019 r. gaHHbIA TMn C[] BbigeneH
Kak camocTosTenbHas, rmbprgHas ¢opma CLl. OH nogobeH
MefneHHo passuBawowemyca CHA1 y B3pocnbix, HO valle
UMeeT MPU3HAKN MeTaboNMyeckoro CYHAPOMA, Kak mnpa-
BUIO, onpefdenaeTca TONbKO OAuH BUA aytoaHTuten Kk GAD
1 OYyHKUMA [B-KNETOK OCTaeTCA COXpPaHHOW bGonee anvTenb-
Hbl Nepunog BpeMeHW. TepMUH «JTaTEHTHbIN a8y TOMMMYHHbI
Anabet B3pocnbix» (LADA) 3aMeHeH Ha MeaJIEHHO pa3ByBa-
IOLMIACSA IMMYHOOMOCPEeAOBaHHbIN AnaberT.

C/] 2 TiNa O CK/IOHHOCTbIO K KeTo3y

PaHee paHHbin TN C OTHOCKMAM K namMonaTuyeckomy
C[11, ogHaKo 3T0 HeobbluHas GopmMa HEUMMYHHOTO, CKJIOH-
HOrO K pa3BuTuio Keto3da CJl, BnepBble 3aperncTpnpoBaHHo-
ro y monogbix appo-amepukaHues B Gnatéywe, Hoio-Viopk,
CWA (otciopa ero gpyroe HassaHue — Flatbush-guaber)
[36, 37]. BONbLWMHCTBO 6OMBHbLIX — aPPUKAHCKOTO UK a3u-
aTCKOro NMPOUCXOXAeHusA. 3aboneBaHNe XapaKTepusyeTtcs
LMKNNYECKUM TeYeHNEeM: OCTPOE Hayaslo C BblPaXXeHHOW -
nepravkeMren 1 Ketoauuao3om, TpedyolmM Ha3HauyeHns
WHCYNHA, CMEHAETCA Mepuoaom peMmccum, BO Bpems KOTo-
PO UHCYNINH MOXET ObITb OTMEHEH, KOMMEeHcaUWa yrieBos-
HOro oOMeHa [JOCTUraeTCcsa 3a cYeT cobnaeHA aneTbl Un
npuemMa caxapocCHVXarlwWwux npenapatoB. [pogomxntenn-
HOCTb PEMMCCUN, KaK NMpaBuIio, He bonee 10 net. AHTUTENA
K aHTMreHam [3-Knetok oTcyTcTBylOT. [daHHbii nogtun C[
XapaKTepeH OsiA MyXUYUH CpegHero Bo3pacTa C 136bITOYHOM
Maccou Tena unm oxxupeHuem. Y nuy ¢ gaHHoun ¢opmoini CJ
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MOXET BbIAABNATbCA pa3HaA CTeneHb AepuunTa UHCYNUHA,
A6contoTHasA NOTPebHOCTb B 3aMeCTUTENIbHON WHCYNVHO-
Tepanuu y 3TuX GONbHbIX MOXET MOSBMAATHCA U MCYe3aTb.
B cTpaHax C BbICOKUM YPOBHEM [OXOAa MYXUUHbI, CTpaga-
oLWre OXKUPEHMEM, NOo-BUANMOMY, Haubonee NogBepeHbl
310 Ppopme CJl, HO aHanorMyHasa KapTuHa Habnopanacb
y XyApblX JiOfe B rpynnax HaceneHus C HU3KMM YPOBHEM
noxoga. CKNoHHbIN K kKeTo3y C[12 HabnogaeTcs BO BCEX MO-
NynALMAX, HO PeXKe BCero BCTPeYaeTcs B NONynAunax eBpo-
nemckoro npouncxoxaeHna. OCHOBHOWM MaToreHe3 HesAceH.
Hukakunx reHeTryecKux MapKepoB 1y NPU3HAKOB ayTOUM-
MyHUTETa BbISB/IEHO He 6bino [38].

HoBas knaccnéoumkauus cneunduuecknx tunos Cll npen-
CTaBfieHa B Tabnuue 3, ogHaKo 3TOT CMMCOK He ABASETCA UC-
yepnbIBaOLLMM.

