0630p AuTepatypsl

https://doi.org/10.15690/pf.v22i3.2916

'.) Check for updates

U.B. KapaueHuoBal, E.B. Cu6upckasal 2:3:4, Y.A. KpaitHoBal, B.[l. Mocnan?l, M.10. YepHbiwepa?

1 Poccuitckuit HaLMOHaNbHbINA MCCNEA0BATENbCKNI MEANLMHCKMIT yHuBepcuTeT uM. H.U. Muporosa
(Muporosckuh YHneepcuteT), MockBa, Poccuinckaa ®eaepauusa
2 LleHTp oxpaHbl penpoayKTMBHOMO 340POBbs MOAPOCTKOB MOCKOBCKOM 06nacTv, JonronpyaHbii,

Poccunckaa degepauns

3 Poccuiickas aeTckas KiMHuyeckas 6onbHuua, Mocksa, Poceuiickas ®egepauma
4 Poccuitickuin YanBepcuteT MeauumHbl, MockBa, Poccuiickas deaepaums

MpexaeBpemMeHHas He0CTaTOYHOCTb
AUYHUKOB Y NaLUeHTOK
C ayTOMMMYHHbIMU 3a60/1eBaHUAMMU

ABTOp, OTBETCTBEHHbII 3@ NEPENUCKY:

KapayveHuoBa MprHa BacunbeBHa, KaHAMAAT MEAULIMHCKMX HaYK, Bpay aKyllep-ruHeKonor, JOLEHT Kadeapbl akylepcTBa U TMHEKONOrUK
um. .M. CaBenbeBol MHCTUTYTa MaTepuUHCTBa M JeTCTBa POCCUIICKOro HaLMOHaNbHOro UCCNefoBaTENbCKOr0 MEAULIMHCKOrO YHUBEPCHTETA
uM. H.W. NMuporosa (M1poroBcKk1in YHUBEPCUTET), IaBHbIM BHELITATHbIM CNELManucT rMHEKoNor AETCKOro U IDHOWECKOro Bo3pacTta [lenaptamenTta

3/paBooxpaHeHus ropoga MocKBbl

Appec: 117997, MockBa, yn. OcTpoBUTAHOBA, 4. 1, cTp. 7, Ten.: +7 (925) 505-31-04, e-mail: 5053104@list.ru

lpexaeBpemMeHHasi He4oCTaTo4YHOCTb sM4YHUKOB ([MHS), paHee n3BeCTHas KaK MpexKaeBpeMeHHas MeHornay3a, XapaKkre-
pPUIYETCS yTpaTon QyHKLMIA SMYHUKOB Yy XKeHLMH 40 40 net. KnnHndeckmne nposiBl€HUs 3TOr0 COCTOSIHUSI BO3HUKAIOT 13-3a
AepuLmnta 3CTPOreHoB U MOryT BKJIKOYaTb B C€6S1 TaKME CUMITTOMbI, KaK aMeHOpPEs], OJIMFOMEHOPES, Ba30OMOTOPHas HecTa-
6UJIbHOCTb (MPHUJIMBLI, HOYHas MOT/IMBOCTb), HapyLEHNS CHa, By/bBOBarnHasbHas atpopus, MU3MEHEHNE 4aCcTOTbl MOYEU-
CryCKaHum, AncrnapeyHusl, CHUXeHne ambuao u obujas craboctb. B gaHHou ctatbe 6yayT PacCMOTPEHbI ayTOMMMYHHOE
npoucxoxxgerHue HS v ee cBs3b ¢ ApyruMn ayTOMMMYHHbIMKU 3a6oneBaHusamu. Tlo ctatuctuke, ot 4 go 30% cayvaes HA
06YCJ10B/1I€HbI @Y TOMMMYHHbIMM nipoleccamu. [TH5 4acTo conpoBoxKaaeTcs APYrMMm ayTOUMMYHHbIMWU COCTOSIHUAMU, TaKUMHN
KaK 60/1e3Hb AgAMCOHa, rMnoTnpeos, 601e3Hb perBca, TMPEOMANT XaluMMOTO U CaxapHbIN AMabeT, XOTS MOXET MpoTeKaTh
M n3oaunpoBaHHo. laTtoreHes [NHA cBsA3aH ¢ rnno3acTporeHmer n noTepen 0CTaTtoqyHbIX GOIIMKY/I0B, YTO BEAET K HapyLLUEHUIO
MEHCTPYa/IbHOro LMKAa, 6ECrIOANI0 U CHUMKEHUIO KadyecTBa XU3HU. Bo nsbexaHue otgasieHHbIX NocaeACcTBmi gepuumnta
ACTPOreHoB PEKOMEHAYETCS 3aMECTUTEIbHAsl FOPMOHasIbHas Tepanus. M3yyeHune npninHHbIX paktopos [HS, cBa3u gaHHOro
COCTOSIHUS C APYrMMM @y TOUMMYHHbIMM 3a60/1€BaHNSIMU M aHaJIM3 CyLECTBYIOLLMX METOAOB paHHEN AnarHoCcTukmn obecrneyat
6os1ee 3pPEKTUBHOE BEAEHNE TaKMX NaLMEHTOK U MNOBbICST LAHChI Ha y/Iy4LIEeHNE uX GepTnIbHON QYHKLMM.

KnioueBblie cnoBa: rpexxgeBpemMeHHasi HeOCTaTOYHOCTb AMYHUKOB, ayTOMMMYHHbIE 3a60/1eBaH1s, aMeHopes, AePULnT
3CTPOreHoOB, rnpexxaeBpeMeHHas MeHonaysa, 60/1e3Hb AgANCOHa, MMNoTUPEOD3, 3aMeCTUTE /IbHasl FOPMOHa ibHas Tepanus,
KAeTo4YHas Tepanus
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BBE[JAEHME

MeHonay3a npeactaBaseT cobov nNpeKpaweHme MeH-
CTpyaLun, KoTopoe 06bI4HO HacTynaeT B BO3pacTe OKOJO
50 net. [laHHbIM AMarHo3 ycTaHaBAMBaeTcsa nocne 12 mec
OTCYTCTBMS MEHCTpyaLnn. Ha Bo3pacT HacTynjaeHUs MeHo-
naysbl B/MSIOT reHeTu4eckaa npeapacrnosoxeHHOCTb,
a TaKkXe GaKTopbl OKpyKalollen cpelbl U 06pa3a XU3HK,
BK/llOYas KypeHue, NutaHuMe 1 obliee COCTOfHWE 340PO-
Bbsi. MeHonay3a B Bo3pacTe Ao 40 net cuutaeTcs npexae-
BPEMEHHOM U MOXET ObITb Bbi3BaHa AedEKTOM B Jl0OOM
yacTu runotanamo-runodmn3apHo-aMYHMKOBOM CUCTEMBI
C nocnegywmmMm rmnoacTporeHnamMom. Ecnn nopaxkeHwe
NPOMCXOANT Ha YPOBHE AMYHMKOB, TO 3TO Ha3blBaeTCs npe-
OAEBPEMEHHON HeAOCTaTOYHOCTbIO SMYHKUKOB (MHA). MHA
XapaKTepusyetcsd U3MEHEHUAMWU FOPMOHaNbHOro ¢GoHa:
CHU)XXeHWeM 3cTpaguona, 4To crnoco6CTBYyeT MNOBbiWe-
HUIO YPOBHSA GoNnnKynocTumynupyowero ropmorHa (PCr)
BCNEeACTBME OTCYTCTBUSA OTpULL@TENIbHOM 06PaTHOM CBSA3M.
PacnpocTtpaHeHHocTb NMHA B 06Wwen nonynsumm oueHnBa-
etca B 1-3%. Tak Kak paHHUI geduumT acTporeHa nmeet
HeraTMBHblE [OJITOCPOYHbIE MOCNEACTBUSA ANS 340POBbSA,

BK/IlOYas 6ecnnogue, 0CTeonopos, CHUKEHNE HEMPOKOIHM-
TUBHOMN PYHKLMM, MOBbIWEHHbIA PUCK CEPAEYHO-COCYAUCTbIX
3aboneBaHnn 1 o6LWY CMEPTHOCTb, HEOBXOAMMO MPOBO-
OWTb PaHHIO AMarHoCTUKY 3aboneBaHns M ob6ecnedynBatb
aflekBaTHoe neyvyeHue [1].

