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OBILIAA XAPAKTEPUCTHUKA PABOTHBI

AKTYaJIbHOCTbH T€MbI

Hapymenust ¢pynkuiit XKKT pasnuunoii 3THONOTHN y AETel M MOAPOCTKOB C CaXxapHbIM nuaderom |
THUIIa BCTPEUYAIOTCS YacTO U MOTYT OBbITh OJHOW M3 MPUYMH TPyJHOTO NocTikeHus: kommeHcauu CI. Cpenu
HUX CYIIECTBEHHYIO POJIb MOTYT UTPaTh HApyIICHUE MUIEBON aOCOpOLMHU B pe3ysIbTaTe MOSIBICHUS aHTUTET
K TJIWAJMHY TpU LEJTHaKuH W HapylleHne MOTOpHO-3BakyaTopHOH (yHkimu KKT npu aBroHOMHOMI
Heiporatuu. Accoruanus 1eJIMakuy U caxapHoro nuadera 1 tuna ussectna [Arato A, Korner A, Veres G,
et al. 2003, Kordonouri O, Dieterich W, Schuppan D, et al. 2000]. O6a 3aboneBaHHs aCCOLMMPOBAHBI C
nonmumopdueiMu autensiMu HLA DR u DQ nokyca, 4To mpeanosiaraer reHeTHYeCKYIO CBA3b MEXITY HUMHU.
Pacnipoctpanennocts nenuakuu y aereit ¢ CJ1 1 tuna Bapsupyer ot 2% 1o 8%, uto B 15 pa3 Bbllle, yeM B
obmeit monymsuuu. [Ipy 3TOM CHMOTOMBI IETMAKUU MOTYT OTCYTCTBOBATh WJIM OBITH CKPBITHIMH y 30%
MAIMEHTOB, BBI3bIBAs TaKUE HApYLICHHUS Kak jkelne30AePUIIUTHAs aHeMHus, 3aJepKKa POCTa, CHIDKEHUE
KOCTHO# IJIOTHOCTH U racTpOMHTECTHHaIbHas Manurau3anus [Gasbarrini A, Sanz Torre E, Trivellini C, et

al. 2000, Mora S, Barera G, Beccio S, et al. 2001]

lacTpouHTeCTUHANBHBIE MPOSBICHUS AUA0ETHUYECKONM aBTOHOMHOW HEMpOMaTHH Yy  B3POCIBIX
pa3sHoOOpa3Hbl U BCTPEYAIOTCS JOBOJIBHO YacTo. Y JAeTell KIMHUYECKUE MPOSIBICHUS HE CTOJb SIPKUE U MaJio
u3ydyenbsl. Hapymenne motopHoit ¢ynkiuu BepxHux otaenoB JKKT B Buume 3amenneHus mepucTaIbTHKA U
IBaKyalu, 00YyCJIOBIEHHOTO MOpak€HUEM OJy)KJAIOLIero HepBa, Takke MOXeT omnpeneisats tedeHue CJI.
CuunTUrpadMyecKuil MeTOJ, SIBISIIOIIMICA <«30JOTHIM CTaHAAPTOM» OIICHKH SBaKyaTOPHOW (YHKIIUU
xenmynka (muma Metutes (99m)TC-KomIonaIoM) He MONYYri MIMPOKOTO NMPHUMEHEHHs Y JeTeil B CBSI3H C
HE0OXOJIMMOCTBIO HCIOJIb30BAHUS PAIMOAKTUBHOrO Mpenapara. CyliecTBOBaHUE albTEpHATUBHOTO METOJIA -
M30TOMHOIO  JBIXaTeJbHOTO  TecTa €  INPUMEHEHMEM  IIpenapaToB, MEUYEHHBIX  CTaOWJIbHBIMU
(HepaaMOaKTHBHBIMU) m30TomamMu - 1-C-okTaHoBas (KampmioBas) KHCIOTAa, MEUYeHHas CTaOMIBHBIM
M30TONOM yriepoaa-13, Mmo3BoisSeT UCHOIb30BaTh €ro B IeAMaTpudeCkoi npaktuke. KapamoBackymspHast
¢dbopma nuabernueckoit aBToHoMHON HeMponatuu (KAH) — Hanbonee u3yueHHas U KIMHUYECKH 3HAYUMasi
dhopma auabernaeckoit aBToHoMHOW Hewponatuu (JJAH). [Ipennonoxurensno Hannune KAH B couetanuu ¢

HapyYIICHHUEM 3BAKYallUU MOKCT CBUACTCILCTBOBATL O HAJIUYHU I aCTPOI/IHTCCTHHaJIBHOﬁ (I)OpMBI I[AH

PacnipoctpanenHocts 6eccumnToMHOM 1ennakuu y aeteit ¢ ClI1, ee BiusiHUE HAa COCTOSTHUE 3I0POBBS
Y TeueHue caxapHoro auabdera 1 tuma, acconuanus ¢ nomumopdusiMu amenssmu HLA TeHOB B poccHiicKoi
MOMYJISIIINK, COCTOSIHIE MOTOPHO-3BaKyaTopHOil (hyHKIMu BepxHuxX oTaenoB JKKT y neteil 1 moapoCTKOB ¢

CaxapHbIM I[I/Ia6eTOM 1 Thma ocraroTcs CJ'I8.6OI/I3YLICHHBIMI/I. BrIsicHeHHEe 3TOTrO BOIIpOCa ITO3BOJIMIIO OBI



pa3paboTaTh 1 000CHOBATH ANTOPUTM JUATHOCTHYECKUX MEpOMPUSATHHN, HAIIPABICHHBIX Ha CBOEBPEMEHHOE
BBISIBIICHUE psfa COCTOSHUM, mpuBoasmux K HapymeHuro ¢yHkumii JKKT y gereit ¢ CI 1 tuma, u

OIITUMU3UPOBATH UX JICHCHHC. OTO SBUJIOCH OCHOBAHHEM JJI BBITTOJITHCHU A HaCTOSIH_Ieﬁ pa6OTBI.

Ieas uccaenoBanus
N3yuenne 4acToThl BCTPEYAEMOCTH CEPOJIOTMUECKUX MApKEpPOB IEIHUAKWU, HAPYUIEHUH MOTOPHO-
ABAaKyaTOPHOMW (DYHKIIMH KETyJaKa U UX B3auMOCBs3hb ¢ TeueHreM CJI1 u cienudruyecKuMu OCIIOKHEHUSIMH

y JIET€H U MOJAPOCTKOB C caxapHbIM AuadeToM | Tuma.

3agauu uccaea0BaHus

1. OnpenenuTs 4acTOTy BCTPEYAEMOCTH aHTUTEI - MapKepoB Lenuakuu, y aereit ¢ C/1 1 tuna u
IIPOBECTU CPABHEHHUE CEPOIO3UTUBHOM M CEPOHETaTUBHOM TIpynn IO psAAy KIMHUYECKUX
apaMeTpoB.

2. N3yunTh accouuanyio UMMYHOJOTHUYECKUX MapKepOB LEUaKUU ¢ TOIMMOP(HBIMU aJUIeIsIMU
HLA DR u DQ noxyca.

3. N3yunth coCTOsHHE MOTOpPHO-3BaKkyaTopHoW (yHkumu BepxHux otnaenoB KKT mpu CHU1 y
JIeTe pa3HOTo BO3pacTa U MpH Pa3InYHON JJIUTEIBHOCTH 3a00I€BaHMsL.

4. [TpoBecTr KOPPENALMOHHBINA aHATU3 MEXAY HApYIIEHUSIMU MOTOPHO-3BaKyaTOPHOM (YHKLUHU

u CHeI_II/I(I)I/I‘-IeCKI/IMI/I OCJIOXKHCHHUAMU CI[ 1 Tuma y JeTel u MMOoAPOCTKOB.

Hayuynasi HOBM3HA

Bnepseie B Poccuiickoii  ®enepanvu  OPOBEAEHO  M3YYEHHE  PACIPOCTPAHEHHOCTHU
MMMYHOJIOTHYECKMX MAapKepoB LEIHaKUU y JeTel ¢ caxapHbIM auabeToM | THMa M HUX CBS3b C
KIIMHUYECKUMU OCOOEHHOCTSIMHU U C MOJIMMOP()HBIMU aJUIENISIMH TJIABHOTO KOMILIEKCA THCTOCOBMECTUMOCTH,
a TaK)Ke HCCIEeI0BaHUE COCTOSIHMSI MOTOpPHO-3BakyaTopHOM (pyHkumu BepxHux otaenoB JXKT y nereit c
caxapHbM nuaberoM | TUNa C HWCHONB30BAHHWEM HOBBIX JTUATHOCTHYECKHX TEXHOJOTHH (M30TOMHBIN
JBIXaTeNbHBIA TECT ¢ MPUMEHEHHEM NIPernapaToB, MEYEHHBIX CTaOWIbHBIMU (HEPAAHMOAKTHUBHBIMHU)
M30TONaMu). BpIIO yCTaHOBIEHO, YTO YacTOTa BCTPEYAEMOCTH MUMMYHOJIOTHYECKUX MApKEPOB IEIHAKUU Y
neteit ¢ C/I1 Bbime, 9em B MOMyISIUU U cocTtaBisieT 7,4%.

Y  NauMeHToB,  CEpPONO3UTHUBHBIX [0  LEIMAKUU, TaCTPOMHTECTUHAIBHBIE  CHUMIITOMBI,
Kene3oepUITUTHAS aHEMUS U PSJT APYTUX ayTOUMMYHHBIX 3a00JI€BaHUI BCTPEUATUCH Yallle.

brino BeIsiBIIEHO, uTO TTOUTH 80% CEPOTO3UTUBHBIX MAIMEHTOB UMeNH ramiotunsl DQ2 u/umm DQS

HLA, u yactoTa BCTpe4aeMOCTH 3THUX TalJIOTUTIOB ObljIa MPUMEPHO OJIMHAKOBA.



Hapymenne MoTOpHO-3BakyaTOpHOM (YHKIMM >KelyAka ObUlo BbIsIBICHO y 42% gereil u
noapoctkoB ¢ CII1. ¥V 3THX manueHTOB BBISBICHA MPsMasi KOPPEISALMOHHAS CBA3b YPOBHS TNIMKHUPOBAHHOTO
reMOTrJI00MHA U BpEMEHH HBaKyallny, a Takke Oosiee BhICOKas yactoTa Becrpedyaemoctd MAY (>30 mr/cyr).

OOHapy)xeHa BBICOKAas CTENEHb KOPPEIIUN MEXAYy HIpU3HAKaMu IBYX (GopM JuabeTHUecKon
ABTOHOMHOM HeHpomaTHH: KapJUOBACKYJISPHOW M TaCTPOMHTECTUHAIBHOW  MPU OTCYTCTBUU CBS3H

raCTPOMHTECTUHAILHON U TIepu(epUIeCKON THa0eTHISCKON HEHPOIIaTHEH.

