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00630p npedcmaesnsiem onpedenerue, OYeHKY pacnpocmpaHeHHOCMU, KAUHU4ecKue 0cob6eHHocmu, ouggeperuuanbhblil OuazHoO3 caxaprHozo ouadema
2 muna (C/[2) 6 demckom u noopocmrogom eozpacme. CoKycuposano éHuManue Ha HeoOX00UMOCIU UMMYHON02UHECKUX U MOACKYASAPHO-2eHe-
muuecKux uccaedo8anuii 0nsa eepugukayuu ouaznosa, a maxdice akmugnozo eviasaenus C/12 é epynnax nogvluleHHo20 pucKa.
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This review was designed to evaluate prevalence, specific clinical features, and differential diagnosis of type 2 diabetes mellitus (DM2) in children
and adolescents. Special emphasis is laid on the importance of immunological and molecular-genetic studies for the verification of diagnosis and ac-

tive case detection in h groups.
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axapHblit quaoet 2 Tuna (C2) — mysnsTudakTOpHOE, OJIN-
TeHHOE 3a00JIeBaHNE, XapaKTepU3yolleecs] MHCYJIMHOPE3H-
CTEHTHOCTBIO 1 HEIOCTATOYHOCTBIO CEKPELIMU MHCYIMHA.

B nocnennue necsatuneruss CJI ctan MeXXaTyHapOIHOM mpoobIie-
MOI1, TIOCKOJIBKY Ha MPOTSIKEHUM KMU3HU OH pa3BuBaeTca y 1 u3
10 yenoBeK, M pacnpPOCTPaHEHHOCTh €ro BO BCEM MUPE BO MHOTHUX
9THUYECKUX IPYINax U Cpenu JIoAeil ¢ pa3HbIM COLIMAIbHO-3KO-
HOMUYECKUM YpOBHEM HeyKJIoHHO HapacTtaeT [1]. B 2001 r. 6b110
3apeructpupoBaHo 170 musinonos moaeit ¢ CIA2. K 2015 r. a1o
yucio, Kak oxugaercs, gocturiet 300 munauoHos, a k 2030 . —
366 mMunoHoB (www.who.int). OcioxHeHusT nuadeTa CTaHyT
[JIaBHBIM 3KOHOMUYECKMM OpeMeHeM B 3IpaBOOXpaHEHUU.
B 1997 . 3atpatst 3npaBooxpanerus B CLLIA 6b11u otieHeHBI B 98
MWLIHApIoB noutapoB [2]. [TpsiMble 3aTpaThl B 31paBOOXpaHEHUN
Ha CJI cocraBisior ot 2,5 10 15% exeromHoro G1oaKeTa 31paBo-
OXpaHeHUs BO BceM Mupe (Www.who.int).

INepBonavyansHo CJ12 ObLT 6OJIE3HBIO TJIABHBIM 00Pa30M JIUIL
cpeaHero u ctapiiero Bodpacta. CyliecTBOBaIu MPoOJeMbl B 0CO-
3HaHUM TOTO (hpaKTa, YTO BO3pacT MaHUDECTAIMKU TOHU3WICS B OC-
HOBHOM Yy B3POCJIBbIX TPEThEr0 U YETBEPTOro aecsaTuiietus |3, 4].
DTO yBeJIMUYEHUE TaKKe 3aTPOHYJIO B ITPOIILJIOM JECATUIECTUMN U MO-
Jonexb. TakuM oOGpa3oM, 3TO yBeJMYEHUE, BKIIOUYAOIee yxKe
nereit u mostionexb ¢ CI2, 66110 0003HAYEHO KaK 3nuaeMust. Boi-
sIBJICHWE 3HAYUTEJIbHOTO KotnyecTBa nmauueHToB ¢ C/12 B CIIA no
1990-x rr. 6bUI0 PEAKOCTBIO JISI OOJIBIIMHCTBA NMEAUATPUYECKUX
eHTpoB. OnHako k 1994 1. maumenTtsl ¢ C/12 mpencraBisia yxe
10 16% HOBBIX ciydyaeB quabera y IeTeil B TOPOACKUX ITOIIYJIsI-
usx, a K 1999 1. B 3aBUCMMOCTH OT reorpadyuiecKoro MoJI0KeHUs
nuamna3oH HoBbIX ciaydaeB CJ12 konebancs ot 8 10 45% u ObLT He-
MPOMOPIIMOHATBHO BBICOKO MPEACTaBICH CPEAN MOMYJISIIMOHHBIX
MEHBIIMHCTB [5]. BhIsIBIeHBI pacoBble pa3inyus B 3a00JieBaeMO-
ctu CI2 y neteit, monoOHbIE TEM, KOTOPbIe HAOIIOAA0TCS Y B3pOC-
JIbIX TauueHToB. boabmumHcerBOo gereit ¢ CIA2 B CIHA
MPUHAIJIEXAT pacaM ¢ BBICOKOM pacripocTpaHeHHocThio CJ12, Ha-
mpumep, abhpoaMeprKaHIIbl, aMePUKAHCKIE MHICHITHI, a3UaTCKHe
WHIYCHI, HO He eBpoTelickue Oebie, HeCMOTPS Ha TO, 4To Oejoe
HaceJIeHue pasjiessieT MoA00HbIi 06pa3 KU3HU [6]. DTOT 1UarHo3
OBIJT TIEpBOHAYATBLHO PACLICHEH CKENTUYECKU, HO B HACTOSIIEE

BpeMsi C[I2 — ato 3aboJieBaHUE, TpeOylolllee MPoBeIeHUs] aKTUB-
HOTO IMAarHOCTUYECKOTO MOMCKA Y BCEX MOJIOABIX JIOACH ¢ MpU-
3HaKaMM M CHUMIITOMaMyd auabeta, a Takxke B TpyImax
noBbeiieHHOTO pucka. Kpome CILA, o nosasnenun CJ2 B net-
CKOM BO3pacTe COOOIIMIM BO BCeM MUpE, BKIoYas SmoHuro,
Wuauio, ABctpanuio u Beankobpuranuio. Ero BoisiBIeHHE, KaK
MoJIararoT, CBSI3aHO C HapacTaHUEM OKMPEHUS B IETCKOM BO3pacTe
|7, 8]. B Poccun nepBoe onucanue CI2 y 14-neTHeii 1eBOUKU
obu10 caenano B 2001 . [9]. B eBponeiickux monyasuusix Ha0JI10-
naetcst 0oJjiee HU3Kas pacnpocTpaHeHHOCTb CII2 y MOJIOIeXU, YyeM
B CIIHA [10, 11]. B P® ¢ KaxabIM rOIOM CTaJI0 PETUCTPUPOBATHCS
Bce Ooublie ciydyaeB CII2 y nereit u moapoctkos [12], a 6osiee ua-
cTast IMarHOCTHKA 3a00JieBaHUS B 3HAYUTECIIbHOM CTEIICHU CBSI-
3aHa ¢ ”HGOPMHUPOBAHHOCTBIO Bpaveli [13—14].

npennocunku anga onpeneneHml T™MNna gua-
6eta

IMosBaenune CJ12 y neteil U MOAPOCTKOB CO3[aeT CEPbe3HbIC
TPYAHOCTH IJIl AMArHOCTUKM Tumna nuadeta. CorjacHo coBpe-
MeHHOMYy onipeaesneHuto, CI1 MoXeT ObITh TEOPETUYECKU JAUar-
HOCTUPOBAH MPU HATUYUU ayTOAHTUTEJ K [3-KJIETKE U CHUKEHUU
CeKpelMu UHCYJIMHA, B TO BpeMsl Kak nauueHTsl ¢ C[12 He uMeroT
AHTUTEN K -KJIETKE, a CeKpelusl MHCYJIMHaA focTtatoyHast. [1pak-
TUYECKU MPOBOAUTH nuddepeHInanbHbIil nuarno3 mexay CI 1
u C/12 BO MHOTHX CITy4asiX MOXeT 0Ka3aThCsl JOCTATOYHO CJIOXHO.
[Mpu 5TOM BO3MOKHA CylIeCTBEHHAsI CTETIEHb WX HATIOXEHUSI.

