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Pestome. Tyxymoounap spma emumiMOGUUIUSUHUHE NAMOLEHE3UOAd AYMOUMMYH KACALIUKIAPHUHS aXaAMUSMUHU
ouub bepaduean adadbuémuapuu Kypubd Yukuu maxoum dmuaaou. Xo3upeu axmoa KacailuKHUHe pusodicianuu cabaobaa-
pu myauk anuxiaumazan, ammo 30% eaua 6ynean xoramuaap mypau opeanaapea Xoc aymoOUMMYH KACAiIuKiap Ounau

0081UK.

Kanum cysnap: Tyxymoounap spma emuwimo8uunucU, KaiKOHCUMOH OE3HUHS AYMOUMMYH KACAIUSH, aAYMOUMMYH
HOMUIHOOKPUH CUHOPOMAAD, MYXYMOOHIAPHUHE 3PMA eMUWMOSYUIUSY, TYXYMOOH MYKUMALApuea aHmMUumanavailap,

MYXYMOOHAp2a Kapuiu aHmumanaqanap.

Abstract. A literature review is presented that reveals the role of autoimmunity in the pathogenesis of premature
ovarian failure. Currently, the causes of the development of the disease remain not fully determined, however, up to 30%
of cases are associated with various organ-specific autoimmune diseases.

Key words: premature ovarian failure, autoimmune thyroid disease, autoimmune polyendocrine syndromes prema-
ture ovarian failure, antibodies to ovarian tissue, anti-ovarian antibodies, reference intervals.

JaHHbIE O pPacOpOCTPaHEHHOCTH OTACIbHBIX
ayTOMMMYHHBIX 3a0oieBanuii, cBs3aHHBIX ¢ [IHS, B
JTy4IIeM cllydae TpOTHBOpednBHl. Hekoropeie myo-
JUKALMKA OMpPENeNsiioT ayTOMMMYHHBIM THPEOUAUT
KaKk Ham0oJjee paclpoCTpaHEeHHOE ayTOMMMYHHOE
3a0osieBanue, cBsa3anHoe ¢ ITHSI.

OpHa U3 TIepBHIX aCCOLMAINI MEXAY ayTOUM-
MYHHBIMH 3200JICBaHUSMHA UIUTOBUIHON JKENe3bl H
I[THA Obina BeigBiaeHa B 1972 r., xorma de Moraes
Ruehsen BmepBrie oOHapyxun antu-TI-anTutena y
manuenta ¢ [THA [29].

AyToMMMyHHBIE 3a00JIeBaHUS IMUTOBUIHOU
JKeJle3bl, Yalle BCEro THUPEOWIUT XalruMOTO, IMPH-
cyrcrByet y 14-32,7% sxenmun ¢ ITHA npu nepso-
HayanbHOM auarnose [10; 13; 20].

B ogHOM U3 mepBBIX UCCIETOBAaHUN CBA3U Me-
xay IIHS u ayTOMMMyHHBIM THPEOUIUTOM OBLIO
oOHapyxeHo, 4to cpenu 50 manuentoB ¢ [THA 18%
MMeNU KIMHUYECKUE MPU3HAKA ayTOMMMYHHOTO 3a-
OosieBaHUA HIMTOBUIHOM Kee3bl, a 10% umenn ce-
POKOHBEPTHPOBAHHBIC THUPEOUTHBIC ayTOAHTHUTENA
[29].

B npyrom uccrnenoBanuu Goswami R. et al.
obHapyxwunn, uro 24,1% manuentos ¢ [THA umenn
noJsioxkuTeNbHbIe TUTPHI antuten k TIIO (TPOAD) no
cpaBHEHUIO ¢ 9% B 370pOBOM KOHTPOJIBHON TPYIIIE.
TodHO Tak ’ke¢ YacToTa KIMHWUYCCKOW IUCQHYHKITUH
IIUTOBUAHON JKeyle3bl OblIa 3HAYHMTENHHO BBIIIE Y
naruentoB ¢ [THS (20,6%), uem B koHTpOIEe [9].

Tem He MeHee, clielyeT NOAYEPKHYTh, YTO, CO-
mracHo HanmmoHansHOMY HCCIIETOBAHUIO 3/T0POBBS U
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nutanust CLIA, TPOAb u antutena k TI (TgAb)
npuUCYTCTBYIOT ¥y 14,6% u 13,8% 300pOBBIX JKEHIIMH
COOTBETCTBEHHO [12].

YV mauuentok ¢ [THS cHukeH oBapuanbHBIN
pesepB. OIHUM K3 XOPOLIO M3BECTHBIX M YacTO HC-
[0JIb3yEMBIX MapKEpOB OBapHaJIbHOIO pe3epBa sBIIs-
ercst AMI' (aHTUMIOIUIEPOB TOPMOH).