MoHoreHHble ¢popmbi C[]

MoHoreHHble popmbl C[] cocTaBnaAoT He 6onee 5% Bcex
cnyyaes C/l, ogHaKo € paclinpeHrieM BO3MOXKHOCTEN U [10-
CTYMHOCTN MONEKYNIAPHO-TeHETMYECKUX UCCIeQ0BaHUN KO-
nMYecTBO 3TUX OOJNbHBIX OyAeT HEYKIOHHO YBENuYMBaTb-
ca. VpeHTudukaums moHoreHHbix Tunos CJ] nossonset
He TONbKO oOfpedenvTb MPaBUNbHYIO TaKTMKY JleYeHus,
HO W MPOrHO3MpPOBATb XapaKTEP TeyeHus 3aboneBaHus
N €ro OCNOXHEHWUW, B pAfe c/iyyaeB OObBACHAET Hanmuue
OPYruX KOMMNOHEHTOB CMHAPOMA, @ TakXKe MO3BOMSET MPo-
rHO3MPOBATb Pa3BMTME MOAOOHBIX HAPYLIEHUI Y GnviXKaii-
LUINX POLACTBEHHUKOB.

B paHee npoBefeHHbIX UCCefoBaHUsX Oblo NoKasaHo,
YTO B IETCKOM U NMOJPOCTKOBOM BO3PaCTe YaCTOTa MOHOTEH-
Hbix dopm CJ] coctanseT 1,1-4,25% Bcex popm C[l, a pac-
NPOCTPaHeHHOCTb B nonynauyuu — 2,1-4,6 Ha 100 000 [39].
Cpenu amepukaHueB mosioxe 20 net okono 10% cnyyaes
CJl npu HanUUMM OCTaTOYHOWN CEKPELUN NHCYNIMHA U OTCYT-
CTBUWN aHTUTEN K Pa3fIMYHbIM aHTUFEHAM MOMXKENYLOYHON
Xesne3sbl Ha CaMOM fesie ABMATCA ClyYasMy MOHOTEHHOTO
CA [40].

B HoBow Knaccuoukauum npu 0603HAYEHUN MOHOTEH-
Hbix nogTnnos Cll akcneptbl BO3 npepnaratoT ncnonb3oBaTb
CUMBOJI TEHa, B KOTOPOM MOATBEPXKAEHA MyTaLus, 3a KOTO-
pbiM cnegyeT KIMHUYeCKuin cuHgpom. Hanpumep, B ciyuae,
€C/IN MOCTaBMeH KIUHUYECKUIA AUArHO3 MEepPMAHEHTHOro
HeoHaTanbHoro gnabeta (PNDM) 1 noaTBepXaeHO Hanuume
MyTauuu B reHe KCNJT1, TO fjaHHbIA reH cnefyeT yKa3biBaTb
npu HanucaHum amnarHo3a — KCNJ11 nepmaHeHTHbIN Heo-
HaTasibHbI AnabeT. B cnyyae ecnu KNMHMYECKU NOCTaB/EH
punarHo3 PNDM, Ho reHeTMyecKme MyTaumm nnbo He nsyya-
nuck, 6o He Bbiny 06HaPY»KeHbI, TO TaKOW MALMEHT OTHO-
cUTCA K KaTeropun Tonbko PNDM (1abn. 3)

Cll, o6ycnoBneHHbIi MOHOreHHbiMu pAedeKTamm
HapyweHunsa GyHKLUM B-KneToK

KnrHuyeckne nposiBNEHUsI MOHOTEHHbIX AedeKToB
byHKUMM B-KNeToK BKMUalT AnabeT 3penoro Tmna y mo-
nogbix (MODY), NOCTOAHHbIN (MepMaHEHTHbIN) HeOHaTasNb-
Hblll ArMabet (PNDM), TpaH3UTOPHBLIN HEOHATaNbHbIV AnabeT
(TNDM), muTtoxoHapuanbHbin CI1 1 reHeTUYeCKne CUHAPO-
Mbl, IPW KOTOPbIX MyTaLMsA B reHe MPVBOAUT K Pa3BUTUIO
He Tonbko C[1, HO 1 Apyrux HapyLeHWHA.

B HacToAwee BpemA M3BeCTHO 14 reHOB, NPUBOZALLMX
K pa3BuTMIO pasnnyHbix Tvnos MODY, npu 3Tom Hanbonee
yacTto BcTpevatotcsa ase dopmbl — MODY2 n MODY3, oby-
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CNOBNEHHbIe MyTaLMAMY B reHax MiokoKuHa3sbl (GCK) nagep-
Horo ¢aktopa rematoumTtoB 1 anbda (hepatocytenuclear
factoria - HNF1a), cootBeTCTBEHHO (CM. Tabn. 3). CemeliHbll
XapakTep 3aboneBaHMsA CBsA3aH C ay TOCOMHO-LOMUHAHTHbIM
TWUMOM HacneAoBaHUA.

