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Knoueewvie cnosa: MODY ouabem, LADA ouabem.

3a mocneqHee JECATHIETHE CTAlO OYEBHIHO, YTO HE BCE Cilydyau AuabeTa, Pa3BUBILIETOCA B JAETCKOM, MOJPOCTKOBOM H Ooliee cTapiieM
BO3pacTe, ABIAOTCS quabetoM 1 u 2 TUIOB. Y MalMEeHTOB yaaetcs vamie uaeHtuduiuporatb MODY u LADA Tun quabeta, a Takxke O6oyee
penkue cuHAIpOoMabHbIE (OPMBL. B cTaThbe onrcaH COBpEMEHHBIH B3IV HA 3THOJIOTHUIO, TIATOTEHE3, KIIMHKUKY U auarHoctuky MODY u LADA
1abeToB, YTO AAET BOZMOXKHOCTh TOUHOI MOCTAHOBKYU JUATrHO3a M HA3HAUYEHUS MALUEHTY MaTOreHeTUIECKOH Tepamuu.

Inwi cnenudiyni TunU nykpoBoro giadery
B. I Kaoowcapan, A. 1. Menvnux, I1. I1. biozinsa, O. O. Conos ok

3a OCTaHHE IECATHIIITTS CTAJIO 3pO3yMiJIO, III0 HE BC1 BUTIAKH A1a0eTy, SKUil pO3BHHYBCS Y AUTIUOMY, ITiTIITKOBOMY i IEIIO CTapuIoMy Billi,
€ niaberom 1 i 2 TumiB. Y nauienTiB vacrimie BaaeTses igentudikysatu MODY i LADA tun giabety, a Tako OibII PiKiCHI CHHIpOMabHI
¢dopmu. Y cTaTTi ONMMCAHO CyYaCHUI MOV Ha CTiONOTik0, MaToreHes, KIiHiKy i niarHoctuky MODY i LADA nia0eTiB, 1110 1a€ MOXJIHBICTh
TOYHOTO BCTaHOBJIEHHS JiarHO3y i MPU3HAYEHHS Mali€HTy MaTOTeHETHYHOI Tepartii.
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Other specific types of diabetes mellitus
V. G. Kadzharyan, A. I. Melnyk, P.P. Bidzilya, A. O. Solovyuk

Over the last decade it became obvious that not all cases of diabetes that has developed in childhood and adolescence, as well as at an older
age, are diabetes type 1 and 2. Patients often unable to identify MODY and LADA type of diabetes, as well as more rare syndromal form. This
article reflects the modern view on etiology, pathogenesis, clinic and diagnostics of MODY and LADA diabetes that allows to precise diagnosis

and appointment of a patient pathogenetic therapy.
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CaxaprIﬁ muabet (CJ]) — 3To rpymnma MeTaboIHYeCKuX
3a00s1eBaHU, XapaKTepU3YIOIINXCS TUIIEpIIINKeMUeii,
KOTOpasi BO3HHUKAET B pe3ynbrare Ae(heKTa CeKpely HHCYIMHA,
€ro JCUCTBUS WK COBMECTHOTO BO3ACHCTBHS (haKTOPOB. Xpo-
HUueckas runeprimkemus npu CJI acconuupyercs ¢ HoBpex/ie-
HHECM, )II/IC(byHKHI/ICI‘/II M HEAOCTATOYHOCTBIO PAa3JIMYHbIX OPI'aHOB,
0COOEHHO IV1a3, I0YEK, HEPBOB, CEPALIA X KPOBEHOCHBIX COCYIIOB
(BO3, 1999). lo mocnenHero BpeMEHU B JAETCKOM BO3pacTe
BCE cilydau MaHH(decTauuu auadera ¢ KaxIOou, MOIMypUeH,
TIOJUIUTICUEH, TTIOTepel B Bece, TUIEPIIIMKEMHEN OTHOCHUIIU
k ayroummyrHomy CJ 1 Tuma, compoBoxparomemycs abco-
JIIOTHOW MHCYJIMHOBOM HEZOCTATOYHOCTHIO U MOTPEOHOCTHIO B
HHCynuHOTepanuu [1].