Osuka S. et al. He 0OHAPYKWIN CYLIECTBEHHOM
pa3Hullbl B ypoBHsAX AMI B CBIBOPOTKE MEXIY
TPOAb wmm TgAb-TO3UTHBHBIME >KEHIIMHAMH H
JKEHIIMHAMHU C JBOWHBIM OTpHUIATEIbHBIM AHTUTE-
noM. Kpome Toro, He 06110 00HApyKEHO, YTO YPOBHH
AMI' B CHIBOPOTKE 3HAYUMO KOPPEIHUPYIOT C KOH-
nenrpanueit TgAb wnmun TPOAb. C npyroit cTopoH®l,
ChIBOPOTOUHBIM AMI™ oTpuLIaTENBHO KOPPETUPOBAI C
ypoBHsiMu TTI y marueHTOB, KOTOpBIe OBLTH IIOJIO-
xutenbHeIMA Ha TPOAD mnu TgAb. OTo roBopHT 0
TOM, YTO JUCHYHKIHUS LIIUTOBHIHON KeJe3bl MOXKET
yCYryOUTh CHMKEHHE OBapHallbHOTO pe3epna [20].

B pexomenmanusx EBpomeiickoro ooOmecTsa
MO0 PENpoAYKIMHM 4YeJOBeKa M  SMOPHOJIOTHUH
(European Society of Human Reproduction and
Embryology, ESHRE) mnomguepkuBaercsi HeoOXou-
MocTh ckpuHuHra Ha TPOAD y Ka)10H JKEHIIMHBI ¢
[THA. Ecnu y nanmenTa oOHapy>KeH MOJIOKUTEIbHbIH
pesynbraT Ha TPOAD, TTI' cnenyer KOHTpOIMPOBAThH
exeromso [31].

OpHako HET €MHOTO MHEHHS O TOM, CIeAyeT
M TEPUOJUYECKH KOHTponupoBarh THTp TPOADb
n/uma TTI B ceiBopoTtke y xenmuH ¢ [THS, xorma
3TH TECThl U3HAYAJILHO ObUIH OTpHUIIATeIbHBIMU [31].

Kpome Toro, Bce manueHTsl, xenatonme 3ade-
peMeHeTh (cronTanHo B Havdayre ITHS wnm naBIM 00-
pa3oM IocjIe JOHOPCTBA OOLMTOB), JOJKHBI IPOUTH
oOcregoBanre QYHKIMH IUTOBUAHON JKeJIe3bl U IOo-
JYYUTh COOTBETCTBYIOIIEE JICUCHUE TI0 Mepe HEOOXO0-
JUMOCTH. OTO CBS3aHO C HETaTHBHBIM BIIMSHUEM
MUCHYHKIMKA TIUTOBHUIHOMN JKeJIe3bl HAa HEHPOKOTHH-
THUBHOE pa3Butue mwiona [31].

[IpexneBpeMeHHass HEIOCTATOUYHOCTh SIMUHM-
KOB TaK)k€ MOXeT ObITh CBS3aHA C MOpPaKEHUEM Ha-
nmoueyHukoB. OH pa3BHBaeTCd W3-3a HAIMYUS TIepe-
KPECTHO pEarupyrolux ayTOaHTUTEN M UX PEaKLUH
Ha KJIETKH, OTBETCTBEHHBIC 33 BBIPAOOTKY CTEPOHUIOB
(ayToanTHuTena K crepougHsIM Kinetkam; SCA) B pas-
JIMYHBIX cucTeMax [23].

SCA xmaccupUIHUPYIOTCS KaK TOJUKIOHATh-
Hble MMMYHOIJIOOWMHBI, TpUHAUIeKANIHE K KiIaccy
1gG.

ITo manaeiM Bakalov V. et al. mpumepro y 10—
20% >XeHLIMH ¢ IUarHo3oM 0oJie3Hd AnJUCcOoHa uMe-
ercs [THA [1].

C npyroit croponsl, 2,5-20,0% XeHIIUH C
[THA umeroT HeKOTOpbhlE CUMITOMBI ayTOMMM YHHBIX
3a0oJieBaHui HaamoyeyHukoB [24]. La Marca A. et
al. obHapyxunu, yTo okoio 5% xenumH ¢ [THS Oy-
IIyT UMETb MONOXKUTENbHbIE TUTPBI HA SCA [16].

Kax mnpasumno, IIHS nposiBnsercs no Havana
KITMHUYECKOTO TIOPaKEHUsT HaIITOUYEYHUKOB. B Heko-
Topbix ciydasx [THS moxer Bo3HUKHYTH 3a 8—14 net
110 Hayasa 6one3nu Anaucona [13].

