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AHHOMauyun

AxmyaavHocmy. IIpexieBpeMeHHasA HeJOCTaTOYHOCTD sUNYHUKOB (ITHT) — 5T0 cocTosAHue, XapakTepusyloleecs IoTepell GYyHKIUHU SHIHUKOB y
JKEHIIIH B BO3PACTe /10 40 JIET, BO3HHKaoIee Ha (poHe AuchYHKIMY WIN UCTOIIEHU (POJUTUKYIIOB IMYHUKOB, YTO IIPUBO/IUAT K OJIUTO-/aMeHopee,
THIIEPTOHAZIOTPOITHOMY THIIOTOHA/IU3MY U GECIIONHUIO.

IJeaw. N3yuuTs r106aibHy0 pacupocrpaneHHocTs [THS, paccmoTpers mpo6ieMbl U TEPCIIEKTUBBI JAHHOW MATOJIOTHH.

Mamepuaavst u Memoout. [[jis1 HAKUCAHK JAHHOTO 0630pa ObLI OCYIIECTBIIEH ITOUCK OTEYECTBEHHBIX U 3apyOEXKHBIX IIyOJIUKAIUN B POCCHIi-
CKHUX U MeXIyHapOAHBIX crucreMax rnoucka (PubMed, eLibrary u np.) 3a nocieznue 10 jieT. B 0630p BKJIIOUEHBI CTaThU U3 PEIIeH3UPYEMOH JIN-
TepaTypshl.

Pe3yavmamut. B 0630pe npe/icTaBieHbl JaHHbIE O TPYJHOCTsX Bepudukanuu quarsoda ITHS, 06ycI0BIeHHBIX cOUeTaHHEeM JIaHHOM [IaTOJIO-
UM ¢ OECIIOANEM, JIOJITOCPOUYHBIMY HETATUBHBIMU [OCJIEACTBUAM JIJIS1 3/[0POBbsI, BKIIIOUAsl YBEJIHUEHUE CEPEeIHO-COCYIUCTIX 3a001eBaHIH
(apTepuasbHOU HIIEPTEH3UH), CHIKEHIE MIHEePaJIbHOM IJIOTHOCTH KOCTHOM TKaHU (0cTeornopos) u T.7. [IpecTaBieHs! STHOIOTHUecKre (ak-
TOPBI U natoreHe3 npoucxoxaeHus [THA. O6ocHOBaHbI COBpeMEHHbIE METO/IbI €€ ITUATHOCTUKU U KOPPEKIIUH.

Bbt800bt. MHOTOUNC/IeHHBIE HAYUHbIE ITyOIUKAI[UY TOATBEPIKAAIOT HAIMYNE BINAHNA (PAKTOPOB OKPY’KAIOIIEH Cpe/ibl Ha IPeXK/IeBPEMEHHYIO
OBapHAJIbHYIO HEZIOCTATOYHOCTD U CTapeHUe SMYHUKOB, YTO KPaliHe BaYKHO B KOHTEKCTE OOIIECTBEHHOTO U KIIMHUYECKOTO 3/[paBOOXpaHeHust. Bbl-
siBJieHne (DaKTOPOB PUCKA TIOMOXKET pa3paboTKe IieJIeHANIPABIEHHBIX U CTPATETNIeCKUX IUIAHOB IPO(IIAKTUKY U JiedeHus1. Bosiee Toro, aTu 3Ha-
HUSL MOTYT CIIOCOOCTBOBATH YKPEIJIEHUIO PENPOAYKTUBHOTO 3/I0POBbS 1 MUHHMH3AIHH BO3/IEHCTBHSA BPETHBIX (PaKTOPOB OKPYIKAIOIIEH CPe/IbL.
Knaouesuste caoea: npex/ieBpeMeHHas HeIOCTaTOYHOCTh IMYHUKOB, O€CIIOzHe, Cep/IeYHO-COCYCThIE 3a00I€BaHNUs, OCTEOIIOPO3, 3aMECTH-
TeJIbHAs TOPMOHAJIbHAS T€PAIIH, SCTPOTEHBI.

Jlas yumupoeanus: Ilecrpukosa T.1O., FOpacosa T.U. [IpexxieBpeMeHHas HEOCTATOYHOCTh SMYHUKOB: IIPOOJIEMBI U IIepCIEeKTUBHI (0630p
srepatypsl). Kaunuueckuil pazbop 8 obweit meduyure. 2025; 6 (11): 124—-130. DOI: 10.47407/kr2025.6.11.00722
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Abstract

Relevance. Premature ovarian failure is a condition characterized by loss of ovarian function in women under 40 years of age, occurring against the
background of dysfunction or depletion of ovarian follicles, which leads to oligo/amenorrhea, hypergonadotropic hypogonadism and infertility.
Objective. To study the global prevalence of premature ovarian failure, to consider the problems and prospects of this pathology.

Materials and methods. To write this review, a search was conducted for domestic and foreign publications in Russian and international
search systems (PubMed, eLibrary, etc.) over the past 10 years. The review included articles from peer-reviewed literature.

Results. The review presents data on the difficulties in verifying the diagnosis of premature ovarian failure due to the combination of this pathol-
ogy with infertility, with long-term negative health consequences, including an increase in cardiovascular diseases (arterial hypertension), a de-
crease in bone mineral density (osteoporosis), etc. The etiological factors and pathogenesis of the origin of premature ovarian failure are present-
ed. Modern methods for its diagnosis and correction are substantiated.

Conclusions. Numerous scientific publications confirm the influence of environmental factors on premature ovarian failure and ovarian aging,
which is of great importance in the context of public and clinical health. Identification of risk factors will help to develop targeted and strategic
plans for prevention and treatment. Moreover, this knowledge can contribute to the promotion of reproductive health and minimization of expo-
sure to harmful environmental factors.
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H pexaeBpeMeHHasA HeJAO0CTAaTOYHOCTh AWYHHUKOB
(ITHA) — 3TO cocToAHNE, XapaKTepU3YIOIeecs oTe-
pe¥t GyHKIUU SHYHUKOB V )KEHIITUH B BO3pACTe 0 40 JIeT
[1]. ITHS Bo3nukaer Ha ¢oHe AUCHYHKIIUYN UJIH KCTOIIE-
HUA (OJUIUKYJIOB SIMYHUKOB, YTO IPUBOJUT K OJIUTO-
/amMeHOpee, TUIEPTrOHAJ[OTPOIHOMY THUIIOTOHAJU3MY H
6ecrmonuto [2]. ITo manubIM EBpomelickoro obliecTBa pe-
nponyknuu u smopuosoruu (ESHRE), nuarHocTuueckue

kputepuu ITHS BKIIOYAIOT OJIUTO-/aMEHOPEIO B TEUEHHE
He MeHee 4 MeC U YPOBeHb (POJUIHKYIOCTUMYJIUPYIOIIETO
ropmona (®CT") >25 ME/n B 2 ciy4yasix ¢ HHTEPBAJIOM He
MeHee 4 HeJ B Bo3pacrte 70 40 Jiet [3]. OueHKa oBapuasib-
HOTO pe3epBa 0 OHOXMMHYECKHUM IT0KA3aTessIM, TaKUM
KaK KOJIMYECTBO aHTPaIbHBIX (HOJIIMKYJIOB U YPOBEHD aH-
TUMIOJIEpOBa TopMoHa (AMTI) B CHIBOPOTKE KPOBH [4], He
ABJIsETCA 0053aTeJIbHOM [JIS IIOCTAHOBKU JUAar€Hosa, HO
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MOKeT ObITh NH(OPMATHBHOHN IIPU IUIAHUPOBAHUU Oepe-
MeHHOCTH [5].