WNucynun u C-nentu B CHIBOPOTKE KPOBH

CJ12 pa3BuBaeTcs Npu HeaaeKBaTHOW CEKpelMU MHCYJIMHA
U YBEJIMYEHHOU MOTPeOHOCTU B HEM, CBSI3aHHOI C MHCYJIMHOPE-
3UcTeHTHOCTBIO [15]. Y mauuenToB ¢ C2 v mia3MeHHBbIN UHCY-
JIMH, W KoHUeHTpauus C-mentuaa OOBIYHO BbICOKU [16].
Cekpelust MHCYJMHA 3aBUCUT OT MPOIOKUTEIbHOCTHU 3a00JeBa-
HUS M MOXKET U3MEHSITHCSI OT OTCPOUYEHHOTO, HO 3aMETHO TTOBBI-
IIEHHOTO YpPOBHSI B OTBET Ha CTUMYJISLHWIO TIIOKO30iA
0 aOCOJIOTHO CHUXEHHOTO. XPOHMYECKAasT THUIICPTIMKEMUS
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MOET BbI3BaTh TPAH3UTOPHBIN NeDULIUT UHCYIMHA («TJTIOKO30-
TOKCUYHOCTb») U3HAYAJIbHO C HU3KOI KOHLIEHTpallMeil MHCYIMHA
B TUTa3Me HECMOTPsI Ha MHCYJIMHOPE3UCTEHTHOCTh. Y POBHU MHCY-
qvHa 1 C-TenTuaa mo3TOMY MOTYT ObITh OOMaHYMBO HUBKUMU
TPU OCTPOM YXYIIIEHUU MeTabOINIeCKUX TTPOIIECCOB B TIEPUOJ
maHudectauuu 3adoneBanus [5]. Haoboport, «pe3epBbl UHCY-
JIMHAa» MOTYT OBITh JOBOJBHO BBICOKMMH y manueHToB ¢ C/1
B TeUCHME JUIMTEIBLHOTO Tieproaa BpeMeHU. [1oaToMy namepeHue
nHcynuHa U C-TeNTHIa MOXET OBbITh MTOJIE3HBIM B UM hepeHII -
anpHoi nuarHoctuke CJI1 u CA2, ocobeHHO KOoTaa ypoBEHb UX
TOBBIILIEH, OAHAKO CYLIECTBEHHAs CTEMEeHb «HAJIOXEHUS» CyIlle-
CTBYET BO BpeMsl OCTpoii MaHubecTalu. M3-3a3TOro HajoXeHus
U3MepeHue ypoBHel nHCyarHa U C-TIeNnTuaa MoMoraeT B OLICHKE
(GYHKIIMM OCTPOBKOBOTO alllapaTa ITOIKEeITYIOYHON KeIe3bl,
HO He SIBJISIETCST aOCOJIIOTHO TMarHOCTUYECKUM KPUTEPUEM.

AyToaHTHTe A

AyrtoaHTuTeNna K ocTpoBKOBBIM KiieTkam (ICA), ayroaHTuTena
k uHcynuny (IAA), ryramatnekap6okcunase (GADA) u Tupo3uH-
docdataze (ICA-512 wim ocTpOBKOBBII aHTUTEH 2), UCIIOIb3YeMbIC
OTJIEJIHO MJIM B KOMOMHAIIMY, MOTYT OBITh TIOJIC3HBI ST TUdhepeH-
LIMaJIbHOM auarHocTuku. Kak cooOiaercs, ayToaHTUTeNIa BbI-
sapisiioress y 90% mnauumentoB npu MmaHudecraumu CJH1 [17].
HaoGopor, Haauuue ayToaHTUTEN Y B3POCBIX C KIMHUYECKU TPe-
nosnaraeMbiM CJ12 cBSI3aHO B KOHEYHOM CUETEe C BHICOKMM PUCKOM T10-
SIBJICHUSI MHCYJMHO3aBUCUMOCTM, YCJIOBHO OOO3HAYaeMoil Kak
JIATEHTHBIN ayTOUMMYHHBII quadeT [18, 19]. Takum o6pa3om, OTCyT-
CTBUE AHTUTEJ TEOPETUUECKU JIOJKHO ObI§Th accolimupoBaHo ¢ CI12,
B TO BpeMsI Kak ux Hanmune ykasbiBaeT Ha CJI1. OqHako B3anMo-
OTHOILIEHHSI MEXKITy SKCITPeCCHeil aHTUTE 1 MaTo(U3NO0JIOTUEH Tra-
0ceTa He SBISIIOTCS TTOJTHOCTBIO MpsMbIMU. HemaBHO mpoBemeHO
cpaBHUTeNbHOE MccaenoBanne ICA u T-KieTouHOro oTBeTa K OCT-
POBKOBBIM OeJikaM y ieTeit (Mojioxe 18 JIeT) ¢ KIMHUYECKUM JThar-
noszom C/12 (n=19), C11 (n=37) unu ¢ HeonpeaeIeHHbIM TUAaTHO30M
(n=16) [20]. KinuHuveckuii 1uarHo3 OblI OCHOBAaH Ha JaHHbBIX KJIM-
HMKM: KETO3 B aHaMHe3e, TPU3HAKK MHCYJIMHOPE3UCTEHTHOCTH, Ha-
auuue acanthosis nigricans u oxupenusi. [lauueHTbl, UMEBIINE
kiauHndeckue npusHaku U CJI1, u CJ/12, ObUTM OTHECEHBI B TPYIITY
¢ HeornpeneJaeHHbIM auarHo3oM. Bee netn ¢ CJI1 umenu ayroaHTH-
TeJIa M/Uv peaKTUBHOCTh T-KJIeTOK K 6eikaM octpoBka JlaHrep-
ragca. Opgnako 14 wm3 19 wuwemoBek ¢ CHO2 (73%) wumenn
nojioxutesbHbie aHTUTe a ICA, u 6 u3 14 (42%) umenu T-kiaetou-
HBII OTBET Ha OEJIKM OCTPOBKa. B TpytiIie ¢ HeolpeaeIeHHBIM aar-
Hozom 11 u3 16 (68%) mnaumeHTOB ObUIM TOJOXMUTEIbHbI
10 ayToaHTUTeNaM, 1 6 3 16 (37%) naumeHToB ObLTH MONOXKUTETHHBI
1o oTBeTy T-KJ1eToK Ha OeJIKM OCTpoBKa. B mpyrom uccienoBaHnuu u3
48 nmeTeii ¥ MOAPOCTKOB ¢ KMHM4Yecku onpeneaeHHbM C/12 8,1% ma-
muenTtoB umesn ICA, 30,3% — GAD, 34,8% — 1AA Ge3 nipeabiayieit
MHCYJIMHOTepanuu. MHTepecHO, YTO HU Y OTHOTO M3 MCITAHCKUX Ta-
LIMEHTOB B 3TOM KOTropTe He ObUIO OOHApYXXEHO ayTOaHTUTEN
K B-xietke [21]. C mpyroit cropoHbl, Korga muarHo3 CII2 6wt
OTpaHWYeH MalMeHTaMU C JOKa3aHHOU COXpaHEeHHOM CeKpelei NH-
cymuHa (ypoBeHb C-miertuna HaToriak >0,5 nmol/L), Toibko 4 u3 37
rmaureHToB (10,8 %) Obumn momoxurenbHel 10 GAD, 3 — mo IAA
U 2 — TI0 IByM aHTUTeaM [22].

[Maropusunonorust ayroummyHHoro CJ12 HesicHa. Henmbast nckimo-
YUTh, YTO 3TO — ayToMMMYyHHBIN CJ11 y 1111 ¢ U30BITKOM Beca WK
OXMPEHUEM U UCXOTHOI MHCYTMHOPE3UCTEHTHOCThI0. OMHAKO Hau-
0oJiee MPU3HAHHBIM B HACTOSIIIIEE BPeMs SIBJISIETCS TIPEATIOIOKEHUE,
YTO 00pa30BaHKE aHTUTE SIBJISIETCS OTBETHOM peakiiveil Ha ycuie-
HMeE MPOIIECCOB anonTo3a B B-KJIETKaX, CTUMYJIMPOBAHHOE OXUpe-
HUEM U MHCYJMHOPE3UCTEHTHOCTHIO [23].