De Bellis A. et al. uzyunnum 33 MONOABIX KEH-
IIMHEI B Bo3pacte A0 40 jer, y KOoTopbIX ObuTa auar-
HOCTHPOBaHA CYOKIMHUYECKU-KIMHUYECKast ayTo-
MMMYyHHas 0one3Hb AnaucoHna ¢ 1993 o 2004 rox.

VY Kaxa0i MalMEeHTKH B 3TOM HCCIEAOBAHUU
OBUT HOPMAJBHBIN MEHCTPYaJTbHBIN ITHKJI C OBYIIAIIH-
el Ha MOMCHT BKJIFOUEHUS, U OHHM HAOIIONAINCh B
teueHue 10 ner. OueHUBaIUCh AOJITOBPEMEHHBIE U3-
MeHeHus TUTpoB SCA, GyHKINN SIMIHUKOB U OBapH-
aNIbHOTO pe3epBa B 3aBUCUMOCTH OT BpeMeHH [3].

ABTOpHI MPUILTHA K BEIBOJY, YTO PaHHUE TIO-
BblIEHHbIE TUTPbl SCA HaAAEXKHO MPEICKA3BIBAIOT
nocienywuiee passutue ayroummyHHou ITHS wn,
CJIEIOBATEIbHO, HUMEIOT BaKHOE KIMHUYECKOE 3HaUe-
Hue [3].

HaamoyeunukoBas HEIOCTaTOYHOCTh MOXKET
pazButhes y 50% xenmun ¢ AIIC [7]. Ilockonbky
3TO TAXKENO€ U YacTO ONAcHOE AJIS )KM3HH COCTOSTHUE,
O4YeHb BA)XHO TOJIEPKUBATh HU3KHH MOPOT IT0/I03-
pEHUS M MPOBOJUTH COOTBETCTBYIOIINN CKPUHUHT H
o0cIieoBaHUE HAIIIOYCUHUKOB Y TIAI[IEHTOB C BBISB-
nennoil [IHS. OcoOeHHO BaXHO KOHTPOJIHMPOBATH
(YHKIMIO HAAMIOYEYHUKOB Yy TeX MAIMeHTOK, KOTO-
pBIe TUTAHUPYIOT OEPEMEHHOCTh C PUMEHEHHEM Me-
TOJ/IOB BCIIOMOTATEIbHON PETPOIYKIIMA. Y KEHIIUH C
6one3npio Anaucona TUTpel SCA MOXKHO HCIIONB30-
BaTh B Ka4eCTBE MAapKEpOB JJS MPOTHO3UPOBAHUS U
crparudukamnmu prcka passurus [THS [28].

B cooTBeTCTBUH ¢ KIMHUYECKHIMH PEKOMEHIa-
nusMu ckpuHUHT Ha 21 OH-Ab (wim, ansTepHAaTHBHO,
ACA) cnenyer paccmatpuBath y xkeHumuH c [THS
HEU3BECTHOW NPUYMHBI WU MPH MOJI03PCHUN HA UM-
MyHHOe pacctpoicTBo. [lanuents ¢ ITHA ¢ nonoxu-
TenbHBIM TecToM Ha 210H-Ab/ACA 1omxHBI OBITH
HalpaBjieHbl K SHIOKPUHOJOTY A AalbHEUIIEro
WCCIeIoBaHNs (YHKIIMY HAIIOYEYHUKOB M HCKIFO-
yeHust 6onesnun Anmucona [31]. DHAOKpHUHOIOTHYE-
cKoe oO0cClieIoBaHHE JIOJDKHO BKIIOYATh OLICHKY
AKTI, aKTUBHOCTM pEHHHA U TECT CTUMYJALHU
AKTT.

HeoOxonumo nmanpHelinee paccMOTpeHHE B
OTHOILIIEHUH MOBTOPHBIX M MOCIEAYIOIIUX HWHTEpBa-
JIOB TECTHPOBAHUS THTPOB ayTOAHTHUTEN B CHIBOPOT-
ke. Cornacno pexomengauusiMm ESHRE, orpunarens-
Helid TUTP 21OH-Ab/ACA B CBIBOPOTKE Y KESHIIUH C
ITHA yka3piBaeT Ha TO, 4TO JajibHEMIIIEe TOBTOPHOE
TeCTHpOBaHUE He Tpebyercs B Oosee MO3THEM BO3-
pacTe, €CiH TOJIBKO HE MOSBATCA MPU3HAKU UK CUM-
MITOMBI 3HJOKpUHHOTO 3a0oneBanust [31].

Paznuuaror uwetsipe tuma AIIC. AyronmmyH-
HbIl oooput cesizan ¢ AIIC 1 u 2 Tuna u sBisercs
npuanHoit 2—10% caydaes [THS (tabm. 1).
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Tab6auua 1. AyroummyHHBIe osudHA0KpUHHBIE cuHAPOoMBI (AIIC), accoruuponannsie ¢ [THS [13; 17; 32].