nunaemvonoruna

ITo JaHHBIM pa3HbIX AaBTOPOB, 00111ast IJI006aIbHAS PACIIPO-
crpaneHHocTh [THS cpeaut skeHIUH cocTaBuia 3,5—3,7% [2,
6—8], a 10 HEKOTOPBIM JIAHHBIM — 2—4% [9]. ITO 3aBUCHT OT
STHUYECKOHW MPUHAJJIEKHOCTH JKEHIIUHBI, YCJIOBUN BHEIII-
Hell Cpefibl, 3TUOJIOTHH 3a00JIEBaHUS U JPYTUX (HAKTOPOB.
910 3ab0eBaHmMe TeTeporeHHOH strostoruu. ITHS Berpeua-
ercsa 0 10% B CTPYKType PasjIu4HBIX (OPM aMeHODeH.
Cpenu >KeHIIMH ¢ IeEPBUYHON ameHopeel yacrora ITHA co-
crasisieT 10—28%, co BTopuuHOH — 4—18% [10].

CorjiacHO ps/ly HUCC/IeIOBAHUM, PACIPOCTPAHEHHOCTH
ITHA cpenu >KeHIUH C ATPOTEHHOW ATHOJIOTHEH COCTaB-
JisteT 11,2%, 3a Hel CIIeAYIOT ayTOUMMYHHbIE 3a00J1€BaHUs
(10,5%). Pactipocrpanennocts [THS 110 pernonam Mupa co-
cTaBiseT 11,3%, IpU 3TOM CaMblil BBICOKMH IOKa3aTellb
6bL1 3aduKkcupoBaH B CeBepHOI AMepuKe, 3a HEH ciielyer
I0xHas Amepuka (5,4%). Pacupocrpanennocts ITHS B
Pa3BUBAIOIINXCSA CTPAHAX PABHSIETCA 5,3%, UTO BBIIIIE, YUEM
B Pa3BUTHIX CTpaHax (3,1%). 3a mocaeHIe 20 JIET pacupo-
crpaneHHOCTh I[THfl mmeeT TeHMEeHITUIO K pocTy (p>0,05)
[7, 11].

ITo maHHBIM MeTaaHaJIN3a 2019 T., PACIPOCTPAHEHHOCTh
I[THA u panHell MeHONAy3bl CPEAU €BPOIEHCKON MOIyJIsA-
WU JKEHIIUH IPOrPECCUBHO PACTET U K HACTOSIIEMY Bpe-
MEHH JIOCTUTAET 3,7 U 12,2% COOTBETCTBEHHO [12].

Pacnpocrpanennocts ITHA B 3aBucuMOCTH OT Bo3pacra:

* 10 20 JIET — 1:10 000;

* K 30 ToZiaM — 1:1000;

* K 35 roziam — 1:250;

* K 40 TOZaM — 1:100 [13, 14].

3Tnonorva n natoreHes

Xots 6osiee nostoBuHEI crydaes [THS asasaores npnona-
TUYECKUMH, Te€HeTUUYeCKHe (AKTOPHI HTPAIOT KIUYEBYIO
POJIb BO BCEX CJIyYasix C N3BECTHBIMU IPUUUHAMHU, COCTaB-
JIsIst IPUMEPHO 20—25% oT ob1mero uucia [15].

[TepBOe MecTO 3aHUMAaeT HACJIEZICTBEHHOCTh: €CJIN Y Ma-
Tepu ObLIa JaHHas MpobJsieMa, TO C BHICOKOH /10JIel BEpO-
SITHOCTY OHA BO3HUKHET U Y €e JI04epu. ITOT (HAKTOP BBI-
3BaH HapyIIEHHEM B IMOJIOBOH X-xpomocome. VIMeHHO B
Hell HaxOJHUTCA OOJIBIIMHCTBO TE€HOB, OTBEYAKIIUX 3a
(yHKIIMOHUPOBaHUE PEMPOIyKTUBHOU cucTeMbl. ITpu Xpo-
MOCOMHBIX aHoManusax [THS 3anporpaMmMupoBaHa reHeTH-
4eckHu [16].

Ha Bropom mecre cpenu npuduH nosasaenusa ITHA — ne-
TaTUBHOE BJIHSAHHE (PAKTOPOB BO BpeMA BHYTPUYTPOOHOTO
pa3BUTHs, KOT/Ia y JIEBOYKH UJET 3aKjIazika (HOJUIHKYJIOB
(gactu stmunuka). [Ipuem GepeMeHHOH KEHIIUMHON aHTH-
OWOTHUKOB W JIDYI'HX IPENapaToB, KOTOPble He PEeKOMeH-
JIyIoTCs1 Ipyu GepEeMEHHOCTH, IepEHECEHHOE IIPOCTYHOE 3a-
6oJieBaHUE — BCe HTO HAKJIA/IBIBAET OTIIEYATOK Ha PEIpo-
JIYKTHBHOE 3/I0POBbE JIEBOYKH.

Ha TperbeM MecTe — OllepaTHBHOE BMEIIATeIbCTBO, Ha-
MpUMED yIaJIeHUe SUYHUKA WK €T0 YacTU (Pe3eKIHs Y-
HHUKa), OIepaIys M0 yIAJIEHUIO KUCThI, 00pa30BaHUS WU
SH/IOMETPUOUHOTO oyara Ha audyHukKe. [locie ymaneHus
OHOTO AMYHUKA BTOPOU PabOTaeT YCUJIEHHO, HO 3TOTO OBI-
BaeT HEJIOCTATOYHO, BIOCJeAcTBIY pa3BuBaercsa [THA [17].

Ha uerBeprOoM MecTe — ayTOMMMYyHHBIE 3200J€BaHUA.
B opranuzme BpIpabaThIBAIOTCS AHTUTENIA, KOTOPBIE Pa3py-
IIAI0T AUYHUKH.