UCTOPUYECKAS CMPABKA

B 1920 r. MHA 6bina onuncaHa R.A. Kinch y monoaon
KEHLWMHbI C aMeHOopeen M NOBbLIWEHHbIM YPOBHEM rOHaA0-
TponuHoB B moue; F. Albright B 1942 r. Bnepsble onucan
MHA KaK rMcTonornyeckne U3MeHeHus SMYHUKOB B MEHO-
nayse B CO4ETaHWK C HAAMOYE4YHUKOBOW HEJOCTaTOMHOCTbIO
W BBEN NOHATHE «MNpeaeBpeMeHHas HeJoCTaTOYHOCTb SnY-
HUKOB» [2].

Co BpeMeHeM TepMUH cTan 3abbliBaTbCs, U aMeHopes
y XeHWuH ao 40 net Ha ¢oHe MNOBbIWEHHbIX YPOBHEWH
rFOHAAOTPOMUHOB U CHUMKEHHbIX YPOBHEW MOMOBbLIX rOPMO-
HOB OMucCblBanacb B uUTepaType Kak «npexaeBpemMeHHas
MeHonay3a» UK KaK «NpexaeBpeMeHHOe UCTOLLEHWE SnY-
HUKOB». OgHaKo 2009 r. L.M. Nelson npeanoxun BepHyTbcs
K MCNOMb30BaHWIO TEPMUHA «NpeXAeBpeMeHHas HeaocTa-
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TOYHOCTb IMYHUKOB», MOCKOJ/IbKY OH 60/1E€ TOYHO ONUCHLIBAET
COCTOSIHME SAMYHMKOB M y4UTbIBAET BOSMOXHOCTb CMOHTaH-
HOro BOCCTAHOBJIEHMSA UX QYHKLMM [2].

3THOJIOUA

3Tnonormyeckune paktopbl MHA MOXKHO pa3aenntb Ha TPK
rpynnbl. K reHeTM4ecKMM MpuynHaM OTHOCAT HeKOoTopble
XPOMOCOMHbIE HapylleHus, TakMe KakK cuHApPOM TepHepa
N CUHLPOM XPYMNKOM X-XPOMOCOMbI, HaCNeACTBEHHbIE Hapy-
WweHnsa o6MeHa BeLecTB, HanpuMep ranakTolemuio. Takxke
BblAENAOT ATPOreHHble MPUYUHBI (XMPYPruyeckMe BMela-
TeNbCTBa, Jy4yeBas Tepanus, XMMuUoTepanus) U BIAUSHUE
daKTOpOB OKpyKatowen cpeabl (BUPYCbl, XMMUYECKUE areH-
Thbl, paavauunsa n 1.4.) [3, 4].

3HauyuTeNbHylo YacTb NpuymH MHHA coctaBnaioT aytonm-
MYHHbl€ HapyleHusl, BCTpeYyalowmecs ¢ 4yactoton oT 4 go
30% ot Bcex cnyyaeB [MHA [5]. AyTOUMMYyHHas 3TWOSNO-
rMs MOXET ObITb JOKa3aHa npu Hanuinn nMmoeoLnTapHoro
00dopuTa, ayToOaHTUTEN K aHTUTEeHaM SMYHUKOB (@HTMOBaPK-
anbHbIx aHTuTen; AOA), accoumaumm ¢ ApyrMMu ayTOMMMYH-
HbiIMK 3a6oneBaHnsamu. Yaule scero (B 14-32,7% cnyyaeB)
COMyTCTBYOWMUMU 3a6071€BaHNAMMU BbICTYNAIOT HapPyLWEHUS,
CBfi3aHHbIE CO WMTOBWUAHON KeNe30Mn, Takue Kak TMpeonanT
XawunmoTo, runoTnpeos 1 6one3Hb MpenBca [6].

Btopon accouuMnpoBaHHOM Trpynnon ayTOMMMYH-
HblX 3a6ofieBaHMN ABASOTCA 3aboneBaHUs HaANoOYeYHM-
KoB. o pesynbratam wuccnegosaHun, MNMHA passuBaeTcs
y 10-20% nauueHTOoK, cTpajatowmnx 6one3Hbio AaanMcoHa.
HeHWwMmHbl ¢ caxapHbiM guabeToM 1-ro TMNa TaKxe ume-
0T MOBbIWEHHbIK pUCK pasBuTua MHA. NHA MoxeT 6bITb
CcBsi3aHa C pPsaoM Apyrux 3aboneBaHun, TakKMx Kak Lenuna-
KWs, peBMaTouiHbi apTpuT, 6one3Hb KpoHa, cuctemHas
KpacHasa BonyaHka (CKB), Taxenasa muacteHus u paccesiH-
HbIM cknepo3 [7]. Kpome Toro, cneayet yuuTbiBaTb Nt0Oble
NPOSIBIEHNS ayTOMMMYHHbIX 3ab60neBaHUM B CEMEWHOM
aHaMHe3se. B 6onblwon gosne cnyyaeB npuymHa MHA octaet-
Csl HEOMpPEeAeNeHHON, U XeHWnHaM ycTaHaBnMBaeTCa Ana-

rHO3 «Manonatuydeckas MHA», 4To 3aTpygHAET onpeaeneHune
4acToTbl ayTOMMMYHHOWM aTnonoruun MH4A [1, 8].

NMATO®U3UOJIOTMYECKHUE OCHOBDI

AYTOMMMYHHO# NHA

UcToweHne 1 guchyHKUMS DONNMKYNspHOro annapara
ABNAIOTCA ABYMS OCHOBHbIMW MaTOreHeTUYECKUMU Mexa-
HMU3MaMn BO3HWKHOBeHUA [MHA. UcToweHune Gonnunky-
NI0B MOXET OblTb CNeACTBMEM YMEHbLUEHMS Myna OOLMTOB
UK YCKOPEeHHOWM aTpe3unmn Gonnnkynos. Mytauma pelentopa
®CI 1 HeapeKkBaTHasa NOTENHMU3AUMS, CBA3AHHAsA C HUSKUM
KonnyecTBom GONMKYNIOB, @ TaKXe ayTOMMMYHHbIM 00d0-
pUT G6blN NPEeanoXKeHbl B KayecTBe NPUYUH AUCOHYHKLMK
donnukynos [9].

AyTOMMMYHHOE NOBPEKAEHNE AMYHUKOB BbI3BaHO U3Me-
HEHWEM COOTHOLLIEHUS Pa3fMYHbIX TUNOB T-KNETOK WU onoc-
pefoBaHHbIM T-KNeTKaMu MOBPEXAEHWEM, YBENUYEHUEM
ayTOaHTUTENONPOAYLMPYIOWMX B-KNETOK M HU3KMUM KOnye-
CTBOM 3P DEKTOPHbIX CYNPECCOPOB / LUTOTOKCUYECKMUX JINM-
$OoUMTOB, a TaKKe YMEHbLUEHNEM KONUYECTBA U aKTUBHOCTH
€CTeCTBEHHbIX KnnnepoB. Ho Yale AnMYHUKKM noasepratoTcs
HecneunbmyecKom ayTOMMMYHHOM aTaKke, KoTopas cBa3aHa
C ayTOMMMYHHbIMK 3a60/71€BaHUAMU LWMTOBUAHOM Kenesbl,
HaAMOYEeYHNKOB M APYrMx OpraHoB. MccnegoBaHne ayTouMM-
MYHHbIX pPeaKLui NPOTUB KNETOK AMYHMKOB MHOTAA MOXET
6bITb HEaDDEKTUBHBIM METOAOM AMArHOCTUKM, TaK KaK MNMH4A
npegctaBaser co60M NOCNEAHIO CTagMio TOro MAKW MHOMO
ayTOMMMYHHOro 3aboneBaHus. K MoMeHTy o6cnefoBaHus
Y XEeHLMUHbl MOXET OblTb UcHepnaH COOCTBEHHbLIN GONIU-
KyNSipHbIM 3anac W, NPeanooXUTENbHO, YXKEe OTCYTCTBYIOT
@HTUrEHbI-MULIEHN AN ayTOUMMYHHOW aTaKW Ha AUYHMK.
MoaToMy ayTOMMMYHHYIO NpuynHy NMHA MOXKeT 6biTb TPYAHO
06HapyXKUTb peTpocneKkTuBHoO [4, 10].