ATIC-1/APECED

AIIC-2

AIIC-3

AyTOMMMYHHAS TTOJTHHIOKPHUHOIIATHSI-
KaHU103-3KTOJIcpMalibHast TUCTPOdus

Cungapowm IlImunra-Kapnentepa

Kosxno-cnu3ucteiii kanaunos (75 %)
Bonesur Anmucona (60-79 %)
T'unonapatuipeos (89 %)
XPpOHUYECKUI aKTUBHBIN T€ATUT
[lepaunno3Hast anemus

Butunro

T'unoronaguzm

CaxapHubiii quabet 1 Tumna
CuHIpOM MalTbabCOPOITIH
bonesns ['peiisca
AyTOUMMYHHBII THIIOTUPE03
Hedunut IgA

Anormenust

AcreHu3m

DKTOZiepMaNbHAS AUCIIIA3USL
Keparut

Uucras KpaCHOKJICTOUYHAS aIlIas3usl

bonesns Anaucona

[lepuunmo3Hast anemust

Butunro

T'unoronaauzm

CaxapHnsrii quabet 1 Tuma
Ienmakus

I'epnierudopmHBIii JepMaTUT
Bbounesns ['peiica

AyTOUMMYHHOE 3a00JIeBaHUE ITUTOBUTHON
KeJe3bl

Hedumur IgA

Aronenus

MuacreHus rpaBuc
Wnnonatnyaeckas TpOMOOIIUTONCHHS
bonesns [lapkuncona

Cepo3ur

Cunnpom Cruddmena
WnuonaTtuueckas 61okanga cepana
l'umoguzur

AyTOUMMYHHOE 3a-
0oJIeBaHUE IIUTO-
BUJIHOM JKEJIe3HI, a
KpOME TOT0: TIPH
ATIC-3A - caxapHbIit
nmuaber | tuna, mpu
AIIC-3B - nepaunu-
03Has aHeMUs, IPU
AIIC-3C - ansbu-
HU3M W/WIA ajore-
WS, I ayTOUM-
MyHHBIE 3a007eBa-
HUS APYTUX OPraHOB
(mammpumep, eua-
KHSI, THIIOTOHA/IU3M
MHACTCHHSA).

y 39-72% passuBaetcsa [1HA

10-25% paszBuBatot POI

AIIC-1, Takxe U3BECTHBIM KaKk ayTOUMMYHHas
MTOJIMPHIOKPHUHOTIATHS-KaH N 103-3KTOAepMaTbHAS
nmuctpodust/muciuiazus (APECED), Bei3bIBaeTcs My-
Tanueil B rene ayrouMMmyHHOro peryinstopa (AIRE),
pacmoIokKeHHOM Ha XpoMmocome 21.

OH KOmUpyeT SIEepHBI (QakTOp TPAHCKPHUII-
WU, KOTOPBIA BasKEH ISl THMYCa M MOYKET Y4acTBO-
BaTh B OTOOpE U TeHepaluy PeryJsaTOPHBIX T-KIEeTOK.
OH Takke peryaupyeT camMONepeHOCHMMOCTh aTtak -
KJIETOK [27].

Cuauraetcs, uto y 45-60% >KEHIIUH ¢ MyTa-
uusamu AIRE pazoseercsa [THA [13].

APECED o00bdHO TIpOsIBIISIETCS B JACTCKOM U
MOJIPOCTKOBOM BO3pacTe, HO KJIMHHUYECKas KapTHHA
CHJIBHO BapbUpPYeT. Y MalMeHTOB BBIABIAIOTCA ayTo-
aHTHUTENA MPOTHUB TKAHECHEIU(PUIESCKUX AHTUTCHOB.
Kinaccuueckas tpuaga APECED Bknrouaer XpoHuue-
CKUN KOXHO-CJIIM3UCTBIA KaHAWA03, TUIIONAapaTUpPEO3
U TIEPBUYHYIO HAANOYEYHHUKOBYIO HEIOCTaTOUYHOCTbH
[21; 25].

Kmuanaecknit muarno3 APECED ocHoBbIBaeT-
Cci Ha JBYX M3 TpeX KOMIIOHEHTOB KiacCHYecKou
TpHAIbl WIK OJHOM KPYITHOM TIPOSIBIIEHHUH B COYETa-
uun ¢ cubnmarom ¢ APECED [21; 25].