BonpmuncrBo npuumH IIHA ocraioTca HeompeneseH-
HBIMU, O/THAKO, 110 OIleHKaM, OT 4 /10 30% CJIy4aeB UMeIoT
ayTOMMMYHHOe IporcxokieHne. [I0CKoIbKy AMYHUKU SAB-
JISIIOTCS] YaCTOW MHUIIIEHBIO /11 ayTOUMMYHHBIX aTak, BCe-
r7a cjaeAyeT paccMaTpUBATh ayTOMMMYHHYIO STHOJIOTHIO
ITHS1, ocoOeHHO MPY HAJIMYUU AaHTHOOIUTAPHBIX aHTUTEJI,
ayTOMMMYHHBIX 3a00JIeBaHUN WU JUM@POIUTAPHOTO
oodopura B 6moncuu. ITHA moxxer Berpedarbess H30IHPO-
BaHHO, HO YaCTO ACCOITUUPYETCA C JIPYTUMH ayTOUMMYH-
HbIMH 3a6osieBaHuAME. HanbGosiee yacTo BCTpedaroTes Co-
MyTCTBYIOIME 3a00JI€EBAHVS [UTOBUIHON JKeJIe3bl, TAKUE
KaK THUIOTHUPEO3, THUPEOUJUT XalmuMOTO U 00JIe3Hb
IpeiiBca. AyTouMMyHHBIE 3a00JI€BaHUS HAATIOYEYHHKOB
SIBJISTIOTCSL. BTOPBIMHU 110 YacTOTe 3a00JIeBaHUAMU, CBSI3aH-
ubiMu ¢ ITHSA. Cpenu skeHIUH ¢ caxapHbIM auaberom ITHS
pasBuBaercsa NpuUMepHO y 2,5%. Kpome Toro, ayro-
UMMYyHHO-00ycioBnenHass ITHf wmoxer Takke OBITh
YaCThI0 ayTOUMMYHHOTO TTOJTUTVIAHAY/IIPHOTO CHHIPOMA —
COCTOSTHUSA, TIPU KOTOPOM ayTOMMMYHHAsl aKTHBHOCTH BBI-
3bIBaeT creruduueckoe MOpaKeHHe SHAOKPHUHHBIX Opra-
HOB. B cBoeM Hanbosiee 4acTOM MPOsIBIIEHUU (THUI 3) ayTo-
MMMYHHBIN TOJIUTJIAH/TYJISIPHBIA CHHAPOM CBA3aH C aHTH-
TeJIaMHU K IIUTOBHUIHOM JKeJjie3e TUIA XaITuMOTO U UMEET
pacrpocTpaHeHHOCTh 10—40% [18].

IIpoBomupyoomumu GakTopaMu MOTYT CTaTh IIepeHeceH-
Hble paHee HHQEKINH, CTPeCChl, IKOJI0THA U Jp. Takke ma-
ryOHO BJIMSIIOT HA JKEHCKYIO PEPOYKTUBHYIO CHCTEMY ajl-
KOTOJIb U KypeHue [19].

IMoanep:xuBath GQYHKIIUIO IMYHUKOB OUYE€Hb BAXKHO JJIS
JKeHITUHBI. KOHTpPOJIMPOBATh JTAHHBIN IIPOIECC HYKHO C
mostofoctu. Ctporas auera, Majas mMacca Teja, OTKas OT
TIUIIU — BCE 3TO IPUBOAUT K Pa3pyIIeHUI0 HOpMaJIbHOMU pa-
OOTHI AMIHUKOB, IIPOUCXO/IAT UX Pa3PyIIEHNE U CHIDKEHUE
dyHKIIIH.

Ha 7-i1 Hestesie BHyTpUYTPOOHOTO PA3BUTHSA B OPTaHU3ME
JIeBOYKU GOPMUPYIOTCA AMYHUKU. B HUX B 3aBUCHMOCTH OT
TeHETUKHN 3aKJIa/IbIBAeTCA OIpesieIeHHOe KOJIUYECTBO
SINIEKJIETOK, OOBIYHO OKOJIO 1 MJIH. VX YHCJIO CO BpeMeHEM
COKpalaercs, Tak Kak HOBble AHIeKIeTKH 1ocsae GopMu-
poBaHUs pe3epBa y:Ke He 00pa3yIoTcs, a yKe CYIIECTBYIO-
I[A€ BBIZIEJIAIOTCS B OBYJIAIIUUA U TIOCTEIIEHHO OTMHPAIOT.
ITOT €CTEeCTBEHHBIM MPOIECC HMPUBOAUT K TOMY, UTO K
45 TOIAM MX KOJIMUECTBO CHIDKaeTcs. [1o3ToMy maHHBIN
BO3PACT CYHUTAIOT OKOHYAHUEM PENPOAYKTHUBHOTO IIe-
puoza. Kak ToypKo 3amac SUIeKIeTOK UCCAKAET, SUYHUKHI
MEePECTAOT BHIPAOATHIBATH KEHCKME I10JIOBbIE TOPMOHBI,
eXeMeCcsSYHbIe MEHCTPYaIliy MIPEeKPAaIaTcsa U HACTYIIaeT
kauMakc (MeHoraysa) [20, 21].

CrnenoBarenbHo, ITHA pasBuBaeTca B CBA3U CO 3HAUU-
TeJIbHBIM CHI?KEHHEM KOJINUeCTBA AUIEKJIeTOK /10 HACTYI-
JIEHUA WJIN BO BpeMs PelpOAYyKTUBHOTO Mepruozia. ITO MO-
JKeT ITPOU30UTH M3-32 TEHETUYECKUX HAPYIIEHUN, BO3/IeN-
CTBUSI HA SSUYHUKHA BPEIHBIX (DAKTOPOB B T€UEHHE JKU3HU
(TOKCHHBI, aJIKOTOJIb), OMEPAIUA U ayTOUMMYHHBIX 3a00-
JIeBaHUM [14].

Takum oO6pa3oM, Bce BpPeIHBIE BEIIECTBA, KOTOPHIE BO3-
JIEAICTBYIOT Ha PENPOYKTUBHYIO CHCTEMY, HAIIPSAMYIO 001a-
JIAI0T [IUTOTOKCHUYECKUM JIEHCTBUEM, T.€. OHH Pa3PyIIAIOT
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KJIETKU. B CBA3HM C 3TUM KOJIUYECTBO AUIIEKIIETOK CHIKA-
€TCS TOPA3/I0 paHbIle, a GYHKINA ANIHUKOB yXy/IIIAeTCs,
CJIeI0BATEIbHO, CHHTE3UPYETCSA MEHbIIIe 3CTPOTreHoB. Bee
5TO IPUBOAUT K pazsutuio ITHS [22].