IIpakTnyeckas 3HAYMMOCTb

HccnenoBanue Mokaszango, 4TO MPHU HAJIMYUM CKPBITHIX (OPM ILeMaKUH, AMArHOCTUPOBAHHBIX Ha
OCHOBAaHUM OIPEACICHUSI CEPOJIOTMYECKUX MapkepoB, y mnanueHtoB ¢ CJI[1 wame Berpeuarorcs
racTPOMHTECTUHANIbHBIE HapylleHHs. Ceporno3UTUBHOCTh HE YXY/IIA€T aHTPOINOMETPUYECKHE IOKa3aTesln
nanueHToB ¢ CJ[1, 1 He OKka3bIBaeT HEraTMBHOE BIIMSIHME HAa MeTaboaumdeckuil KOHTpoJsib. He BbIsIBIEHO
CHIJKEHMsI KOHLIEHTpalMi BUTaMUHa D B KpoBH, OJIHaKO HAOJIOAAETCsl TEHACHIMS K CHI)KEHHIO KOCTHOM
IUIOTHOCTH U TOBBIIIEHUIO YacTOThI OcTeoneHuu. [loka3aHo, 4TO Mpu3HAKU kene307ePULUUTHON aHEMUU
BCTPEYAIOTCS JOCTOBEPHO valle y nauueHToB ¢ CJI1 1 ceposiorn4ecKkuMu MapKepaMu LeTHaKum.

Hanuune Bbicokux tutpoB ATTI B coueranun ¢ CJI1 yBenuuuBaeT pHUCK pPa3BUTHS APYTrUx
ayTOMMMYHHBIX 3a00JI€BaHUIl.

[lomyyeHHble JaHHbIE O 3aJiepKKe SBaKyallUM W3 JKelylka 0e3 BbIPQKEHHOW KIMHUYECKOH
CUMITOMAaTUKHA CBUJAETEIbCTBYIOT O HaJWYUMM CYOKIMHUYECKOW TacTPOMHTECTHUHAIBHOU  (OpPMBI
nrnabeTnyecko aBTOHOMHOM HEHWpoINaTUM Yy MOJAPOCTKOB C caxapHbM auadberom 1 Tuma. YcraHoBiieHa
KOppEJSILIUOHHAs CBSI3b MEXJY BPEMEHEM 3BaKyallud U3 JKeNylKa M JIMTEIbHOCThIO MHTepBaja QTC —
mapkepa KAH. Hapymenne wmortopHo-3BakyaropHoi ¢yHkuuun JKKT accomunpoBaHHO ¢ ypoBHEM

[NIMKUPOBAHHOTO FeMOIJIoONHa 1 HedponaTueil B cragun MAY.

Anpodaunusi padboTsl

OcHOBHbBIE pe3yabTaThl UCCIENIOBaHMS MO MaTepuanaM JuccepTanuu JojoxkeHsl Ha 50-om Cobesne
EBponeiickoro O6mectBa Jlerckux DumaokpuHonoros (I'masro, centsops 2011r.) B Buae yCTHOTO JOKIIANA,
V Bcepoccuiickom JlnaGetonorndeckom koHrpecce (MockBa, mait 2010r.), BHYTpEeHHHX Hay4YHBIX

koHpepenimsx OI'Y DHIL Pocmenrexnonoruit (Mocksa, ssuBaps 2010r, Hosi0ps 2010).

Hy0ankanun
[To marepmanaMm mquiccepTalliy OIMYOJMKOBAaHO 8 HAaydHBIX Pa0OT, M3 HUX 3 CTaTbU B JKypHaJaX,

peuenzupyeMbix BAK PO.



O0bem U cTpyKTYpa padoThl

Juccepramnus u3inokeHa Ha 122 cTpaHuWIiaX MalIMHOMKMCHOTO TEKCTa, COCTOUT W3 BBEICHMsI, 0030pa
JUTEpaTypbl, ONUCAaHUS COOCTBEHHBIX HCCICIOBAaHWM, 3aKJIIOYCHHUS, BBIBOJIOB, IPAKTUYECKUX
peKOMEHAAMKA M YyKaszaTells CHHCKa JIUTepaTypbl, KOTOPBIH COAECPKUT 8 oTeuecTBeHHBIX U 157

WHOCTPaHHBIX UCTOUYHUKOB. J{uccepranus nuioctpupoBana 10 Tabmunamu u 12 pucyHkamu.

MATEPHUAJIBI U METOAbI HCCJIIEAJOBAHUA

O0bem, 00111as1 CTPYKTYPA MPOBEIEHHBIX UCCIETO0BAHNI, KIIMHUYECKAs XapaKTepuCTHKA
00cJIeIOBAHHBIX 00JbHBIX

Pa6oTta cocTouT u3 ABYX HE3aBUCUMBIX ITOAPA3ACIIOB.

IlepBasi yacTh NOCBsIIEHA U3YYCHUIO MapKepoB Lenuakuu y 0onbHbIX ¢ CI1. AHTHTENA K TTTHaUHY
(Atl'nm) n ayroantutena k Tpancriayramutase (ATTT) uccnenoBansl y 499 pycckux neteil U MOIPOCTKOB C
CI1 wu3 pa3nuyHHBIX pPETHOHOB P®, HaxomMBIIMXCA HA CTAllMOHApHOM JiedeHUH B otaeneHun CJ]
(3aB.otmenenuem — npod. T.JI. KypaeBa) MHcTUTYTa AETCKOM SHAOKPHHOJIOTHUH (AUPEKTOP — WICH-KOPP.
PAMH, npo@. B.A. [lerepkoBa) ®I'BY DHAOKpUHOIOTHYECKOTr0 HAyYHOrO LEHTpa MUH3ApaBCOLPa3BUTHS

3a niepuof ¢ 2008 mo 2011 rr. U3 o6cneqoBaHHbIX MAUEHTOB ObLITN CPOPMHUPOBAHBI 2 TPYIIIIBL.

B mnepByto (00miyro) rpymmy (N=37) BKIIOYEHBI MALMEHTHI C MOJOXXUTEIbHBIM CKPHHUHI-TECTOM:
noBeieHne Atl'n 6onee 12 ME/mn w/unmu ATTT Gonee 10 ME/mn. U3 cepoHeraTUBHBIX MallMeHTOB ObLIa
chopmupoBana 2-as rpynma (N=163), conocraBumasi mo Bo3pacty u mamurensHoctu C/1 ¢ 1 rpynmoii. B
IPYIIE CEPONO3UTUBHBIX IMAIMCHTOB OBUTH BBIICNCHBI aBe moAarpymmbl: 1A (N=16) — ¢ MOBBIIICHHBIM
tutpoM ATTI'(10 - 100ME/mn) u 16 (n=8) — ¢ Gonee 3HauuTEIbHBIM MOBbIIICHHEM THTpa ATTT (>100

ME/min), mapkepa, Haubosnee cieniuGUIHOTO A7 [eTHAKUU.

Bropas 4acThb NOCBALIEHA HU3YyYEHHIO HApYLIEHHS MOTOPHO-IBAKyaTOPHOW (YHKIMM BEPXHHUX
OTJIEJIOB JKEITYJAOYHO-KHUIIEYHOIO TpaKTa, KaKk MapKepa raCTPOMHTECTUHAIBHON (DOpMBI THAaOETHYECKOM

aBTOHOMHOM HeWpoIaTuy, y 1eTel 1 MOAPOCTKOB € caxapHbiM auadeToM | Turma.

JlnarHOoCTUYECKU H30TONMHBIA JIBIXaTEIbHBIA TECT C MPUMEHEHHEM MPENnapaTroB, MEYEHHBIX
CTaOWIbHBIMU (HEPaJAMOAKTUBHBIMH) u30oTonaMu - 1-13C-okTaHoBasi (KampuioBas) KUCJIOTa, MEUYEHHas
CTaOMIILHBIM U30TOIOM yTiepona-13, ucrmonbp3yeMblit sl OIIEHKH MOTOpHO-3BakyaTopHoi (yHkimu XKKT,
obu1 TipoBeneH y 45 Gonpubix ¢ CJI 1 tuma: cpemuuit Bospact 15,15 + 4,42 ner, cpeansisi JUIUTEIHHOCTh

caxapHoro quabeta 9,2 + 4,4 net, cpeqHU ypOBEHb MITMKAPOBAHHOTO TemorioouHa 10,4 £ 2.2 %.



B »a10if rpynme y 31 mamuenTa ObUTM TPOBEIEHBI KapIWBAaCKYyJspHBIE TeCThl (Mpoba BambcanbBbl,
nmpo0a ¢ MIyOOKUM JbIXaHUEM, opTocTaThueckas mpoba), cranmaptHas DKI' B 12-otBeaeHusx, 24-yacoBoe
XonTepoBckoe MOHUTOpUpOBaHue (cpennee 3HauyeHue nureppaina QTc B Teuenue 24 4acoB) JUisl BBISIBIICHUS

MPU3HAKOB KapIMOBACKYIAPHON (OPMBI 1MaOETUUYECKO aBTOHOMHON HEWPONaTHH, .

MeTtoabl uccjie10BaHUA
Oo0mexa1uHUYecKoe oOciaenoBaHue (cOOp aHaMHEe3a, OCMOTp, aHTPOIIOMETPHS, OIICHKA (PU3UUECKOTO
U TIOJIOBOTO Pa3BUTHsA) MALMEHTOB MPOBOAMIOCH B cranuoHape WMHCTUTyTa JOETCKOM SHAOKPHUHOJIOTHUHU

®I'BY DHIL

AHTpoONOMeTpHYeCKHEe M3MepeHHsl BKIIOYAIM: H3MEpeHHe pocta, Macchl Tema. OOpaborka
AHTPOTIOMETPUYCCKHUX JIAHHBIX IMPOBOJWIACH C y4ETOM TIOJla W BO3pacTa IMalMeHTAa W OILCHWBAlIach B
cTaHnapTHbIX OTkIOHeHHsX (SDS — standard deviation score) oT cpemHero. Jlnsi OLIEHKH CTeNeHH
OTKJIOHEHHSI pOCTa TAIeHTOB OT CpPEJHEro pocTa B TOMYJNALUH PACCUUTHIBAICT KOIDPHUIHEHT
cTannaptHoro oTkioHeHuss SDS pocra mo cneayromeit gopmyne: SDS = X — X’/SD, rae X — poct
naruenTa, X' — CPeAHHH pOCT IUIsl JAHHOTO XPOHOJIOTMYECKOTO Bo3pacta W mona, SD — cranmaptHOe
OTKJIOHEHHE U TAHHOTO XPOHOJIOTHYECKOTo Bo3pacTa u mnona. Muanexc maccer tena (MMT) paccunTsiBancs

KaK OTHOILIEHUE MacChl Tela (Kr) K AJIMHe Tena (M), BO3BEJICHHOU B KBaApar.

OmnpeneneHre AaHTHUTEJ] K TKaHeBOW TPAaHCIVIyTaMMHAa3e M IVIMAJAMHY OCYILECTBIAIOCH
MMMYHHO(EPMEHTHBIM METOJIOM ¢ Hcmoib3oBaHueM HabopoB ORGENTEC. U3mepenune mnpoBoauau c
noMotpio MukporianmerHoro pugepa ANTHOS 2010 ¢ mmHoN BomHbl 450HM, mporpamMMHOE
ob0ecneuenue ADAP B naboparopuu Te€HETMKM M KiIuHM4Yeckod wuMMyHoiorun PI'BY OHI[ (3as.

naboparopueii — k.M.H. C.A.Ilpokodnes).