I[MHA sBasiercs TpeThuM Hauboyiee pacmpo-
CTpaHEHHBIM SHIOKPUHHBIM KOMIIOHEHTOM
APECED. OcHoBHEIM cumnToMoMm [IHS sBusercs
BTOpUYHAS aMEHOpes, onpeneisieMast Kak OTCYyTCTBHE
PETYISPHOTO MEHCTPYaJIIbHOTO IMKiIa Oonee 4 mec.
Pexe QyHKIMS SUYHHUKOB MOXET CHHXAThCA JIO 3a-
BEpILEHUS TIOJIOBOTO CO3PEBAHMUsA, BBI3BIBAS MEPBUY-

HyI0 aMeHopero. J{narHo3s moaTBepxaaeTcs oOHapy-
JKEHUEM TMOBBIIICHHbIX KoHUEeHTpauud OCI" u cHu-
JKEHHBIX KOHIIEHTPAIlMil 3CTpannoiia B CHIBOPOTKE
[19].

Konnenrparnus ®CI' >40 ME/n y xeHmuH B
Bo3pacte A0 40 ner cudraercs OUArHOCTUYECKUM
kpurepuem ITHS [4].

OyHKIMA IMYHUKOB MOXKET Kojebatbes y 50%
naruedtok ¢ [THS. [Mpubmusurensno 5-10% xen-
IIFH 3a9MHAIOT CIIOHTAaHHO W POXKAIOT pebeHKa mocie
nocraHoBku auarHo3a ITHA. bepemennocts ¢ jo-
HOPCKOH SIMLIEKIETKON nin SMOPHOHOM BO3MOXKHA Y
nanuenTok ¢ ITHA [8].

Saari V. et al. nabmomamm 40 >KEHIIMH C
APECED (cpennnit Bozpact 37,3 net: 14,6-61,9). U3
Hux 16 xxenmmH (40%) 6pun crapme 40 ner [THS
pasBuiiach y 28 manuentos (70%) B cpenHeM Bo3pac-
te 16,0 ner (amamazon: 11,3-36,5) u y 20 u3 Hux
(71%) nmo moctmxkenus B3pocioro pocra. B 11 ciy-
Yasx TOJIOBOE CO3peBaHHe OBLIO BHI3BAHO WM 3a-
BEpILIEHO TOPMOHANIbHOW Tepanuen. [lanueHTkn ¢
[MHS ObuiM 3HAYUTENHLHO HUXKE B MEPUOJ MEHapXE,
HO POCT B3pOCHBIX HE OTJIMYANCA OT KCHIMUH 0e3
ITHAL.

ITanmentku ¢ IIHS 4dame umenu nepBUYHYIO
HAJMOYEYHUKOBYIO HenocTtaTouyHOCTh (93% mnpotus
58%, p=0,017) u anTUTENa K OBapUAIHHBIM AHTHTC-
HaMm (81% mpotus 30%, p=0,003) mo cpaBHEHUIO C
MalUeHTKaMH C HOPMalbHOW (PYHKIUEH SUYHUKOB
(n= 12). ABTOpHI NPUILIH K BBIBOAY, YTO CBOEBpE-
MEHHOE HAyajo 3aMECTUTEIbHOW IOPMOHAIBHOMN Te-
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panuu BaKHO il 0OecledeHUs] ONTUMAILHOTO TI0-
JIOBOTO pa3BUTHs U pocTa [25].

AIIC-1 mpeumyliecTBEHHO MPOSBISIETCS Mep-
BUYHON  HAAMOYCYHMKOBOM  HEJOCTAaTOYHOCTHIO,
KOXKHO-CITM3ACTBIM KaHAMI030M M THIIONApaTHPeo-
30M. Tem He MeHee, OH TaKKe€ MOXET OBITh CBsI3aH C
LETBIM pSoM apyrux 3abonesanuii [13; 17; 32].

AIIC Tuna 2, Takxe U3BECTHBIA KaK CHHJIIPOM
[IImunra-Kapnentepa, SIBJISIETCA ayTOCOMHO-
JIOMHHAaHTHBIM 3a00JIeBaHHEM, YTO JIeJaeT ero Oojee
pacnpocTpaHeHHbIM 10 cpaBHeHH0 ¢ AIIC-1 On
NPOSIBJIICTCS B OCHOBHOM OOJIE3HBIO ANIHMCOHA H
ayTOMMMYHHUTETOM IIUTOBHIHOM KeIe3bl WiH nuade-
toM 1 tumna. Cpenu manuentoB ¢ AIIC-2 ot 10 mo 25
MpoIeHTOB OyayT pasBuBarbes [THS [29].

AIIC-3 xapakTepu3yeTcsi BOSBHUKHOBEHHUEM ay-
TOMMMYHHOTO THPEOHIUTA, COIMPOBOXKIAIOLIETOCS
JPYTUMH OPraHHBIMH (HESIMYHHUKOBBIMU) ayTOUM-
MYHHBIMH HapylIIeHHSIMH TIPH OTCYTCTBHU HAaJIO-
YEYHUKOBOW HemocTaroynocTH [13; 17; 32].