B mocnennee mecsTmiieTne CTayo OYEBHIHO, YTO HE BCE
cirydau auadera, pa3BUBIICTOCS B IETCKOM M MOIPOCTKOBOM
BO3pacre, ABJIsAIOTCS nuaderom 1 Tuna. Bee wame y nereit u
MOJPOCTKOB ymaetrcs uaeHtudumnuposark C/I 2 tuma, MODY
THII, a TaKke 0osiee penkue CHHAPOMabHbIE (POpPMBI TradeTa.
HcTuHHAS pacrpocTpaHEHHOCTh «auadera He | Tumay B 1eT-
CKOM H ITOJJPOCTKOBOM BO3pacTe HE H3BECTHA, IIPEIIIONaraeTcs,
YTO OHA MOXET JOCTUTaTh MPUOIM3UTEIBHO 5% cpemu Bcex
neteit ¢ CI [1].

eap padoTsI

Ha ocHoBanum 0030pa cHenUaTu3upOBAHHON JUTEPATYPHI
MMOKa3aTh COBPEMEHHBIE B3TNIAIBI Ha BOIPOCH 3THOJOTHH,
maToreHes3a, THarHOCTUKH W JieYeHHs crieruduyueckux Gpopm
caxapHOro auabera.

S.S. Fajans u J.W. Conn (1965) nepBbiMu 00paTHI BHUMAaHHE
Ha 0COOEHHOCTH TeueHHs1 HekoTophix (opm CJI 2 tuna, pas-
BHUTHE KOTOPBIX MPUXOAUTCS HA AETCKUM Bo3pact [2]. OgHako
uaeHTHuKanus 31oit popmbl 1radera ¢ ykazaHHEM ayTOCOM-
HO-}IOMHHaHTHOﬁ (1)0pr1 €ro HacJI€AOBaHUA NPUHAIJICIKUT
R. Tattersal [3], omucaBiuii ceMblo, B KOTOPO# Math (48 net)
Oorena caxapHbIM AuabeToM ¢ 12-eTHero Bo3pacra, ay JByx ee
nodepeit nuabet mposBMIICS B Bo3pacte 5 u 7 neT. Hu mats,
HU JOYepH He MOoNydann WHCYInHoTepanuro. Kpome Toro,
okoiio 50% uneHoB 3T0# cembu Takxke Oonenu CJl 2 Tuna.
R. Tattersall u S. Fajans (1975) mpeatoxiu 1151 3a00aeBaHUsS
C TAKUM T€YCHHEM TEPMUH «CaXapHbIA 1nadeT B3pOoCiIoro Truma
y mosnoxexm» (Maturity onset diabetes of the young —MODY).
KoMmneHncanuu nnabera 3TOro THma yaaBajloch AOOUTHCS C
MOMOIIBIO JUETHl WIH IEPOPAIBHON TEpaluu MpenapaTraMu
cynbhonmMoueBuHbl. Habmronenre 3a O0NbHBIMU Ha TIPOTS-
skennu 6onee 20 JIeT I0Ka3aJIo, YTO TEUEeHHE aruadera ocTaeTes
CTaOHMJIbHBIM, MHCYJMHOTEPAIHS, KaK IPaBuUilo, He TpeOyeTcs.

Juaber tuna MODY Hacnegyercs o ayToCOMHO-IOMHHAHT-
HOMY THITy C BBICOKOH NMEHETPAHTHOCTBIO M XapaKTepU3yeTcs
HapylIeHneM, HO HE OTCYTCTBHEM CEKpELUH MHCYIWHA TpU
HOPMaJIbHOH UyBCTBUTEIHHOCTH K HEMY IepU()EePUICCKIX TKa-
Hel. DTOT TMarHo3 JOJDKEH OBITh 3aIT0I03PEH y HE CTPaIatoInX
oxxupenueM nanueHToB ¢ CJI, pa3BuBIIMMCS A0 25-IE€THETO
BO3pacTa, NpY HAIMYUH JHabeTa B POJIOCIIOBHOM TaHHON CEMBbH
B JIByX WJIN TpeX MOKOJeHUsX [4].
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Tabnuya 1
Tun MODY aguaGera
Tun MODY HasBaHue reHa DyHKUMU FreHa Mpumeyanus
Makpocomus 1 runornukemMust
MODY1 Hepatocyte nuclear facto-4a (HNF4A) dakTop TpaHCKpMnumum y HOBOPOKAEHHBIX
MODY2 Glucokinase (GCK) depMeHT rmukonnsa
MODY3 Hepatocyte nuclear factor-1a (HNF1A) dakTop TpaHcKpunumum
Insulin promoter factor 1/ Pancreas-duodenum
MODY4 homeobox protein 1 (IPF1/PDX1) PaKTOp TpaHCKpUNLMK
MODY5 Hepatocyte nuclear factor-1p (HNF1B) dakTop TpaHCKpMnumum KucTbl B noykax u auabet
MODY6 Neurogenic differentiation 1 (NEUROD1) dakTop TpaHCKpUNLMn
MODY7 Kruppellike factor 11 (KLF11) dakTop TpaHcKpunumum
Carboxylester hydrolyase/Bile salt-stimulated MODY c 3K30KpUHHOI HEAO0CTaTOYHOCTbIO
MODY8 lipase (CEL) fiunasa nNoaxenyao4HOM xenesbl
MODY9 Paired box gene 4 (PAX4) PakTop TpaHCKpUNLMn
MODY10 Insulin (INS) WHcynuH
MODY 11 Tyrosinekinase, B-lymphocyte specific (BLK) dakTop TpaHcKpUNLmm