HccnenoBanue ayroantuten, crietuduunbix st CI1, Hy»KHO
TIPOBOIUTH Y BCEX JIeTell ¢ KIIMHMYeckuM auarHo3oM CJ12 m3-3a BbI-
COKOI1 YaCTOThI ayTOMMMYHUTETA TTPOTUB OCTPOBKOBBIX KJIETOK TIPU
«tunmaHoM» CJ12, TTOCKOJIBKY HAJIMUME aHTUTE]T MOXKET CBUICTEITb-
CTBOBaTh O pa3BUTUU OoJjiee paHHEH MOTPEOHOCTH B WHCYJIMHE.

Tabnmuya 1

Oxwupehue
CO2 y poacreennukoe 1 ct. poactea
Acanthosis nigricans
MpH3HAKM MHCYNMHOPE3UCTEHTHOCTH

* [MnepToHus

e Nucnunupemms

* HeankoronbHbiM XMPOBOM renaros
SIMyHMKOBQS rMNepaHAPOreHus (CMHAPOM NOAMKMCTO3A SIMYHUKOB)
AnHoe BO cHe
Hexnaccnueckas Manudbecrauus

¢ Kanampos

* [uarHo3s guabeTta npu pyTMHHOM 06CnesoBaHMM

Kpome Toro, Hajtmure aHTUTENT MOKET HallpaBUTh IMArHOCTUYECKU I
TOMCK Ha MCCIIeOBaHNE ayTOMMMYHUTETA K IIIUTOBUIHOMN Xee3e
U IPYTUX ayTOUMMYHHBIX 3a00JIeBaHUA.

[pencrasieHHble TaHHBIE IEMOHCTPUPYIOT, KaK TPYIHO Pa3yiv-
yuth C/11 1 C/12 Ha 0CHOBaHMM PE3yIBTATOB KIIMHUYECKOTO 00CTIeI0-
BaHUs. BepositHo, MOTOMY, 4TO OXUpeHe
U UHCYJIMHOPE3UCTEHTHOCTh CTAHOBSITCSI 00JIee pacTIpOCTPAHEHHBIMU
Cpely HaCeJIeHUs Pa3BUTBIX CTPAH U HE COOTBETCTBYIOT ONPEAEICHUIO
CJ11. CoOoTBETCTBEHHO, OCTPOBKOBbII ayTOUMMYHUTET BbISIBJISIETCS
B BBICOKOM TPOLIEHTE y A€Tel ¢ KIMHUYECKMMHU MPU3HAKaMU, M03-
BOJISIIOLIMMU Tipeanosarate Hamnyue CI12. DTo MOXET ObITh OXKU-
JlaeMbIM, TaK Kak JIETCKOe HaceJeHHWe CTAaHOBMUTCS BOoOIle OoJiee
TYYHBIM U WHCYJIMHOPE3UCTEHTHBIM, BKJItoUasi namueHToB ¢ CJI1.
[MosTOMy KIMHUYECKHE OCOOEHHOCTU CTAHOBSITCSI MEHee Halex-
HBIMU IS TIpoBeeHusT nuddepeHmaibpHol nuarnoctuku. Kormna
TTOTIOTHUTEIbHAST MHGOPMAITUS O CEKPElMy WHCYJIMHA BKITIOYAETCS
B IMarHOCTUYECKUI aJITOPUTM, CTAHOBSITCS O0Jiee SICHBIMY B3aNMO-
OTHOUIEHUSI C ayTOUMMYHUTETOM |5]. Kpome Toro, TeXxHruuecKue mpo-
OJIeMbI COXPAHSIIOTCSI TIPU OIpeNeIeHUN aHTUTEN, U Pe3yIbTaThl
MOTYT pa3inyathcsi MeXy JlabopaTopusiMu. OnTUMU3aLMs U CTaH-
JapTU3alysl STUX UCCIIeOBAHUI B AabHENIIIEM ITO3BOJIUT YTyUILUTh
¥ 00JIErYuTh IUarHoCcTUKy. TakuM oOpa3oM, HEOOXOAMMa TIIATE/Ib-
Hast OMoXMMMYecKasi, IMMYHOJIOTUYECKasl 1 TOPMOHAJIbHAsI IUarHo-
CTMKA Yy MalMEHTOB, MpPeXae, YeM OMNpeleysTh TUM auadeTa
U B TIOCJISIYIOILIEM — TEPAITEBTUUECKYIO TAKTUKY.

KnuHuueckue oco6eHHOCTH

Pesynbratsl uccaenoBaHMii TAIIMEHTOB B Pa3HBIX YaCTSIX MUpa
CBUIETEIBCTBYIOT O CYIIECTBEHHBIX KIMHUYECKUX OCOOEHHOCTSIX
TeueHus C/12 B 1eTCKOM M TOAPOCTKOBOM Bo3pacTe [5] (tabu. 1).
Bo-nepBbix, C2 BO3HMKAET MOYTU MCKJIIOYUTEIBHO Yy OeTeit
U MOJIOJIEKM, KOTOPbIE UMEIOT U30BITOK MAacChl TeJla UMW BXOJST
B TPYIIy pUCKa IO Pa3BUTUIO OXUPEHUS (MHAEKC MaccChl Teja
(UMT) — 85-4 Bo3pactHas npoueHTuab 1 UMT — 95-4 npoueH-
TWJIb COOTBETCTBEHHO). BO-BTOpBIX, BO3pacT AMArHOCTUKU
B OOJIBLIIMHCTBE Cy4YaeB MPUXOAUTCS Ha CEPEeIUHY IMyOepTaTHOIrO
nepuonaa. M, nakonetr, ot 50 10 75% nauueHTOB UMEIOT GOJIBHOTO
ponutens u 10 90% naureHTOB UMEIOT 110 KpailHEel Mepe OXHOTO
POICTBEHHHMKA TEPBOM WMJIM BTOpOil crereHM poactBa ¢ C2
[6, 24, 25].

Oxupenne

CaMbIM OYE€BUIAHBIM KJIMHUYEeCKUM (akTopom pucka CJ12
y IeTeil ¥ OAPOCTKOB, BEPOSITHO, SIBJISIETCS BhIPAKEHHOE OXXKMPE-
Hue. CpenHuit UMT (Bec B KuJiorpamMmax, pa3ieieHHbIX Ha KBajI-
pat pocta B MeTpax) y nauueHToB ¢ CI12, 1o ornmy0JIuKOBaHHBIM
JNaHHBIM, KoJebeTcst oT 35 mo 39 kr/m2, B TO BpeMst KaK HOp-
MaJIbHBII auana3oH (5-s — 95-g MpOLEeHTUIIb) IJIsl IeTCKOM To-
nynasiunu coctapisier 15—27 kr/m?. Okouso Tpetu aereit ¢ CI2
umetor UMT 6Gosnbiie 40 Kr/M?, 4TO yKa3blBaeT Ha MOPOUIHOE
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oxupenue, a 17% umeror UMT Gosbiie 45 kr/m?. B HemaBHeM uc-
clieqoBaHNUM [26] Obl1a meTaIu3upoBaHa KJIMHUYECKass MaHUde-
crauusi C/12 y eBporneiickux AeTeil M MOJAPOCTKOB B BO3pacTe
11-16,9 net. Cpennuit UMT 6b11 33,7 Kr/M? O CpeIHUM CTaH-
naptHbIM oTkiioneHueM UMT (SDS) 2,8. Torbko 10% nmenu uz-
OBITOK Macchl Tena, 20% umenn ymepeHHoe oxupenue u 70%
WMEJU TSKETYI0 CTeTIeHb OXKUPEHUS.