Q®opma HNF1a MODY(MODY3) xapaKkrepusyeTca Ha-
Yyanom B paHHeM Bo3pacTte (4-18 neT), BblpaXkeHHOWN MOCT-
npaHAnanbHON TMNeprankeMmnen, CHUKEHHbBIM MOYeYHbIM
MOPOrom, B CBA3U C YEM [TIIOKO3YpUsi MOXET onpeenaTb-
cA npu Hopmornukemuu. 3aboneBaHune nporpeccupyer
C BO3PacTOM C Pa3BUTUEM MUKPO- N MAaKPOCOCYAMUCTbIX OC-
noxHeHun. OTMEYaeTCA BbIpaXKEHHas YyBCTBUTENbHOCTb
K MPOU3BOAHbIM CynbGOHUIMOYEBKHBI. COCTAaBNSAET OKOJMO
30-50% Bcex cnyyaes MODY.

GCK MODY (MODY2) cBA3aH C MyTaLMel reHa rIoKOKM-
Ha3bl, YTO NPUBOAWT K AedEeKTY MOMEKyJbl MOKOKUHA3DI.
[MIOKOKMHa3a — BHYTPUKIETOUHbI (EepMeHT, aKTUBUpPY-
IOWNA NpoLecc nepexoda roKo3bl B MMOK030-6-pocdar,
yTO, B CBOK Ovepefb, CTUMYIMPYET CEKPEeLMI0 MHCYNMHa
B-kneTkamn. MyTaLma reHa riOKOK1HA3bl XapakTepusyeTcs
CTabunbHOW rMneprankeMmmen Hatowak (5,5-8,5 mmonb/n),
Npu HOpPManbHOM HbA1c (5,5-5,7%). 3abonesaHne nmeeT Ha-
CNefCTBEHHbIN XapaKTep, NpYYemM HapyLLeHUs YIeBOAHOrO
obMeHa HabNAalTCA B KaXKA0M NoKoneHuu. HesHaunTenb-
HasA rMnepriavkemMus HabnaaeTcs C POXKAEHMWSA, HO AnarHo-
CTUPYeTCA, KaK NpaBuio, 3HAUYNTENIbHO MO3Xe, NPy CJyYan-
HOM 06cniefoBaHMM (MPU NPOBEAEHMMN NPOPUNAKTUYECKOTO
obcnepoBaHuA UK No NoBoAy CONyTCTBYOLLEro 3abonesa-
HUS, @ TaKXKe NPU CKPYHKHIE BO Bpems bepemeHHOCTN) [41].
3aboneBaHne He NPOrpPeccupyeT, OCIOXKHEHNA Pa3BMBAIOT-
cA pegko. MNayueHTam He TpebyeTcA Ha3HAYEHUE NHCYNVHO-
Tepanun WUy NepopanbHbIX CaXapOCHMXKaloWNX npenapa-
TOB — HOPMOIIMKEMUIO YAAETCA NOAAEPKUBATb C MOMOLLbIO
ametbl. VicknioyeHne coctaBnsatoT 6epemerHble ¢ CJ1 Tmna
MODY2, korga UHCynMHoTepanua npegoTBpallaeT passu-
TUEe MAaKpPOCOMUM NJI0AA B CJyyae OTCYTCTBUA Y HEFO aHaso-
rmyHoun myTtauumm [42].

Kak 6b10 nokaszaHo, C[l, OnarHOCTMPOBaHHbIA B nep-
Bble 6 MeCALEB XM3HU, B OONbLUMHCTBE ClyyaeB He sBMS-
eTCcA TUMUYHBbIM ayTOMMMYHHbIM C/l, @ OTHOCKTCA K TaK Ha-
3bIBaeMoMy HeoHatanbHomy CJl [43]. HeoHaTtanbHbin C
BCTpeyvaeTca ¢ yactotom ot 1/300 000 go 1/500 000 HoBoO-
POXOEHHbIX. AHTUTENa K aHTUreHaM [3-KNeTKU OTCYTCTBYIOT.
BblgensoT nepMaHEHTHYIO U TPAH3UTOPHYO pOpPMY HEOHa-
TanbHoro CJl. Hanbonee yacTo NpUUYMHON TPAH3UTOPHO-
ro HeoHatasnbHoro C/] ABnAeTCA HapyLleHUe NMNPUHTUHTA
reHoB ZAC/HYAMI nokyca 6g24. NepMaHeHTHbIN HEOHaTab-
HbI CJ] yacTo CBA3aH C MyTaLMsAMM B FreHax, KOAUPYIOLUX
Kir6.2 n SUR1 cy6beaunHuLbl ATO-3aBUCMbIX KanmneBbIX Ka-
Hanos. B 3Tom cnyyae 3¢ PpeKkTrBHON ABNAETCA Tepanusa Npo-
U3BOAHbBIMU CYNbGOHUIMOYEBUHDI.