OrneHka MOTOPHO-?BaKyaTOPHON (DYHKIUHM KelyAKa MPOBOAMWIACHE C MOMOIIBIO JTHarHOCTHYECKOTO
M30TONMHOI0 bIXaTeJIbHOI0 TecTa C MPUMEHEHHEM IpenaparoB, MEUYEHHBIX CTAOUJIbHBIMU
(HepaguoakTUBHBIMU) H30oTOonmamMu - 1-13C-okTaHoBas (KampuioBas) KHUCJIOTa, MEUYEHHas CTaOWJIbHBIM
uzotonoM yriepoaa-13 [B.I'. I'pumuna, B.. Hesmepskuiikuii, E.b. Cupmesckuii u ap. 2005]. [Mamuent
MIPUHUMAET CMEIIAHHYIO ¢ nuien 13C-0KTaHOBYIO KHCIIOTY, a 3aTeM KaxkJple 15 MUH B TeueHne 4-X 4acoB
JienaeT BbIIOX B MpoOupKy. [Ipu mocTyniaeHnn numy 13 skenyAKa B KUIIEYHUK TPOUCXOIUT PacIleIeHue 1
yrumsanus 13C-okranoBoit kucnotbl. CtabuibHblil n3oTon yraepona 13C, sBistouuiics METKOH, B
nporecce 0OMeHa BELIECTB CBA3BIBAETCS C KUCIOPOJOM U BBIIEISETCS JETKUMHU B BUE YIJIEKUCIOrO rasa.
Ananu3 uzoronHoro otHomeHus 13C/12C B BBIIBIXa€MOM BO3yX€ /1a€T OTBET O MOTOPHO-IBAaKyaTOPHOMU
CIOCOOHOCTH kenyaka. KanpuioBast kuciaoTa — NpUpoIHAast KUPHAS KUCIOTa, B XOAAIIast B COCTaB MOJIOKA

(0,53 — 1,04%), kokocoBoro Macia (8%). Xumudeckas popmyia kanpuaosoii kucnorsl CHs(CHz)s 23CO,H.



[TpumMensiemas 1y1st IpoBeAeHUs TecTa J03upoBKa (10 100 MKJI B 3aBHCHMOCTH OT BO3pAacTa) HE MPUBOIUT K
KaKOMY-JIMOO BO3JEHCTBUIO HA OpraHu3M 4YesloBeKa. TecT MOXKeT NpPOBOAMTHCS BO BCEX BO3PACTHBIX
rpymnmnax, BKJItouas jaeteil u nui noxuioro Bospacta [B D Maes; Y F Ghoos; B J Geypens, et al. 1995].
HccnenoBanue npoBoauiiochk B nadoparopun Poccuiickoro nHaydnoro nentpa «Kyp4aToBCKUII MHCTHTYT»

(ITpe3unent Axanemuk PAH Benuxos E.IL.).

Onenka motopuku BepxHux otaenoB KKT mpoomutcs ciemyronium oOpa3zom: HOpMaibHas — tVs
MeHee 75 muH, 3amepxkanHas — t%2 ot 75 mo 120 muH, oueHs 3amepxkanHas — t'. OGosnee 120 mun [B.I.

I'pumuna, B.W. HeBmepskutikuii, E.b. CBupiiesckuii u mp. 2005].

A. T1/2=27 mun, 4 rona, CII 1 ¢ 1 roma b. T1/2=287 mun, 15 ner, C/11 ¢ 7 net
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6,00
3.00
4,00 A /
2,00 20
oloo {) o 7{
72'00 Q &0 an 120 150 180 10 0 0,00 T T T T T
' 0 30 60 g0 120 150 180 210 240

Puc.1 I'paduueckoe nzobpaxeHrne MOTOPUKH Kelynka: A — HopmanbHast (MeHee 75 muH) b — 3anepxanHast

(Gonee 75 muH)

JIisi  BBISBJICHHS TOPU3HAKOB KapIHOBACKYJIIpHOH (opmbl aBTOHOMHOW Heiiponatun (KAH)
BBINIOJHEHO cyTO4YHOe MoHMTOpUpoBanue JKI' ¢ onenkoit nokasareneit BPC n nnurensHOCTH MHTEpBaia
QTc 3a cyrku, Tpu tecra s uccrnenoBanuss KAH (nmpoba BanbcanbBel, mpoba ¢ TiyOOKHM JBIXaHHEM,

oprocTtaTudeckas rmpoba), cranaaptaas DKI' B 12-oTBeneHusX.

Omnpenenenne amneneir reroB DQA, DQB HLA kaacca Il y 33 cepormo3uTHBHBIX MarueHToB U 77
HETraTUBHBIX MPOBOAMIIOCH C HUCIOJIB30BAHUEM KOMMEpPYECKOro Habopa [uis TUnupoBaHus reHoB HLA
«HI1® JTHK-TexHOI0rHM» METOJOM MYJIbTUIIPAMEpHOH MONMMEpa3HOi LeMHON peakluu B J1abopaTopuu

reHeTUKH U kimHudeckor ummynonorun ®I'bY OHI (3aB. naboparopueit — k.m.H. C.A.Ilpokodbe).

Omnpenencare raMkHpoBanHoro remoriaodomna (HDALC) mpoBoawmock Ha aHamuzatope «JICA
2000+» d¢upmer «Bayer» (I'epmanmsi) MeTOqOM HMHTUOWPOBAHUS PEAKIUU JATEKC-arrIIOTHHAIIMN B

naboparopuu knuaudeckor onoxumun OI'BY DHI] (3aB.naboparopueii — A.B. Mnbun).



YpoBeHb reMOrJIo0MHA W PUTPONMTOB KPOBH OMPENCISUTH CTAaHAAPTHBIM METOJOM C IOMOIIBIO
ABTOMATU3MPOBAHHOTO Temarojorudeckoro anaimuzaropa XE-2100 Sysmex (Anonust) B saGoparopuu

knuHndeckor onoxumun OI'BY DHI] (3aB.mabopatopueii — A.B. Wnbun).

VYposeub 25-OH-Butamun D wuccnenoBan y 19 manmeHTOB B TIpyNIe CEpPONO3UTHUBHBIX U y 59
MAIMEHTOB B TPYIIE CEPOHETaTUBHBIX HMMYHO(EPMEHTHBIM METOIO0M C MOMOIIBI0 aBTOMAaTH3UPOBAHHOM
cucremsl Liason (CIIA) B nabopatopun knuHudeckonr onoxumun ®I'BY DHI] (3aB.1abopaTtopueii — A.B.

Wnbun).

OlleHKa KOCTHOM NJIOTHOCTH MPOBOAWIACH Y 12 MalMeHTOB B TpyMIle CEPONO3UTUBHBIX M y 44
MAI[MCHTOB B TPYIIIIE CEPOHETATHMBHBIX METOJOM PEHTTCHOBCKOHM ICHCUTOMETpUM Ha ammapare Prodigy
Oracle B oTmeleHWHM  PEHTTCHOAMATHOCTHKM W PEHTTCHOBCKOM  KOMIIBIOTEPHOH  TOMOrpaduu

(3aB.otaenennem — A.M.H. O.B. Pemuzos).

CraTucTuyecKuii aHaJmu3

CrarucTHYeCKUil aHAIM3 MaTepraja IMIPOBOIUIICS ¢ UCMOIb30BaHueM maketa nporpamm STATISTICA
(StatSoft Inc., USA, version 8.0). B ciyuac HOPMAaJIbHOTO pPACHpPEACICHHUS CTATUCTUYECKUX JAHHBIX
UCIOJIb30BAJIUCh ~ MapaMeTpUYecKue  MEeTOJbl  OO0pabOTKM  {JaHHbIE  NPEICTaBIE€Hbl B  BUJE
cpenneetcrannapraoe otkionenne (M+SD)}. Hemapamerpudeckue MeETOABI CTATUCTUYECKOIO aHAIM3A
MPUMEHSUIUCH MIPH OTIMYHOM OT HOPMAaJbHOTO pachpefeieHus {IaHHbIC MPEICTaBICHbI B BUIE MEAHAHBI,
muaEMyM:MakcumyM (Med, min:max)}. Jlas cpaBHEHHS HECBSI3aHHBIX BBIOOPOK IO KOJHYECTBEHHBIM
TI0Ka3aTeNnsM HCIIONb30BaICs KpUTepuii MaHHa—YUTHY, 110 Ka4eCTBEHHBIM TIPH3HAKAM — KPUTEpHit y> (XH-
kBazapar). PanroBeiii kodp¢uument Cnupmena (R) npuMeHscs UIsi KOPPEISLUOHHOIO aHajiu3a.
Kputnueckuii ypoBeHb 3HauMMOCTH (P) Ui MNPOBEPKH CTAaTUCTUYECKUX THIOTE3 IPH CPaBHEHUU

CTaTUCTUYECKUX MOKa3aTelei IMpUHHUMAJICA MCHEC 0,05

PE3YJIbTATBI HCCJIEJOBAHUA U UX OBCYKJIEHUE

AHTHTe/IA K TVIMAJUHY U ayTOAHTHUTEJA K TKaHEeBOIl TpPaHCIJyTaMHHa3e Yy JeTeil 1 MOJAPOCTKOB €
caxapHbIM AnaderoMm 1 Tuna.
Ceponornyeckue Mapkepsl 1iesnuakuu onpenensuid y 499 nanuenros ¢ C[1 B Bozpacte 2 — 26 net u

nnutenbHocThio CJI1 0 — 23,2 rona.

[Topimenusii TuTp ATl w/umu ATTT BbiBnen y 37 mauuentoB (7,4%) (15 mambuukoB u 22
neBouku). Cpenuuit Bospact cocraBui 13+5,7 (2,8 — 26) ner, mmurensHocts CJI1 3,8 (0,8 - 23,2) roxa.

YacToTa OCI0KHEHUH B 3TOU Ipymie: AucTanbHas quadetnueckas nonuneiponarus (A1) - 27% caydaes,
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nuabernyeckas peruHomnarus ([P) m xarapakra — 16,2%, nuabernueckas xaiipomarusa (IX) — 10,8%,

nuadetnaeckas Hedponatus (JIH) na ctagum mukpoansOymunypun (MAY) — 8,1%.