OnHako, HECMOTPSI Ha BBIPAXKEHHYIO acCOLMAIIAI0 MEXIY
oxxupenreM u CJ12, BaXXHO OTMETHUTh, YTO OXXMpEHHUE HE 3alllu-
maet neteit u nonpoctkos oT C/I1. Bonee Toro, cornacHo coBpe-
MEHHOI TUMmoTe3e akKcejepaluu, KoTopas CTPEMUTCS CBS3aTh
noBbIlIeHUe ypoBHs 3aboseBaeMocT CJI1 ¢ Bo3pacTarouieit ya-
CTOTOU MHCYJIMHOPE3UCTEHTHOCTH, PACIIPOCTPaHEHUE TTOCIeIHE
BedeT K u3MeHeHu1o ¢peHoruna 6oiabHbix C/1 [27]. Takum obpa-
30M, TTOCKOJIBKY PacTipOCTPAaHEHHOCTh OXKUPEHUS B OO TT0-
nyasuuu yseauuyusaercs, et ¢ CI1 craHyT Oosiee TyYHBIM
Hapsiny ¢ ux ceepctHukaMu. Cpeau 128 nereil ¢ nmarHocTupo-
BaHHBIM C/12, OCHOBaHHBIM Ha KJIWHUYECKUX TIPOSIBICHUSX,
y 36% BLIABUIM 110 KpaiiHEeil Mepe OOUH THUIl ayTOAHTUTE]
K B-xinerke [28]. [IpuMeyaTennbHO, YTO 3TU AETU HE OTINYAINCH
3HAUMTEIbHO OT neTeii ¢ C/12 6e3 ayToaHTUTEI 110 BO3PACTY, IOJTY,
CTEMEHM OXXUPEHUS, TUMTUIHOMY Mpod U0, apTepruaibHOMY 1aB-
JIeHU10, ypoBHIO C-MenTuaa, rIoKo3bl U TIUKMPOBAHHOTO TEMO-
rnoobuna Alc (HbAic), Tak Xe Kak MO 4acTOTe ayTOAHTUTEJ
K IIIMTOBUIHON Xeje3e U Mo MOTPeOHOCTU B MHCYJIMHOTEPANUK
B OyayuieM. ITo mHeHuto Pinhas-Hamiel O., Zeitler P. [5], mo-
CKOJIbKY CTapTOBOE JieueHue MHcyarHoM y namueHToB ¢ CJI1
BaxxHo, nuarHo3 CJI2 moikeH CTaBUTHCSI C OCTOPOKHOCTBHIO
¥ TOJIBKO TIPU OTPUIIATESIbHBIX aQyTOAHTUTEAX K 3-KJIeTKaM.

[ToMuMoO TydHOCTH, TP MaHUDECTALIMKA MOTYT HaOJI0aThCsT
npyrue KiuHndeckue nmpusHaku CI2. O6muM TOMUHUPYIOIINIM
MPU3HAKOM SIBJISIETCS MHCYJIMHOPE3UCTEHTHOCTD, M KITMHUYECKHE
0COOEHHOCTH BKJIIOYAIOT CUMIITOMBI «METa0OJMYECKOrO0 CUH-
npoma». B momojHeHue K aOmOMUHAIBHOMY OXHUPEHUIO OHM
BKJIIOUAIOT TUTIEPTOHUIO, AUCTUTTUAEMUIO0, MUKPOATbOYMUHYPHUIO,
TUIepJunuIeMuio 1 acanthosis nigricans [29] (ta6a. 1).

BospacT u noa

Cpennuii Bo3pact noapoctkoB ¢ CJ12 B pa3IuuHbIX UCCIEN0-
BaHUSIX cocTaBisieT oT 13 no 14 net [15—18], xoTs1 umeeTcst co-
obmeHue o nuarHoctuke CJI2 y pedbeHka B Bo3pacte 5 et [30].
OngHaKo, HeCMOTPSI Ha XapaKTepHBIN Bo3pacT nmanueHToB ¢ CJ12
BO BpeMsI MaHU(ECTALlMK, 3TOT MTOKa3aTe/ib He OUEeHb MOJIE3eH
B nuddepennmanpHoii nuarnoctuke Mexay C1 n CI12 y monpo-
cTKOB, Tak Kak CJI1 OyzmeT Bce ellle COCTaBIsATh OOMBIIYIO YaCcTh
MOIPOCTKOB C BIIEPBbIC AMAaTHOCTUPOBAHHBIM nuadbetom. C npy-
roii CTOPOHBI, YeM MOJIOXEe pebeHOK, TeM 0ojiee BEPOSITHO,
yto y Hero C/I1.

B umeromuxcst cooduieHusx naumeHTol ¢ CJ12 mouru Bceraa
HaxoIsTcs B MyOepTaTHOM nepuoae (cTaaust 3 Wiiu Bbile no TaH-
HEPY), XOTSI HEKOTOpbIe UCCIeI0BaHUS COOOIIMIN O Mpernyoep-
TaTHBIX clydasix. BospacT 3Tmx geTeil MHOTOAa YIUBHUTEIBHO
MOJIONIOi, TTOTOMY YTO BO3pacT Hayaja TOJIOBOTO CO3peBaHWUS
cpeu AeTeil ¢ OXKUPEeHNUEM MOXET ObITh O0Jiee paHHUM, YeM Cpeau
X CBEPCTHUKOB. [10CKOJIBKY ITOJIOBOE CO3peBaHME XapaKTepr3y-
€TCsI OTHOCUTEJBbHOI MHCYIMHOPE3UCTEHTHOCTHIO, OYEBUIHO, YTO
OHO MOXET YCKOPUTH TosiBIeHne MaHudectHoro CJ12 y moapo-
CTKOB C OKHPEHUEM.

JleBouku oka3sbiBaloTCcs OoJsiee BocripuuMuuBbl K CI2, yem
MaJIbUMKH, TIPU COOTHOLLIEHWU KEHIIMHbI/MYKUMHBbI 1,7/1, He3a-
BUCUMO OT pachl. JIJis aMepuKaHCKUX UHIAEHIIEB 3TO COOTHOLIE-
Hue Gosiee BbIpaxkeHO — 4-6/1 [24]. OmHaKO, MOCKOJBKY 3TH
COOTHOIIIEHUsI OCHOBAHBI Ha MCCJIEIOBAaHUSIX LIEHTPOB auabeTa,
a He TMOMYJISIIUOHHOTO CKPWHWHTA, TTOJIOBOE HECOOTBETCTBUE
MOXET OBITh CJIEJICTBUEM 00JIee BHICOKOI MTPOTTOPIINY HE TUaTHO-
CTUPOBAHHBIX CJy4aeB CPeIU MaIbUMKOB, BEI3BAHHBIX 00JIce HU3-
KOW 4YaCTOTOW MEIWILMUHCKUX TMOCEUICHUN Cpeau IOHOIIEH TI0

CpaBHEHUIO ¢ JeBylIKamu. JlaHHbIe, OCHOBaHHbIE Ha TMOMYJs-
LIMOHHBIX UCCETOBAHUSIX, OYAYT IMOJE3HBI B PEIIEHUU 3TOTO BO-
npoca.