CorJIacHO UCCIIEZIOBAHUIO 2023 T., OMYyOJINKOBAHHOMY B
xxypHane «Cell», Takve (akTOphbl, KaK OKUCIUTEIbHbBIN
crpecc (OC), muchyHKIUs MHUTOXOHJIPUH, XPOHUUECKOE
BOCIIaJIEHUE U YKOPOUYEHHE TeJIOMEP, B COBOKYITHOCTHU CIIO-
COOCTBYIOT CTapeHHI0 SUYHUKOB, HANPSAMYIO BJIHAS Ha
JKeHCKyI0 (epTunbHOCTb. Cpeiu 3THUX (HAKTOPOB MHUTO-
XOHApUaIbHAA JUCPYHKIUA UTPAET KJII0UEBYIO posib. K oc-
HOBHBIM XapPaKTEPUCTUKAM CTaPEHUS SUYHUKOB OTHOCATCSA
CHIKEHUE KOJIMYECTBA W KAUecTBAa OOIIUTOB, KoyieOaHUA
YPOBHSI TOPMOHOB U CHIDKEHHE (DYHKIIUHM TPaHYJIE3HBIX
kJeToK. VccnenoBaHusa MOKa3aad, YTO MUTOXOHJIPUU
BIUSIOT Ha (epTUIbHOCTb, PETYJIUPYS SHEPTeTHYECKUH
Metabou3M KieTok, ycuaubas OC, BbI3bIBast MOBPEXKIE-
Hue mutoxoHapuasibHon JIHK u Biausia Ha pusuosioruye-
CKyI0 (DYHKITHIO TPaHyJEe3HBIX KJIETOK SWYHUKOB, IOCTe-
IIEHHO CHUKAasl OBapHUaJIbHBIA pe3epB. I[IpOUCXOAUT CHUKE-
HUE aKTUBHOCTH MHUTOXOHJI[PUM HAa BBIPAOOTKY SHEPTHUU B
OOIIUTAX U T'PAHYJIE3HBIX KJIETKAX, HAKOIJIEHNEe aKTHUBHBIX
dopm xkucnopona (AOK) 1 KOHIIEHTPAIINIO NOHOB KaJIITHA,
YTO CIIOCOOCTBYET MPOIIECCY CTAPEHUA SUYHUKOB [23].

Hopmasbabsie ypoau AOK UrparoT BaXKHYIO POJIb B Pery-
JIInUA pocTa QOJUTUKYJIOB, aHTHOTEHe3a M CHHTE3a I0JIO0-
BBIX TOPMOHOB B TKaHH sSINYHUKOB. OZlHAKO HapylieHue 6a-
aadca Mmexjay AOK v aHTHOKCUIaHTAaMU MOKET BBI3BATh
cepresHble nocsezcersusa OC, a Tak:ke CHU3UTDb KOJIMYECTBO
U Ka4yecTBO 0OIUTOB. [IoaTOMY, IO MHEHUIO psA/ia UCCIIe0-
BaTeJsiel, CyIliecTByeT B3auMocBsa3b Mexxay OC u ITH, yue-
Hble BBIIEJIAIOT NMOTEHI[MAIbHbIE MEXAaHU3MbI U METOJbI, C
ITOMOIIIHI0 KOTOPHIX aHTHOKCUAAHTHI MOTYT yrydmuth [TH S
mocpezicTBoM KoHTposisi ypoBHsA OC. Bputo oOHAapy:keHO,
uro OC MOXKeT OnocpeZoBaTh U3MEHEHUs B TeHETUUECKOM
MaTepuasie, CHTHAJIBHBIX MY TAX, (PAKTOPaX TPAHCKPUIIIINH U
MHUKDPOCpeJie SIMYHUKOB, YTO IPUBOAUT K AHOMAJIBHOMY
aronTo3y rPaHyJIE3HbIX KJIETOK IMYHIUKOB M aHOMAaJIBHOMY
Mero3y, a Tak)Ke CHIDKEHHIO0 MHUTOXOHjpuaabHou JTHK u
JIDYTUM U3MeHEHUAM, TeEM CaMbIM YCKOPsAA IIPOILiecc crape-
HUA ANYHUKOB. OJHAKO Me3eHXUMaJbHble CTBOJIOBBIE
KJIETKH, Ouosiormyeckrie GepMeHTHl U JIPyTHe aHTHOKCH-
JIaHTBl MOTYT 3aMeJIUTh pa3BuTHe 3aboseBanus ITHS za
cuetr cHUKeHuUs ypoBHs AOK [11].

ITatodusuonoruto ITHA ceromHsa paccMaTpuBaiOT Kak
HEKUH KOHTHHYYM, IPEJICTABIAIONINN COO0U IIOCTETIEHHOE
yracanue QyHKIIUU SUIHUKOB.

Tem He MeHee stuosnoruwo ITHA He ypnaerca naeHTUdU-
UPOBATh JIa’Ke TIOCJIE TOJIHOTO OOCJIEZIOBAHUS IOYTH B
80% ciryuaes [24].

Knaccndukauyms

B nacrosimee Bpemsi kiaccudukanus [THA mpencras-
JIeHa cyIelylomuMu popMaMu:

* UMONIaTHYeCcKas;

e ayTOMMMYHHas1, BKJIIOYas ayTOMMMYHHBIN IOJIWTJIAH-
nynaspHbI curapoM (autoimmune polyendocrinopathy-
candidiasis-ectodermal dystrophy — APECED) BciieficTBre
myrtanuu reia AIRE;

e pedexTsl X-xpoMmocoMbl: cuHApoM IIlepemieBckoro—
TepHepa, CUHAPOM JIOMKOH X-XpOMOCOMBI (IIpeMyTalus

reHa FMR1 — 3To cocrosHue, korga ynuciao CGG-noBTopoB
HaXOJUTCs B Ipeiesiax 55—200);

e MOHOTE€HHBIE MYyTAaINH;

e ATPOTEHHAA: ONEpPATHUBHOE yZajleHHe SAUYHUKOB, XU-
MHOTepamnus, JiyueBas Teparnus;

* BUpyCHbIe MHGEKITUH (KPacHyXa, OIOsICHIBAIOIINI TepIIec,
wiu herpes zoster, iuToMeraioBupycHasi uHGekxIus) [25].

Kpome 35TOro, BBIZIEJISIOT MOHOT€HHBIE MYyTallWH/CHH-
JIDOMBI:

e TAJIAKTO3EMUS — PEIECCUBHBIA TUII HACIETOBAHUS;

» Ouedapodumos (blepharophimosis-ptosis-epicanthus
inversus syndrome — BPES) — noMuHaHTHBIH THIT HACTIETO-
BaHUs, CIIEIUIEHHBIN ¢ X-XPOMOCOMOI;

« ncepnporunonapatupeo3 (PHP, tum 1a) — oTIOBCKUH
UMIIPUHTHHT;

« stetikoauctpodus (EIF2B) — ayrocoMHO-peliecCHBHBIN
TUI HacJIe0BaHUA.

K wusonupoBanubiM Aedextam paszutusa [THA oTHO-
cATes:

» mytanus reHa-penenropa ®CI' (pereccuBHBIM THI HA-
cJIeIOBaHUA);

e MyTalus TeHa-pelenTopa JIIOTENHU3UPYIOIIETO TOp-
MoHa — JIT" (perieccuBHBIA THI HacaenoBaHus) [8].

BBI/IeIAIOT TUITBI HACTEA0BAHUS:

 MyTall¥si TeHa MHTUOWHA A;

o myrtanusi reHa dakropa tpauckpuniuu forkhead
(FoXL2), acconuupoBanHas ¢ BPES (moMuHaHTHBINA THUII
HacJIeJIOBaHUA, CIEIJIEHHBIN ¢ X-XpoMocoMoii) [20].