462 manmeHTa OBLIM cepoHeraTuBHBL. M3 HuX Obuia copMupoBaHA TpYIa CEPOHETATHBHBIX
nanuentoB (N=163), conocraBumMas mo Bo3pacty u mnurenbHoctd CJI[1 ¢ 1 rpynmoi: cpeanuii Bo3pact
cocrapisut 11,6+4,5 (2,3 - 21,7) ner, mmurensnocts CHA1 3,7 (0 - 18 ner), 72 manbumka, 91 aeBouka.
YacroTa BCTpeuaeMOCTH OCIIOKHEHUN ObLIa HECKOJIBKO HUXKE, YEM B TPYIINE CEPONO3UTUBHBIX, YTO MOXKET
OBITH CBSI3aHO C O0JIee MOJIO/IBIM, AOMYOepPTaTHBIM BO3PACTOM MALIMEHTOB cepoHeraTuBHoM rpymmsl: JIJIIT -

B 20,2% cmyuaes, JIP u karapakra — 8%, AX — 4,3%, JIH na cranuu MAY — 5,5%.

B cBs3u ¢ Tem, uto ATTI BBICOKO WyBCTBHUTEIBHBI M CIIEUU(GUYHBI UII OTHOIIECHUH LIETHAKUH, &
Atl'n (ocobenno IgA) obmamaroT JHMIIP YMEPEHHOW YYBCTBHUTEIBHOCTHIO M CIEHU(PHUYHOCTBIO, U HX
IEHHOCTh KaK HMHIUKATOpa 3a0ojieBaHUs B OOIICH MOMYJSIMH OTHOCHTEIBHO HH3Kas, MbI OTIEIBHO
MIPOAHATM3UPOBAIIN TPYIITY IMAIMEHTOB C MOBBIICHHBIM TUTpoM ATTI He3aBucuUMO OT npucyrcTBus ATl .
ATTI obHapysxens! y 16 mannenTtos (3,2%) . Cpeanuii Bo3pact 3Tux O00NbHBIX cocTaBisi 12,6+5,6 ner (3,9
- 24,5), mmrensHOCTh 3a00neBanmst C1 3,3 (0,9-23,2 roxa), 5 manpunkos, 11 geBouek. Y 8 mammeHToB ¢
CA1(1,6%) tutp ATTI 651 Beime 100 ME/Mn, cpeqHuii Bo3pacT Takux OONBHBIX cocTaBisul 12,2474 ner

(3,9 - 24,5), nmurensHocth 3a60neBanus CJ1 5,4 roga (1 - 23,2), 2 manbumka, 6 1€BOYCK.

Kaunnyeckasi 3HAYMMOCTh ONpe/iesIeHHs] CEPOJTOTHYeCKHX MAPKEpPOB NEeJINAKUH y JeTeld u
MOAPOCTKOB € caxapHbIM AnadeToM 1 Tuna.

[To maHHBIM JHWTEpaTYpHl, OOJNBIIMHCTBO Ciy4aeB Ienuakuu y manueHToB ¢ CJ/[1 ommcaHbl Kak
OCCCUMITTOMHBIC WM  ATUNUYHBIC W  BBIABICHBI C  TOMOINBIO  CEPOJIOTHYECKOTO  CKPHUHHUHTA.
HeaunarnoctupoBaHHast 1ieMakust y 1eTe MOXKET JIeKaTh B OCHOBE Kele30JeUIIUTHON aHEMUH, 3a1ePKKU
pocta W TOTEPU MacChl Teja, CHW)KEHHMS MHHEPAIbHOM IUIOTHOCTH KocTH. Y manueHtoB ¢ CJI1,
HaXOJAIIMXCS B TPYIIIe PUCKA, TAKKE BO3MOXKHO BIIMSHHE ICIMAKHH Ha METaOOJMUYECKUN KOHTPOJIb.
CKpUHUHT H JICUCHUE AaCHMIITOMATHYECKON IICIMaKWHU OTPAaBIaH B CBS3M C TIOBBIIICHHBIM PHUCKOM
racTPOMHTECTUHAIBHON MaTUTHU3AINH, HampuMep, tuMdomMa X0oHKKUHA U PaK POTOBOM MOJIOCTH, TTIOTKH,
MUIIEeBO/a Y OOIBHBIX 0€3 JIeueHusl.

Knnandeckasi XapakTepUCTHKA CEPOIO3UTHBHBIX W CEPOHETATHBHBIX IMAIIMCHTOB IPEACTABIICHA B

Tabymme 1.
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Tao0muma 1.

Knunnueckue xapakrepuctrku nmaueHToB ¢ CI1 npu HaIM4um cepoIOTHYECKUX MapKePOB LETUAKUN

u 0e3 HUX B TPYNINax, paHJIOMH3HPOBAHHBIX T10 MOJy, BO3PACTY U JUIMTENbHOCTH 3a0oneBanus C/1.

IHapamerpsi I'pynna 1 I'pynna 1A I'pynna 1b I'pynna 2
Cepono3uTHBHbIE +ATTI Bbicokuii THTP | CeponeraTuBHbIe
n=37 n=16 ATIT n=163
n=8
Ken/myx 22/15 11/5 6/2 91/72
Bospact, rosr 13 £5,7 (p*=0,2) 12,7+5,6 122 +74 11,6 +4.5
(p**=0,5) (p***=0,9)
Cpennsis 3,8 (0,8-23,2) 3,3(0,9-23,2) 5,4(1-23,2) 3,7(0-18)
nuTenbHOCTh CJ1 (p*=0,6) (p**=0,2) (p***=0,4)
Hamawme ractpo- 11 gemn (29,7%) 3 wen (18.7%) 3 gen (37,5%) 19 gen (11,7%)
MHTECTUHAJIbHBIX (p*=0,005) (p**=0.4) (p***=0,03)
CHMIITOMOB
SDS pocra 0,26 + 1,02 0,37+1,06 0,29+1,07 0,33+1,14
(p*=0,6) (p**=0,9) (p***=0,9)
SDS UMT 0,01 £0,95 0,14+0,83 0,2+0,6 0.04 = 1,01
(p*=0,7) (p**=0,7) (p***=0,7)
HbAlc, % 99+23 9,5+2,2 9,5+1,5 (p***=0,8) 0.441.8
(p*=0,5) (p**=0,8) T
CyrouHas 0,72+0,27 0,71£0,26 0,7+0,22 0,78+0,28
MOTPEeOHOCTH B (p*=0,4) (p**=0,5) (p***=0,4)
uHcynuHe, Ex/kr
YacTsie 4 yen (10,8%) 2 yen(12,5%) 2 yen(25%) 13 uen (8%)
THITOTJIMKEMHH (p*=0,6) (p**=0,5) (p***=0,1)
(6onee 4 pasz/uen)
Cogepxanue 25- 15,26 + 8,43 16,9+10,29 21,66 11,87 17.96+11,78
OH-ButD B cbIBO- (p*=0,4) (p**=0,8) (p***=0,3)
POTKE KPOBH, HI/MII
CHmxenue koctHoil | 6 yen (50%) 0% (p**=0,2) 0% (p***=0,3) 12 wern (37.5%)
MJIOTHOCTH (p*=0,13)
Z-score -1,49+1,22 -1,2+1,19 1,07+0,7 10.83£0.9
(p*=0,07) (p**=0,5) (p***=0,5)
AHemus 9 yen (24,3%) 1 gen (6,3%) 1 gen (12,5%) 14 gen (8,6%)
(p*=0,006) (p**=0,9) (p***=0,5)
ConyTcBytoriue 9 yen (24,3%) 54en (31,3%) 4 yen (50%) 23 e (14,1%)
ayTOMMMYHHBIE (p*=0,1) (p**=0,07) (p***=0,007)
3a00s1eBaHUs
[Ipumeuanmue:

p* - cpaBHeHue rpynn 1 u 2
p** - cpaBHeHune rpymi 1A u 2
p*** - cpaBuenue rpynn 15 u 2
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I'acTponHTecTMHAIbHbIE HApYylLUeHMs. XapakTepHble MJI LETHAKUUM TaCTPOMHTECTHHAIbHbBIE
CUMITOMBI: HapyllIeHUs cTyna (Juapes, yYalleHHbIH W OOWJIBHBIA CTyl Oe3 HapylIeHHs €ro Xapakrepa,
3aIopsl), B3AYyTHE )KUBOTA U ero 00JIE3HEHHOCTh, PBOTA, CHIDKEHHE alleTuTa, B rpynne nauueHToB ¢ CA1 u
HaJIMYMEM CEpOJIOTMUECKUX MAapKepoB Leluakuu BelaBieHbl y 11 gereit (29,7%), B rpynne
CepOHEraTUBHBIX ManueHToB — y 19 uenoBexk (11,7%). Pa3znuuusa B yacToTe BO3HMKHOBEHMS JAHHBIX
CUMIITOMOB cTatucTuueck 3HauuMsbl (p=0,005). ['acTponHTeCTHHAIBHBIC HAPYIIICHUS UMEIN 3 TMalHeHTa
(18,7%) B rpynne +ATTT (p=0,4), u 3 mauuenrta (37,5%) B rpyrmrme nmaiueHTOB ¢ BHICOKUM TUTpoM ATTT
(p=0,03). Takmm o00pa3oM, CEpOMO3UTUBHBIC IMAINMECHTHI HMEIOT 0O0Jee BBICOKYIO  YacTOTy
racCTPOMHTECTUHAIBHBIX kaJl00, ¢ moBbIIeHneM TUTpa ATTT "yacToTa racTpOMHTECTUHAIBHBIX CUMIITOMOB
BO3pacTaer.

MeTtaGoauueckuii KOHTPOJb. B Hamem ucclieoBaHUM CpPEAHUH YpPOBEHb TIMKHPOBAHHOTO
reMOTrI00MHa OBUT HECKOJIBKO BBIIIE B OOIIEH CEPONO3UTHBHOM T'PYIINE MO CPABHEHUIO C CEPOHETAaTHBHOM
(9,9 £2,3% u 9,4 + 1,8% COOTBETCTBEHHO), OJHAKO pa3jIM4YMe CTATUCTUYECKH HemoctoBepHo (p=0,5). B
rpynnax ¢ +ATTD u Bbicokum TutpoM ATTI ypoBeHb MIMKHUPOBAHHOTO TeMOrioOuWHA ObLT  OJMHAKOB
9,5+2,2% u 9,5+1,5%, COOTBETCTBEHHO, U HE OTIIMYAJICS OT TAKOBOTO I'PYMIIbI CEPOHETATUBHBIX MAIIIEHTOB
(p=0,8). Takum 00pa3oMm, HAMHU HE€ BBISBICHO CBSI3M CEPOJIOTMYECKHUX MApKEPOB LIETHMAKUU C YPOBHEM
JIMKUPOBAHHOTO reMornoonHa y 6onbubix CI1.

[ToTpebHOCT, B MHCyNMHE ObUTa comocTtaBuMa Bo Bcex rpymmax: 0,78+0,28 En/cyr, 0,72+0,27
En/cyr, 0,71£0,26 En/cyr u 0,7+0,22 En/cyr (p=0,4 s Bcex Tpymm) B CEPOHETATUBHOM, OOIIEH
ceponio3uTuBHOM, Tpynne +ATTI' u rpynme c Bbicokum TtHpoMm ATTI, coorBercTBeHHO. YacTtbie
runoriarkemMuu (6osee 4-x pa3 B HeJento) Habmonanuck y 13 naunenTos (8%) B rpymme cepoHEraTuBHBIX, Y
4 nanuentoB (10,8%) B obmelt rpynne cepono3uTuBHbIX (p=0,6), y 2 yenosek (12,5%) B rpynne +ATTI
(p=0,5) u y aBoux (25%) u3 rpynnsl nanueHToB ¢ BbicOKMM TUTpoM ATTI (p=0,1). Takum oOpa3zom,
MPOCIICKUBACTCS TCHIACHIMS K TMOBBIIMICHUIO YaCTOTHI TUIOTIIMKEMHH B TPyNIax ¢ MaKCUMaJIbHBIMHU
MMMYHOJIOTHYECKUMH HapYIIEHUSIMHU.