CeMeiiHblii aHAMHE3 ¥ STHUYECKAsI MPUHAIEKHOCTh

[Monpoctku ¢ CII2 B 001IeM MOCTYIAIOT U3 CEMEN, B KOTOPBIX
POIUTENN TaKKe UMEIOT OXKMPEeHNe Y TEHIEHIINIO K MHCYJIMHOPEe-
3UCTCHTHOCTU WM HEMOCPeACTBEHHO KiamHnueckuii CJ12.
B npencraBinennbix myoaukauusax y 60—80% maumnenton ¢ CI12
MMEETCS OMH TOpakeHHbIN POJACTBEHHMK MEPBOI CTETIEHU POJI-
ctBa [24]. Ot 74 10 100% uMmeloT poACTBEHHUKOB IePBOI MK BTO-
poii crenenu poxacta ¢ C2 [6, 31]. Kpome Toro, 3mopoBbie
cubcebl maueHToB ¢ CI12, Kak coo0I1IaeTCst, UMEeJIU MOBBIIIIEHHbII
ypoBeHb C-nentuaa U MpouHCYJIMHa, 00a U3 KOTOPbIX CBSI3aHbI
¢ BbICOKMM puckoM pa3Butusi CI12. A poacTBEHHUKHU NEPBOi CcTe-
MEeHU POJICTBA, KAK 0Ka3aJ0Ch MPU MOCIENYIOLIEel OLIEHKE, UMETU
HeauarHoctTupoBaHHbIN auadet. Cembu ¢ CJ/12 HEOOXOIUMO OT-
maaTh oT ceMeit ¢ MODY, ayrocoMHBIM 3a60JIeBaHUEM, C OTHO-
CUTEJIBHO YMEpPEHHOM TUMepriInKeMueir, Ho B OCHOBHOM 0€3
oxupeHues. BaxxHo nmetsb B Buy, uto CJ12 10cTaTOYHO HIUPOKO
pacmpocTpaHeH Cpeir HaceJIeHUs B 1IeJIOM, TaK YTO MHOTO CeMei,
Bkitovast u geteii ¢ CJ11, 6ynyT uMeTh poacTBeHHUKOB ¢ CJ12.

DTHUYECKas MPUHAIJIEKHOCTh, KaXeTcsl, UTpaeT 3aMETHYIO
poJib B BoctipuumuuBoctu K CJ12. JIBe Tpetn nmoapoctkoB ¢ CJ12,
0 KOTOPBIX COOOIIAETCSI B COBPEMEHHBIX IMyOJUKALMSIX, SIBJISTIOTCS
adpoaMepuKaHIIAMUA WJIM MeKCHKaHIIaMH-aMepUKaHIaMu,
a ocTaJIbHbIE — KaBKa3zougaMu (esporneitnamu) [24]. Takum obpa-
30M, C/12 6osiee pacpocTpaHeH B OJHUX STHUYECKUX TPyMIiax mo
CPaBHEHUIO C APYTUMH. DTO Te Ke TOIYJISIIIUA, KOTOPbIE NUMEIOT
0oJiee BbICOKYIO pacrnpoctpaHeHHOCTh CJII2 cpelnu B3pOCHbIX.
Ony6IMKOBaHHBIE OTYETHI YKA3bIBAIOT, YTO JIETU U IMOIPOCTKH C
CJ12 uMeroTcst BO BCeX STHUYECKUX TPyNIax — apoaMepUKaHIIb,
BBIXOIIIBI U3 JIaTMHCKOM AMEpUKM, KaBKa30MIbl, SATTOHIIBI, a00-
pureHbl B KaHane, ammkeHasu win cepapandeckue eBpen. DTHU-
yeckasi MPUHAMJIEKHOCTh, TTO3TOMY, HE SIBJISIETCS 3alIUIIAIIINM
(hakTOpOM B KaxkIOM KOHKPETHOM CJlydyae.

Manudecranus

Boo6uie, mauuents ¢ CII2 yaiie npu MaHudbecTaluu UMEIOT
MPU3HAKKM XPOHUYECKOI TMITePIIUKEMHH, B TO BpeMsT KaK Ialu-
eHThbl ¢ C/I1 B OOJIBIIMHCTBE CIy4yaeB UMEIOT 0oJiee OCTPYIO MeTa-
0oMMYecKylo JeKoMIieHcaluio (Tads. 2). OpHako auana3oH
KIMHUYecKuX mposiBieHnit C/12 y MOJIOIeXH MOXET OBbITh JOCTa-
TOYHO IIUPOKUM — OT YMEPEHHOI 0€CCUMITTOMHOI TUTIePIINKeE-
MHUM 10 TSXKeIoTo Ketoauumosa [24, 31, 32]. [IpubausuteabHO
20% noapoctkoB ¢ CII2 UMEIOT MOJUYPUIO, MOJUAUIICUIO U TIO-
Teplo Beca, TO eCTh UX KaJlOObl COOTBETCTBYIOT OOBIYHBIM KIMHU-
yeckuMm npusHakam u CJI1, u C/12. C npyroit CTOpOHbBI, Y MHOTUX
nauueHToB C/2 nuarHocTupyeTcs npyu pPyTUMHHOM 00CJie0BaHU YU
B JJabopaTopuu Kak 4acThb AMCIIaHCepU3aLUM JIMOO Mpu obcieno-
BaHUH IT0 MTOBOY OKUPEHMS WIIM OTSATOIIEHHON HACIEeICTBEHHO-
CTH, a He B pe3yJibTaTe HaJuuus ompeaeseHHbIX Xanob. Takoi
«cny4aiiHblit» quartos penok npu CJ 1. TouHo Tak xe y 25% ne-
Bouek ¢ CJ12 rnaBHOi1 xxano0oii mpu MmaHudecrau 3a001eBaHuUs
SIBJISIETCS BIaraJuiHas MHQeKuus. B To BpeMst Kak IpOosBJICHUS
BYJIbBOBarMHMTA SIBJISIIOTCSI TUITMYHOM Ka1000i4 cpeir B3POCIIBIX
KeHuH ¢ CI12 1 yKa3bIBalOT Ha IJIUTEIBHO CYIICCTBYIOIIYIO IIH0-
KO3YpHI0, 3TOT MPU3HAK YPE3BbIYAiHO PEIOK IMPpU MaHUbeCcTaIlluKi
y nauueHToB ¢ CJI1. IMauuenTts ¢ CIA2 MMEIOT 0OOBIYHO MHOXKE-
CTBO XaJIo0, BKJIOYasl TsSKeJble MHGEKIIMKU (OCTEOMUENTUT U da-
PMHTUT), OXKUPEHUE, TU3YPUIO U HYpe3 [5].

JInadeTuyecKuii KeTOANKI03

HekoTopsie moapocTku, 0coO0eHHO adhpoaMepUKaHIIbl, Y KO-
TOPBIX B KOHEYHOM cueTe auarHoctupyercs C2, MOTyT uMeTh
npu MaHudectauuu nuadetuyeckuii keroanunos (AKA), koro-
PBIf TPAAUIITMOHHO paccMaTPUBAJICS B KAYECTBE MaTOTHOMOHMY -
nHoro cumnroma CJI1. B omnom wu3 wuccnemoBanmii 42%
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apoamepukanues ¢ CJI2 npu maHudecTalud UMeIu KETOHY-
puto u 25% — KA [32]. Oro HabmoneHre ObUIO TaKKe Mpojie-
MOHCTPHUPOBAHO CPEIU TYYHBIX ahpoaMepPUKaHCKHUX B3POCITBIX
MalueHTOB, KOTOPbIe UMeIr Tpu MaHudectauuu kero3 u KA,
HO B TOCJIEYIONIEeM OKa3blBaJlach TUITMYHAS KIMHUYECKast Kap-
tuHa C/12 [33]. MexaHu3M pa3BUTHUSA KeTo3a y mauueHToB ¢ C12
He siceH. [Ipeamonaraercs, YTo MHCYIUHOPE3UCTEHTHOCTh B KOM-
OMHAIIUM C HEOJATOMPUSITHBIM BIUSIHUEM XpOHUUECKOI THIIep-
ITMKeMUA  Ha  CeKpeumo U JCWCTBUE  WHCYJIWHA
(«TTIOKO30TOKCUYHOCTh» ) MPUBOAUT K OTHOCUTEILHOMY Ae(]u-
uuty uHcyauHa. Korma aedMUMT CTaHOBUTCS CEPbEe3HBIM
(M3-3a JIUTEbHOM TUTIEPIIMKEMUHU C TeKOMITeHcallieil Uin uH-
TePKYPPEHTHOTO 3a00JIeBaHUSI), OH IPUBOJIUT K YCUJICHUIO JIU-
MOJTUTUYECKUX MPOIECCOB U MOBBLIIICHUIO YPOBHS CBOOOIHBIX
SKUPHBIX KHCJIOT, KETOHEMUU U KETOHYPUU, XapaKTEPHBIX JIJIST TTa-
nueHtoB ¢ CJI1 [5]. [Touemy 3TO siBIeHUME OOJIbIIE paclpocTpa-
HeHo y adpoaMepuKaHILeB U UCIMaHCKUX TauueHToB ¢ CJ12,
HEM3BECTHO, XOTS TTPOBEeHHBIE NCCIeIOBAHNS TTOKA3aIu, ITO
0azajbHas YyBCTBUTEILHOCTD K MHCYJIUHY B 3THUX IPYIax HIXE,
YeM Y UX CBEpCTHUKOB-KaBKa30UI0B, UTO, BO3MOXKHO, YBEJINYN-
BaeT X UyBCTBUTEJIBHOCTh K Pa3BUTHUIO OTHOCUTEILHOI MHCYIIN-
HOBOI HEIOCTATOYHOCTH [34].