JInmdouutapHbin oopopuUTt
AyTOMMMYHHbI NUMOLUTaAPHBIK 00POPUT MpeacTaB-
nseT cobor COCTOAHWE, XapaKTepuaylolweecs MOHOHYK/e-
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Premature Ovarian Insufficiency in Patients

with Autoimmune Diseases

Premature ovarian insufficiency (POI), formerly known as premature menopause, is characterized by the loss of ovarian
function in women under 40 years of age. The clinical manifestations of this condition arise due to estrogen deficiency and may
include symptoms such as amenorrhea, oligomenorrhea, vasomotor instability (hot flashes, night sweats), sleep disturbances,
vulvovaginal atrophy, changes in urinary frequency, dyspareunia, decreased libido, and general weakness. This article will
discuss the autoimmune origin of POl and its relationship with other autoimmune diseases. According to statistics, from 4 to 30%
of cases of POl are caused by autoimmune processes. POl often occurs with other autoimmune conditions, such as Addison’s
disease, hypothyroidism, Graves’ disease, Hashimoto’s thyroiditis, and diabetes mellitus, although it can also occur in isolation.
The pathogenesis of POl is associated with hypoestrogenism and the loss of residual follicles, which leads to menstrual cycle
disorders, infertility and a decrease in quality of life. To avoid the long-term effects of estrogen deficiency, hormone replacement
therapy is recommended. Studying the causative factors of POI, the relationship of this condition with other autoimmune diseases
and analyzing existing methods of early diagnosis will ensure more effective management of such patients and increase the

chances of improving their fertility.

Keywords: premature ovarian insufficiency, autoimmune diseases, amenorrhea, estrogen deficiency, premature menopause,
Addison’s disease, hypothyroidism, hormone replacement therapy, cell therapy.
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apHOM MHOWUNbTPALMEN TeKa-KNETOK SMYHUKOB, NpenmyLle-
CTBEHHO B pas3BMBatOWMXCH QONAUKYNax U Kentom Tene,
npu atoM O6bIYHO He 3aTparuMBaloTCd NPUMOPAMANbHbIE
W nepBuYHble Gonnnkynbl [11]. Ha gaHHOM 3aTane SMYHUKK
MOryT 6blTb HOPMaNbHOrO pa3mepa WAu yBenuyenbl [9].
K coxaneHuio, Ha JaHHbIM MOMEHT HET HaJEMKHbIX CbIBOPO-
TOYHbIX MApKePOB ANS AUArHOCTUKM ayTOUMMYHHOI0 00bO-
puta, U ANa NOoCTaHOBKM AMarHo3a Heobxoguma 6Guoncus
AMYHUKOB, KOTOpas CBsi3aHa C onpefeneHHbIMU pUCKaMu
AN NaLMEHTKU 1 B 60NIbLUIMHCTBE C/ly4aeB He PEKOMEHAYET-
¢4 [8]. MoaTomy rucTonaronornyeckoe noarsepxaeHue MNHA
npoBoauTca npumepHo B 10% cnydaeB [12]. YacTo Habno-
[aeTcs HapylweHWe UMMYHHOIO OTBEeTa — KakK K/1eTO4YHOro,
Tak M rymopanbHoro. MMMyHOrMCTOXMMUYECKME MCCNemdo-
BaHUS AMYHUKOB Y MeHWKUH ¢ NMHA obHapyKuBatoT CD4™,
CD8" T-numdouuTapHyto UHOUABLTPaLMID. Takxe Habnto-
JlaloTes HapylweHus cooTHoweHusa CD4*/CD8* u akcnpec-
CWW @HTUIEHOB MMaBHOro KOMMJeKca rmMcToCOBMECTUMOCTHU
knacca Il (MHC 1) rpaHyne3HbiMn KneTkamu. bbino BbiSB-
JIEHO 3HauyuTeNbHOE CHUXKEeHWe copepraHus CD4t, CD25*
T-perynatopoB B nepudepnyeckon KpoBM y NaLMEHTOK
¢ MHYA, a TakKe CHUKeHWe aKkcnpeccun reHa FOXP3, KoTo-
pbI KOAMPYET GENOK, PEryavpylowmnn akTuBaumio peryns-
TOPHbIX T-KNEeTOK. HapylueHne aKcnpeccun atoro reHa npwm-
BOAMT K PA3BUTUIO ayTOMMMYHHbIX 3a6oneBaHui [13, 14].

AHTHOBapuaabHblie aHTUTENA

AOA o6HapyuBatotca y 24-73% nauuMeHToK ¢ noa-
TBepKAeHHoN MHA [15, 16]. OagHaKo M3-3a NPOTUBOPEYMBLIX
JaHHbIX B pasHbiX MCTOYHMKAX TO4Has pacnpoCTpaHeH-
HOCTb OCTaeTCs HESICHOM. Y4YuTbiBasA, YTO MONOXKMTENbHbIN
pesynbtat Ha AOA nony4atoT NOYTU Y OGHOM TPETU KEHLLMH
C HEACHOM NPWYMHOM Gecnnofus, PeKoMeHAyeTcs MpPoBO-
OUTb 06CcnefoBaHUe Kax 4o 6ecniofHON KEHLLMWHbI Ha paH-
HUe cTaguu ayToummyHHon MHA [17].

Yalue BCcero MuLEHbIO aHTUTEN SBAsieTc 6eTa-cyobeam-
Huua PCI [17]. AOA MoryT nosiBNSTbCS 3a rofbl 10 NEPBbIX
KNnHU4YecKknx cumntomoB MHSA [15]. OgHaKo nx ponb B Kave-
cTBe MapKepa NHYA orpaHnyeHHa n3-3a HU3KOKW crnieynduy-
HOCTW CYLLECTBYIOWMNX TECTOB, YTO MPUBOAWT K BbICOKOMY
YPOBHIO JIOKHOMOMNOMKUTENbHbIX PE3YNbTAaTOB U OTCYTCTBMIO
Banuaaumu [18].

AHTUTENa K K1eTKaM, NPoAYyLUPYIOLLUM CTEPOUADI

AHTUTENa K CTEPOMANPOAYLMPYIOLLMM KNeTKaM pasnny-
HbIX 9HAOKPMHHbBIX XKefne3, TaKUX KaK TeKa-KNeTKU AWUYHMU-
Ka, KNneTku Jlengura anyka, KNeTKM Kopbl HaAMNOYe4YHUKOB,
cvHUMTMOTPOdO6GNaCT NNaLeHTbl, M3BECTHbI KaK aHTuTena
K cTeponiHbiM KeTkaMm (SCA) 1 9BNSOTCA NOAUKIOHAbHbI-
MU MMMYyHOrnobynnHammn Knacca G. HekoTopble depmeH-
Tbl, y4acTBylolWMe B NyTAX cTepongoreHesa, npeacraBasior
co60M MULLEHWN 3TUX ayToaHTUTEN. OCHOBHLIMU @HTUIEHHbI-
Mu MuweHssmu SCA aBnstotes 17a-ruapokcunasa (17a-0OH),
pacuwenneHne 6okoson Lenu P450 (P450scc) 1 21-rnapoK-
cunasza (21-0OH), 4To NpMBOAWT K HapyLEHWUIO CMHTE3a CTe-
POMAHBIX TOPMOHOB, B 4YaCTHOCTM 3CTPOreHOB, aHAPOreHoB,
anbfoCcTepoHa n KopTnsona [15].

AYTOUMMYHHbDIE 3ABOJIEBAHUA,

CBA3AHHBLIE C NHA

AyTOMMMYHHbIE€ 3a601€BaHUA WHUTOBUAHOM XKenesbl

AyTOMMMYHHble 3aboneBaHuUs WWTOBUAHOW Xene-
3bl, Yalle BcCero TUPEeouAMT XawwumoTo, MNPUCYTCTBYIOT
y 14-32,7% xeHuwmH ¢ MH4A [6].

Mapkepamu ayToummyHHOro tupeounauta (AUT) BbICTY-
natoT aHTUTeNa K Tupeonepokcuaase (AT-TMO), peuentopam
TUpeoTponHoro ropMmoHa (AT-TTI) n Tupeorno6ynuny (AT-TI).