Szlendak-Sauer K. et al. Habmromanu, uro ay-
TOMMMYHHOE 3a00JIeBaHUE IIUTOBUAHON KeNe3bl ObI-
70 mpencTtasieHo y 33,7% manueHToB CO CIOHTaH-
HO#t 46 XX ITHSI, KOoTOpHIM OBLT TOCTABIICH TUArHO3
AIIC-3. Xenmmuwst c¢ IIHS, T[THA/AIIC-3(+) u
ITHS/ATIC-3(-) umenu Gojee HU3KHIA ypOBEHb TeC-
TOCTEPOHA, AaHJPOCTEHIUOHA, JETHJIPOITHAHIPO-
CTCHJMOHA CyNb(ara M0 CPaBHEHUIO C KOHTPOJIBHHOM
rpynmnoii. Kpome Toro, y sxenmumn ¢ [THS/ATIC-3(+)
HaOmoaachk THIEPUHCYIMHEMHUsT Tociae 1 daca
III'TT, HO HE YCTAaHOBJIEHO CYIECTBEHHBIX Pa3JIMUUi
B YPOBHE TUIIOKO3HI B CBIBOPOTKE HaToIak [30].

AIIC-4 muarsOocTHpyeTcs, Korma 0oje3Hb An-
JIMCOHA CBsI3aHa C JOOBIMU IPYTHMH ayTOWMM YHHBI-
MU 3200JIeBaHUSAMH, 33 MCKIIOYCHHUEM YKa3aHHBIX B
ATIC-1, -2 nnm -3 [24].

Pacnpoctpanennocts IIHA, cBsizaHHOro c
ATIC, 3aBucur ot kaxgoro tuma AIIC. Camas Beico-
Kas 3a001eBaeMOCTh HaOJIoAanach y HalKEHTOB C
AIIC-1 (>40%), 3a ueit cnemoBan AIIC-4 (30%), a
camas Huskas - npu AIIC-2 (16%) [27].

VY ManmMeHTOB ¢ COCYIIECTBYIOIUMHE OO0JIE3HBIO
Annucona u I[THS pa3sutue 6one3nn AnaucoHa, Kak
npaBwio, mnpeamectsyer pa3sutuio [THA. Amnano-
ruuHas kKapTuHa HaOmogaercs ¢ AIIC-1 u AIIC-4.
Takue pe3ynbTaThl MOJYEPKHUBAIOT BO3MOYKHOE IIpe-
MMYILECTBO TECTUpOBaHUS Ha aHTuTena K StCA y
namuentoB ¢ guaramozom AIIC-1 u AIIC -4. Taxoe
TECTHPOBaHHE JODKHO MOMOYBL CTPaTu(UIMPOBATH
puck paseutus [IHS y stux manuentos [27]. AHTH-
Tena K StCA Obutr 00HApYKEHBI Y OOJBITUHCTBA T1a-
muenToB ¢ AIIC-1 ¢ ITHA (11 u3 13; 84,6%) [27].

[To manueiM Reato G. et al. [THS 6bina oOHa-
pyxkeHa y 20 u3 49 GonbHbix BA (40,8%) Ha (one
AIIC-1 (y nByx IISIH mposBisiiace B BuaE MepBUY-
HOW amMmeHopew); y miecth u3 18 >keHmwmH ¢ BA
(33,3%) na done AIIC-4; y 26 u3 163 6onbHbIX BA
(16%) Ha pone AIIC-2 (y onnoit ITHA pa3sunack mo

TUIy TepBUYHOW ameHopeu). Hu y omHoit uz 28
KEHIIWH ¢ m3oiupoBaHHbIM BA He Oputo IISIH. B
uenom, BA mpemmectBoBana ITHS y manueHtoB ¢
AIIC-1 n AIIC-4 u pa3suBanack nocine ITHA y nanu-
enroB ¢ ATIC-2. [24].

OnHOBpPEMEHHOE IPUCYTCTBUE HEAOCTATOYHO-
CTH SWYHMKOB W HAJNOYEUHUKOB MPU AyTOUMMYH-
HBIX TOJIMTTIAHAYIAPHBIX CHHIPOMAax MOAYEPKUBAET
HEOOXOOUMOCTh OLIEHKM ayTOMMMYHHTETa HaIIlo-
YEeYHUKOB W MPU3HAKOB HAAIMOYEYHHUKOBOW HEIOCTa-
TOYHOCTH y Bcex mauumeHToB ¢ ITHS, naxe mpu ort-
CYTCTBUH NAaTOrHOMOHHWYHBIX Ipu3HakoB AIIC 1 wnn
2 trma [32].

Hannune naamoueunnkoBeix antuten (ACA
n/umn CYP21Abs) siBisiercss mporHocTHYecKuM (hak-
TOpOM OyAyIIed KIMHWYECKOW HaIIOYedHHKOBON
HepoctatrouHocTn 'y 100% nereit mmamme 16 ner,
MPOMIEIINX TECTUPOBAHUE, U MOITOMY €ro CJleryeT
M3MepATH y Mmodoro moapoctka ¢ [THA [32].