I'mnepraukeMuyecKoe runepocMoIsipHOe COCTOSTHUE

T'unepriaukemuyeckoe runepocMolisipHoe cocrosinue (I'TC)
SIBJISIETCS OIMACHOM [UISI >KU3HU 4YPEe3BbIYAWHOW cuUTyaluen
U peKo BcTpevaeTcsl B neTckoM Bo3pacte npu CI1. CtanmapTt-
HBIMHM JVAaTHOCTUYECKUMHU KPUTEPUSIMU SIBISIOTCS YPOBEHb
[JIIOKO3BI KpoBU >33 MMoJib/1 (600 Mr%) 1 0CMOJISIDHOCTH ChI-
BopoTku >330 MOcM/JT ¢ yMEpeHHBIM allI030M (OMKapOOHATHI
B CBIBOPOTKE >15 MMOJIB/) U yMepeHHOU KeToHypueit (<15
mr/nn) [35]. IIpoBonupytomiue ¢GakTopbl YaCTO yaaeTcs UICH-
TuduurpoBaTb. OHM BKIIOUAIOT UH(PEKIIMOHHBIEC 3a00eBaHNUS,
MeIMKaMEHThl, HEKOMIIJIAEHTHOCTb, HEAMAarHOCTUPOBAHHBIN
nuabeT, TOKCMKOMaHUIO, HAIMYKUE IPYTUX XPOHUYECKUX 3a00-
neBanuii. IlepBoe coobenue o 'TC npu CII2 B 1eTCKOM BO3-
pacte ObUIO omucaHo y ll-JeTHero MajbyMKa C ayTU3MOM,
MOPOMAHBIM OXUpeHueM, acanthosis nigricans u acTMoit (3THU-
yecKas MpUHAIJICKHOCTh He Obl1a onpeaeicHa) [36]. Brmocnen-
CTBUU OBLIO COOOIIEHO O CEMM TYYHBIX adpoaMepUKaHCKUX
MOJIOZIBIX JIIOASIX (II€CTh — MYXKCKOTO IoJia) B Bo3pacTte 13—21
roja ¢ He nuarHoctupoBaHHbIM paHee CJI [37]. Bce oHu nepBo-
HayvaJIbHO ObLJIM JMAarHoCTUpoBaHbl Kak OojbHbIe ¢ JIKA, HO
aHaJun3 pPe3yJbTaTOB 00CaeIOBaHMS TTOKa3aj, YTO BCe YIOBIIE-
TBOpsinu Kputepussm ['T'C. Bce ceMb malimeHTOB ymMepau, pu
BCKPBITHU Y TPEX 3aPETUCTPUPOBAHO OTCYTCTBUE UHCYJIUTA, UTO
NOATBEpXKAaeT KInHuUeckuit nuarno3 CI2.

B HepaBHeM cucTeMaTHuecKOM 0030pe MyOoauKaluii ciiyyaen
190 mneteit ¢ C[12 3a 5-neTHuit nepuon B Jlerckoii GonbHuIle Pui-
nagenbguu, Fourtner u coaBT. [37] BBISIBUIU CEMb MAllUEHTOB
B Bo3pacte 10—17 jieT (ITh — JM1Ia MYXXCKOTO M0Jia, CpeaHU I
Bo3pact npu aedtore CJI 13,3 net) ¢ pazpuBiumcs ['TC npu ma-
Hudbecranuu 3aboneBanusi. Ha ocHOBaHWM 3TUX MaHHBIX aB-
Topel mpuBoasT uyactory ITC — 3,7%. Bce 3aGoseBinue
MOJIO/IbIE JIIOY ObUTH acdpoaMepuKaHIIaMU. Y OJHOTO MMallMeHTa
pa3BUIACh MOJUOPTaHHAsT HEIOCTaTOYHOCTh C JeTaTbHBIM HC-
XOIOM, PacCUYMTAHHBIN KO3(MOUIMEHT CMEPTHOCTA COCTABUII
14,3%. OcTaBuirecs: B XKUBbIX UMEJIM CYILIECTBEHHbIC HEBPOJIO-
TUYECKHUE OCTOKHEHUS.

B HacTosmee Bpems onucaHo 29 ciayvaeB pasputusi ['TC
y TTIOJAPOCTKOB, U3 KOTOPBIX 26 ObUIN acdpoaMepuKaHaMU, 1 22
ciaydast — y B3pociblXx MyxxuuH. Kak u y B3pociabix, [CC y noa-
POCTKOB aCCOLIMMPOBAH C BBICOKOW CMEPTHOCTHIO (12 U3 3TUX
29 cnyuaes, 41,4%). [IpyauHOI CMEPTHU SBISIINCH TUITOBOJIE-
MUYECKUI 110K, TTOJIMOPTaHHasI HeIOCTaATOYHOCTh, MacCUBHAs
nerouHast amM6osus u np. Penkue ocinoxHenus ['TC (maHkpeo-
HEKpO3, pacHpoCTpaHEHHBI HEKPO3 TOHKOIO KUIIEYHUKA K

CaxapHbid Aunaber
Tabnmuya 2

MpuaHak caln ch2
Monuanncus, nonnypwus, nonnarus Oa Oa
Yeunenue npu octpbix 3a6onesanmnax Oa Oa
IOuabetnyeckui keToauupos Oa BosmoxeH
CnyyanHas guarHoctuka He xapakrtepHa O6biuHa
Bospacr Hauana JTo6omn Yawe ny6epratHbii
Bec JTio6omn Oxupenue
Acanthosis nigricans Penko O6biuHO
BnaranuwHas uHbekums Peako O6bl4HO
lMnepToHus Pepko O6b14HO
DOucnunuaemms Pepko O6bI4HO
AyTtoaHTtntena Monoxwurenshbie | OTpuuartensHeie

TpoMOO3 BOCXOASIEH OpbIXKEEeYHOI apTepum) TaKKe OMUCAHBI
cpeau MojapocTKOB [5].

AnddepeHumanbHbIN ANATHO3

Jduddepennuanprasa nuarnoctuka C/A1, CJ12 u MOHOTEH-
HBIX opM AuabeTa MMeEeT MPUHIIMIIMAIbHOE 3HAaueHUe, IMO-
CKOJIbKY MallMEHThI HY>KIAI0TCS B pa3IUYHbBIX TePareBTUYECKUX
nojaxoaax yxe npu MaHudecTaluuy U B TajJbHENIIEM — Ha TTPO-
TSKeHUU 3a0o01eBaHus. Kpome Toro, Bepudukanus iuariosa
HeoOXoauMa TMpU OMNpeAeseHUM NMPOrHo3a TeyeHUs nuabdera,
pa3BUTHUS OCTOXHEeHU 1 pucka pazputust CJI mist Gavskaimmmx
POICTBEHHUKOB U MTOTOMCTBA MPU MEIUKO-TEHETUIECKOM KOH-
CYJIbTUPOBAHUH.

Heo6xonumocTp npoBeneHus auddepeHnnaibHOro IMario3a
Mexay CI1 u CI2 B HacTosIIee BpeMsT BO3HUKJIA TIO CIEAYIO-
UM npuanHam [29]:

» C yBeIMUMBAIOIIEICS pacCMPOCTPAHEHHOCTBIO OKMPEHUS
y neteit 1o 15—25% HemaBHO AMarHOCTUPOBAHHBIX MAllMEHTOB
¢ C/I1 MOTyT UMETh OXXMpPEeHHUE. DTO TaKKe BEPHO B OTHOILIEHUU
MOHOTIeHHBIX (popM auabeTa.