AHTpoOnoOMeTpHYecKHe MOKa3aTeJu. ['pynnbl CepoNO3UTHUBHBIX U CEPOHEraTUBHBIX IO LEIHAKUU
MAIMEeHTOB JIOCTOBEPHO HE Pa3IMYAIACh TI0 aHTPOITOMETPHUYECKUM TMoKazaTensiM. CpenHuii mokazarens SDS
UMT cocrasmsin 0,04+1,01, 0,01+0,95 (p=0,7), 0,14+0,83 (p=0,7) u 0,2+0,6 (p=0,7) COOTBETCTBEHHO B
IpyIIEe CEPOHEraTUBHBIX, 0OIIEH IpyIie Ceporno3uTHUBHBIX MAIIMEHTOB, y MAeHToB ¢ +ATTT U manueHToB ¢
BbIcoKUM TUTpoM ATTI. B rpymme ¢ oTcyTcTBHEM cepolornyeknx MapKepoB Lenuakuu cpegaee SDS pocra
(0,33 £ 1,14) HEe OTIMYATIOCH OT TAKOBOTO Cpelu BeexX cepono3utuBHbIX (0,26 £ 1,02 p=0,6), rpymmsl namu

entoB ¢ +ATTT (0,37 + 1,06 p=0,9), rpymmsl maieHToB ¢ Bbicokum tuTpoM ATTT (0,29 + 1,07 p=0,9).
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KoctHass mjoTHocTh U ypoBeHb 25-OH-Butammua D. OneHka KOCTHOW IIJIOTHOCTH B HaIlleM
HCCJIEIOBAHUYU TTPOBOAMIIACH Y 12 UeIOBEK B IPYIIE CEPONO3UTUBHBIX U y 44 - B TpyIINe CEPOHETaTUBHBIX.
Octeonenus Obuia BoisiBiieHa B 50% cirydaeB (6 4enm) U3 4uciia BCEX CEPONO3UTHBHBIX MaIeHToB U B 37,5%
ciyyaeB y ceponeratuBHbIX (p>0,05). Mbl Takke NpoaHAIU3UPOBAIN CTEIECHb CHUXKCHUS KOCTHOM
IUIOTHOCTH, BBIPAXKEHHOE Z-KPUTEPUEM, B JAHHBIX TPYIIax W BBIABWIM, YTO CYIIECTBYET TEHICHIIHS
CHWKEHUSI Z-KpUTEpHUs y IMAIMEHTOB C CEPOJOTHYECKUMH Mapkepamu memuakuu (-1,49+1,22 p=0,07) mo
cpaBHEHHUIO ¢ cepoHeraTuBHbIMU manueHtamu (-0,83+0,9). Onnako B rpymmax ¢ +ATTD u ¢ BBICOKMM
tutpoM ATTT mannas tenaenunus He Habmogamack (-1,2+1,19 p=0,5 u -1,07+0,7 p=0,5), BepoaTHO, ONSATH
€ B CHJIy HEJOCTATOYHOTO KOJUYECTBa OOCIENOBaHHBIX. B 1e1oM, MOXXKHO 3aKIIOYHUTh, YTO B HAallleM
UCCJIEIOBAaHUH TOJydyeHa TEHACHIUS K MOBBIIIEHUIO YAaCTOThl OCTEONEHUU M CTETEHU CHUXKEHUS] KOCTHOU
IUIOTHOCTH y CEPOIMTO3UTUBHBIX OOJBHBIX 110 CPABHEHHUIO C CEPOHETaTUBHBIMH.

B o0mieit rpymme cepornmo3UTHUBHBIX MalMEeHTOB  ypoBeHb 25-OH-Burammna D B chIBOpoTKe
cocraBisin 15,26 + 8,42 ur/mn npotus 17,96 £11,78 ur/mi B rpynme ceponeratuBubix (p=0,4, N=19 u n=59,
COOTBETCTBEHHO), B rpyrine ¢ +ATTI — 16,9+10,29 (p=0,8, n=7), B rpynme ATTI>100ME\ma —21,66+11,87

(p=0,3, n=5). Cpeanuit ypoBenb 250HBuT/] HEe paznuyaics B BbIACICHHBIX TPYIINAX.

AHeMusi. AHeMHs SBIE€TCS HauOOJEe YACTBIM CIIYTHUKOM 3a00JIeBaHMM, NPOTEKAIOIINX C
CHUHJIPOMOM ManbabcopOlnU, W, B TEPBYIO OYepelb, Ienuakuu. [Ipu3Haku xene30qeUIUTHON aHEeMUU
(CHIDKEHUE YpPOBHS TEeMOIJIOOMHA, KOIMYECTBA DJPUTPOLUTOB KPOBH, CHIDKEHHE CpelHero oodbema
SPUTPOLIUTOB U CPETHETO COJIEPKaHUs TeMOTTIO0MHA B DPUTPOIIMTE) B HAILIEM HCCIIEIOBAHUHM HAOIIOIaIHCh
JIOCTOBEpHO dYallle B OOIIEH TpyIme CEeponmo3UTHUBHBIX mManueHToB (9 uen - 24,3%), yem B rpymme

cepoHeraTuBHBIX marueHToB (14 yven - 8,6%) (P=0,006).

Jlpyrue ayTouMMyHHbIe 3200/1eBaHus1. BpicOKas pacnpocTpaHEHHOCTh ayTOMMMYHHBIX 3a00J1€BaHUM
Cpely MalMEeHTOB C LeJIMaKuel JOCTaTOYHO XOPOLIO N3Y4EHa.

3HAUMMOT0 YBEJIUYEHHUS YAaCTOThl paCIPOCTPAaHEHUs IPYTUX ayTOMMMYHHBIX 3a00JIeBaHU y MAllUEHTOB
¢ CI1 npu HalIM4YMKM CepoJOrMUYEeCKUX MapKepoB LIETUAKUU (aHTUTENA K TJIMAJUHY W/WIM ayTOaHTHUTeNa K
TKAaHEBOM TpaHCIJIyTaMHMHA3€) B HalleM MCCIEAOBaHMM He BbisABIeHO. (CoueraHue ¢ JOpyrMMH
ayTOMMMYHHBIMHU 3a0oseBaHusMU (XAUWUT, BUTUANTO, aJIONEHs) B IPYIIE CEPONO3UTUBHBIX BBISBICHO y 9
yen (24,3%), a B rpynmne cepoHeraTuBHbIX y 23 uen (14,1%) p=0,1. OnHako B rpymnmne ceporno3UTHBHBIX
nanueHToB ¢ TuTpoM AyroTT™>100 ME/Mn coyetanue ¢ ApyruMu ayToMMMYHHBIMH 3a001eBanusmu (XAUT,

BUTUJINTO) OKa3aJoch JOCTOBEepHO yatie - B 50% ciyqaes (p=0,007).
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Accoumanus cepoJIori4ecKuX MapKepoB HeJuakuu ¢ nojuMoppubivMu aneaavmu HLA DR u DQ
JIOKYyCA.

UYacrass acconuanus HEIHAKUM C JPYTHMH ayTOMMMYHHBIMH 3a00JIEBAaHUSMHU OOBIYHO OOBSICHSETCS
O0IMMH MapKepaMy T€HETHYECKON MPEeAPaCIIONOKEHHOCTA. YYacTHEe TeHETHYECKUX (PaKTOPOB B Pa3BUTHHU
IIETMAKUH TIOJTBEPIKACTCS BBICOKON KOHKOPJIAHTHOCTBHIO 3a00JICBAHKST MEXIYy MOHO3UTOTHBIMHU OJIM3HEIIAMHU
(mo 70%) u accommarnueit ¢ onpeneneHHbiMEA ayutensmMu reHoB HLA kmacca Il. Hamuuuwe rammotunos DQ8
(DQB1*0302-DQA1*0301) u DQ2 (DQB1*0201-DQA1*0501) HLA «macca Il sBustorcs oO0mum
reaeTnyeckuM (akropom pucka ans nenuakuu u CI1. Tlo manHeiM mutepatypsl, ramwmotun DQ8 B psge
MOMYJISIIMK onpezenser 6onee Beicokuit puck st CJI1, a rarutotun DQ2 yaine BcTpevyaeTcs IpH ISITHAKHH.

HLA-DQ2 BrisiBiisiercs y 6oiiee yeM 90% manueHToB ¢ 1ejuakuei,

B pycckoit nomymsiiiuu manuentoB ¢ CI1 B 77% ciayyaeB Berpeuatores ramiotunsl DQ2 u DQS,
npu 3toM rerotunsl DQ2/DQ8, DQ2/DQ2 u DQ8/DQ8 — B 33%, renotumsl DQ2/np u DQ8/mp — B
44% cnyuaes [MiBanosa O.H., Bapasimosa T.I1., ITpokodses C.A. u ap. 2006].

Yacrtora BcTpeyaemocT ramiotunoB DQ2 u DQS u pa3anyHbIX reHOTHIIOB, HMEIOIIHX B COCTABE
DQ2 u/mam DQS8, y mnauueHToB ¢ cepoiornyeckuMu mapkepamu ueaunakuu u CJ11.

B Hamem mccienoBaHUM 9acTOTa BCTPEUAEMOCTH IeHOTUITOB, uMeronux DQ2 u DQ8, B o6meii rpyrmie
cepornio3uTuBHBIX manueHToB ¢ C/I1 cocraBuna 78,8% (26 u3 33), B TO BpeMsi Kak B OOIIEH MOMyIALUN
6onbHbIX CJI1 10751 TaHHBIX TEHOTHUIOB cocTaBisieT 77% (tab. 2). B rpynne nanuentos ¢ Tutpom AtTTI™>100
ME/Mn Bce renotunsl (100%) mmenu B cocraBe ramtotunsl DQ2 w/mmm DQ8. Ilpu 3TOM raruioTHIbl,
nmeromue Tonpko DQ2 n DQ8 Berpewanuck B 45,5% B rpymie ceporno3uTHBHBIX MaueHTOB MpoTuB 33% B
nonymsinun CI1, a renorunsl DQ2/mp u DQ8/np — 33,3% cinyuyaes npotus 44%. Pacnpenenenue pa3nuyHbIX
TeHOTUIOB, cofepxamux DQ2 u DQ8, a Takke yacToTa BCTpE4aeMOCTH 3TUX TaljIOTUIOB B 00Iel rpymme
CEepOIMO3UTUBHBIX MaUeHTOB U B rpymnmax ¢ +ATTI u ¢ Beicokum TutpoM ATTI (p>0,05), mpencrasiens B
Tabnuuax 2 u 3.