C nepmaHeHTHbIM HeoHaTanbHbIM CJ] CBA3aHO HECKOJb-
KO KIWHMYECKNX CcuHApomMoB: IPEX-cuHpgpom, crnHapom
Yonkotta-PonnucoHa, coyetaHue nepmaHEHTHOro HeOHa-
TanbHoro CJ1 ¢ runonnasum u atpoduein nomgxenygoUuHom
»Kenesbl.

Hacnepgyembin no matepuHckon nuHumn CO un rnyxota
(MIDD) aBnsawTcA pe3ynbtaToM MyTauUy MUTOXOHAPWanb-
Horo reHa B nonoxeHun 3243 (mtDNA 3243 MIDD) [44].
Y HocuTenen faHHOW MyTauuy TakKe MOryT HabnogaTbcs
MUOMATUS, TMUTMEHTHAA PeTMHOMaTUA, KapAuoMMonaTus
1 OYaroBbIli FNTOMEPYSIOCKIEPO3.
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Tabnuua 3. [Ipyrue cneunduyeckme Tnbl caxapHoro avabera

MoHoreHHble popmbi C[]
MoHoreHHble HapyweHUAa GyHKUMN B-KNeToK (MyTaumna reHa c nocieayowmnm KNIMHNYECKUM CUHAPOMOM)

GCK MODY 6q24TNDM

HNF1AMODY ABCC8 MODY

HNF4A MODY INS PNDM

HNF1B RCAD WFS1 Wolfram syndrome

mtDNA 3243 MIDD FOXP3 IPEX syndrome

KCNJ11 PNDM EIF2AK3 Wolcott-Rallison syndrom

KCNJ11 DEND
MoHoreHHble fedeKTbl AeiNCTBUA VHCY/NHA (MyTauvs reHa ¢ Noceaylowmm KNNMHNYeCKUM CUHAPOMOM)

CuHapom PabcoHa-MeHaeHxonna

MHCynnHOpEe3ncTeHTHOCTb TMna A LMNA FPLD
J'Ienyeqa Emm PPARG FPLD

petay AGPAT2 CGL

BSCL2 CGL
3a6oneBaHNA 3K30KPNHHON YaCcTN NOAPKENYAOUYHOW XKene3bl
MNaHkpeaTnt [emoxpomatos
TpaBma/naHKpeaTaKTOMMA OubpoKanbKynesHas naHKpeaTonaTus
Onyxonu Opyrue
MykoBucumpo3s
DHAOKpMHONATUN

Akpomeranus [Mneptupeos
CrvHppom KywmHra ComartocTtaTMHOMa
[miokaroHoma Anbgoctepoma
MeoxpomoLmToma Opyrue

Cn, VIHAtuIpOBaHHbII?I JIeKapCTBEHHbIMU NpenapaTaMmun in Xxmmnyeckumm sewjecreamm

HukoTnHoBas Kucnota [nasokcng
[MokokopTuKougbl OunaHTuH
TupeonaHblie FOPMOHbI MNeHTamngnH
a-agpPeHOMUMETUKM Bakop
[B-appeHoMUMETUKM a-NHtepdepoH
Tua3sngbi

Nndexkunn
BpoxpgeHHas KpacHyxa
Lntomeranosupyc
Opyrue

Heo6biuHble popmbl UMMyHONOrMYeckn onocpepgosaHHoro C/

AHTWTENA K UHCYNINHY

AHTMTENa K peLentopam NHCYNMHA
«Stiff-man»—cuHapom (cMHapom
«PUTMAHOrO YenoBeKa»)

Opyrue

[pyrue reHeTn4yecKkne CMHAPOMbI, NHOrAa coveTtatouwmecsa c Ci

CvHgpom [layHa Mopoupus

Atakcua Opugpelixa CvHppom Mpagepa-Bunnu
Xopesa [eHTNHrToHa Cnngpom TepHepa
CvHgpom KnanHdenbtepa Dpyrue