* Oxkouo 1/3 neteii ¢ CI12 UMEIOT KETOHYPUIO UM KETOALIM -
103 B MOMEHT YCTAaHOBJIEHUSI 1MArHO3a.

* CJI2 mupoKo pacrnpocTpaHeH cpeau B3pOCIOro Hacelye-
HUS, TTOBTOMY Yy OOJIbHBIX 1MabeToM | Tuma MOXeT ObITh CIIy-
YaliHBIN TTOJOXUTEIbHBIN ceMeiHbI aHaMHe3 [38], mpuMepHO
B 15% ciyyaeB wiu 6oJjibiie (Cpeau MOMYJISIMOHHBIX MEHb-
IIMHCTB), YTO YMEHBIIIAET CIIEIU(UIHOCTh JaHHOTO TTPU3HAKa.

» HabGmromaeTcst 3HaUMTEIbHOE HAJIOKEHKME B yPOBHE MHCYIMHA
nmu C-nientuna mexay CA1 u C12 u MODY B ne6rote 1 Ha 1iep-
BOM rojy 3a0oJieBaHUs. DTO HaJOXEHUE MPOUCXOIUT M3-3a (pa3bl
peMuccuyd ayToMMMYHHOro auabera 1 Tura «MemnoBbI Mecsi»
U CTEINEeHU IJTIOKOTOKCUYHOCTU Y JIUITOTOKCUYHOCTH, HAPYIIAIOIIMX
CeKpelnio MHCYJIMHA BO BpeMst ocTpoit MaHupecTauuu u ipu CI 1,
u npu CI2. C apyroii CTOpOHbI, UHCYJIMHOPE3ZUCTEHTHOCTb MPU
OXMPEHUHU MOBBIIIAET OCTATOUHYIO cekpenuto C-nenTuaa y rnoji-
poctkoB ¢ CII1 u oxupeHueM. BeieacTBue 3Toro usmepeHue rop-
MOHOB MOXET 0Ka3aThCsl HEIOCTATOUHO MH(POPMATUBHBIM B OCTPOIA
daze. (MccnemoBanne C-nerrruaa aisg auarHoctuku CJ12 MmoxeT
OBITH 0OJIee MOJIE3HBIM Y TTAIIMEHTOB, KJIacCU(MUIINPOBAaHHBIX KaK
CJ11, mpy HecTaOMILHOM TEUSHUH A1MadeTa U TTOBBIIIEHHOM YPOBHE
JIAHHOTO TOpMOHa uepe3 12—14 Mec. oT MaHUbecTalnn).

KnuHuyeckre 0co0eHHOCTH, KOTOPbIE MOTYT TTOMOYb OTJIM-
yuth TUIbl CII, cyMmmupoBaHsl [39] B Taba. 3. [1aBHbIE TyHKTHI:
MOCTEeNEeHHOe Havyajlo, OTCYTCTBUE ayTOAHTUTEN U OXUPEHUE.
Jpyrue pazinyus — yMepeHHbI€ MOJUYPUST U MOJUAUTICUS U HE-
0oJibllIasi MOTEePsl Beca WM €e OTCYTCTBUE MPU MaHUbECTallUU.
AyTtoaHTuTeNna, XapaktepHbie 11 CI 1 (K mirotamaTtiaeKapOoKCcU-
Jjla3e, K OCTPOBKOBBIM KJIETKaM), OOBIYHO OTpULIATEJbHBI,
HO MOTYT OBITH IMOJIOXHUTEIbHBIMUA B 3—30%. 85% u GoJjiblie
neteir ¢ C/12 nMeroT n30BITOK Beca MJIM OXKUPEHUE TP TUaTHO-
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CGXGprIﬁ A naoéer CaxapHbI AMQGET y AETEN U MOAPOCTKOB
Tabnmuya 3
OcobeHHoctn auddeperunporanms CA2 or CA1 u MODY (apanr. [40] (27)

XapakTepuctika cain cha2 MODY

OrtHocUTENbHAS YacToTa 98% Menbwe 10% 1-3%

lenetnka Monurennoe MonurenHoe MoHoreHHoe

Ocrpota manudecTaumm Ocrpas Paznununas. OT ckpbiTOM A0 TsXENOM Paznnunas

Bozpacr Bce petctBo O6bi4HO Ny6epTHBIN MK No3Xe Yacro noctny6epratHbii,
kpome HCI1 GCK

Oxupenne ToT e pUCK, 4TO B NOMyNsLMH O6bluHO ToT e puck, 4TO B nonynsumu

Ketos O6bIuHO Peako Pepko, kpome HCJ]

Antutena Monox. ICA, GAD Ortpuuar. Orpuuar.

C-nentug, Her C-nentnpa nocne pemmceunn C-nenTua, NoNOXMTENbHbIN

Accoupaums ¢ ayTOMMMYHHBIMU Oa Her Her

3a6onesaHMIMM

Pogutens c pnabetom 2-4% 40-80% 90%

cTuke. Acanthosis nigricans siBisieTcs IpU3HAKOM MHCYJIUHOpE-
3UCTEHTHOCTH U HabOmonaercsa y 90% nauueHToB. B KOMILIEKCE
C IPYTUMU TIpU3HAKAMU TIOJIE3HBIM TeCTOM B nuddepeHIInamm
mexay CJA1 u CJ12 MoxeT ObITh U3MEpPEHNE YPOBHS MHCYJIMHA
wim C-mentuga Hatomak. [lpu CJI2 yposeHr C-mentuna
OOBIYHO BHILIIE HOPMAJIBHOTO MJIM HaXOAUTCS B BEPXHEI MOJIO-
BUHE HOPMAaJbHOTO AMana3doHa, OTpaxKarollero MHCYJIMHOPe3u -
CTEHTHOCTb, XOTSl OH HUXE€, YeM OXMHIaeMbIii IS JaHHOM
CTEeNeHU TMMNEePIIMKEeMUU B pe3yabTaTe COCYIIECTBYIOLIE Hea0-
CTaTOYHOCTH ceKpeluuu B-kaeTok. CunTaeTcs, YTo y MalueHTOB,
umeromux CA1, peako MOXXHO 0OHApYyXUTh HOPMaJIbHBIN ypoO-
BeHb C-TenTuaa B IMEPUOJ BHE «MEIOBOTO Mecslia», TO eCTh
yepes 3 rojaa nocje auarHosa. Y geteil ¢ u30bITOUHON Maccoit
TeJla WU C OXXKUPEeHNeM U KinHudeckKoit kaptuHoit CA1 (motepst
Beca, KeT03/KeToalna03), Y HEKOTOPBIX U3 KOTOPBIX MOXET OBITh
CJ12, He0OXOAMMO ITPOBOAUTDH TECTUPOBAHUE CITICIMMUUHBIX IS
CJI1 ayroaHTUTEN U McclieqoBaHue ypoBHs C-mentuaa.