IIpu upronaTHdecKoM, ayTOMMMYyHHOM M Te€HeTHUYeCKHU
o0ycyioByieHHOM Tpoucxokaenuu ITHS BBIIEIAIOT ceMei-
Hble U criopaaudyeckue ¢opmbl. CeMmeiiHble (OPMBI COCTaB-
JII0T 4—31% cityuaes [THA. TToutn 50% cirygaeB mepBUYHON
aMeHOpeH — pe3yJIbTaT aHOMAJIMI KapUOTHUIIA; IpU MaHUpe-
craruu [THS B Bo3pacte 30—39 JIET MO THUITYy BTOPHUYHOU
aMeHOPEN aHOMAJIUU KapUOTHUIA WCKJIIOUUTEIHHO PEIKU
[19]. BOJIBITMHCTBO KEHIIUH ¢ KApUOTUIOM 46,XX U CIIOH-
taHHOHW ITHfl mMeoT HOpMasIbHBIN IyOepTaT, MeHapxe U
HE UMEIOT KaKUX-JIN00 OTKJIIOHEHUH (HUBHUECKOTO PA3BUTHA.

HecmoTpst Ha 3HAUUTEJIBHBIE YCIIEXU B 00JIACTH MOJIEKY-
JIIPHOW OWOJIOTHH, /0 HACTOSIIETO BPEMEHH OKOHYa-
TeJIbHO He YCTAHOBJIEHBI BeAyINe MeXaHW3MBbl, IPUBOJIA-
mye K HeU3UOJIOTHUECKOMY CHIDKEHHUIO OBapUaJIbHOTO
pesepsa. I1o JaHHBIM 3apy6OeKHBIX U OT€YECTBEHHBIX aBTO-
POB, Ha JIOJII0 COYETAHHBIX MOJIEKY/ISPHO-TEHETUYECKHUX K
SIUTEHETHYECKUX HAPYIIeHUH B CTPYKType npuuuH [THS
NPUXOAUTCA OT 25 10 63%. [THA paccmaTpuBaioT Kak OJiu-
TOTEHHYIO MTaTOJIOTHIO, XOTH /10 HACTOSIIEr0 BPEMEHH BETy-
(e TeHBI-KaH/IU/IAThl YeTKO He OIpeZEeIEHbI, UX UI€HTH-
¢ukanua mosBosuUT pazpaboTaTh MPEAUKTOPHI JHATHO-
CTUKU TIPEXK/IEBPEMEHHOTO CTapeHUA ANYHUKOB. Ciemyer
OTMETUTD, UTO B IOCJIEHUE TOJbI 0OCYXK/IaeTcsi PoJib He
TOJIBKO T€HOB, PETYJIUPYIOIINX BHYTPUYTPOOHBIH U ITOCTHA-
TaJIbHBIN (DOJUTUKYJIO- U CTEPOHUJOTEHE3, CKOPOCTh aror-
TO3a IPUMOPAUAIBHBIX (POJIJINKYJIOB, HO U T€HOB, BOBJIE-
YEeHHBIX B Iporiecch! pernapanuu JHK 1 mexaHu3Mbl Meio-
TrUecKoro ieyenus (reasl BRCA1/2) [26].

KnuHunyeckune nposasneHuna

Tpuaza, B KOTOPYIO BXOAAT aMEHOPes, IMOBBIIIEHHBIH
ypoBeHb ®CI' u leUIUT 3CTPOreHOB, CBA3aHA C JOJITO-
CpO‘IHbIMI/I HETaTUBHBIMU IIOCTIEACTBUAMMN IOJIA BILOPOBI)}I,
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BKJIIOYAs YBEJTUUEHUE CEP/IEYHO-COCYAUCTHIX 3a00I€BAHII
(aprepHayIbHOHM THIIEPTEH3UN), CHIDKEHHWE MHIHEpPaIbHOU
IUIOTHOCTH KOCTHOH TKaHH (OCTEOII0PO3), 3HAUYHTEIHHOE
cHmkeHne GeptTibHocTH (OeCIIonue), ICUX0TOTUUEeCKUH
CTpecc, BYJIbBOBATMHAIBHYO aTPOMUI0/ TeHUTOYPUHAPHbIN
MeHOIay3aJIbHbIA CUHAPOM, U3MEHEHHEe YacTOThl MOUYEHC-
MyCKaHUs, UCIIaPEyHUI0, HU3KOe JIMOWI0, HEBPOJIOTHYe-
ckre 3G@EeKThl, KOTHUTHBHbBIE HapYIIEHUs, THIIOTHPEO3,
HJIMOYEYHUKOBYIO HETOCTATOUHOCTD, CHHAPOM JIedUITHUTA
aHJIDOTEHOB, HapYIIIEHNE CHA, YIIAJ0K CUJI U 00Ilee COKpa-
IeHNe MPOJOJLKUTETLHOCTH KU3HU [24, 27, 28]. B maib-
HEUIIEM MOBBINIAETCA PUCK PA3BUTHSA CaXapHOTO AuabeTa,
OXKUpeHu [29, 30].

[TepBBIM [IPOSIBJIEHUEM IATOJIOTUU SIBJISIETCS HAPYIIIEHHE
MeHCTpyanbHOTO ITukia (ML]). Ha mepBom srarie 3a/iep:KKu
MOTYT OBITH /10 1—2 HEJI, a 3aTeM JI0 2—3 MEC WIH II0JIyroa
BILIOTH /IO IIOJTHOTO IIPEKpaIleHusi MecsiuyHbIX. Ha Bropom
JTare CUHAPOMA TMOSBJIAIOTCS Te K€ CUMIITOMBI, UYTO U MIPU
KJIUMAaKTEPUUECKOM CHHAPOME, T.e. IOABJISAIOTCA IIPHU-
JiUBbI. [IpUJIMBBI BHIPAXKAIOTCS B PE3KOM OIIYIIIEHUH JKapa
B 00JIACTH JIUIIA, IIIEU U TPY/IU B T€UEHUE HECKOJIBKUX MHU-
HyT. [IpUIUBBI MOTYT MOSBJIATHCA B JIFOOOE BpEMsA, B TOM
YHCJIe ¥ HOYBIO, IIPY 3TOM BO3HHUKAIOT ITOTIUBOCTb, IIJIOXOU
COH, MUTPEHbD, Pa3PaKUTEIHHOCTh, TPDEBOXKHOCTh U HAPY-
menue auoumo [31, 32].

B maspHEHIIIEM TOABIIAIOTCA YPOTEHUTAIBHBIE PACCTPOH-
crBa. [Ipy CHHUKEHWH SCTPOTEHOB HCTOINAETCs CIU3UCTAs
000JI0YKa BJIATA/IMINA U MOYEBOTO ITIy3bIPsi, BOBHUKAET
OIIYIIIEHE CYXOCTH, IIOBBIIIAETCS PUCK Pa3BUTUS BOCIA-
JIUTEJIbHBIX SIBJIEHUU (KOJIBIIUTA, IUCTUTA, YPETPHUTA).
Bo BpeMs IOJIOBOTO aKTa BO3HUKAKOT JUCKOM@OPT, OIIy-
IeHrne CyXOoCcTH. Takike M3-3a CHUIKEHUs] YPOBHS BCTPOre-
HOB TIOSIBJIAIOTCS MOPIIUHBI, CHUKAETCSA 3JIACTUUYHOCTD
KO’KU, HOTTH HCTOHYAIOTCS, CJIOSATCS, BOJIOCHI CTAHOBSTCS
TOHBIIIE, YCHUJITUBAETCS UX BhITIaJIeHue [33].