ITepBblii reHeTnUeckuii JJokyc auadera MODY-tumna G. L. Bell
u coasT. (1991) unentTndurpoBann Kak moIUMOphU3M Xpo-
Mocombl 20q. OHH YCTaHOBHIIA HAJTMYHE B3AUMOCBS3H MEKIY
nuabetom MODY-tuma u JTOKycoM aaeHO3WHIe3aMHUHA3H,
PacToNIoKEeHHBIM Ha JUTMHHOM Tuiede 20-i xpomocomsl [5]. K
HaCTOSIIIIEMY BpEMEHH M3BECTHO 11 reHOB, MyTaIK B KOTOPBIX
npuBoIAT K pa3zsutuio MODY (ma6n. 1), u3 HuX Hambomee
W3y4EHBI 6 THIIOB.

B BemukoOpuranun, Hoperun, ['epmanum, a Takxke B HEKO-
TOPBIX a3MATCKHUX CTpaHaX HanboJee YacTo BCTPEJaeTCs MyTa-
ust HNF-1a (MODY-3), cocrasisis 6onee 69% Bcex cirydaeB
MODY. Myrtanuu B rese rmoxokuHaszsl (MODY-2) umeror
HauOOJNBIIYIO pacnpocTpaHeHHOCTh B Uranuu u dpanuuu,
nocrurast 14% [6,7]. Ha nonto ocTanbHBIX W3BECTHBIX TCHOB
npuxogurcst Mmenee 10%. Y 11% nauuentoB c MODY myrtauuun
He HIeHTH(OUIPOBAHKI U OTHeCeHB K MODY-X.

Juader MODY-1 00ycnoBieH MyTaIiel reHa NeYeHOYHOTO
saepHoro ¢akropa 4o, (reverrueckuii cumost HNF4A), mokaiu-
3yroierocs Ha xpomocome 20ql2-ql3.1. MuHuManbHbIi Bo3pact
Hayana 3aboneBanus — 7-9 net. Y 80% O0NbHBIX 0OHAPYKHUBAKOT
3HAYNTENFHOE MOBBIIICHNE YPOBHS TIIFOKO3BI HATOIIAK — BEITIIC
7,77 mmons/nt (6omee 140 mr/100 mi). ITocrabcopOrmonHas
THIIEPIITUKEMHAS TaK)Ke TPEBBIIIAET TAKOBYIO Y 30POBBIX JIHII,
U IIPH YBEIMYEHHUH JUTUTEIBHOCTH O0JIE3HH YETKO ITPOCIIeIKHBA-
€TCsl IPOTPECCHBHOE YXYy/ALIEHHE COCTOSHUS YIIIEBOAHOTO 00-
MeHa. Cekpenysi HHCYJIMHA B OTBET Ha BHYTPUBEHHOE BBEJICHHUC
DJTFOKO3BI OCITa0JICHa WITH 3HAYUTEIIFHO CHIDKEHA. BEIpakeHHOE
YMEHBIICHNE CKOPOCTH CEKPEIH MHCYIHHA OTMEYAeTCs MPH
TJIMKEMHUU CBBINIE 7 MMOJIB/JI. 3aboneBaHre MPOTEKaeT Kak
tunnaHeIA CJ1, XapakTepHbl MUKPOAHTHOTIATHYECKHE OCITIOXKHE-
HUS, JUTs1 KOMIICHCAIIMY HapyIIeHHH YIIIEBOJJHOTO OOMEHa ITOYTH
30% 6GonbHBIX HeOOX0MMMa HHCYIIHHOTepanust. MccnenoBanus
oKa3bIBatoT, uto fnaber MODY-1 menee pacnipocTpaHeH, uem
npyrue moaTuiel quadera MODY-tuma [8].