JInddepenmmanusa CA2 m MODY y aereii: poab reHernye-
CKOT'0 TeCTHPOBAHMSA

Cyl1iecTByeT HEMHOTO COOOIIIEHUI, KOTOpble CPaBHUBAIOT
pacnipoctpaHeHHOocTh CJ12 ¢ nuabGeTom 3pesioro Bo3pacrta y Mo-
noabix (MODY). Bo MHorux ctpanax MODY peako o6Hapyxu-
BaeTcss U MoxeT ObITh npuHAT 3a CJI2, ocobeHHO, Koraa
nauueHTl ¢ MODY umelor u30bITOK Beca WM OXHUpPEHUe.
B omHOM 13 OITyOIMKOBaHHBIX MCCIIeOBAaHUI B OpUTaHCKOM TT0-
nyJasuuu pacrnpoctpaHeHHocTb MODY y nerteit 6blia mogooHa
atomy nokaszatento ipu CJ12. [TomepeuHslit 0630p Bcex aeTei
¢ «auabeToM He 1 Tuma» B TedeHue 2000 r. TpoaAeMOHCTPUPOBAI
MUHUMAaJbHYI0 pacnpocTtpaHeHHocThb 0,21 Ha 100 000 st nua-
oera 2 Tuna u 0,17 Ha 100 000 — MODY ns Bo3pacra g0 16 jger
[40]. Bce mauuentsl ¢ MODY uMenn noarBep>XaeHHBIN MoJie-
KYJSpHBIN AuarHo3. B mesom ObLI caenaH BbIBOI, YTO, BEPO-
STHO, TIPOMCXOAMT 3HauyuTeJdbHasl HeEAOOLleHKa 3TOro
3a00JieBaHMsl, MOCKOJbKY UCTUHHASI paCIPOCTPAHEHHOCTh, U3-
y4eHHasi Ha OCHOBE I'eHEeTUYECKOI0 TeCTUPOBAHUsI, K HACTOSI-
1eMy BpeMeHHM He OblTa IoKa BEITIOJIHEHAa HU B OJHOU CTpaHe.

B opurunanbHoM onpeneneHuu nuario3 MODY ycraHaB-
JIUBaeTCs y OOJIbHBIX 1MabETOM MOJIOXE 25 JIET C ayTOCOMHO-
NOMUHAHTHBIM HaclieloBaHWEM W Tpu MaHudecTauuum 6e3
keto3a. OgHako ¢ mosiBiaeHreM CJI2 y meTeil 3To onpeaeicHue
CcTajlo MeHee TOoJIe3HBIM, Tak Kak geTu ¢ CJI2 Takke COOTBET-
CTBYIOT 3TUM KPUTEPUSIM, MOCKOJbKY OHU OOBIYHO UMEIOT Ce-
MEWHBII aHaMHe3 1o auabeTy U B 45—80% MMEIOT OIHOTO
n3 poauteneit ¢ CJI [6]. [To muenuio Gill-Carey O. u Hatters-
ley A., nyume nipu gudpdepenuupoBanun MODY ot CJI2 pac-
cMaTpuBaTh Takue (GakKTOpbl, KaK OTCYTCTBHE TYYHOCTU TIPH
YCJIOBUM HU3KOU pacIpoOCTPpaHEHHOCTHU OXUPEHUS B ITOTIYJISI-
uu, oTcyrcTBue Acanthosis nigricans, u Koraa ToJbKO OJUH
poauteib, a He oba, umeeT CJI (tabua. 3). OgHaKO HU OAUH
W3 OTUX AUATHOCTUYECKUX KPUTEPUEB HE SIBISIETCS abCOJIOT-
HbIM. HemaBHO omyOGiumkoBaHo HaGmwoaeHue pasButus CJI
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0e3 keTo3a y 13-j1eTHero Majibuika ¢ OXKMpPEeHUEM, apTepualib-
HOW TUTEePTEeH3Ueil, NHCYTUHOPE3UCTEHTHOCThIO U HATUINEM
ciyvyaeB CJI B Tpex mokosieHUsIX [41]. O6HapyKeHHast MyTallus
reHa simepHoro (akropa-1 remaTouUMTOB MO3BOJIMUIA Bepudbu-
nupoBaTb MODY 3 y 6071bHOTO, HECMOTPSI HAa HAJIMYME UHCY-
JIMHOPE3UCTeHTHOCTU. [Ipu GONbIION MPOXOTKUTEIBHOCTU
nuaberay 1eTeil C OTSITOIIEHHOM HAaCleICTBEHHOCThIO JOJXKHBI
OBbITh pacIIMpPEeHbl MOKa3aHUs AJIsl TOrO, YTOOBI MPOBEPUTH Ha
Hanuuue noaTunoB MODY. DTo 0coOeHHO BaXXHO NpU MyTa-
11U B neyeHouyHoM simepHoM daktope (HNF)-1 unu (HNF)-4,
IMOCKOJIBKY OOHapyXeHUe HTaHHBIX MyTalluid OyneT o3HadaTh,
YTO 3THM MAIIMEeHTHl YYBCTBUTEIbHBI K CYJTHOOHMIMOYEBUHHBIM
rperapaTaM U JOCTUTHYT MPEBOCXOIHOTO KOHTPOJIS IIPU yIIO-
TpebJieHNU OUYeHb HU3KUX 103 Tipeniapara [42]. Eciu nuarnos
He OyzmeT BeprudULINPOBAH, 3TU MALIMEHTHI OyIyT HEMTPABWIHLHO
nuarHocTupoBaHbl Kak CJI1 v mosyyaTs JedeHue NHCYJIUHOM,
wiu kak CJ/12 — u mosry4yaTs JiedeHrue MeT(OPMUHOM U UMETh
B pe3yJsibTaTe 00Jiee MI0X0i MeTaboInYeCKMii KOHTpoab. ['eHe-
TUYEeCKOe TeCTUPOBAaHUE JOJKHO 3aBUCETh OT (peHOTHUMA Mallu-
eHTa [42], ogHaKO 3TO SBASETCS TEMOM [T OTACIbHOTO
aHaJu3a.

3aknouyenuve

[MosiBnenue CII2 B 1eTCKOM U TTOJPOCTKOBOM BO3pacTe CTaJlo
peanbHOCTBIO. ETO KITMHWYECKUE TIPOSIBIEHUST MOTYT OKa3aThCs
cxoxumu ¢ TakoBeiMU Tipu CII1 m MODY, uro Tpebyer mpu-
CTaJTbHOTO BHUMAHUSI D9HIOKPUHOJIOTOB MPY BepUdUKAIIUY 11AaT-
HO3a. YBeJIUUeHUe PAaCIPOCTPAHEHHOCTH OXXKUPEHUSI B TIOMYISIIUN
MPUBOIUT K TOMY, 4TO Bce Oobiie ciydyaeB C/I1 u MODY o6ynyt
UMeTh oxkupeHue. Bee cnyyan manudecranum npuadeTta y 00JIbHBIX
C OXXMpPEHUEM TPeOyIOT JOMOJIHUTEIbHOTO UCCIeA0BaAHUS UMMY-
HOJIOTMYECKOTO cTaTyca U MHCYJIMHOBOM cekpeuuu. [1pu MmaHu-
decranum nuadeTa ¢ KeTO30M McciIenoBaHue GYHKITUU -KIETOK
HEeoOXOIMMO TTOBTOPUTH TTOCTIe KOMIIEHCAIIUY auabeTa (CHATUS
«TJIIOKO30TOKCUYHOCTU»). [1pn HAIMUMK OTATOLIEHHOTO CeMeli-
Horo aHamHe3a (C/] B 3 MOKOJIeHUSIX) HEOOXOIMMO MOJICKYISIPHO-
reHetTuueckoe TectupoBaHre Ha MODY. YuuTeiBasg MSTKYyIO,
acumrnromaruieckyio mManudecranuo C/A2 Bo MHOTUX CiTydasx,
HEeoOXOAMMO MPOBOANTH aKTUBHOE BhIsiBiieHue CJI B rpymnmax mno-
BBIILIEHHOTO PUCKAa, K KOUM B MEPBYIO OYepeb OTHOCSITCS IeTU
U MOAPOCTKU C OKUPEHUEM U ¢ oTsarouieHHoi no C/2 Hacnen-
CTBEHHOCTBIO, a TakKXXe JMLa C MPOSIBIEHUEM HHCYJIMHOPE3U-
cTeHTHOCTU (Acanthosis nigricans, MNOJMKUCTO3 SIMYHUKOB
y IeBYILIEK).

[ToTpebytoTcs enie 3HaYUTENbHbIE KIMHUYECKKE, Jabopa-
TOPHBIE W MOJIEKYJISIDHO-TEeHETUYECKUE UCCIeTOBAHUS, YTOOBI
BBIpaboOTaTh HageXHbIe MU depeHIInalbHO-IUaTHOCTUYECKIE
npusHaky Bepudukannu C/12 B 1eTCKOM U TOIPOCTKOBOM BO3-
pacre.
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