Psap aBTOPOB BBIZEJIAIOT HECKOJIBKO CTAUH DPa3BUTHUA
ITHA:

o I crajust — MPOSIBJIAIOTCS BET€TATHUBHBIE U IICHX03MO-
IIMOHAJIbHBIE PACCTPOWCTBA: IMPUJIUBHI, IJIOXOW COH, Je-
mmpeccusi, paspaskUTEIbHOCTh, IIJIAKCUBOCTb, CHUKEHUE
anbuno;

o II crazust — IPUCOEIUHAIOTCS OOMEHHbIE HAPYIIEHUS:
mpubaBKa Macchl Tejla, O;KUPEHHE;

e III crasmya — BO3HUKAIOT CepleYHO-COCYAUCTasA I1aTOI0-
THUsl, OCTEOIIOPO3, CaXapHbIi AuabeT [16].

IIpu ITHA cymecTBeHHBIM 00pa3oM CTPAIAET ICUXOCEK-
CyaJIbHOE 3/I0POBBE MAIUEHTOK [34, 35].

K 40 rogam BeTpewaeTcs HapyleHNe [EHTPAIBHBIX U T1e-
pudeprueckx KOMIOHEHTOB CEKCyaJbHOU peakIuu, Tu-
IMOAKTUBHOE PACCTPOUCTBO CEKCYaJbHOTO JKEJaHWsd, a
TakyKe Pas3sBUTHE TE€HUTOYPHUHAPHOIO MEHOIIAy3aJIbHOTO
cuHzIpoMa [36].

Bostee HuU3KWH, YeM y 370POBBIX CBEPCTHHI], YPOBEHBb
aHJIDOTE€HOB XOTS U He SIBJISETCS CAMOCTOSTEIbHON TPUYH-
HOH CeKCyasIbHOH MUCHYHKINH, OTHAKO YCYTYOJISIET TaKUe
CUMIITOMBI, KaK cJ1aboe CeKCyabHOE BO30YKeHHE, YMEHb-
IIeHe KOJUYEeCTBa eCTECTBEHHON BarMHAJIBHON CMAa3KU U
JnucrnapeyHus, y manuentok ¢ [THS [37, 38].

¥ sxenmunsl ¢ [THA B 2,8 pasa Beiie prucku cekcyaybHON
nuchyHKOUU (JII0OBIX ee MPOSBJIEHUM), UeM Y KEHIIUH C
COXpaHEHHBIM PUTMOM MeHcTpyaruu. CexcyanabHas UC-

(yHKIMA ABIAETCA OTHON N3 BAXKHEUIINX IPUYUH IICUXO0-
SMOLMOHAIBHBIX HapymeHuu y keHmuH c¢ [THA. ITocie
MIOCTAHOBKHY JIMAaTHO3a y MAI[UEHTOK JJAHHOH IPYIIIIBI TAKKE
HA0JII0/IAI0TCSI BBICOKAS YACTOTA JIENIPECCUU, HU3KHUH YPO-
BEHb Y/IOBJIETBOPEHHOCTH KU3HU, (DOPMUPYIOTCS HHUBKAs
caMOOIleHKa U HeyBepPEeHHOCTh B cebe [39].

OmHUMY U3 caMbIX paHHUX NposiBiaeHud ITHS saBisioTcs
rnoTepsi GepTUILHOCTU U CBSI3aHHBIE C 3TUM IICHX03MOITHO-
HaJIbHbIE HAPYIIIEHUS: CTPECC, ZIETIPECCUs U 3aHMKEHHAS
camooIieHkKa [37].

I[IpumeyaTenbHO, YTO KaK MUHHUMYM Y 50% >KEHIIUH
TI0CJIe Pa3BUTHS OBAPUAIIBHON HETOCTATOUYHOCTH B AMYHU-
KaX COXPaHAITCA HOUTHKYIIHI [2].

BeposaTHocTh TOrO, uTO kKeHmuHa npu [THA cmoxer 3a-
bGepemMeHeTb, BCe JKe eCTh, HO HeboJibast. Tak kak ITHS —
JUINTEJIbHBIN MPOIECC CHUKEHUS PENPOAYKTUBHOU (yHK-
uuu, BpemeHamu M1 MokeT BO30OHOB/IAThCs 6€3 KaKOro-
b0 MeUIITHCKOTO BMeIaTeIbCTBa. B aTOT mepuos; Mo-
JKeT Mpou3ouTH 3avyaTue. OJHAKO B JaJIbHEHUINIEM BO3HU-
KaeT CJIOXKHOCTh B BBIHAIIIMUBAaHUM pebeHKa [14].

IIpu ynbTpa3BykoBOoM uccaenoBanuu (Y3I1) opraHoB Ma-
JI0TO Ta3a (POJUTHKYJIBI C PABHOU BEPOSTHOCTHIO OOHAPYKHU-
BJINCH y TAIIMEHTOK KaK MeHee, Tak U Oojiee yeM depes
6 Jiet mocJie rmocraHopku auarnosa ITHA [5].

CorsiacHO JJaHHBIM JINTEPATYPHI, €ANHUYHBIE OBYJIATOP-
HbIE IJUKJIBI MOTYT BeTpeuaThbes y :keHIuH ¢ [THA ¢ gacro-
TOH /10 25%, 1 OT 5 710 10% IaI[ieHTOK MOTyT 3ab6epeMeHeTh
U B IOCJIE/TYIOIEM POJIUTh pebeHKa. BOJIBIITMHCTBO CIyJyaeB
CIIOHTAHHBIX OEPEMEHHOCTEN IIPU 3TOM PETHCTPUPYIOTCS B
TeYeHUe 1 T0/1a MoCjIe IIOCTAHOBKY InarHo3a [39].

AunarHoctuka n gudpdepeHymanbHasa gnarHocTuKa

[IpexxeBpeMeHHOE CTapeHUe SMYHUKOB BO BCEX €r0
dopmMax He3aMeTHO Pa3BUBAETCA KaK OECCHMIITOMHBIN
MIPOIIECC, BEAYIIUH K ITOJTHON MOTepe QYHKIIUN AUIHUKOB,
U B HacrodAmee BpemMsa auarHocruka IITHA nposoxuTea Ha
OTHOCHUTEJIPHO MO3THUX CTaauAX. Ha/lo yauTsIBaTh, 4TO HC-
II0JIb30BAHUE CPEICTB TOPMOHATBHON KOHTPALEIINH Y Jie-
BYIIIEK MOXKET MaCKUPOBATh 3TO COCTOSTHHUE B TE€UEHHUE JIJTH-
TEJIBHOTO BpeMeHu [22].