Tabmauma 2.
Pacnpenenenue renotunos, cogepxanmx DQ2 u DQ8, B 3aBucuMOCTH OT celUPpUIHOCTH

HUMMYHOJIOTHYCCKUX MAPKCPOB LCIINAKHU.

MManuentsi ¢ CI1 Atl'a w/mam +ATTIC ATTI'>100ME/Ma

PYCCKOM MOIYJIS UM ATTT
I'enorunnl DQ N=15 (u3 N=7(u3 8)

N=506 N=33 (u3 37) 16)

B cocmage cenomuna DQS8 u/unu DQ2 u 6 couemanuu c opyeum zaniomunom

77% 78,8% 93,3% 100%
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HUmerowmue moavko DQ8 33% 45,5% 60% 85, 7%
u/unu DQ2
e DQ2/DQ2 5% 3% 6,7% 14,3%
e DQ8/DQ2 22% 36,4% 53,3% 71,4%
e DQ8/DQ8 6% 6,1% - -
Hmerowue DQ8 unu DQ?2 6 44% 33,3% 33,3% 14,3%
couemanuu c  Opyeum
2aniomunom
e DQ20op 20% 21,2% 26,6% -
e DQ8/op 24% 12,1% 6,7% 14,3%
B cocmaee cenomuna nem DQS8 u DQ2, a moavko opyzue zaniomunst
23% 21,2% 6,7% 0%
Tabnuua 3.

Yacrota Bcrpewaemoctr ramiotunos DQ2 u DQ8 B 3aBucuMocTr oT crienupuaHoCTH

HMMYHOJIOTHYCCKHUX MAPKCPOB LCINAKHNU.

ITanueHTHI C ATI'1 n/mnm +ATTT ATTT>100ME/Ma
CJ1 B pycckoit ATTI
Tannorun nony s N=15 (u3 16) N=7(u3 8)
DQ N=33 (u3 37)
N=506
DQ2 42% 31,8% 46,7% 50%
DQ8 23% 30,3% 30% 42,9%
opyzoit 35% 37,9% 23,3% 7,1%

Yacrora BcTpeyaemoctu ramioruna DQ2 6puta Beime B rpynmnax ¢ +ATTT u ¢ BeicokuM THTpoM ATTT
u cocraBisna 46,7% u 50%, no cpaBHenuto ¢ goneit DQ8 (30% u 42,9%) B THX ke rpynnax. B oOmieit
IpyIIe CEpONO3UTUBHBIX IMALMEHTOB dYacToTa BcTpedaemoctu raminotunoB DQ2, DQ8 u apyrux DQ
npumepHo oxamHakoBa (31,8%,

UMMYHOJIOTHUECKHX MapKEepOB IEIMAKUK YBEIHUMBACTCS YacTOTa BCTpeuaeMocTd reHotunoB DQ2 /DQ2 u

DQ8/DQ2.

N3 33 cepono3WTUBHBIX MAaIMEHTOB C TnpoBeaeHHbIM HLA-tunupoBannem renotun DQ2/DQ2

BcTpeTwiics B 1 ciydae y mamueHta ¢ BbicokuM (>100 ME\mi) TuTpom aHTUTENn K TKaHEBOWM

30,3%
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TpaHCIIIyTaMuHa3ze. Y 7 CepoINO3UTHBHBIX ManueHToB, He nMmeBmmx DQ2 u DQ8, ompenensnuck TONMbKO
aHTUTENA K TIMAIUHY, U OJIMH TAlMEHT UMENl ayTOAHTHTENa K TPAaHCTIyTaMHHAa3e B HeOosbmioM tutpe (25
ME/mn). [lauHbI (akT XOpOIIO COIJIaCyeTcsi C W3BECTHOM HEBBICOKOW CHEIM(PUUHOCTHIO AHTHUTEN K

rIMaanHy B JUArHOCTHUKE LN CIIMAKUH.

Takum oOpazom, Hamu TIoTy4YeHa BeIpaxenHas accouuanus ¢ HLA-DQ y 6onpabIX ¢ CJ[1 B coueranuu
C CEpOMO3UTUBHEOCTHIO MO IIEJIHMAKUHM, KOTOpas, CBHUACTEIBCTBYET O OOJbIICH BEPOSTHOCTH Pa3BUTHS
LIETUAaKWK TIPM  HAJIWYUW  JTAaHHBIX TaIUIOTUIIOB, OJIHAKO, HE MOXET WMETh JIONMOJHHUTEIBHOIO
JTUArHOCTHYECKOTO 3HaueHus. OdYeBHIIHO, HECMOTPS Ha TO, YTO Bce MamueHThl ¢ menuakuedr wu  CJI1
obmanator DQ2 w/mnmm DQ8 rarutoTunamu, ompenesieHue 3THUX ajulelieii He MOXET OBITh UCIOJIb30BAaHO B
JTUArHoCTUKe enuakuu y nanueHToB ¢ C/{1, Tak kak 3Ha4MTeNbHOE KonmuecTBO marueHToB ¢ CJ[1 u 6e3

L[eTMaKUM UMEeT BhlleynoMsanyTsie aenu HLA.

[Toutu 80% cepono3utuBHbIX manueHToB (AT 1 ATTI") umenu ramnotunsl DQ2 w/unu DQ8 HLA,
4TO0 He oTiIn4yaerca oT oOmeil nonynasinuu OonbHbIX CJI1. BONBIIMHCTBO MAIMEHTOB B TpYIIE
CeponO3UTHBHBIX MMenH Tartoturibl DQ2 n/mnm DQ8 HLA, 4to cooTBeTcTBYeT MUPOBBIM JNaHHBIM. OTHAKO
9acTOTa BCTPEUYAEMOCTH ITHX TalUIOTUIIOB B PYCCKOW MOIYJISIIMKA ObUTA IPUMEPHO OJUHAKOBA, B OTIUYHE OT

pEe3yNbTaToB eBponeiickux padot, rae B 90% ciyuaeB nmpeobnagan DQ2.

CocrosiHne MOTOpPHO-3BaKyaTopHoi ¢GyHkuuu BepxHux otaenaoB KKT y ngereit ¢ CJA 1 tuna
Pa3HOro BO3pPacTa U MPH Pa3JIHuYHOM JJINTEIbHOCTH 3200/1eBaHUS.

PacnipocTpaneHHOCTD 3a/iep>KaHHOM IBaKyallud U3 JKelyaKa y B3pocibix mamueHToB ¢ CII1 cocraBisieT
noutu 50%. IlpoBeaeHHbIe B MUpe UCCIIEJOBaHUS MTOKa3alli, YTO MOCTIpPaHAHalIbHAs MOTOPHAs aKTUBHOCTh
gacTo HapylieHa y nanueHToB ¢ CJ[1 B pe3ynbraTe CHUKEHHS ABUTATENbHON (DYHKIIMM aHTPAILHOTO OT/eNa,
MUAJIOPUYECKOTO Cla3Ma M NATOJIOTMYECKOM MOTOPUKM TOHKOIO KHIIEYHUKA. OTH  HApPYIICHHS
TaCTPOMHTECTUHAILHON MOTOPUKH MOTYT BBI3bIBATH JUCHENTUYECKHE CHMIOTOMBI W BIUATH Ha
MeTaboIMUECKU KOHTPOJIb. ABTOHOMHAs HeMpomaTus sBIsieTCS BaXXHBIM (DAKTOPOM B pa3BUTHU MOTOPHO-
sBakyaTopHoU nucdyHkiuu y nauentos ¢ CJI1. 3anepikanHas sBakyalus U3 KeayJaKa, Kak paHHUN MPU3HAK
ractpouHrectuHanbHol JJAH, He n3yuena y nereit u nogpoctkos ¢ CJI1.

N3oTOmHBIN BIXaTeNBHBIN TECT MOJYYWJI IMHPOKOE PACHpPOCTpPAaHEHUE 3a PyOekoM, KaKk TOUHOE
JMarHOCTHYECKOE CPEJCTBO, HE TpeOyrolllee BMEIIATEeNbCTB B OpraHM3M ManueHTa. JlpIXxaTenbHBI TecT ¢
C13-kanpuioBoid KMCJIOTOM MO3BOJMII BBIABUTH 33J€pKaHHYIO0 3Bakyanuio y 50% B3poCibIX MAlMEHTOB C
CH1 (Christophe E.M. et al. 2002). /TanHbIii TecT ucnoib3oBaiics Oenbruiickumu yaenbivu B.D. Maes et al.
(1995) nnst cpaBHEHHMS 3BaKyallMy TBEP/IOH MHUIIN U3 KETYAKa y 3J0POBBIX JETEH U B3POCIBIX.

[lo pesynbraram AbIXaTENbHOrO TECTa C KaNpUIOBOM KHCIOTOM B HAallleM MCCIEIOBAaHUHU CPEIHSS

JUTUTENILHOCTh 3BaKyalluy (TIepuo/] MOTyBBIBEACHUS) B rpymnne coctaBuna 87,4 + 70,38 mun (Hopma meHee 75
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MUH). 3azepxaHHas 3BaKyauus u3 xenynaka (B cpeaHem 137,58 + 83,92 mun) BoisiBnieHa B 42,2% ciiydaes
(rpymma Nel - 19 genogek). [Ipu aTomM ymepeHHO 3aaepskanHas 3Bakyanus (75 — 120 mun) Habmomanaces y 14
nanueHToB (31,1%), a 3HauuTenbHO 3aaepkanHas (0onee 120 mun) — y 5 nanuentos (11,1%).

B ocranbnbix 57,8% cnyuaes (rpynna Ne2 - 26 yenoBek) 3BaKyalus U3 Kellyaka Oblia HOpMaJIbHOU (B

cpennem 50,8 = 18,5 mun).

CpaBHeHHe NMAIMEHTOB ¢ HOPMAJILHOM M 3a/1ep:KAHHON IBaKyallleil M0 BO3PACTY, JIUTETbHOCTH
caxapHoro auabera 1 TuHma, YPOBHI TIJHKHPOBAHHOIO TIeMOIJIOOMHA W  HAJUYHIO
raCTPOMHTECTHHAJIbHBIX CHMIITOMOB.

[Tanments! 1-i (¢ 3a7ep)KKOM dBaKyanun) U 2-i (0€3 3aIep>KK1) TPYIMI HE Pa3InYaINCh 1O BO3PACTy
(cpenuuii Bo3pact B 1 rpynmne coctasisut 15,73 + 3,27 net, Bo 2 rpynne — 14,72 £ 5,1 net), o AIUTEIHHOCTH
CAl (B 1 rpynme - 9,38 £ 3,1 net, Bo 2 rpynme — 9,08 £ 5,2 j1eT) ¥ 10 YPOBHIO TJIMKUPOBAHHOI'O F'eMOII00KHA
(8 1 rpynme -10,5 + 2,27 %, Bo 2 rpynme - 10,38 + 2,14 %). Oanako B obuieii rpymme (N=45) BoisBiIcHA
KOPpEJSLHOHHAs B3aHMOCBSI3b MEXK/y BpPEMEHEM 3BaKyalliu U3 skenyaka u Bo3pacrom (R=0,34, p<0,05).