MexaHn3M, B pe3ynbraTte KOTOPOro NPOMCXOAUT YMeHbLe-
HWe oBapuanbHoro pesepsa npu AUT, NONHOCTLIO He yCcTa-
HoBJeH [19]. B oounTax n rpaHynesHblx KeTKax NpUcyTCTBY-
10T peuenTtopbl K TTI 1 TpunoaTUpoHUHY (T3). TupeonaHble
rOPMOHbI MOAYAMPYIOT BAnsHUE PCI 1 NIOTEMHUIUPYIOLLErO
ropmoHa (JITF) Ha cTepounaoreHes, CTUMYIUPYIOT MOpPdOno-
rmyeckyto auddepeHUMPOoBKY KNETOK rpaHynesbl, a TakKe
B/IMSIIOT Ha CEKPELMIO NPOrecTepoHa U 3CTpaanona XKentbim
TeN0OM 1 CNOCOGHOCTb OOLMTOB K 0NiogoTBopeHuio [20].

AUT cHUKaeT GYHKLUMIO LMTOBUAHON Xenesbl, Hapylas
paboTy runotanamo-runobmsapHo-roHagHon ocu, 1 MOXKHO
caenatb BbIBOf4, 4TO AUT cnoco6eH yMeHblWHUTb oBapualib-
HbI pe3epB. K Tomy e AT-TMO MoryT akTMBMpPOBaTb UMMYH-
HYI0O peakuMio Ha MOBpPEeXAeHWe TKaHW SUYHMKOB, NMOTOMY
YTO aHTUTUMPEOUAHble aHTUTeNa TakKe OOHapyXKuBaloTCs
B GONNMKyNax aMyHnKoB [21].

B nccnepoBaHnn P. Monteleone n coaBT. 6bi10 0OHa-
PYXEHO, YTO YPOBHW AHTUTMPEOWMAHbIX aHTUTEN B CbiBO-
POTKE KPOBW MONOMKMUTENBHO KOPPENUPYIOT C YPOBHAMMU
3TUX aHTUTEN B GONMKYNSPHOM KUAKOCTU. bbina BblABUHY-
Ta runotesa O TOM, YTO, NPOXoAsa remato-dOMIUKYAAPHbIN
6apbep B Nepuoj Co3peBaHus, aHTUTeNa MOryT Bbi3blBaTb
LIMTOTOKCUYECKYIO peaKLuMio U paspylaTb co3peBalolime
ooumTbl [19].

CylwiecTBytoT UccnegoBaHus, B KOTOPbIX 6bl10 06Hapy-
eHo, 4To AUT cBsA3aH ¢ 605ee HU3KOM CKOPOCTbIO OMJo-
LOTBOPEHMUS OOLIMTOB, KMU3HECNOCOOGHOCTbIO 3MOGPUOHOB,
4acTOTOM HacTyn/ieHns 6epeMeHHOCTU U 6oJiee BbICOKOM
4acTOTOM paHHMX BbIKUAbLILEN, 4YTO npegnonaraet Heobxo-
AMMOCTb OLIEHKM OBapuaNibHOIO pe3epBa Y XeHLWWH ¢ aua-
rHo3om AUT [21, 22].

AyTOMMMYHHbIE 3a60/1€eBaHUA HAANOYE4YHUKOB

MpexxaeBpeMeHHas HeLOCTAaTOYHOCTb AMYHMKOB TaKKe
MOXeT 6blTb CBA3aHa C Mopa*keHMem Haano4Ye4YHNKOB 13-3a
HaM4YMA NEepeKpPecTHO pearnpylowmnx ayToaHTUTEN U UX
LEeNCTBUS Ha KNIETKM, OTBETCTBEHHbIE 3a MPOAYKLMIO CTEPO-
naoB. HagnoyeyHMKoOBas HeAOCTaTOYHOCTb MOXET Pa3BUTb-
cay 50% 1 6onee KeHLWMH ¢ ayTOUMMYHHbIMK 3a601eBaHu-
AMK HagnodevyHnkoB [10]. NMOCKONbKY 3TO TAXKENOE U YacTo
onacHoe NSl XM3HWU COCTOSIHWE, OYEeHb BaXHO NPOBOAWTL
COOTBETCTBYIOWMI CKPUHMHI U 06cnefoBaTh GYHKLMIO Haj-
NOYEYHUKOB Y NaLMEHTOK C BbigBNeHHOW [MHA. PaHHuWe
noBbllWeHHble TUTPbl SCA MOryT NpeacKkasatb nocnegytoulee
pa3BuTne ayTouMMyHHou [MHA W, cnegoBaTenbHO, MMELKOT
BaXKHOE KIMHMYecKoe 3HavyeHue [23].

AyTOMMMYHHbIHA NONAUINAHAYNAPHbIN CUHAPOM

PasnunyaloT 4eTblpe TUNa ayTOMMMYHHbIX MNOAMIHAO-
KPWHHBIX CUHAPOMOB — ayTOMMMYHHbIN NOAUTNAHAYNSPHbIN
cuHgpom (AMC) 1-4-ro TMNOB, KOTOpble XapaKTepuaytoT-
Cf ayTOMMMYHHOW aTakon npoTMB ABYX M 6onee 3HAo-
KPUHHbIX OopraHoB. PacnpocTpaHeHHocTb MHA, cBsizaHHOM
¢ AlC, 3aBMCUT OT Kaxkaoro tvna. Camas BbicOKas 3abo-
neBaemMocCTb Habnoganacb y nauneHTok ¢ AMNC-1 (> 40%),
3aTem cnegoBan AlNC-4 (30%), a camas HU3Kas 3aboneBae-
MocTb — npu AlMC-2 (16%) [24].

AyTOMMMYHHO-accoumnpoBaHHas dopma NMHA Bo3HUKa-
eT npu AMC-1, KOTOpbIM BbiI3BaH MyTalMel B reHe ayTouM-
MYyHHOro perynstopa (AIRE), pacrnonoxeHHoro Ha 21-1 xpo-
MocomMe. MyTauunM B reHe Obliv CBA3aHbl C aTakamu
«Ha cebs» [25].

ATNC-2 npeacTtaBnsieT cob6on 60nee pacnpocTpaHeHHoe
COCTOSIHWE, KOTOPOE BKJOYaeT B cebs NepBUYHYIO HaAMo-
YEYHUKOBYIO HELOCTATOYHOCTb, ayTOMMMYHHOE MopaKeHune
LWNTOBMAHOW »enesbl, caxapHbli guabeTt 1-ro tuna u apy-
rne 3abonieBaHuUs, TaKMe Kak LeNvakusa, muacteHus [24].
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Mpn gaHHOM cuHapome annenu HLA urpaloT KayeByto
pofb B aKTUBaLMW ayTOPEaKTMBHbIX T-KJIETOK, KOTOpble
HayMHalOT aTakoBaTb creunduyeckMe TKaHW opraHu3ma.
3T0 NpMBOAMUT K opraHocneundU4eckum ayTOMMMYHHbIM
peakuusam u3-3a yTpaTbl UMMYHHOM TofiepaHTHOCTK [26].
PacnpocTtpaHeHHocTb aHTUMTeNn SCA coctaBuna 60% y nauu-
eHTOoK ¢ AlNC-1, 25-40% — y nauuneHTokK ¢ AMC-2 [15].

AlC-3 nposBnseTcs pasBUTUEM ayTOUMMYHHOIO TUPEO-
nauTa, a TaKXe APYruMU OpraHHbIMU (HESUHHMKOBbLIMM)
aYyTOMMMYHHbIMW MOPaXKeHUMK, HO NPKU 3TOM He Habnaa-
eTCcsa HaanNo4Ye4YHMKOBOW HeAOCTAaTOYHOCTH [27].

AMNC-4 anarHocTupytoT, Korga 6one3Hb AaAMCcOHa CBS-
3aHa C No6bIMU APYrMMU @yTOMMMYHHbIMKW 3ab60/ieBaHu-
AMW, 3@ UCK/IIOYEHNEM TeEX, KOTOopble yKaldaHbl B AlC-1, -2
unu -3 [24].

OQHOBpPEMEHHOE MNPUCYTCTBME HEAOCTAaTOYHOCTHU
AWMYHUKOB M HapanovyeyHukoB npu AMNC noavyepkuBaeT
HEeo6X0AMMOCTb OLIEHKW ayTOMMMYHHbIX 3abofieBaHui
HaAMoO4Ye4YHWKOB M NPU3HAKOB HAAMO4Ye4YHNKOBOW HegocTa-
TOYHOCTM Yy BCeX NaumneHToK ¢ NMHA — gaxe npu oTcyTCTBUM
naToOrHOMOHWYHbIX NpM3HakoB AMNC-1 unu -2. Hanunuune Haga-
novyeyHnKoBbix aHTUTENn (ACA n/unn CYP21Abs) asnaetcs
npeaukTopoM 6yaylwen KIMHUYECKOM HaAno4YeYHWKOBOWM
HepocTaTodHocTM Y 100% aeTen mnajlle 16 net, npoweawmnx
TeCTMpOBaHWe, U NO3TOMY ero cneayet M3amepsaTb y Nto60oro
noapocTKa ¢ MNMH4A [28].