I'mnomapatupeos Obut cBs3an ¢ [THS, a taxke
C IPYTUMH SHAOKPUHHBIMH 3a00JI€BaHUSIMH, TAKUMH
KaK THIIO(QH3HUT, ayTOMMMYHHAs HaJIIOYCYHHUKOBAsS
HEJIOCTAaTOYHOCTh, CaxapHbId nuaber 1 Twma, ayro-
MMMYHHasl TE€MOJIMTHYECKas aHEeMHs, TIIOTEHOBas
0o0Jie3Hb, BOCTIANUTENbHBIC 3a00JIeBaHHS KUILICUYHHUKA,
rnoMepynonedput, curapom llerpena u Tsoxenas
muactenus [15].

Bano G. et al. onucanu ciryuaii, korja nepBud-
Horo runomnaparupeosa (III'TIT) Obut cBs3an ¢ [THS.
Pa3BuTHe runonapaTupeosa cBA3aHO C AedeKkroM pe-
nentopoB ®CI" u JIT', cBsa3annbix ¢ G-6enkom. M3-3a
OO0JIBIIOTO KOJIMYECTBA PELENITOPOB, CTUMYIHPYEMBIX
G-6emkoM, TUMONIapaTHpeo3 conpoBokmancs [THS.

B uccnenosannn onucan nanueHt ¢ III'TIT n
[THA B pe3ynbTaTe cOanaHCHPOBAHHOW PELUNPOKHOM
tpancnokauuu 46X, t(X; 2) (q22; p13). III'TIT, cko-
pee Bcero, ObLI PE3yJbTaTOM BOBJIEUCHUS XPOMOCO-
MBI 2 [2]. B 3TOM citydae manpeHT WMeEN TOBBIIIEH-
HBIH CKOPPEKTHUPOBAHHBIN YPOBEHb KaJbLUS B CHIBO-
POTKE M MOBBILICHHYIO KOHICHTPALMIO NapaTHPEO-
WIHOTO TOPMOHA B CHIBOPOTKE CPEIH JPYTUX KIUHU-
yeckux cumnromoB ITHA [2; 5].

Pacripoctpanennocts CJ] 1 Tuma y OOJBHBIX
[THf1, no umeromumcst B IUTEpaType AaHHBIM, OLe-
HHuBaeTcs B 2,5% [22].

Juarno3 aguadera 1 Thma OOBIYHO JHUATHOCTH-
pyercs no mosiBienus cumnromoB ITHA, omnako B
HacTosIIee BpeMsl HET 3HAYMMBbIX JAHHBIX, KOTOpHIE
yKa3bplBaIK Obl HA HEOOXOAMMOCTh PYTHUHHOTO CKpH-
HUHra Ha COIYTCTBYIOLIMH AMA0ET y MAaIEeHTOB C
ITHA [31].

B nmuteparype coobmaercst 00 mucciae0BaHUsIX,
MOCBSAIIEHHBIX Jauabery u ero cBs3m ¢ [IHSL
Kulaksizoglu M. et al. mpoBenu uccnenoBanue, B KO-
TopoMm 43 xenmunus! ¢ [THS Opn mposepens! (cpean
[IPOYEro) Ha TOJEPAHTHOCTh K IJIIOKO3€ U YPOBEHb
HHCYIIUHA.
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Kenmmuel ¢ auarnosom [THS mmenn Oosee
BBICOKHE YPOBHH TJIFOKO3bl M MHCYJHHA IO CpaBHe-
HUIO C KOHTPOJILHOHN TPYIIOW, a Takke OoJiee BBICO-
KHe YpOBHHM Menu, Oojiee HU3KUE YPOBHH BHUTaMHUHA
D u HOMA-IR [14].

OTH pe3yabTaThl OBUTH TOATBEP KICHBI BO BTO-
pPOM HCCIeI0OBaHUH, B KOTOPOM aBTOPbI CPaBHUBAIH
pacIpoCTpaHeHHOCTh CaxapHOro Auadera y MaiyeH-
ToB ¢ ITHS 1o cpaBHEHMIO C KOHTPOJIbHOW TpYIIOH,
MpHJIS K aHATOTUYHOMY BeIBOAY [11].

AHTHUMIOIJIEPOBCKUN TOPMOH CUUTaeTcs Ha-
JIESKHBIM HMHCTPYMEHTOM Yy HAalMEHTOB C IPYTUMH
AyTOMMMYHHBIMH 3a00JICBaHUSIMH ISl PACIIO3HABa-
HUS U olleHKH pucka pa3sutus [IHA. AMI' caHmxkaer-
Csl y MAllMEHTOB C AyTOUMMYHHBIM THPEOHIUTOM He-
3aBucUMO OT ypoBHed ®DCI', scTpanuona wWid UHTH-
6una B [3; 18; 26].