B rpynne 3agepxkanHoi 3Bakyauuu (N=19) mnpociexuBanach CTaTUCTHUUECKU 3HAYUMas
KOPPEJSIMOHHAS CBSI3b MEXKIY BPEMCHEM 3BaKyallMd W3 JKEIyJIKa W TIUKHUPOBAHHBIM TI'e€MOTJIIOOMHOM
(R=0,48, p<0,05) (puc.2). Takum 0Opa3oM, CTEICHb HAPYIICHUS MOTOPHO-3BaKkyaTopHo# (yHkimu XKT
3aBHCHT OT cTerneHu aekomneHcamuu CJ1.
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Puc.2 KoppensiuoHHas cBsi3b MEXIy BpeMeHeM dBakyaruH (t/2) 1 HOALC B rpymme nanueHTos ¢
3a/IepKaHHOM 3BaKyaluen.
Kinuandeckne mposiBieHUs, BCTpEYAOIIMECs OOBIYHO TpU HAPYHIEHUH MOTOPHO-IBAKyaTOPHOM

¢ynkuun Bcero XKKT y B3pocneix mamuentoB ¢ CJ/I1 (TomrHoTa, M3XOra, YyBCTBO TSDKECTH B JKEINyJIKe,
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METEOpHU3M, 3aIophl, 1uapest), Habmoganuchk y 6 yenosek (31,5%) B 1-it rpynne, u y 4-x nanuentos (15,4%)
BO 2-# rpymnme. OJHaKO CTAaTUCTUYCCKU 3HAYMMOMN KOPPEISIIMOHHONW CBS3U MEXY TaCTPOMHTECTHHAIbHBIMU
CUMIITOMaMH{ W HapyIICHUEM 3BaKyaiuu He O0buto BhisiBiieHO (R=0,18, p>0,05). MoXHO mpeaIonokuTh, 4To
B JIETCKOM BO3pacTe€ HayaJbHbIE NPOSABICHUS  racTpouHTecTMHanbHOM JIAH (Hapymenue MoTOpHO-
sBakyaropHoi pyHkiuu XXKT) HOCAT CyOKIMHMYECKHIT XapaKTep.

B cBs3u ¢ TeM, 4TO HEKOMIEHcaIWs YriieBogHOoro oomeHa y aereit ¢ CJI1 MoxeT mpuBecTH K
3a/iepKKe (PU3MUECKOTO Pa3BHUTHUS, Mbl MPOAHATU3UPOBAIN OTKIOHEHUE aHTPOMOMETPUYECKUX MOKa3aTenei
(SDS pocra u SDS UMT) y nauueHToB ¢ 3aJiepkKaHHOW U HOPMaJIbHOW 3BaKyaIUeH.

Cpennee SDS MMT B 1-ii rpynme CTaTUCTHYECKH 3HAYMMO OBUIO HIDKE IO CPaBHEHUIO CO 2-

rpynmoit (-0,18+1,24 u 0,66+0,77 coorBercTBeHHO) — p=0,02 (puc. 3).

12
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0,0
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-1,0 O Mean
1 2 T Mean+0,95 Conf. Interval
ObixaTenbHbIA TeCT

Puc. 3 3aBucumocts SDS UMT OT Hanmuuusi HapyLUIEeHUH 3BaKyalluy U3 KeTyKa.

Cpennee SDS pocra B 1-if 1 2-if Tpymmmax CTaTHCTUYSCKU 3HAYMMO He pasznudanoch: -0,48+1,4 - B 1
rpynne u -0,48+1,08 - Bo 2 rpymnme (p>0,05). BeipaxxenHas 3anepxka pocra (SDS pocra < -2) Berpeuanach
Jaiie B TPYIIE C 3aJep>KaHHON 3Bakyanuen - B 15,8% cimyuaes, B TpyIne ¢ HOpMaJIbHON JBaKyalueidl — B

3,8% cnydaeB, ogHaKo 3Ta pa3HHUIA He Obl1a nocToBepHoi (p>0,05).

KoppensiunoHHblii aHaaM3 CBS3M HapyHIeHHMsT MOTOPHO-)BAKYaTOPHOH (YHKUMH M
cnenupuyeckumu ocioxxkHeHussMu CJ 1 Tuna y nerei ¥ moApoCTKOB.

W3BecTHO, 4TO HapyIIEHUE 3BAKYaI[MH U3 JKEITy/AKa MOXKET ObITh CIeICTBUEM aBTOHOMHOU HelpornaTuy,
B CB3M C 4YeM Obula HCCIEl0BaHa acCOLMAIUs BpPEMEHHM »HBaKyallUd C JPYTHMMHU CHeUU(PUIECKUMHU

ocinoxxkaenusimu CJ11.
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Brino BBISIBIIEHO, YTO B TPYIIIE C 3aJepKaHHOW dBaKyalue yactora BcTpedaeMoctd MAY Gonee 30
Mmr/cyT cocrasisiia 36,8%, a Bo 2-if rpynne 7,7%. [Ipu cpaBHeHHU ABYX TPyl ObLIO BBISBIEHO, 4To MAY
6onee 30 mr/cyt Bcrpeuaercs goctoBepHo yame (p<0,05) B rpymre nmanueHToB ¢ 3a/1ep>KaHHON dBaKyanuei

(Tabmn.4).

Tabnuua. 4

CpaBHeHue TrpyI NaleHToB ¢ 3aJepKaHHOW U HOPMAaJIbHOM 3BaKyaluel U3 xelyka.

I'pynma Nel I'pymnma Ne2
3anep:xkaHHasi HopmanbHas p
IBaKyalus U3 IBaKyalus U3
IKeJTYIKA IKETYIKA

n 19 (42,2%) 26 (57,8%)
t ¥ (MHH) 137,58 +£ 83,92 50,8 + 18,5
Bospact (romsn) 15,73 £3,27 14,72 £ 5,1 >0,05
JIMMTEIIBHOCTD Ca1 9,38 £ 3,1 9,08 +5,2 >0,05
(rompr)
HbAlC (%) 10,5 +2,27 10,38 2,14 >0,05
lacTporHTECTHHAILHBIC 0 .
HapyIeHH s 31,5% 15,4% >0,05
Cpenree SDS UIMT -0,18+1,24 0,66+0,77 <0,05
Cpemsee SDS pocra -0,48+1,4 - 0,48+1,08 >0,05
Yacrota MAY 36,8% 1,71% <0,05
(>30 mr/cyT)
Jlnabetnueckas 42,1% 46,1% >0,05
JUCTaIbHas
MOJTMHEUPOTIaTHs
JlnaGetnueckas
PETHHOIIATHS 26,3% 23% >0,05

19

[annsle npeacrasiens! B Bujae Cpennee+SD



[TanmenTsl ¢ HamMuueM MUKpoanbOymuHypuu (Oosnee 30 Mr/ia) umenu Oojiee JIUTEIBLHOE BpPEMsI
sBaKyaluu u3 xemnyaka. Cpeanee t/2 cocrapisuio 73,9 MUH B Ipylie MalMeHTOB 0€3 MUKPOAIbOYyMUHYPUH, U

141,8 MuH — B rpymIe MalUeHTOB ¢ HaTMYHeM MUKpoasoymunypuu (p<0,05) (puc.4).
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Puc.4 3aBucumocTts BpeMeHU 3Bakyalui (t'2) ot Haauuus MAY.

B 10 xe Bpems B rpynme jaerell ¢ 3alep)KaHHOM 3BaKyallMel BpeMsl 3BaKyallMM M3 Xelly/Ka He ObUIo
aCCOLMMPOBAHO C HaJIWyueM auabernyeckoil aucrampHoM nonuHeidponatuu (JJII) u auabermueckoit
perunonatuu (/IP). Yactora Bctpeuaemoctu JJI1 coctasmsna 42,1% (8 ven) u 46,1% (12 ven) B 1-i u 2-i
rpyNmax COOTBETCTBEHHO M JOCTOBepHO He pasnmuanack (p>0,05). Onmnako, Bo 2-if rpymme creneHb
BeipakenHoctu JIJIII Owputa mepBoit y Bcex oOCHEIOBaHHBIX MAIMEHTOB, B TO BpEeMs Kak B TPymHIe C
3anepxaHHoM 3Bakyaruent 2 naruenta ¢ C1 umenu JI1 2 crenenn. PII Ha pa3HbIX cTaausx pa3BUTHS ObLIa
BbIsIBIIeHa Y 23% TalMeHTOB U3 TPYIITEI ¢ HOPMAIIbHOM dBaKyanuei u y 26,3% nanueHToB — C 3a/lepyKaHHOM,

CTaTUCTHYECKH 3HAYMMBIX OTIHUUil He BhisiBIeHO (P>0,05).

KoppensiunoHHbIii aHAIU3 MEKAY HAPYLICHUSIMHM MOTOpPHO-3BakyaTopHoil ¢pyHkuum KKT n
Kap/auo-BacKyJisipHoii popmoii aBTonomHuoii Heiiponaruu (KAH) y nereii n moapocrkos ¢ C/I1.

KAH - wnaubonee wu3yueHHas M KIMHHYECKH 3HauMMas (opma auabeTHdecKold aBTOHOMHOM
neiiponatun (JJAH). KAH Bctpeuaercs y 17% B3pocnbix nauuentoB ¢ CJ[1, u okono 9% nanueHToB UMEIOT
norpaHuuHble u3MeHeHus. Pannue mnposiBneHuss KAH Moryr ObITh BBIBIEHBI NIpHU IPOBEACHHUU
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HEMHBA3UBHBIX TeCcTOB. [Ipm 3TOM MOXHO OOHApPYKUTh YXYAILIEHUE TMOKa3aTeleld BapuOeIbHOCTH pHUTMa
cepaua (BPC), ymmnenne murtepBana QT [I[.B. PsoObikuna, [I.H. JlanteB, A.B. CoboneB u ap. 2007].
KapauoBackyisipHble TE€CTbl UyBCTBUTENIBbHBI, IIPOCThl B OCYIIECTBIEHUU M IMO3BOJSAIOT JUArHOCTHPOBATH
KAH. Onn Bxmtouatot uzmepenne YCC npu MeyieHHOM ri1yOokoM fpixanuu (6 B 1 MuH), TecT BanbcanbBsl,
tect Illemonra (oprocratuyeckas mpoba), tect 30:15, mpoOy ¢ M30METPUYECKON HArpy3KOH, OINpecIICHHE
nntepsana QT.

s Toro, 4ToOBl M3YYHTH CBSI3b 3ajaepkaHHoi 3Bakyammu u JIAH, mompoctkam ¢ CJI1 mommmo
M30TOIHOTO JIBIXaTEIbHOTO TECTa C KAIPUIOBOW KUCIOTON OBUT MPOBENEH PsIJl TUArHOCTUYECKUX TECTOB IS
nuarmoctuku KAH.