CaxapHbi guaber 1-ro Tuna

PacnpocTpaHeHHOCTb caxapHoro guabeta 1-ro Tuna
(CO1) y 60onbHbIX MHA coctaBnsieT okono 2,5%, cornacHo
UMELLMMCS NUTepaTypHbiM AaHHbIM [29]. CA1 06bI4HO
AnarHoctupyetca Ao nosieneHus cumntomoB [MHA, oaHako
Ha CEeroAHsWHUM AeHb HEeT AOCTaTOYHbIX AaHHbIX, YTOObI
PEKOMEHAO0BATb PYTUHHbI CKPWUHUHI Ha HaauMyuMe conyT-
cTByloLero agnabeTa y nauneHTok ¢ MNMH4A [8].

[pyrue ayTouMMyHHble 3a6oseBaHus,

cBsizaHHble ¢ NMHA

[pyrne ayTOMMMYyHHble 3a6oneBaHus, KOTopble MOryT
HabnogaTbcsa y nauneHToK ¢ MHA, BKAoYaloT B ceba nano-
naTM4eCKyo TPOMBOLIUTONEHUYECKYIO NypPRypy, ayTOUMMYH-
HYIO TEeMONMUTUYECKYID aHEMMIO, MEPHULMOIHYIO aHEeMMUIO,
BUTUAKIO, anoneumto, CKB, peBmaTonaHbIN apTpuT, 60/1€3Hb
KpoHa [6, 30]. YacToTta passutma MNMHA y naumeHTok ¢ CKB
Bapbupyetr ot 0,6 o 43%. lNpumeHeHne UMTOCTATUKOB,
Hanpumep npu nevyeHmn CKB, MOXKeT NpMBECTU K UCToLle-
HWIO GONNMKYNOB, HO AAaHHOE OC/IOXKHEHME MOXHO MpeaoT-
BpPaTUTb, MCMNONb3YyS arOHWUCTbl FOHAAOTPOMUH-PUIUSUHT-
ropMoHa Ans coxpaHeHus depTunbHocTM [31]. MexaHu3m
WX AEVCTBUS COCTOUT B CBA3bIBAHWM C peLenTopamm KNeTok
runodusa, CEKPETUPYIOLMX FOHaLOTPOMHbIE TOPMOHbI, CHa-
4yana npomucxoauT yBennyeHne cekpeuun roHagoTpPornuHOB,
a 3aTeM CHUXKEeHWe, B OTBET 06pa3oBaHUe aCcTpaanoNa Hauu-
HaeT COOTBETCTBOBATbL NOCTMEHoNay3anbHoMy. B peaynbra-
Te AMYHUKM CTAHOBATCS MOXOXM Ha AMYHUKK B Npeny6epTaT-
HOM Mepuoje U MeHblue NoABEPratTcs LUTOTOKCUYECKOMY
addekTy [32]. ViccnegoBaHns nokasanu, 4TO Takue Mpo-
dunakTnyeckne mepbl MOryT Cnoco6CTBOBATb CHUMKEHWUIO
YyacTtoTbl passutua [MHHA, accouMMpoBaHHOW C le4YeHuneMm
CKB uuTOCTaTMKaMM, 10 ypOoBHA B 06LLer nonynsauuu [33].

K/IMHUYECKASA KAPTUHA

KnuHuyeckne cumntombl MNMHA B OCHOBHOM ABASAOTCS
pe3ynbTatoM AeduumuTa 3CTPOreHOB M MOTYT BKJOYaTb
B cebsl aMeHopel WaM ONUMroMeHopeto BcieacTBue UCTO-
LLleHMs oBapuanbHOro pesepBa, BA30MOTOPHYO HecTabuib-
HOCTb (MPWAMBLI, HOYHAs MOTIMBOCTbL), B OCHOBE KOTOPOW

NEeXUT HENPOIHAOKPUHHAS M cocyaucTas aucperynauus
[34]. HepocTaToK 3CTPOreHoB NPUBOAUT K HaApPYyLIEHUIO KPO-
BooGpaleHns n nponmdepatMBHbIX NPOLLECCOB B CU3U-
CTOM W MNOACAU3UCTON 060JI0O4KaxX MOYENONOBbIX MYTEW,
CHWEHMI0 CUMHTEe3a MMMKOreHa, HapyweHuto MUKpodnopbl
BNaranvua v noBblWeHWO pH cpeabl, 4TO CHUXKaeT ecTe-
CTBEHHYIO 3alluTy MNPOTMB NaToreHHom &nopbl, a TaKxe
NMPOMUCXOAMT CHUMKEHUE CEKPETOPHOM PYHKLIMM Kenes Bna-
ranuwa. 3tm paKkTopbl CNOCOBGCTBYIOT PAa3BUTUIO BYSIbBOBaA-
rMHaNbHOM aTPOPUN, UBMEHEHUIO YaCTOTbl MOYEUCTYCKaHMSA
M NOSIB/IEHMIO YaCTbIX PELMANBUPYIOLNX MHDeKLMM [35].

KnvHnyecKaa KapTuHa TaKkXKe NposiBASETCS pacCcTpow-
CTBaMu HacTpOeHUs, BKOYas pa3apaxmntenbHOCTb U 3MOo-
LMOHaNbHyt0 NabuibHOCTb. [lpyrne ropmMoHasbHble Hapy-
WeHMsa, TaKMe KaK HeaoCTaTOYHOCTb aHAPOreHoB, TaKXKe
OKa3blBalOT 3aMeTHOEe BAUSAHME Ha cuMniToMaTtuKy [MHA,
NPUBOAS K CHUMKEHWIO NMBUA0, AUcrnapeyHumn u obulen cna-
6ocTu. HeHuwmHbl, cTpagaowue MNMHA, noagBepxeHbl 6onee
BbICOKOMY PUCKY pPa3BUTUS CEPAEYHO-COCYAWUCTBIX 3abose-
BaHWW, NapKMHCOHM3Ma, OCTEONOpPO3a, AEMEHLMU U CHMU-
YEHUS KOTHUTUBHbIX QYHKLMI [36]. OHM OYEeHb HaCTO HYMX-
[JaloTcqd B MCUMXONOMMYECKOM KOHCYNbTMPOBAHWM B CBS3M
C TaKMMu nNpobaemamu, Kak 6ecnnogue, HU3Kas camooLeH-
Ka, MNOoBblLIEHHAs TPEBOXHOCTb 1 Aenpeccus [37].

KnuHuyecKkoe TedyeHune MHHA yacTo npeactaBnsieT co6om
NPEepPbLIBUCTYI0 U HenpeacKadyemylo QYyHKLMIO SUYHUKOB,
Habnogaemyto y 50% nauMeHTOoK jaxe cnycTs rogbl nocne
NOCTAHOBKM pAnarHosza. [lepemexkatowmecs CnoHTaHHble
OBYNIALMKU, HacToTa KOTOPbIX CO BPEMEHEM yMeHbluaeTcs,
BCTpeyvatoTcs npumepHo y 20% xeHuwuH. OT 5 go 10% nauu-
€HTOK C gnarHo3om lNMHA cnocobHbl 3a6epeMeHEeTb U BbIHO-
CUTb 6epemMeHHoCTb [38].

Ocob6blIt UHTEPEC NPEACTABASIOT KIMHUYECKME NposiBe-
Hua MHA B NogpOCTKOBOM BO3pacTe, Tak Kak OHM ocTaloTes
Manon3dy4YeHHbIMU KaK B OTEYECTBEHHON, TaK U B 3apybex-
HOW nuTepartype.