Juaber MODY-2 BO3HHKaeT BCIEACTBHE MYTaIllU reHa
TTIIOKOKUHA3BI [9] ¥ CTIOMKEH JJIs1 AMarHOCTUKH M3-3a CKYIHOCTH
nposiBineHuii. Hacrnenyercs mo ayToCOMHO-JOMUHAHTHOMY
Tuy. MuHNMaNbHBIH Bo3pacT MaHnudecraunn MODY-2 —
MIePBBIN TOX XU3HU. KITMHWYeCcKre CHMIITOMBI, KaK IIPaBUJIO,
OTCYTCTBYIOT. XapaKTepHa UIUTEIbHAS «MATKas TIHKEMHUS
Hatomak (5—8,5 mMounp/i), ypoBenb HbAlc Haxomutcs Ha

HIDKHEH TpaHUIe HOPMBI WIH HIDKE HOPMAJIBHOTO 3HAYCHHS,
HEBBICOKHI MPUPOCT IMKEMUU depe3 2 yaca Mocie Harpy3Ku
DTIOK030# (<3,5 MMOIB/M), a TaKXKe CIydal TUICPIITNKSMUN
HaTomak win Hershkenoro CJl cpemy poICTBEHHUKOB. YCTa-
HOBJICH HU3KHUI PHUCK COCYIUCTHIX OCIOXHEHHH. OTBET Ha
(apmakoTepanuo (opalibHbIe caxapOCHMUKAIOIIUE IIPETaparhbl,
WHCYJIMH) HU3KUH, B OOJIBLIMHCTBE CITy4YaeB B IETCKOM BO3pacTe
MalMEeHThl HE HYXKIal0TCA B MEAUKAaMEHTO3HOH Tepanuu [3,4].
XapaktepusyeTcsi HapyImIeHHEM TOJIEPAaHTHOCTH K TIIFOKO3€
WA OTHOCHUTENBHO YMEPEHHBIM TEUEHIEM CaXapHOTO qradera,
KOTOpBIN AnarHocTupyroT auib y 40% oOciienoBaHHBIX. Y
9THUX OOJNIBHBIX PEIKO Pa3BHBAIOTCS COCYIUCThIE OCIOKHEHUS,
TOJIBKO Y HEOOJIBIIIOTO KoJTn4ecTBa (0k0J0 2%) MaIllMeHTOB IS
KOMIICHCAIlMN HapyIIEeHUH YIIIeBOAHOTO oOMeHa Tpedyercs
HWHCYITUHOTEPAIIHs.

Jis MODY 3 Tumna xapakTepHO OTHOCHTEIBHO TO3HEe Ha-
4aJo, Ho OBICTPOIIPOTPECCUPYIOIIEe Pa3BUTHE 3a00IeBaHUS OT
HapyUICHHOH TOJIEPaHTHOCTH K INIIOKO3€ JIO SIBHOTO Juadera.
Ho 10-nerHero Bo3pacta OOJBIIMHCTBO HOCUTENEH MyTallUi
HMEIOT HOPMONIIMKeMHIO HaTomak. B ornuune or MODY 2
runeprmkeMus y 6oinpHeIX MODY 3 00b1MHO pa3BHBaeTCs K
3aBEpIICHHUIO ITOJIOBOTO CO3peBaHMs. Y neTei Ooee cTapiiero
BO3pacTa MoKa3aTeNy INTUKEMUHN He3HAYUTEIHHO MPEBHIIIAI0T
BEPXHIOIO TpaHuIly HOpMBI. OJTHAKO B XO/I€ TEPOPaIbHOM po-
05l Ha TOJIepaHTHOCTH K Troko3e ([IIITT) y Hux onpenensior
TUIl KpUBOH, XapakrepHeid ans C/I 2 tuna [7]. XapakrepHo
«MSITKOE» Havayo 3a00ieBaHus 0e3 CKIOHHOCTH K KeTOaIlh-
103y, BOBMOXKHOCTh HOPMOTJIMKEMHH HATOIIAK C BBEICOKUM
(>5 MMOMB/T) IPUPOCTOM IIMKEMHUH B OTBET Ha yTIICBOAHYIO
Harpy3ky B [IIITT, cHUX&EHHBIM [IOYEYHBIM [TOPOTOM, B CBSI3U
C 4eM MOXET ONPENIENATHCS INMIOKO3YpHs IPH HOPMOTIIMKEMUH,
TIPOJOJDKUTENBHBIM (> 3 JIET) IEpHOIOM «MEIOBOTO MECSIIIa».
ITo cpaBrennto ¢ MODY 2 npu Bapuante MODY 3 ormeda-
10T OoJee TsHKeI0e TCUCHNE, YacTO Pa3BUBAIOTCS OCIIOKHEHHUS
nnabeta, 0coOEHHO peTHHOMaTHs. Pa3BUTHE peTHHOMATHH Y
6onbHbIX MODY 3 3aBHCHUT OT KauecTBa KOHTPOJIS INTMKEMHU
1, B MEHBIIIEH CTENICHH, OT JIUTEILHOCTH AuadeTa. Oxupenue,
JUCIUINIUAEMUS U apTepralibHas runeprensus st MODY 3 e
xapakTepHsl. [lenerpantHOCcTs MODY 3 BhIIIE, uvem MODY 1.
Hetn ¢ HNF-1a myTanusmu MoryT noctuds komnencarn CJJ
[IpU Ha3HAUYEHUH JUETHI U MPErapaToB CyTb()pOHMIMOYECBUHEL,
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peakiys Ha KOoTopele B 4 pa3a Bble, ueM y iun ¢ CII 2 tuna
[10,11]. HekoTopbIM M3 3TUX NALMEHTOB B KOHEYHOM CYUETE
norpedyeTcs JeUeHne UHCYIHMHOM, MOCKOIbKY CEKpEeTOpHas
HEJIOCTaTOYHOCTh PB-KIIETOK mporpeccupyer. IIpuuunbl 3T0TO0
MPOTPECCUPYIONIETO YXYAMICHHsI (PYHKIIUH B-KJICTOK eIle He
TIOHSITHI.