CnHppom JlopeHca-MyHa-brngna
MwuoToHuuyeckas guctpodus

npyrwe KNINHN4YecKne noarpynnbl

[lnabeT, cBA3aHHbIN C MAaCCMBHON rnepTpurnuepuaemmen

Mpumeuanusa: C[1 - caxapHblii Arabeta; MODY — maturity onset diabetes of the young — anabeTt 3penoro Tunay monogpix; RCAD - renal cysts and diabetes —
CUHAPOM, BKJTIOUAIOLWMI BPOXKAEHHY0 NaTonoruio noyek (knctbl) n CL; MIDD — maternally inherited diabetes and deafness — HacneacTBeHHbIi C[ 1 rnyxoTa;
PNDM - permanent neonatal diabetes — nepmaHeHTHbIn HeoHaTanbHbii CLl; TNDM - transient neonatal diabetes — TpaH3UTOpPHbIN HeoHaTanbHbI CL;
DEND - development delay epilepsy and neonatal diabetes — cuHapom, BKntouatoLwmin nepMaHeHTHbIM HeoHaTabHbI CJl, snmunencuio, 3afepXKKy NCUXOMo-
TopHoro pa3sutus; FPLD - familial partial lipodysrtophy - cemeniHas napumanbHas nunognctpodms; CGL - congenital generalized lipodystrophy — Hacnep-
CTBeHHas reHepanun3oBaHHas nunoancTpodus.
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K MynbTUCUCTEMHbBIM MOHOTE€HHbBIM CMHAPOMaM, COMpOo-
BOXKAAWOWYMMNCA BbIpaXKeHHOW aucdyHKUmen [(-KneTok,
oTHOCUTCA cuHZpom Bonbdpama (WFS1 n WFS2): aytocom-
HO-peLeccuBHOe 3aboeBaHMe, XxapakTepu3yioLleecs cove-
TaHWeMm vHcynrH3asucumoro C[l, atpodueln 3putenbHOro
HepBa, HecaxapHbIM AUABETOM U HEBPANIbHOW FyXOTOMN.

MoHoreHHble gedeKTbl AeCTBUA MHCYNNHA

MOHOreHHble MyTaL Wy, NPUBOAALLME K HAPYLLEHUIO Aei-
CTBUA MHCYNMHA, BCTPEYAlTCA pelKko. Y Taknx NaumeHTOB
HabniopatoTca npusHakn VP npu OTCyTCTBUM OXMpPEHMs,
BKJIOYAA TMMEPUHCYNIMHEMUIO, YEPHbIA aKaHTO3, MONNKU-
CTO3 ANYHNKOB 1 BUpunusaumio [45]. Mpu atom CLl pa3su-
BAETCA TOMbKO TOrAa, Korga [3-KneTkn He MOryT KOMMeHCH-
posatb UP.

NenpevayHunsm n cuHgpom PabcoHa—MeHpeHxonna —
[ABa MepmaTpuyecknx CUMHAPOMA, MpPU KOTOPbIX WMEIT
MeCTO MyTaLuW B reHe peLenTopa MHCYNHA C KpalHe Bbl-
paxeHHon VP, pncMopdusmom, Tsaxkenonm BHyTpUyTPOOHOM
3a[1epPXKOW 1 paHHen CMepTHOCTbIO. bonee nerkne mytaumn
BbI3bIBalOT cuHgpom WP tnna A (HabniogaeTca y monogbix
MEHLLMH CO CKITOHHOCTbIO K TMPCYTM3MY M HapyLIEHMIO pe-
NPoAyKTUBHOW GyHKLMUN).

WP aBnaetca ogHUM 13 NPOABNEHN CUHAPOMOB reHepa-
NM30BAHHOM UKW NapuuanbHon nunoanctpodum [46]. Cun-
OPOMbI nnoancTpodrn NpepcTaBnaT coboli reteporex-
HYI0 FpynMny HAaCcNeACTBEHHbIX UM NPUOBPETEHHbBIX PeaKUX
3a00neBaHNI, XapaKTEPU3YIOLWMXCA MOJIHOM (reHepanu3o-
BaHHOW) UM YaCTUYHOWN (NapumanbHON) NOTepen NOAKOX-
HOW »XMPOBOW KneTyaTku. HacneacTBeHHble NUMOANCTPO-
¢bum (Kak reHepanu3oBaHHbIE, TaK U NapLuanbHbIe), a TakxKe
npuobpeTeHHble reHepan30BaHHble MUNOANCTPOOUN, Kak
NpaBuno, CONPOBOXAAOTCA Pa3fIMYHbIMK MEeTaboNMyecKu-
MU HapyweHuamu: Cl, aucnunugemmen 1 cteatorenaTMTom.

CemeliHaa MapuuanbHaa NUNOAUCTPOGUA XapaKTepu-
3yeTca nunoatpoduren KOHEYHOCTEN B MOJIOAOM B3POC/IOM
BO3pacTe, rMNepaMnuUAeMmMen U WMHCYIMHOPE3NCTEHTHbIM
CA. MyTauum B reHe LMNA, Kogumpyowem AaepHbI NaMmuH
A/C, aBnalTcA Haubonee YacTbiM reHETUYECKUM HapyLue-
Huem npu 3TomM. MyTauun B reHe PPARG TakXe npmBogAat
K YacTuyHoWm nunogucTpodun, Kotopas OObIYHO CBf3aHa
c Taxenon VP, paHHuM Hauyanom CI 1 runepToHMEN.