IlepBUYHYIO TMATHOCTUKY OCYIIECTBJISAET Bpau aKyliep-
runekosior. OH cobupaer kajo0bl, U3y4aeT HUCTOPHUI0 060-
ne3Hu (aHamHue3). i1 ycraHoBeHus npuunHbl [THS He-
00X0ZIM aHAIN3 CJIEAYIOIINX aHAMHECTUYECKUX TaHHbIX:

 paHee IPOBE/IEHHBIE ONIEPAIIMH HA AMYHUKAX, XUMHOTE-
pamnus WiIu JydeBasi Tepamus;

e CUMIITOMBI aHOPEKCUH, IIOTEPU MACChI TeJia, HEOIIPeie-
JIEHHOU 0O0JIN B »KUBOTE, CJ1aDOCTH, YTOMJIIEMOCTH, TATH K
COJIM WJIN TIOBBIMIEHHOW IHUTMEHTAI[UW KOXKH, KOTOpBIE
MIPeAIoaraloT HaJudue IEePBUYHON HEJOCTATOYHOCTU
HA/ITIOYE€YHUKOB;

* JINYHBIN WX CEMEHHbBIA aHaAMHEe3 ayTONMMYHHBIX 3200-
JieBaHUl (AyTOUMMYHHBIA 00(OPUT MOKET BO3SHUKATH KaK
YacTh MOJUIHAOKPUHHOTO ayTOUMMYHHOTO CUHZ[POMA);

 ceMeitHas ucropus I[TH, T.K. mpuMepHO 10% ciyuaen
ITHA sBasr0TCA ceMEHHBIMU;

e HAJIUYKWE B CEMEMHOM aHaMHe3€ JIUI[ C CHHJIPOMOM
JIOMKOU X-XpOMOCOMBI, YMCTBEHHO! OTCTaJIOCTH, 3a-
JIEP’KKU Pa3BUTHs, MAPKUHCOHU3MA, CHJIBHOTO TPEMODA,
aTakCUU WU JEMEHIIUH, MOCKOJIbKY NpUMepHO 6% ciy-
yaes [THS cBasans! ¢ npemyranueir FMR1;
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Ta6nuua 1. KnuHuko-na6opatopHas xapakrepucruka MHA
Table 1. Clinical and laboratory characteristics of POl

Cragun NMHA YpoBeHb OCT (DepTuAbHOCTDL My AMI

OKKynbTHas HopmanbHbin CHuKeHa PerynsapHbiii Huzkunin
Broxnmunueckas lMoBblWweHHbIN CHuxeHa PerynapHbin Husknn
MaHudecTHas [MoBbILLEeHHbI CHuKeHa Onwvro/-ameHopes Huzknin

e IJIyXOTa, IOCKOJIBKY CeMeWHas ayTOCOMHO-PEIleCCUB-
Has ciontanHast [THS moxkeT OBITh CBsI3aHa C TJIyXOTOH Kak
yactb cuHzpoma Ileppo [16, 20].

Bce sto mosBosser 3anomo3puth [THSA. ITanueHTku c
ITHA BBIMIAAAT, KaK IPaBWIO, CcTaplile CBOUX JIET: Y HUX
TIOSIBJIAIOTCS TIPEXK/IEBPEMEHHBIE MOPIIUHBI, BOJIOCHI CTa-
HOBSATCSI TOHKUMU, 0€3:KU3HEHHBIMU, TYCKJIBIMHU, HOTTH —
JIOMKUMH.

Kenmune! ¢ ITHA 1 HOpMaIbHBIM KapuOTUIIOM 46,XX B
OOJIBIIIMHCTBE CJIy4aeB MMEIOT abCOJIIOTHO (DU3HOJIoTHYe-
CKui ImyOepTaT U peryssapHbeIi M1 10 MOMeHTa OsBIeHUA
nepsbix npusHaxkos ITHA. Hapymenune MI] npu ITHA aB-
JisieTcst HanboJiee YacThIM CUMIITOMOM, HO OIpe/IeJIEHHBIX
CTPOTO TATOTHOMOHUYHBIX XapaKTEPUCTHUK HapyLIIeHUU
ML, yka3bIBaIOIUX Ha BO3MOKHOCTh pa3putus ITHS B Oy-
JIylieM Y »KeHIIUH ¢ KapUOTUIIOM 46,XX, He CyIeCTBYeT.
Bapuants! Hapymenuit M1 nmpu [THA BapsupyIoT B [uarna-
30HE OT CIIOHTAHHOH aMEeHOPEH /10 JIINTEJIHHOU OJIUTrOMe-
Hopeu [20].

Bepudukanusa [THA ocHoBaHa, B IepByl0 ouepejib, Ha
KJIMHUYECKUX TPosBeHusax u yposHe OCI (tabir. 1):

* OKKYJIbTHAsA CTaAUA — CKPBITAs HEAOCTATOUHOCTD STAU-
HUKOB (CHIDKEHUE OBapUaJIbHOTO Pe3epBa: HEOObACHUMOE
Oecruioive 1 HOPMaJIbHBIH Oa3aynbHbIH ypoBeHb OCI' B CBI-
BOPOTKE KPOBH);

¢ OMOXUMMUECKasda CTaaua — OMOXUMUYEcKas HeJJ0CTaTOu-
HOCTb SIMYHUKOB: HEOOBSICHUMOE 0OECIIO/INe U TOBBIIIEH-
HbIY OazasibHbIH ypoBeHb OCI' B CHIBOPOTKE KPOBH;

» Ma"udecTHasA cTafusa — ABHAA HEJIOCTATOYHOCTh SANUY-
HUKOB: HeperyssspHble MII 1 TOBBIIIEHHBINH 0Oa3aIbHBIA
ypoBeHb @CI' B CHIBOPOTKE KPOBH; aMEHOPEs, IIOCTOSTHHOE
OecIutoziie U TIOJTHOE HCTOIEHNE TPUMOPAUAIIBHBIX (OJI-
JIUKYJIOB [40, 41].

Hopmasbabie 3HaueHns @CI" MOTYT OBITH HEUCTUHHBIMHU
1A Tex skeHIMUH ¢ ITHA, y KoTOpbIX Iepuoiudecku BOC-
CTaHaBIMBaeTCA (PYHKIUA ANIHUKOB, TOCKOIbKY ®CI' mo-
JKeT CHIDKATHCA JI0 HOPMBI JJI PENPOAYKTUBHOTO IIEPHO/IA
BO BpeMsA OBYJIATOPHBIX HHUKJIOB U YBEJIUUYHUBATHCA 0
3HQUEeHUU [TOCTMEHONAay3aJbHOTO JNala30Ha IPU OJIUTO-
WJIN aMeHopee.

IToaTBep:KaeHne OKKyJIbTHOH ¢opmbl ITHS, KoTOpyio
TaK’Ke€ Ha3bIBAIOT CHIDKEHHBIM OBapHUaJIbHBIM pPE3ePBOM
npu Oecrtonuu, TpebyeT M3MEPEHUs HE TOJIBKO YPOBHA
@OCT u acTpaauosa Ha 3-i AeHb MII, HO ¥ KOHIIEHTpAIUU
AMT' u mozcueTa Yyucia aHTPAIBHBIX (OJUTUKYIOB (TIpu
TpancBaruHasbHOM Y3U). OCT', u3aMepeHHbIN HA 3-U /IeHb
nuKia, >10—15 ME/J npu oJHOBpeMEeHHOM YPOBHE 3CTpa-
JIMoJia B CBIBOPOTKE >80 1r/Mit (294 IIMOJIb/JT) CBU/ETEb-
CTBYeT 0 OoJsiee HUBKOH (DePTHILHOCTU U OKKY/IbTHOH ITH S
(em. Tabi. 1) [42].