ESHRE pexomennyer mpoBOIUTh PYTUHHBIN
CKPUHUHI Ha HaJlU4u€ ayTOAHTHUTEN K IIUTOBHUIHOM
xkene3ze u 210H-Ab/ACA B kaxmom ciydae [THS
[31]. HekoTopsie ucciemoBaHus NpeIaraioT MoA-
TBEP)KJaTh HEIOCTATOYHOCTh HAANOYEYHHKOB C IO-
Mompio TectoB ctumyisinnu AKTT, a He Tompko yT-
PEHHETO YPOBHS KOPTH30J1a B CBIBOPOTKE [6].

CKpUHUHT Ha aHTHTENa K OOLUTaM HE pPEKo-
MEHAYETCS U3-32 MHO’)KECTBEHHOCTH MOTEHLMAIBHBIX
ayTOAaHTUTEHOB B TKaHM SUYHUKA. boiee Toro, pac-
npoctpaneHHOCTh AOA cpean marmentoB ¢ [THA
CHJIBHO Pa3iM4yaeTcs B JUTEPaType.

CkpuHUHT, TOMHUMO Ooye3Held XammmmoTo u
Annucona, oObiuHO He mpoBoautcs [31]. OmHako
HEOOXOIUMO 3HATh O 0oJiee BHICOKOM PUCKE ayTOUM-
MyHHBIX mpoueccoB npu ITHS u coxpansaTts HacTo-
POXEHHOCTh B OTHOIICHUM IPU3HAKOB M KIMHUYE-
CKOTO Pa3BUTHUS ayTOMMMYHHBIX 3a00JNeBaHUM, IS
paHHEN nuarHocTuku u aeueHus [THS.

Taxum ob6pazom, puck passutus [THS B BO3-
pacte no 40 ner cocrasnser 1%. bonpmmHCTBO MpH-
yH [THS ocTaroTcst HEBBIICHEHHBIMH, OHAKO Mpea-
roJjaraeTcsi, YT0 ayTOMMMYHHBIE MPOLECCHl COCTaB-
151101 oT 4 110 30% cimydaes.

SIMYHUK ABJISIETCA 4aCTOW MUILEHBIO JJI ayTO-
UMMYHHOH aTakd, ¥ ayTOUMMYHHYIO 3THOJIOTHIO
[THA cnenyer paccmarpuBaTh NpH HAJIWYMU aHTHO-
onutapHblx antuten (AOA), ayTOMMMYHHBIX 3a00-
JeBaHUH WM JTUMQOLHUTApHOrO oodoputa B OHO-
IICHH.

[MTHA moxeT ObITh M30JUPOBAHHBIM, HO YaCTO
CBA3aH C JIPYTMMH ayTOMMMYHHBIMH COCTOSIHUSIMH.
BaxHo mpuHMMaTh BO BHUMAHUE APYIUE ayTOUM-
MYHHBIE [IATOJIOTUH BCSIKMH pa3, KOTAa paclio3HaeTCsI
nnu nonpospesaercsa I[THS, u cnenyet npoBoauTts co-
OTBETCTBYIOIIUN CKPUHHHT.
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AYTOUMMYHHBIE 3ABO/IEBAHHA,
ACCOITHHPOBAHHBIE C IIPEKEBPEMEHHOH
HEJJOCTATO9YHOCTBIO ANYHHKOB

Daxpymounosa C.C.

Pestome. Ilpedcmasnen 0630p numepamypol, pac-
Kpuleaiowjutl 3HA4YeHue aymOUMMYHHbIX 3a00/e6aHuil 6
namozenese npexncoespeMentol HedOCMAamoyHoOCmu Y-
HUKo8. B nacmosiyee epems npuuunvl pazeumus 3abone-
8anus 00 KOHYA He YcmaHoéneHvl, Ho 00 30% cnyuaes cés-
3aHbL C AYMOUMMYHHBIMU 3A001E6ANUAMU, CREYUDUUHLIMU
0715 PA3TIUYHBIX OP2AHOS.

Knrouesvte cnosa: npedicoespemennas He0OCma-
MOYHOCMb AUYHUKOS, AYMOUMMYHHbIE 3A001e6aNHUs WU-
MOBUOHOIL  Jicene3bl, aYMOUMMYHHbIE HONUIHOOKPUHHDBLE
CUHOPOMbBL, NPeNCOeBPEeMEeHHAsT He0OCMAamoYHOCMb  SAUY-
HUKOS, AHMUMENd K MKAHU AUYHUKOS, AHMUMENA K SUYHU-
Kam.
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