CAl BcneacTBne 3a6oneBaHNil SK3OKPMHHOM 4acTu
noaKeNyaoUuHON XKenes3bl

Jiobon npouecc, Bbi3biBaoWmn Anddy3HOe NopakeHue
nomenyaoyHon xenesbl, MoxeT npueectn K CA. K Takum
npoLeccaMm OTHOCATCA NaHKPEeaTUT, TpaBMa, MHOEKLMSA, NaH-
KpeaTaKTOMMA 1 afeHOKapLUMHOMa MOLXKENyQOYHON »Kene-
3bl. 3@ UCK/IIOYEHMEM afeHOKapPLUHOMbI NMOAXKeNyAOYHON
Xesnesbl, MOpaXeHne [OJKHO OblTb PACMPOCTPAHEHHDBIM,
ytobbl Bbi3BaTb CJll. C[1 BCneacTeue 3aboneBaHuin nopxe-
NyQoYHOM xenesbl (YactoTta 2,59 Ha 100 000 yenoseko-ner)
BCTpeyaeTca vawe, yem C41 (yactoTa 1,64 Ha 100 000 yeno-
BEKO-JIET), OfHAKO YacTo OWMNHBOYHO Bpauu Knaccmouumpy-
toT ero Kak C12. [lona 6onbHbIx ¢ C[l, KOoTOpbIM TpebyeTca
Ha3HauyeHne MHCYNMHa Yepes 5 fIeT OT MOCTaHOBKY AnarHo-
3a, coctaBuna 4,1% gna CA2, 20,9% pna C[} nocne octporo
naHkpeaTnTa u 45,8% gns C[1 nocne xpoHnyeckoro 3aborne-
BaHWA MOAXKENYAOYHOM Xenesbl [47].

Heo6biuHble popmbl MMMYHONOrMYeCcKn onocpepo-
BaHHoro C[J]

HekoTtopble ¢dopmbl C[l, CBA3aHHble C ONpeneneHHbl-
MU MIMMYHOMOMMYeCKUMI 3ab05eBaHMAMM, NMEIT MmaTore-
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He3 unu 3Tnonoruio, ommyHylo ot CA1. B 3Ty KaTteropuio
OTHOCUTCA CUHAPOM «PUTMAHOrO uenioBeKa» («stiff-manx»-
syndrom) — ayToMMMyHHOe 3aboneBaHWe LeHTpasib-
HOW HEpPBHOW CUCTEMbI, XapaKTepusyioweeca PUrMgHo-
CTbI0 aKCMasNbHbIX MbIlWL C OONE3HEHHbIM UX CMa3MOM.
Y 60s1bHbIX OObIYHO MMEIOTCS BbICOKME TUTPbI ayTOAHTUTEN
K GAD, n npumepHo y ogHOW TpeTu n3 H1x passusaetca C/.

AHTWTENa K MHCYIMHOBOMY peLenTopy MOTyT Bbi3blBaTb
C[1, cBA3bIBAACb C MHCYNMHOBBLIM PeLenTopom 1 6nokupys
BCNeACTBUE 3TOrO CBA3bIBAHME CaMOro MHCY/NMHA C ero
peuenTtopom B opraHax-muweHax. OfHako B HEKOTOPbIX
Cnyyasx 3TV aHTWTena MOryT AeWCTBOBaTb, Kak arOHUCTbI
WHCYNMHA Mnocne CBA3bIBaHUA C peLenTopoMm, U MO3TOMY
BbI3bIBaTb runornvkemuio [48]. AHTMTena K peuentopam
WHCYNNHA UHOTAA BbIABAAIOTCA Y 60JIbHbIX CUCTEMHOW Kpac-
HOW BOJTYAHKOW 1 ApYrMMU ayTOMMMYHHbIMY 3ab0eBaHus-
Mm [49]. Kak 1 B Apyrux cyiyyasix BbipaxeHHom VP, 6onbHble
C aHTUTENaMn K MHCYIMHOBBLIM peLenTopam 4acTo MMeoT
YepHbIN akaHTO3. B npoLwwnom 3ToT CMHAPOM Ha3biBaNCA VUH-
CYNMHOPE3NCTEHTHOCTbIO THMa b.

HexknaccnpuuympoBaHHbin CLi

OTa KaTeropus BrnepBble MOABMAACL B KnaccudmKaumm
2019 r. InarHo3 «HeknaccmouumpoBaHHbii CI» MOXET uc-
MoJsib30BaTbCs BPEMEHHO, B MOMEHT febioTa 3aboneBaHus,
Korga Ha OCHOBaHUUN KNMHUYECKOW KapTUHbl AeNCTBUTENb-
HO TpygHo onpegenutb Tun C[1 n HeobxoAVMbl AOMOJHN-
TesibHble MCCNIefOBaHMA UMW HabnogeHnsa (onpepeneHve
ypoBHa C-nentuga B MOMeHT aebiota 3aboneBaHua unu
B AMHAMVKe, NCCNIef0BaHNEe aHTUTEN, MONEKYNAPHO-TeHeTH-
Yyeckoe MccnefoBaHne). JKCNepTbl NOAYEPKMBAIOT, UTO 3TO
BPeMeHHaa KaTeropus, u B panbHenwem tun CLl gonxeH
6bITb ONpeseneH.