MODY 4 (myrauus IPF-1) — naumenee usydeHHas gpopma
BCIIEACTBHE ee pearkocT. Mauudectupyer oObMHO B Ooree
mo3nHeM Bo3pacte — oT 1710 60 met u crapmie [12,13]. T'en
IPF-1 taxxe sBasiercst haKTOPOM TPAHCKPHITIIUH, OT KOTOPOTO
3aBUCHUT Pa3BHUTHE MIOIDKEIYIOUHOH JKeJIe3bl M AKCIPECCHS KITIO-
YEBBIX T€HOB, KOHTPOJHMPYIOIINX paboTy P-KJIETOK, BKIIOYAs
reH MHCYINHA. [ eHeTn4yeckunii neeKT NPUBOIUT K HApYIIEHHIO
pa3BUTHUS P-KJIETOK M 3KCIPECCHH ITEPEHOCYHKOB TITFOKO3BI
(GLUT 2) n/unu riroKoKHA361. BO3AMOXHO pa3BHTHE MHKPO- U
MaKpOBaCyJISIPHBIX COCYAUCTBIX ocnoxkHeHuil. [Ipu romosuror-
HbIX MyTaiusax [PF-1 oTMedaroT BpoxkaeHHY0 popMy auadbera
C areHe3uel MOJHKETyTOYHOM HKee3bl U PEe3KO BBIPaKEHHBIMU
IIPOSIBIIEHUSIMU CHHIPOMa MajtbabCcopOIHH.

MMamuentsr ¢ HNF-1p myrammsimua (MODY 5) umerot co-
ITyTCTBYIOUINH TOJUKNUCTO3 MOYEK, KOTOPBIH MOXET MpPOsIB-
JISITBCS] KIIMHUYECKU OT HEOOJBIINX [TOYEUHBIX HAPYIIEHUH 10
TSDKEJIOW ypOreHUTalbHOU matonoruu [14], aro gemaer 3Ty
(dopmy 3aboseBanus Hanboee TsbKeNoi. SnepHslit pakrop-1b
TeHaTOLUTOB PEryJINPYeT TPAHCKPUIIIMOHHYI0 aKTHBHOCT I'eHa
MHCYNIHHA U (PYHKIIMOHNPYET KaK TOMOIUMEp U TeTepOIuMep.
On 3KcrpeccupyeTcst B HOMKEIyAOUYHON JKele3e M MOYKax.
3aboneBaHne MOYEK HEPEIKO MPEAIISCTBYET PAa3BUTHIO JHa-
6eta. Cpenu poICTBEHHUKOB TTAIIHEHTOB YacTO PETUCTPUPYIOT
MIOYEYHYIO ITATOJIOTHIO C BOBMO)KHBIM pPa3BUTHEM MOYEYHOI! He-
JOCTaTOuHOCTH. J[pyrue skcTpanaHKpeaTnuecKie MposiBIeHHS
BKJIIOYAIOT MAaTOYHbIE U ITOJIOBBIE aHOMAJINH, MTATOJIOTHIECKHUE
MICYCHOIHBIE TECTHI, ITOAATPY, MOBBIIIEHHOE BBIICICHUE CONCH
MOYEBOW KHCIJIOTBI, JKEIyAOYHO-KHUIIEYHbIE HAPYIICHHUS THUIIA
nunopoctenosa [14]. [lnaber penko BozHukaeT no 10-neTHero
BO3pacTa. MexaHu3M pa3BUTHUS qrabeTa — KOMOMHAIIHS TIede-
HOYHOW MHCYJIMHOPE3UCTEHTHOCTH U JUCQYHKINH [-KIETOK.
VYxynmenne QpyHKIUH B-KIETOK IporpeccupyeT ObIcTpee, YeM
mpu auabere, Bei3BaHHOM HNF-1o MyTanmusMu, BO3MOXHO
MIPOSIBIICHUE TUA0ETHIECKOro KETOalN103a, ¥ MAllUEHThI HEUYB-
CTBUTEJILHBI K CYJIb(OHMIMOYEBUHHBIM ITpenaparam. MHorue
B KOHEYHOM CYETE HYKJIAFOTCS B JICUEHHU HHCYIIHOM.