Mo pe3ynbTaTam MccnefoBaHUs, NPOBEAEHHOMO B OTAe-
NIEHUN TUHEKONOrMM AETCKOro W IOHOLWECKOro Bo3pacTa
drey «HMUL, Armn wmm. B.WN. KynakoBa» (2019-2021 rr.),
ObI/10 BbISIBNEHO, YTO, B OT/IMYME OT KEHLLMH CTapLlero Bo3-
pacTa, y 60/bWKNHCTBA NOLPOCTKOB OTCYTCTBOBAIN TUMMY-
Hble CUMMTOMbI, TaKME KaK Ba30MOTOPHble HapyleHus
1 BynbBOoBarnHanbHasa atpoodus. Tonbko y 13,5% Habno-
Janucb NpUAMBLI XKapa, KOTopble pa3BMBanuCb Ha GoHe
BTOPMYHOM aMeHOopen nocie > 6 Mec perynsapHbiX MEHCTPY-
aumm ¢ meHapxe. OCHOBHble anobbl NaLMEHTOK BKAOYanu
3alepXKKY MOMNOBOr0 Pas3BUTUS C NEPBUMYHOM ameHopeew
(21,6%), BTOpM4YHYIO ameHopeto (> 6 mec) (35,1%), aHomasb-
Hble MaTo4yHble KpoBoTevyeHuns (37,8%), Kotopble B 29,7%
clly4yaeB coyeTanncb C pPeuuanBupylolMMmn GyHKLMOHaNb-
HbIMW KWCTaMK AMYHMKOB [39].

AUATHOCTUKA

OunarHo3s [IHA  ocHOBbiBaeTcss Ha  KpUTepusax
EBponevcKoro o6uectsa no Bonpocam penpoayKLmm 4eno-
BeKa 1 amb6puonorun (ESHRE) n BKkntovaeT B cebss ameHo-
pet UM oNnromeHopeto He MeHee 4 MeC U MOBbILLEHHbIN
ypoBeHb PCI (> 25 ME/n) He MeHee ABYX pa3 C MHTepBa-
nom B 4 Hep. Ecnu ypoBeHb ®OCIT HaxoauTcs B npeaenax
MeHOonay3anbHOro AuanasoHa, TecT cneayeT MOBTOPUTb
yepes3 4—6 Hep BMeCTe € 3CTPAANONOM ANS NOATBEPKAEHUS
runoroHaanama [8].

Mpo6a ¢ NporecTepoHOM MOXET UMETb HEKOTOPYIO Ana-
FHOCTMYECKYIO LEHHOCTb, HO MOXET U BBOAUTb B 3abnyx-
[eHne B cnyvyae, Korga ropmMoHasnbHas akTUBHOCTb SIMYHU-
KOB He MpeKpalaeTcs NoaHOCTbI0. [NoaTomy AaHHasa npoba
He [O/KHa MCMNonb30BaTbCAd BMECTO M3MEPEHUS YPOBHS



rOPMOHOB B CbIBOpPOTKE. [lyTemM MccneaoBaHWs aHTUMION-
neposa ropmoHa (AMI’), nuruéuHa B, OCI, actpagmona (E2)
M KOoNnyecTBa aHTpasbHbiX QONMKYNOB MOXHO OLEHUTb
oBapwuanbHbin peseps [40].

CornacHo pexkomeHpgauuam ESHRE Guideline Group
no MHA, naymeHTkn ¢ MHA OOMKHBI NPOUTU TWaTeNbHOE
o6cnefoBaHne, KOTOPOe BKJOYaET B cebs:

1) XPOMOCOMHbIN aHanus;

2) ayTOCOMHO-FeHEeTUYEeCKoe TeCTUPOBaHME — TOJIbKO
B Cllyyasx, YKasdblBaloWMX Ha CheunmdPuyecKylo myTauuio
(Hanpumep, 6n1edpapodUMO3-NTO3-3NMKAHTYC MUHBEPCYC-
CUHAPOM);

3) TecTupoBaHue npemyTauuun Fragile-X;

4) CKPWUHMHI Ha 210H-Ab (MnM agpeHOKOPTUKasbHbIE
aHTuTena (ACA));

5) CKPWHWHI Ha aHTUTENa K LUTOBUAHOM Xenese.

PYTUHHbBIV CKPUHUHT XeHWMKH ¢ NMHA Ha guabeT unu Hanu-
yne nHbeKun He pekomeHayetcs [8].

AyTOMMMYHHble NpuyuHbl MHA cnepgyet 3anogo3puTb
npu Hannumm AOA, rMCTONOTMYECKMX NPU3HAKOB TMMbOLIK-
TapHoro oodoputa MM Nt060ro ConyTCTBYIOLWErO ayTOUM-
MYHHOro 3a6oneBaHus. OQHaKo AOCTYMHblIE KOMMEpPYECKMe
TecTbl Ha Hannyne AOA ¢ ncnonb3oBaHWEM MMMyHobep-
MEHTHOIO aHanu3a W METOLOB HenpsaMon UMMYHOdNYyo-
pecLeHLmMM LaloT NPOTUBOPEYMBbIE pe3y/bTaTbl U BbICOKUM
YPOBEHb JIOKHOMOJMOXKUTENbHbBIX PE3yNbTaToB, MNO3TOMY
HEKOTOPblE UCTOYHUKU HE PEKOMEHAYIOT MPOBOAUTbL CKpU-
HWUHI Ha aHTUTeNa K oouuTam [5, 18].

MaymeHToK ¢ NMHA HEM3BECTHOM ATUOSIOT UM UK MPU MOJ0-
3pEHWU Ha HanuM4ymMe ayTOMMMYHHOW NaTtoNornMmn peKoMeHay-
eTcs 06¢cnefoBatb Ha aHTUTENa K Hagno4Ye4YHMKam U aHTU-
Tena K wurtoBuaHow xeneae (AT-TMO u AT-TI). MNpun HannMuum
nonoxutenbHoro tecta Ha 210H-Ab/ACA Heob6xoanMa KOH-
cynbTauus 3HAOKPUHONOra C Lienbio 06cnegoBaHns GyHKLUK
HaAMNOYEeYHUKOB W WCKIOYEHUS 6onesHn AgavcoHa [24].
Mpn nonoxutenbHom pesynsrate nccnegoBaHus Ha AT-TIMO
ypoBeHb TTI fo/mKeH NpoBepaTbCs exerogHo. KanHuyecku
naumMeHTkun ¢ NMHA ayToMMMYHHOW 3TUOJSIOMMK UMEIOT U3MEH-
YnBylD QYHKUMIO SUYHWKOB B Te4YeHMe MepBbiX NeT nocne
Havana 3ab6ofieBaHUs, a akTUBHOCTb POJIIMKYIOB BHavyane
MOXeT ObITb HEMOBPEKAEHHOW, O YeM CBUAETENbCTBYIOT
6oniee BblCOKME ypoBHUM AMI Mo cpaBHEHWUIO C ApYyrumu
dopmamu MHA. Taknm 06pas3om, paHHAA AnarHoCTUKa ayTo-
UMMYHHOM MTHA MOXeT ynydwnTb depTunbHocTb [41, 42].

dusunKanbHoe obcnefoBaHne B 60MbWKMHCTBE ClyYaeB
HUYEeM He NpumeYaTesbHO, HO OHO MOXET BbIBUTb NPU3Ha-
KW CONyTCTBYIOLWEro paccTponcTBa. Cneayet o6pallaTtb BHU-
MaHue Ha Takne NPosiBAEHMS, KaK TMNOTEH3US, YMEHbLUEHWE
KonnyecTBa BOJIOC B NOAMbILEYHbIX BNagnuHax M Ha NobKe,
rMnepnurMeHTauus nam BUTUANIO (HTO MOXKET 6bITb CBA3AHO
C ayTOMMMYHHOM HaANO4YeYHUMKOBOW HEeAOCTaTOYHOCTbIO),
yBENYEHNE LWMTOBMUAHON XKenesbl, aK3odTanoM, 6pagukap-
AW UK TaxmKapaus, npexaeBpeMeHHoe NoceaeHne BoaocC
(Npn 3ab6oneBaHUAX LMTOBUAHON Kenesbl), AUCTPODUS HOr-
TEN N KOXKHO-CNU3NUCTbIN KaHanao3 (npu AMC-1), ovyaroBas
asnoneuns 1 ckynosas Cbifb (Mpu Bon4aHke) [4].