B 2013 r. BO3 o6HOBWIa CBOM pEKOMEHJAUNN B OTHOLLIE-
HUW Knaccubukauum runepriivikeMnu, BriepBble BO3HUKLLEN
BO Bpems b6epemeHHocTn [50]. B cootBETCTBUM C 3TVIMM pe-
KOMeHAaUMAMN B CJlyyae pa3BUTUA TUMNEPrIKeMUN Ha Nio-
60om cpoke GepemMeHHOCTM Heobxoaumo Knaccuduuympo-
BaTb fJaHHOe cocTosHMe Kak CJ] BO Bpema 6epemMeHHOCTU
nnn Kak rectaumoHHbin CL (MCH). Kputepnn C BO Bpems
6epemMeHHOCTV cooTBeTCTBYIOT Kputepuam CI y Hebepe-
MeHHbIX nuu. lectaumoHHbii CI1 xapakTepusyeTca runepr-
NUKeMUen, BiepBble BbIIBIEHHOW BO BpeMs 6epemMeHHOCTH,
HO He COOTBETCTBYIOLEN KpuTepusm «MaHupectHoro Cli»
(obwenpuHATEIM KpuTepuam CLl ana HeGepeMeHHbIX L),

MauyueHTKK, nepeHecwne ICH, cocTaBnAT rpynny pu-
cKka pa3sutua NCL] npu nocnegyowmx 6epemeHHOCTAX, UMe-
IOT MOBbILEHHbIN PUCK pa3BuTUA CLl 1 4OMKHbI HAXOAWUTLCA
nof HabnogeHvem sHOOKpuHonora. Yepes 6 Heg n bonee
nocne OKOHYaHUA GepeMeHHOCTU KeHLUHA JOMXKHA ObITb
peknaccndurLmpoBaHa U OTHECEHA K OQHOW 13 CliefyoLwmx
kateropui: 1) CLI; 2) HapyweHHasa rMrKemMusa HaToLWakK; 3) Ha-
pyLeHHaA TONEPAHTHOCTb K IOKO3e; 4) HOPMOTTIMKEMUS.
B 6onblumHcTBe cnyyaes I'CLl perynauma rnioKo3bl BO3Bpa-
LaeTca K HopmMe nocsie pogopaspetuenus. ICL HabnogaeT-
€A noutn y 7% 6epemeHHbix (0T 1 o 14% B pa3sHbIx nony-
nAumsx), yTo coctaenset 6onee 200 000 cnyyaeB eXerofHo.

Takum obpasom, HoBasa knaccudukauusa C[, npegno-
eHHas BO3 B 2019 ., B 6onbLueln cTeneHn OpUeHTUPOBaHA
Ha NPaKTNYeCcKoro Bpaya, CTajIKUBALLEerocs ¢ npobnemon

Diabetes Mellitus. 2020;23(4):329-339



REVIEW

onpegenenus Tuna CJl B gebiote 3aboneBaHna 1 nprsBaHa
MOMOYb C BbIGOPOM TaKTWKW NeyeHust (B YaCTHOCTM, Cre-
OyeT N HAYUHATD JIeYeHe UHCYSIMHOM WU HET) MMEHHO
B MOMEHT febloTa 3aboneBaHus. [JaHHas Knaccudpukaumsa
ABNAETCA CBOEro POAOM PYKOBOACTBOM MO ONpefeneHuio
KnuHnyeckux nogtunos C[l 1 yKasbiBaeT, UTo NpoBefeHre
[OMNOJTHUTENbHBIX NCCNefOoBaHNA (MONEKYNSPHO-TEHETUYE-
CKUWX, IMMYHOJOTUYECKMX, OLIEHK/ SHOOIEHHOW CeKpeLumu
WHCY/NHA) 3HAUMTENbHO YNYULIAET ANAarHOCTUKY PasfnyHbIX
TnoB C/1 n N03BONIAET NPOBOANTL NEPCOHNULNPOBAHHYIO
Tepanuio. Boinenenune «rmbpuaHbix ¢opm» CI, no Bcen Bu-
OVMIMOCTU, CBA3AHO C TEM, YTO JieyeHure 3Tux Tunos Cl1 nmeet
CBOW 0CcobeHHOCTU, oTnnYHble oT C1 n C[2, uTo, HECOMHEH-
HO, CBA3aHO C 0COBEHHOCTAMM NaToreHesa 3aboneBaHun.