MODY-6 cBs3aH ¢ KOIOPEKTalbHBIM PAaKOM M IIOJIUIIO30M,
JAHHEIA THIT Arabeta oOycimosneH myTtarueit rena NEUROD1
(neuronal differentiation 1). MODY 6 — oueHp pemkuii THI
nuabera u mporekaet kak Tspxenbrid CI1 [15].

MODY-7 o6ycnosnen mytareit KLF11 (Kruppel-like factor
11) [15].

MODY-8 cBsizaH ¢ 5K30KpUHHON AUC(HYHKIUEH, MyTaIHs
CEL rena-carboxyl ester lipase (bile salt-stimulated lipase) [15].

MODY-9 ren-ces3annsbiii ¢ PAX4 (paired box 4) [15].

MODY-10, Taxxe N3BECTHBII KaKk HHCYIMH-3aBUCUMBII ca-
xapHsbIi auadet, poncrBeHeH MODY-2. Myrarus INS (insulin)
rena [15].

MODY-11 — uncynuno3asucumsiiit CJI, ponctsener MODY-
2. Myranus npoucxomut B reHe BLK (B lymphoid tyrosine
kinase) [15].

LADA-ouabem. OnHuM U3 BAPUAHTOB TEUCHUS Ay TOUMMYH-
HOTO CaxapHOro Juadera sBISIeTCs MEeUIEHHO MPOrPecCHpyIo-
LIMH ayTOUMMYHHBIH Tnabet B3pocibiX — «latent autoimmune
diabetes in adults» (LADA) [16-18]. OH compoBoxaaeTcs

KJIMHUYECKOW KapTHHOW, HE TUIHYHOW JUIS KJIaCCHYECKOTO
CH 1. HecmoTpst Ha Hanu4ue NOJOXKHUTENbHBIX ayTOAHTHUTEI,
XapaKTepU3yeTCsl MEAJICHHBIMHA TEMIIAMH ayTOMMMYHHOH Jie-
CTPYKIIMH, YTO HE Cpa3y MPUBOAUT K PA3BUTHIO MOTPEOHOCTH
B MHCYNIHHE. DMHUIEMHOJIOTHYECKHE UCCIIEeA0BaHNS TTOKa3alH,
yto LADA otmeuarot B 2—12% Beex cnyuaeB CJI [19,20]. Dra
¢opma CJI 3aHMMaET MPOMEKYTOUYHOE IOJOKEHUE MEXKIY
CH 1 u CA 2 tuna. [Ipu ntnarHocTrke 3a00IeBaHIsI BAKHO HE
3a0BIBaTh O CYNICCTBOBAHUM ITOJOOHOTO BapHaHTA TCUCHHS
ayrommmyHHOTO C/I. OCHOBHOE OTIIMYME MAaHHOH (OPMBI OT
C 1 — nanuuue nepuoa «MHCYJTUHOHE3aBUCUMOCTHY IOCIIE
MOCTAaHOBKM Juarnosa, a ot CJI 2 — Hainyue MapKepoB ayTo-
UMMYHHOMU JIeCTPYKLIUH.