VY 31 pebenka u noapoctka (17 manpunkoB u 14 neBoduek) B Bo3pacte 16+2,8 net, 6ompnabix CJ[1 THMa,
ObLTO TIpOBeACHO oOcenoBanue ¢ 1enbio BeisiBeHnss KAH u HapymeHns MOTOpHO-9BaKyaTOpHOH (HyHKIMA
XKKT (mpusnaka ractponHTecTHHaNBHON hopmel JJAH). YcraHoBiieHa 3aBUCHMOCTh MEXIY UIUTEIBHOCTHIO

untepBaia QTC 3a cyrku u BpemeHeM 3Bakyanuu (R=0,6; p<0,05) (puc.5).
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Puc.5 KoppensunonHas cBs3b MEXAY BPEMEHEM 3BaKyallUH U3 >kenyaka (1)2) U IuTenbHOCThIO HHTEpBaa

QTc y manmentoB ¢ CJ11.

[Ipu npoBeneHUH KapAHOBACKYJISPHBIX TECTOB BBISBIEHO B 1-i rpymnme: | MOJ0XKHUTENbHBIA TECT —
15,4% (2 gen), 2 monoxutenbHbIX TecTa — 7,7% (1 yen), 3 momoxxutenbHbIX TecTa — 15,4% (2 gen). B
TpyIIe ¢ HOpMaJbHOM 3Bakyarend 1 mojJoXuTeNbHBIA TeCT BbIsBIEH 33,3%, 2 MOJTOKUTEIBHBIX TECTa — Y
16,7%, 3 TOJOXHUTENBHBIX TECTa HE BBIBICHO HU y KOro (puc.6). JIOCTOBEpHOI 3aBHCHMOCTH MEXIY
pe3ysibTaTaMi KapJAUOBACKYJISPHBIX TECTOB, Moka3zareneii BPC co BpemeHeMm »53BakyaluMu B HalleM

HUCCICIOBAaHHUHU BBISABJICHO HC OBLIO.
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MayMeHTbl C HOPMaNbHOM MaumeHTbI ¢ 3aaepKaHHOU
3BaKyaumeil U3 xenyaka 3BaKyauuMeu U3 Kenyaka

B 1 NONOMUTE/bHBIN TecT ® 1 NOAOMMUTENbHBINA TecT

= 2 NONOMMTE/IbHBIX TECTa = 2 MONOMUTENBHBIX TECTa
3 MONOMMTENBHBIX TeCTA 3 NONOMUTENBHBIX TECTa

® 3 OTpULIATENbHBIX TECTA B 3 0TpUUATE IbHBIX TECTA

0%

Puc.6 Ilpusnaku KAH y nannueHToB ¢ HOpMaabHOU U 3aJiepKaHHON ABaKyalluel U3 KenyaKa.

Takum o00pazoMm, NONTy4YeHHbIE [aHHbIE O 3aJEpPKKE SBaKyallUM M3 JelyJka MU €€ CBI3U C
nposieinenussMa KAH MoryT cBHIETEILCTBOBATh O HAIMYHMU TACTPOMHTECTHHAIBHON (POPMBI AMA0ETUIECKOM
ABTOHOMHOW HEWpONaTHH y TOJPOCTKOB C caxapHbIM amaberoM | Ttuma. OOHapyXeHa CBSI3b MEXIY
nposiBieHussmMu KAH u HapymenneM MoTopHO-3BakaTopHoi ¢pyHkimuu BepxHUX oTaenoB JKKT. Ilo nammm
JaHHBIM, HAJIW4YMEe MHUKPOAIbOYMUHYpUM OoOjiee XapakTepHO Jii TPYHIbl MAallMEHTOB C 3a/ep>KaHHON
sBakyanueil. Hapymenune moropHo-3BakyatopHoi (yrkmmm KKT odeBHaHO KOppenupyercs ¢ ypoBHEM
TIIMKUPOBAHHOTO TeMOTIOONHA 1 HedpornaTueit B craqun MAY. OqHako He U3BECTHO OOpPATHMEI JI JaHHbBIE
nporecchl npu komrneHcauuu C/I1, B cBa3M ¢ yeM HEOOXOJMMO MPOCIEKTUBHOE MCCIIEJOBAHUE AIlUEHTOB C

npusHakamu JIAH.
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BriBoabl

1.

V nereii ¢ CIA1 ceponormyeckue mapkepbl nenuakuu (Atln w/umu ATTIY) BcTpeuanuck B 7,4%
cimydaeB, uto B 10 pa3 game, yem B nomymsiuuu. [Ipu stom ATTI, kak Oonee cnenuduyuHbie H
HIMPOKO UCHOJb3yEMbIE B MHpE JUIsl CKPUHHMHIA LEJIMaKuW, BbIBIEHBI B 3,2 % ciydaes.
Kom6unauus antuten ATTT u Atl'n Berpedanacs B 2,2% ciyyaes.

[Ipy HanMuMM CEPONMO3UTHBHOCTU MO Uenuakuu y mnanueHtoB ¢ CJI1 racTpouHTecCTHHAJIbHbIE
CHUMIITOMBI (HAapyIICHUsl CTyJa, B3AYyTHE U OOJE3HEHHOCTb JKMBOTA, PBOTA, CHI)KCHHUE AallleTUTA)
BcTpeuanuch yamie (29,7%) mo cpaBHeHuto ¢ ceponeratuBHbIMU (11,7%). JKenesoneduuutHast
aHeMmusi BbisiBiieHa Yy 24,3% CepOMO3UTHBHBIX MAIMEHTOB MPOTUB 8,6% y cepoHeratuBHbIX (P<0,05).
YactoTra BCTpEUaeMOCTH ayTOMMMYHHBIX 3a0oneBanuii (XAWT, Butwnmro, amwioneuus) y
CEpOTO3UTUBHBIX MAIMEHTOB cocTaBmia 24%, MpW HAIWYMKA BBICOKUX TUTPOB AytoTl - 50%, B
rpyrre 0e3 ceposiornyeckux MapkepoB renunakun — 14,1% (p<0,05).

78,8% cepomoO3UTUBHBIX TalMeHTOB wuMmenu ramiorunsl DQ2 w/mmu DQ8 HLA. Yacrora
BCTPEUAEMOCTH OTUX TaluloTUNOB Obla oauHakoBa. [lpu Beicokom tutpe ATITT dyacroTa
Bctpeuaemoctd HLA renotumnoB ¢ DQ2 w/mmu DQ8 mosemmaercs mo 100% mporuB 77% B
TIOTTYJISITIHH.

MotopHo-3BaKyaTopHOsl QYHKIUS KeNyJIKa, UCCIIeyeMas ¢ MOMOIIBI0 U30TOMHOTO AbIXaTeIbHOTO
tecta ¢ 13C-kanpunoBoil KucnoTou, 3amemsieHa y 42% nereit u noapoctkoB ¢ ClI1. BripaxenHas
3ajgepkka 9Bakyaruu (Oomee 120 wmwmH) Habmomamace B 11,1% caywsaeB. Yacrora
racTPOMHTECTUHAIBHBIX HAPYIICHWH CTAaTHCTHYECKH JOCTOBEPHO HE pas3linyajach B TpyIIax ¢
3a/Iep:KaHHOM U HOPMAaJIbHOM 2BaKyalllel, 4T0 CBUACTENHCTBYET O MPeo0IalaHui CYOKITHHHYECKOM
GbOpMBI TaCTPOMHTECTHHANBHOW HA0ETHUECKON aBTOHOMHOW HEWpONMaTuu y TOJPOCTKOB C
3a/1epKaHHOM DBaKyallUEH.

B rpymme c¢ 3amepkaHHOW »SBakyalnuell BBIABICHA TpsMas KOPPENSALMOHHAS CBS3b YPOBHS
[IIMKUPOBAHHOTO remoriaoOuHa u Bpemenu oBakyaimu (R=0,48, p<0,05), a Takxke dvacrora
BcTpeuaemMoctd MAY (>30 mr/cyT) Oblia BBIIIE [0 CPABHEHHIO C TPYION HOpMaIbHOU IBaKyalluu
(p<0,05).

OOHapy)XeHa BBICOKas CTENEHb KOPPEISIIHUA MEXIY MNpH3HAKaMH JBYX (OpM IHaOETHYECKOM
ABTOHOMHOW HeWpomaTuu: KapAUOBACKYISPHOW W TaCTPOMHTECTUHAIBHON (3aBHCHUMOCTH MEXIY
JUINTENIbHOCTRIO MHTepBaia QTC 3a cyTku u BpemeneM sBakyaruu R=0,6, p<0,05) npu orcyrcTBUH

CBSI3M MEXIY TaCTPOUHTECTHHAIBHON U nepudepuyeckoil tnabeTnyeckoil Heliponaruei.

23



IIpakTnyeckue peKOMeHAAIUM:

1. OmnpeneneHue CepoIOTHUECKUX MAPKEPOB IEIHaKUM lienecooOpasno y nereir ¢ CJI1, yuutsiBas
BBICOKYIO aCCOIMAIMI0 ayTOMMMYHHOTO aua0eTa W IEJIHaKWuU, a TakKe BO3MOXKHOE Pa3BUTHE Y
CEPOTIO3UTHBHBIX TAIIMEHTOB TaCTPOMHTECTUHAIBHBIX CHMIITOMOB, >KeNe30JA¢(QHUIMTHON aHEeMUH,
JOPYTUX ayTOMMMYHHBIX 3a00JI€BaHUI U CHUKEHHE KOCTHOM MJIOTHOCTH.

2. JlpIxaTenbHBIM TECT ¢ MCIOJb30BAaHUEM KarpuiaoBod KuciaoTel C13 mis onpeneneHuss MOTOPHO-
9BAKYyaTOPHBIX HAPYIICHUM KeNylKa MOXKET ObITh PEKOMEHJ0BaH y jaereil u nojapoctkoB ¢ CJ[1 kak
0€30MacHbI ¥ JMAarHOCTHUYECKH 3HAYMMBIA METOJ BEpU(PUKAIMU TaCTPOMHTECTUHAIBHONH (OpPMBI

TUA0CTUYECKOI aBTOHOMHOW HEHPOITaTHH.
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Cnmcok cokpanieHmii:

CJI1 — caxapusrii quaber 1 Tuna

AT1I'1 — anTUTENA K TIIMATUHY

ATTT — ayroanTuTena Kk TKaHEBOM TPaHCIIIyTaMUHA3€
HNMT — ugnexc Maccrel Tenia

MAY — MUKpOQJILOYMUHYPHS

KKT — xeny104HO-KHUIIIEYHBIN TPAKT

XAUT — xpoHUYECKHI ayTOUMMYHHBIA TUPEOUUT
JAH — nuaGeTnyeckas aBTOHOMHAsi HEUpOTaTHs
KAH — kapanoBackyisipHas popma 1uadeTHdecKoil aBTOHOMHOW HEHpOTIaTHH
JAII — nuctanbHas auabeTuyeckasi MoJMHEeHpOnaTHs
JP — nnabeTuveckas peTUHHOTATHS

BPC — BapuabenpbHOCTh pUTMa cepaia

YCC — yacToTa cepJIeUHbIX COKpalleHuH
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