HoBas knaccudurkayma BO3 onyb6nmkoBaHa oTHOCUTESb-
HO HefaBHO, 1 MOKa AaNieKo He BCe CTpaHbl U npodeccuo-
HaNibHble coobLlecTBa MPUHANM JaHHY0 Knaccudukauuio.
Tak, AMepuKaHCKasi guabeTnyeckas accoumaums B CTaH-
naptax 2020 r. octaBuna Knaccudukaumo CI npexkHen [51].
B poccmiickmx KIMHUYECKMX PeKoMeHAaumaAxX Knaccudmka-
uma CIl noka He M3MeEHEHa, NNaHUPYyeTCs fJanbHerlwee 06-
cyxpeHue [52].

B 6ynyLiem nosBneHne HOBbIX 3HaHWI 06 3TonaToreHe-
TUYECKUX MeXaHM3MaX, NPUBOAALLUX K Pa3BUTUIO CTOMKON
rUNepriIukemMny, HECOMHEHHO, MpPUBELET K MepecMoTpy
knaccndukaumm CH. MNMoHMMaHWe, ABASIOTCA N Npeano-
XeHHble rnbpugHble GOpPMbl CAaMOCTOATENIbHBIMU TUMAMU
CJ, Takxe TpebyeT AanbHenwero nlyyeHmd. Bmecte ¢ Tem
OYEBUAHO, UYTO JanbHeNllne MCCNefoBaHnA OOMKHbI OT-
HOCUTBbCA K U3YYEHMI0 MEXaHV3MOB MOBPEXAEHMNA U CHU-
XeHna oyHKumn B-kneTok. Bo3amoxHo, 6yaylime cuctemol
KnaccudukaLlmm 1, Kak crieficTBre, NePCOHANM3NPOBAHHOE

neveHvie, 6yayT cOCpefoTOUYEHbI HA PA3INYHBIX MEXAHN3-
Max, NyTAX NMOBPeXAeHUA [3-KNeToK. Yke ceryac pesynb-
TaTbl MHOFOUYUCIEHHbIX UCCNIeOBaHWI 1 HabnoaeHWi no-
3BOJIUIIM YYEHbIM BbICKa3aTb NPELNOKEHNA O BO3MOXHOM
knaccndukaumm Cll, cocpenotouyeHHol Ha [-kneTke [53].
CTOPOHHVIKM 3TO MOAENUN OTMEYAIOT, YTO paKTUUECKU BCe
dopmbl CL1 nmetloT aHOMasnbHYO GyHKUMIO B-KNeToK noa-
XKenyLouHOW Kenesbl U YTO MHAMBUAYANbHO WU BMecTe
OAWHHaAUATb Pa3fIMYHbIX MyTel CNocoBCTBYIOT CTpeccy,
ancoyHKLMM nnu notepe B-knetok. OgHako Heobxoaumblie
TecTbl AnA MAeHTUGUKaLMM MEXaHU3MOB MOBPEXAEeHUs
B-knetok b0 He CTaH#APTU3MPOBAHbI, MMOO He Bcerga
LOCTYMHbI, HanprmMep, onpegenenune C-nentnga, B-knetou-
HbIX CneymdryecKx ayToaHTUTESN, MapKepOB BOCMNaNeHus,
noka3satenen UP. Heobxoanm nonck HOBbIX OMIOMapKepoB
U MIHCTPYMEHTOB BM3yanun3aunm gast OLEHKN Maccbl U QyHK-
uun B-KNeToK, a TaKkKe AN MOHUTOPWHIA NPOrpeccnpoBa-
HUA 3a60eBaHNA 1 peakLmnn Ha TepaneBTUYECK/E BMeLLa-
TenbcTBa [54].

AONOJIHUTENIbHAA UHOOPMALINA

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasIbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C NMy6nvKaLumen Ha-
cToALWwen cTaTbi.

YyacTtne aBTOpOB. KOHOHEHKO W.B. — nouck nutepatypbl, HanucaHne
pykonucy, nofrotoeka pykonucy K nyénvkaummn. CmupHosa O.M. — ¢op-
MVpPOBaHMe CTPYKTypbl 0630pa, MOVCK NTePaTypPbl, HaNVCaHUe PYKOMUCH.
MaitopoB A.l0. — nouck v aHanus nutepatypsl. LlectakoBa M.B. - dopmy-
NPOBKa OCHOBHOW MAaen 0630pa, peAakTMpoBaHne TekcTa. Bce aBTopbl
BHEC/IN CYLLeCTBEHHbIN BKNaj B MOArOTOBKY CTaTbW, MPOYM U ogobpunm
duHanbHyto Bepcuto nepep nybankauven.
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