[To maHHBIM cITEMANN3UPOBAHHOW JTUTEPATypPhl, BO3PACT
nebrora LADA — B mpenenax ot 25 mo 50 ner [17,18]. Hacien-
CTBEHHOCTh MHOTHX MalueHTOB oTsAromieHa no C/I, B cemeli-
HOM aHaMHe3e yanie oTMevaroT cBeneHus o CII 2 tuma [18],
XOTd pAJ] UCClIeoBaTeNel He HaXOAAT 3TON 3aKOHOMEPHOCTHU
[18-20]. Ho yame y narienToB ¢ LADA Ha MOMEHT IOCTaHOBKU
JMarH03a OTMEYaloT M30BITOUHYIO MAcCy Tena (MHAEKC MacChl
tena (MMT) >25 kr/m?), uto 00beaunseT 31oT Bapuant ¢ CJ1 2.
ITpu 3TOM a61OMHHANBHOE OKHPEHUE, €CIIH OHO HMEET MECTO,
MeHee BbIpaxkeHO. Ho y G0JbHOTO BO3MOXHBI HOPMaJbHbIC
3HA4YEHHUs] MacChl TeNa, MOITOMY JaHHBIM MOKa3aTeldb HEIb3s
paccMaTpuBarh Kak auarHoctuyeckuii. Ocoboro BHUMaHUS
3aCITy’KMBAIOT MTOCTETNIEHHO YXYAIIAIOIINECs TOKa3aTeN! -
KEMHYECKOT0o KOHTpOJIs (BeICOKHH ypoBeHb HbA 1¢), HECMOTps
Ha Ha3HAYCHUE IPENapaToB CyIb()haHUIMOUEBHHBI, U KaK CIIE/-
CTBHE 3TOT0, IEPEBO]] MallMeHTa Ha JIe4eHHne HHCYNUHOM [21].
[epron BpeMeHU MeX/ Ty MOMEHTOM yCTAaHOBJICHHUS IMarHo3a 1
Ha3Ha4YeHHEM MHCYIUHOTepanuu 60nbHbIM ¢ LADA-11abeTom
COCTaBJISIET B cpeHEM OT 6 Mec. 110 5,8 1eT. DTO TakKe SBISETCS
XapaKTEePHBIM IIPU3HAKOM /TS JAHHOM KaTeropruu OONbHBIX, TaK
Kak 1onoOHbIi nepuoy y nanuenToB ¢ C/I 2 tuna (B ciyuae
Pa3BUTHS BTOPUYHON MHCYIMHOPE3UCTEHTHOCTH) Oojee mpo-
nomxurtened [18,22,23].

AyToaHTHTENa K aHTUT€HaM [-KJIETKH — MapKephl ay TONMMYH-
Horo nporecca. lmarao3 LADA ocHOBBIBaeTcs Ha 0OHapyxe-
HUH MTOJIOKUTEIBHBIX TUTPOB XOTS ObI OTHOTO U3 Ay TOAHTHUTEI:
K mrytamatnekapookcmiaze (GADA), MOBEpXHOCTHBIM aHTH-
reHam K p-knerkam (ICA), uncynuny (IAA) u Tuposun-gpocda-
taza-nogobHomy Oenky IA (IA-2A) [21]. ITo nanasim UKPDS
[24], npu uccaen0BaHUM TUTPOB ayTOAHTUTEIN, IPOBEJCHHOM
3672 6onpHbM ¢ THIMYHBIM CJ] 2, B 12% cimydaeB oOHapy>KeHBI
T€ VIV UHBIE ayTOAHTHUTENA K aHTHreHaM P-xieTku. Hammame
ayTOAHTUTEI KOPPENUPOBajo ¢ 00jIee MOJIOIBIM BO3PACTOM: B
Bo3pacte 25-34 nery 21% oOHapyxensl ICA, y 34% — GADA,
a B Bo3pacTe 55—65 neT Tonbko 4% OOMBHBIX UMENU MOJI0KHU-
tenbHble TUTPEL ICA, 7% — GADA.