MpU rMHEKONOrMYECKOM OCMOTPE O0O6bIYHO BbISBAAIOT
aTpodnyecKkMn BarnHUT. OQHAKO y HEKOTOPbIX MKEHLMH
BblpabaTbiBaeTCqd [JOCTAaTOYHOE KO/IMYECTBO 3cTpaauona
A9 afeKBaTHOM 3CTPOreHn3auun CAn3UCTOM 0600YHKM
Bnaranvua. B 601blUMHCTBE Clly4aeB SMYHUKKU ManeHbKue
W efBa Nanbnupyemble. MHOrAa MOXHO OGHaPYKUTb yBENu-
YeHHble SSIMYHUKK, HaNpUMep B HEKOTOPbLIX ClyYasix ayTouM-
MYHHOro oodopwuta [4]. [pn ayTOUMMYHHOM 00hOpUTE HasU-
Yyne KpynHbIX MynbTUDONINKYISAPHbBIX SMYHUMKOB B COYETaHWUM
C NOBbIWEHHbIM ypoBHEM JII B CbIBOPOTKE KPOBWU MOXHO
OLWMBOYHO MPUHATL 38 CUHAPOM MOSMKUCTOBHBIX AMHHUKOB.

OpHako B Takux cnyyasx 6ygeT He M36bITOK aHAPOreHoB,
a cKkopee feduuunT, CBA3AHHbIM C HapyLWeHMeM MX NPoaykK-
umm [9, 37].

YnbTpa3BykoBoe uccnegoBaHue (Y3W) umeeT orpaHu-
YEHHYI0 LIEHHOCTb B Ka4yecTBe AMarHOCTMYECKOro WMHCTPY-
MEHTa, TeEM He MeHee, OHO MONe3HO ANSA OUEHKU DYHKLMK-
OHaNbHOW AKTUBHOCTU SIMYHMKOB W WCKIOYEHUS APYrux
NPUYUH aMeHopen, NoaTomy Y3U cnegyeT BbINMOMHATb B KaX-
[IOM c/ly4ae HapylweHW MEHCTPYanbHOro umkna [4].

CKPWHUWHI Ha Hanuyve Apyrux ayTOMMMYHHbIX 3abone-
BaHWW, NOMMUMO 6oNe3Hen XawmmoTo n AgaMcoHa, 06bl4HO
He npoBoauTca. HO Heo6Xo4MMO MOMHWTb, YTO AMarHo3
MHA obycnoBnMBaeT NOBbLIWEHHbIN PUCK Pa3BUTUSA U APYTUX
ayTOMMMYHHbIX HapyLleHWH, U cneayeT COXpaHsATb OTHOCH-
TeNbHO HUX HACTOPOXKEHHOCTD [8].

NNEYEHUE

B HacTosiwiee Bpemsi oTcyTcTBYeT 3addeKTUBHOE neve-
HWe, HanpaBfieHHOe Ha BOCCTAHOBJIEHWE HOPMasbHOM
GYHKUMK SM4HMKOB. HOo pa3paboTaHbl MeTofbl NevYeHus,
HanpaBJ/ieHHble Ha yCTPaHEHUE HEKOTOPbIX cumnTomMoB MH4,
CHWXXEHWE pUCKa Pa3BUTUSA OCIOKHEHWI K COMYTCTBYIOLLMX
3aboneBaHun.

3amecTuTenbHasa ropmoHanbHasa Tepanus (3I'T) aBnseT-
csl Hanbonee pacrnpoCTpPaHEHHbIM METO/IOM NEYEHUS XKEH-
wuH ¢ MHA. 3T ynyylwaeT rmMHEKoNorMyecKkoe, couuab-
HO€ W MCUXONorMyeckoe 340p0OBbe MaLMEHTKM, NOBbIWAET
KayeCTBO XWM3HW W CHWXKAET PUCK CepedYHO-COCYAMCTbIX
3aboneBaHUi U octeonopos3a. Ecnu eHumHa ¢ NMHA Hauu-
HaeT npuHumaTtb 3T, oXXnaaeTcs, YTo y Hee BOCCTAaHOBMUTCSA
perynapHbIi MEHCTPYaNnbHbIN LMK, Kpome Toro, oxxuaaercs,
410 3T YMEHbLWNUT APYrMe CUMMTOMbI, TAKME KaK NPUInBbI
M HOYHasA NOTAMBOCTb. 3 T MOXKET NOBbICUTb LWAHChl 3abepe-
MEHETb Y HEKOTOPbIX XeHLWMH ¢ MNMHA 3a cyeT cHuKeHus JI
[10 HOpMabHOro YPOBHS.

B HacTosilee Bpems TpaHcaepMasibHasa UM TpaHcBaru-
HanbHas Tepanus 3CTPaaMOIOM paccMaTpUMBaeTCa B Kade-
cTBe nepsov NuHUM 3T Ang MOnoAbIX XeHuwuH ¢ MHA
WKW paHHen MeHonay3on. Monoable XeHLWMHbI, Y KOTOPbIX
passuBaetcs [MHA, HyxKaaloTca B 4IMTENbHON 3aMeCTUTE Nb-
HOM Tepanuu, noatoMy B naeane 3I'T gomKHaA UMUTUPOBATb
HOpManbHYl0 OYHKLMIO SIMYHUMKOB. BO3MOMXHO MCMNONb30-
BaHWe 3CcTpajauona M BHYTPb, OfIHAKO TpaHcAepMasbHbIN
W TpaHCBarvHasdbHbI NyTW BBEAEHWS MNO3BONSAOT U36e-
aTb OCJIOKHEHWW, TAKUX KaK BEHO3Has TPomMO60O3IM60us
W WHCYNbT, pPa3BMBalOLWIMXCA MNPU NEPBOM MPOXOXKAEHUN
yepes rnevyeHb, YTO MOXKET HabaaTbCs Npu NpUeme 3CTPo-
reHa BHyTpb [43].

B paHOOMM3MPOBAHHOM KOHTPOMPYEMOM MNEpPeKpecT-
HOM uccnegoBaHuu, npoBegeHHoM B 2009 1., ¢ yyacTvem
MOJIOAbIX eHWuH ¢ MHA cpaBHMBanuM cepaedyHo-cocyau-
cTble apdEeKTbl NeyeHns TpaHcaepMasbHbIM 3CTPaanoIoM
B COYETAHMMU C LUMKIMYECKMM NPOreCTUHOM U NIeHEeHUS KOM-
OGUHUPOBAHHLIMW OPanbHbIMW KOHTPaUenTMBaMu. [laHHble
CBWAETENbCTBOBA/M O TOM, YTO NMPUMEHEHKE TpaHcAePMalb-
HOro acTpaguona v BarmMHanbHOro nporectepoHa Kak 3I'T
NPeBOCXOANT KOMOMHWPOBAHHbIE OpasibHble KOHTpaLEenTH-
Bbl, 3HAYMTENbHO yny4yllas rnokasaTenu 3[0pOoBba cepaey-
HO-COCYANCTOM CUCTEMbBI Y MOJIOAbIX XeHWMH ¢ MNMHA [44].

Y 60nblWKHCTBA XeHWMH ¢ MHA mMaTka MHTaKTHa, Noa-
TOMY PEKOMEH[yeMON ropMOHallbHOW 3amMeHOoW SBNSOTCA
KaK 3CTpPOreH, Tak v NporectuH. LIMKAMYecKnMin nporectuH
peKomMeHayeTcs Ana 3awmnTbl aHAOMeTpUs [8].

OednumnT TecTocTepoHa MOXKET YCUIUMBATbL CUMMNTOMATH-
Ky MHHA, noatomy cyuwecTByeT MHTEPEC K U3YYEHUIO PUCKOB
M NPeENMYLLECTB 3aMeCTUTENIbHOM TeparnumM TeCTOCTEPOHOM
B 3TOM nonynaumu. B HacTosiLiee BpeMs HeJ0CTaTOYHO [1I0Ka-
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3aTenbeTB, YTOObl PEKOMEHA0BATb AUArHOCTUKY WK neve-
HUe aedurLnTa TECTOCTEPOHA Y XKEeHLWUH, aaxe c NMHA [45].

OernapoannangpoctepoH (AM9A) — 3TO 3HAOrEeHHbIN
aHApPOreH, KOTopblM BblpabaTbiBaeTcs SIMYHUKAMKU W Haj-
noYyevyHMKamu, ydactByeT B OMNMUKYNOreHe3e SAWYHUKOB.
B oT/n4Me OT XKEHLIMH C HOPManbHbIM LMKAOM, Y NALMEHTOK
¢ MHA onpegenstotcsa 6o/1ee HU3KKME YPOBHU aHAPOCTEHANO-
Ha, OAHAKO MMEIOLLMECS Ha AaHHbIN MOMEHT UCCNeoBaHusA
He NOATBEPXKAAIOT HEOOGXOAUMOCTU PYTUHHON 3aMeCTUTENb-
HoW Tepanuu Ar3A y xeHwmH ¢ MHA [45, 46].