B CKpHHHMHTOBBIX HCCIIEJOBAaHMUSX MAIEHTOB ¢ (PeHOTUITNYE-
ckuM CJ1 2 B 25-46% oOHapyXuBaroT, 10 KpaiHei Mepe, OauH
TUn ayToanTuTen [24-26]. 1o maHHBIM CIIeIHaTN3UPOBAHHON
JUTEpaTyphl, Hanbomee yacto y namuenToB ¢ LADA oOHapy-
skuBatoT nonoxurenbHbie TUTPI GADA u ICA [25,26], a y
6onbubIX CJ1 1 yame onpenensitor GADA n IA-2. Kak nokasa-
HO B pabote J. Seissler u coaBt., GADA u [A-2A oTmedatoT B
CBIBOPOTKE KpoBH mpubmm3utensHo y 60% marmentos ¢ CI 1 n
TonbKo y 37,5% 6onbHbIX ¢ LADA [27]. Hannune ayroanturen
B chIBOpoTKe KpoBu oTiinuaeT LADA ot CJ1 2 [28]. [ToaTomy st
CBOEBpEeMeHHOM quarHocTuku LADA HeoOxoauMo mpoBecHue
MMMYHOJIOTHYECKOTO HMCCIIEAOBaHMS MAaIlIEHTaM B BO3pacTe
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3045 ner ¢ knuHnyeckoi kapTuHoH CJI 2 6e3 oXKHUpeHHs.
Onuum u3 xkpurepueB LADA sBnsieTcss OTCYyTCTBHUE IO-
TpeOHOCTH B 3K30T€HHO BBOAMMOM HHCYIMHE KaK MUHIMYM
B TeueHHe 6 Mec. ociie moctaHoBku nuaraosa CJ1 [23,24]. Ha
JUTUTETBHOCTH 3TOTO MepHro/ia HanOoJIbIIIee BINSHIE OKa3bIBAIOT
Takue aKkTophl, KaK BBIPRKEHHOCTh 2y TOMMMYHHOTO Ipoliecca,
OCTaTOYHasl CEKpelMs MHCYIMHA, HOAJIEPXKAHUE ONTHMAIb-
HOTo miMKemMuueckoro koHtpons. Kak n xnaccnueckuit CJ1 1,
LADA cBs3aH ¢ moTepeid *MMYHOJIOTHIECKOH TOIEPAHTHOCTH
K COOCTBEHHBIM aHTHUTreHaM. Mexay Tem, mpu LADA konude-
CTBeHHas ¥ (PYHKIIMOHAJIbHASI aKTUBHOCTD Treg (peryasTopHbie
T-Kk1eTKH) Kak HEeHTPaJIbHBIX PEryJIITOPOB IMMYHHOTO OTBETA U
IJIaBHBIX HOCHUTENEH eHOMEeHa IMMYHOJIOTHYECKOH TOJIepaHT-
HOCTH JIO CHX MOp OCTAIOTCS HE M3YYEHHBIMH, KaK M UX B3au-
MOCBSI3b C TIoKa3aressiMu aronrosa. [Ipu CJ1 1 omHO# 13 mpuauH
pa3BUTHS ayTOMMMYHHTETA SIBIISICTCA HapyIICHHE IIpolecca
SIUMUHALINY ayTOPEAKTUBHBIX HIMMYHHBIX JIMM(OHUTHBIX KIle-
TOK. B HOpMe KJIOHBI ayTOPEaKTHBHBIX KJIETOK HOJIBEPTalOTCs
arroritosy [39]. Cucrema Fas-FasL (uHunmupyer yaudaroxeHue
ayTOpPEaKTUBHBIX T-KIIE€TOK) — Hanbosee n3ydeHHas CHCTeMa
aKTHBAIlMH anonTo3a. B3anmosneiicTBre NOBEPXHOCTHBIX Map-
kepHbIx Moniekyn CD95 nnm Fas ¢ muranmom CDI9SL nn FasL
3aIycKaeT mporecce KiIeToyHoit rudenu. Takum o6pazom, ypo-

BeHb dkcnpeccun CD 95 Ha MOBEPXHOCTH KIIETKH ONpPEAeIisieT
€e TOTOBHOCTh K BCTYIUICHHIO B aronTo3. OnHako MapKepsl
armonTo3a y nanueHToB ¢ LADA HegocTaToqHO H3Y4YeHBI.

T.B. Huxonosa, I1.B. Ananosud B 2011 1. mpoBenu uccie-
JIOBaHUE, B KOTOPOM NPHUHSIIN ydacThe 74 OOJNBHBIX C pas-
JIMYHOM JUINTENBHOCTBIO 3a00JI€BaHMsl, BIIEPBBIE OIpe/eieHa
HMHTEHCUBHOCTB 3Kcnpeccuu reHa Fox P3 u komnuecrso CD4+
CD25+hight T-perynsaTopHBIX TUM(POLIUTOB TPU PASTUIHOMN
mmrensHocTH CJ] LADA. M3Menenne sxcnipeccru reHa FoxP3
y narueHToB ¢ LADA HOCHT BOJIHOOOpa3HbBIN xapakrep, a
¢byHxunoHanbHbIH nedunmT Treg orcpoueH. BozamoxkHo, yBenu-
YeHHUEe YUCIEHHOCTH Treg KOMIEeHCHpYeT NX (QYHKIIMOHAIBHBIH
nedunut. B aTOM Cciyuae yBennueHne YUCIEHHOCTH MOMYJISIIUH
Treg B meprox 1o 6 Mec. OT Havaxa OOJIE3HH MOXKET OTPAXKATh
UX PETYIUPYIOUIYIO POJIb B OAABICHUN ayTOUMMYHHTETA, ITO
MPOSIBIIIETCS B Oosiee I1aBHOM Havaje 3abosesanusi[30].

BoiBoabI

1. Ycranopnenue auarunoza MODY-auaber crocoOcTByeT
CBOEBPEMEHHOMY I1aTOr€HETHYECKOMY JICUCHHUIO U ITPEAYTIPEXK-
JICHUIO OCJIO)KHEHHH.

2. Vicnonp30BaHre MalbIX /103 MHCYAHHA y OombHBIX LADA-
Ja0eToM IpeNIoXpaHsieT B-KJIeTKH OT BO3ACHCTBIS ay TOMMMYHHOTO
BOCIIAJICHHS U TIO3BOJISIET TIPENIOTBPATUTH AECTPYKIUIO KIIETOK.
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