Mcnonb3oBaHWe NpefHM30M0Ha MAM LeKcameTa3oHa
ana nopasnenns AOA KAMHMYECKM He MoKasaHo, MoTomy
4TO OHM NOBbLIWAOT PUCK PA3BUTUS OCTEONOPO3a U ATPOreH-
Horo cuHapoma KywuHra [47].

[MocKonbKy *eHWMmHbl ¢ MHA noaBepKeHbl MOBbILWEH-
HOMY PWMCKY OCTEONOpO3a, OHU LOMIKHbI EXEAHEBHO MNpwu-
HUMaTb oT 1200 go 1500 mr Kanbums (C nuwen u gobaBKa-
Mu/npenapatamu Kanbuns) 1 1000-2000 ME ButamuHa D
[48, 49]. eHuwmHam ¢ MNMHA TaKkKe cneayeT pekoMeHaoBaTb
OTKa3 OT KypeHus, BeAeHWe aKTMBHOro obpasa KW3HU
W nogaepaHune onTMManbHOro Beca ANs YyMEHbLUEeHUs Hera-
TUBHbIX NOCNEACTBMI TMNo3cTporeHuu [8].

AKTUBHO uccnegyeTcs noTeHuMan CTBOMOBbIX KIETOK
B Tepanuu MHA. YyeHble HegaBHO COOOLMIN, YTO TPaHC-
niaHTaumMs CTBOMOBbIX KNETOK yayywaeT QYHKLMUIO SUYHM-
KOB 3a CYET YBENMYEHMS IKCNPECCHUN POACTBEHHBIX FOPMO-
HOB M NpeaoTBpalleHUs anonTo3a rpaHyne3HblX KIeToK.
B vccnegoBaHMKM Ha Mbllax U Kpbicax NOKa3aHbl ycuneHne
donnmKkynoreHesa, CHUKEHME anonTo3a rpaHyne3HbIx Kie-
TOK M Apyrue nonoxuTenbHble apdeKTbl, CBA3aHHbIE C BOC-
cTaHoBNieHneM GYyHKUMK AUYHUKOB [50]. Y4eHble ncnosnbay-
0T HECKOJIbKO BMAOB CTBOJIOBbLIX KNETOK: aMHUOTUYECKME,
noJly4eHHble 3 MEHCTPYaNbHOM KPOBMW, ME3EHXUMaNbHbIE
CTBOJIOBbIE KNETKM M3 KOCTHOIO MO3ra u Me3eHxMManbHble
CTBO/IOBbIE KJIETKM M3 NnaueHTbl [51]. OgHako Heobxoam-
Mbl AOMNOJSIHUTENbHbIE UCCNIef0BaHKS, YTOObl pa3paboTaTb
naeanbHyl0 KAETOYHYI0 Tepanuilo AN Ka)XAow nauueHT-
KM M CHU3UTb PUCK MMMYHHOIO OTBETa Ha TpaHCNIaHTH-
pOBaHHble anjoreHHble CTBOMOBbLIE KNETKU. HepaBHue
KIMHWYECKMe pes3ynbTaTbl MNOKa3blBaloT, YTO TpaHCniaH-
Tauua CTBONOBLIX KNETOK NOBbIWAaeT GPYHKLUMIO AMYHUKOB,
0 YeM CBMAETENbCTBYIOT BO30OHOBEHWE MEHCTPyaLUH,
perynimpyemblit YypOBEHb FOPMOHOB W, B PEAKMUX Ciay4asy,
cnocobHocTb 3abepeMeHeTb. Ho B AaHHble uccnepoBa-
HUS HEe BK/OYaNM NauMeHTOK ¢ ayTOMMMYHHbIMKU 3abone-
BaHWAMM, PaKOM MOJIOYHOW Kefe3bl, PakoM SUYHWUKOB,
BTOPUYHOM HELOCTAaTOYHOCTbIO SIMYHMKOB M3-3a runota-
NnaMmnyeckmx npobaem, UHOEKLMOHHbIMK 3a60neBaHUAMMU,
BKtoYasa BUY nnu renatut, n pedektamm reHos [52, 53].

BarkHOM nNpo6reMon OCTaeTcs COXpaHeHWe penpoayk-
TUBHOM GYHKLUMM NALMEHTOK, B OCOOEHHOCTM [EBOYEK.
OaHaKo BO3MOXHOCTU COXpaHeHWUs GepTUAbHOCTU Y IOHbIX
naumeHToK ¢ MHA orpaHnyYeHHbl BCELCTBUE CEKCYyanbHOM
M NCUXOCOLManbHOM He3penocTn. Ha aaHHbIM MOMEHT KpHo-
KOHCEepBaLWA TKaHW MYHUKA, TO eCTb NnofyyeHne dparmeH-
Ta KOPKOBOrO BeLLECTBa C €ro nocnegyrolwen oTCpo4eHHom
TpaHcnaaHTauMen, — meTtoa Bolbopa y npe- 1 noctnybeptat-
HblX 4€BOYEK, TaK Kak Npu UCNoNb30BaHWM AaHHOro MeToga
He TpebyeTcs NPoBEeAEHUS CTUMYNSALMU AUYHUKOB [54].

3AK/TIOYEHUE

Puck passutua MNMHY B Bo3pacTte go 40 net cocrtaBnser
1%, 1 ayTOMMMYHHbIE NPOLLECCbl MOTYT ObITb MPUYNHON OT 4
40 30% cnyvyaeB 3a6oneBaHus. AUYHUKM YaCTO CTAHOBATCSH
MULUEHbBIO AN51 ayTOMMMYHHOM aTaku, NO3ITOMY ayTOMMMYH-
Hyto npupoay MHA cnegyet paccmaTpmBaTh NPU BbIBEHUU
AOA, HanMyuu pasnn4YHbIX AYyTOMMMYHHbIX 3aboneBaHui

B aHamMHe3e unn numdoumnTapHoro oodoputa B GMONCUM.
HecMoTpsi Ha 3HAYMTENbHYIO Hay4YHYO PaboTy, TOYHas Npwu-
poAa MONEKYNSPHbIX MWULIEHEN, OTBETCTBEHHbIX 3a 3TOT
ayTOMMMYHHbIM NPOLLECC, OCTaeTCs HEACHON. MccnefoBaHus
AOA vMetoT NpoTMBOpPEYMBBLIE pedynbTaTbl, 0THACTU M3-3a
pasnnynMin B Mmetogax 06Hapy»KeHUs, reTeporeHHOCTH Nauu-
E€HTOK M KOHTPONbHbIX FPYNM, a TaKxe OTCYyTCTBUS TeCTOB
C BbICOKOM CneuudUYHOCTbI0 U HYYBCTBUTENbHOCTbIO. JTOT
daKT nantocTpupyeT NoTpe6bHOCTb B TOYHbIX AMArHOCTUYe-
CKMX WMHCTPYMEHTax Ana uaeHTuduKaumm cneumduyeckunx
@HTUIEHHbIX MULIEHEN U CBA3AHHbLIX C HUMWU ayTOaHTUTEN.

MHA MoXKeT 6bITb U30/IMPOBAHHOM, HO YaCTO acCOLUMUPO-
BaHa C ApYrMMW ayTOMMMYHHbIMK 3a60fieBaHUAMNU. BaxHO
NPUHUMaTb BO BHWMaHWE Apyrve ayTOMMMYHHble naTono-
MK BCAKWUM pas, Korga pacno3HaeTcs uau nogo3peBaeTcs
MHA, n NpoBOANTb COOTBETCTBYIOWMIA CKPUHUHI. Cneayet
OTMETUTb, YTO B HAcTosILLEe BPEMS HET TaKOM Tepanuu ayTo-
MMMYHHOM TMHA, KoTopas 6bl BocCcTaHaBAuBana QyHKLUMIO
SAMYHUKOB. Ha AgaHHbIM MOMEHT MauuMeHTKaM Heobxoauma
3amMecTuTe/lbHaa ropMoHasbHas Tepanus, Kotopas nomo-
YKET CHU3UTb TAKECTb CUMMTOMOB M PUCK OCNOXKHEHWUIN.
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