[Tpu NOBBINIEHUH YPOBHS 3CTPaJMoIa >100 Ur/MJI, U3-
MepeHHOTro ofHOBpeMeHHO ¢ OCI', mociaeqHul MoxeT Ha-
XOZUTHCA B IMATIa30HE HU3KUX 3HAUEHUH /TaKe Y KEHITUH

C amMeHOpeell M3-3a CIIOHTAHHOTO PAa3BUTHUA KaKOTO-TO
€/TMHCTBEHHOTO (OJINKYJIa, YTO MOKET BBECTU B 3a0JIyK-
nenne u nuarao3 [THS ue Gymer ycraHosieH [20].

ITockosibky AMI™ BeIpabaThIBa€TCsS TOJIBKO B HEOOJIBIIIUX
dostnkynax ANYHUKOB, YPOBEHDb 3TOT0 TOPMOHA B KPOBU
HCIIOJIb3YETCS JJIsl NUATHOCTUKU CHIKEHHOTO OBapHaJIb-
HOTO pe3epBa. HopMasibHBIN YPOBEHD COCTABJISAET OT 1,5 J0
4,0 Hr/M1. O4eHb HU3KUH YPOBEHD YKa3bIBAET HA CHUKEH-
HBIA OBapUAJIBHBIN pe3epB. PernpoayKTUBHbBIE SHIOKPUHO-
JIOTH HCIIOJIB3YIOT ypoBeHb AMI 1111 MpPOTHO3UPOBAHUSA
TOTO, KaKHe KEeHIIINHBI MOTYT IIJIOXO PearupoBaTh HA Ipe-
TapaThbl JJ1s1 JIeueHUsl OeCIIOIUSI U B IIeJIOM JIJIsI KAKUX Tap
sneuenue becruionus MeHee 3G PeKTHBHO. AHAIN3 KPOBU Ha
AMT MOKHO IIPOBOAUTS B J1t000# MmomenT MII. HoBgie, 60-
Jlee 4yBCTBUTeIbHBIE TecThl HA AMI' MOryT TOMOYb Bpauam
JIMaTHOCTUPOBATh PAHHIOID MEHOMAy3Yy.

[IpucyTcTBre TPWINBOB U/WJIA CyXOCTH BO BJIATAJIUIIE
ykasbiBaeT Ha ITHS, MOCKOIbKY TaHHbIE CHUMIITOMBI HE Xa-
PaKTEPHBI JJ15 KEHIIUH ¢ HHBIMH 3a00JI€BAHUAMU, COIIPO-
BokAawImumucsa Hapymenuem MII. OTcyTcTBUe 3THUX
CUMIITOMOB He HCKJIuUaeT auaraosda ITHA u3-3a BoO3MOXK-
HOCTH BPEMEHHOTO CIIOHTAHHOTO BOCCTAHOBJIEHUS (YHK-
nuu SUIHUKOB y keH1uH ¢ [THS. IIporecreponosasi mpoba
He 3aMeHseT J1abOpaTOPHOTO OO6CJIETOBAHUA, IIOCKOJIBKY
TepuoInUecKasi BRIpaboTKa 3CTPANOJIa MOYKET MIPUBECTH
K KPOBOTEUEHMIO OTMEHBI IIOCJie IpHeMa IIPOrecTEpOHa,
4TO He UCKJIodaer auarnos ITHA [16].

KapuorunupoBaHue cjie/lyeT IpOBOUTh KaK 4acTh 06a30-
BOrO 00csIeZfoBaHUsA Beex KeHuH ¢ [THS. B miestom y naiu-
€HTOK, Y KOTOpbIX /10 pa3sutus [THf 6pu10 HOpMasibHOE
TI0JIOBOE CO3PEBAHNE, AHOMAJIBHBIA KapPUOTHUI OOBSICHSET
HapyllIeHue B HeOOJIBIIOM IIPOIIEHTE CIy4YaeB. Y KEeHIIUH C
anoMmanusamu X-xpomocombl ITHf passBuBaercsa mocie
POKAEHUs 3A0POBBIX AeTell. ['eHeTUecKoe KOHCYIbTUPO-
BaHUe U TeCTUPOBaHHE Ha npeMmyTanuio FMRI mOKa3aHO
JKEHIIIMHAM C CeMEeNHBIM aHAaMHEe30M IEPBUYHOU HEIOCTa-
TOYHOCTU ANYHUKOB WIH IIPU HAJIMIUN YMCTBEHHOU OTCTa-
JIOCTH, TpeMopa WX aTtakcuu. Kapmotun ompesnessgercs,
€CJI BO3PACT KEHIIUHBI C MTOATBEP:KAEHHON HeZ0CTaTou-
HOCTBIO ANYHUKOB WU JUCPYHKIINEH ANYHUKOB MOJIOXKE
35 JIeT WU TIpU MOZ03PEHNH Ha nipeMyTaiiuio FMR1 [43].

Ec/ii KapuoTHIT HOPMaJIBHBIN HJIU €CTh IIOI03PEeHNEe Ha
ayTOMMMYHHYIO IPUYHHY, TPOBOATCS aHATU3bI HA CHIBO-
POTOYHBIE aHTUTEJAa K HAAINOYEYHUKAM M aHTUTeNa K
21-TU/IpoKCcUiIa3e (ayroaHTHTeNa K HAAIIOUYEUYHUKAM);
Tabs. 2 [44].

TecTsl Ha aHTHOBapHWaJbHBIE AHTUTENIA HE PEKOMEH-
JIYIOTCA M3-32 HEJIOCTATOYHON TOUHOCTH TECTUPOBAHUA.

Eciu moyio3peBaeTcsi ayTOMMMYyHHAs NPUYHHA, TaKKe
TIPOBOZATCSA aHAJINU3BI JJI IPOBEPKHU HA AyTOMMMYHHBIN I'H-
TIOTUPEO3; OHU BKJIIOUAIOT U3MepeHUe YPOBHA THUPEOTPOII-
Horo ropmoHa (TTT), Tupokcuna (T4), a Tak:ke aHTUTEN K
TUPEOTIEPOKCUIa3€e U TUPEOTIo0yauHy (cM. Tabs. 2) [6].
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Ta6bnuua 2. AiuddepeHumnanbHaa gnarioctuka MHA c apyrummn Hosonornyeckumn popmamu
Table 2. Differential diagnosis of POl and other disease entities

Hosonornueckas ¢popma

3HaueHune OCIr

3HaueHue JIM

3HaueHue AMI

Apyrue nokasarenn

Bblwe pedepeHcHbIx

Bblwe pedepeHcHbIX

Huxe pedepeHcHbIx
3HayeHu BO3pacTHOM
HOPMbI, Kpome

Mo Y3W: anoBynauma. CHuKeHo
KOIMYeCTBO aHTPasbHbIX
$ONNMKyNoB UK OTCYTCTBYET

deHoTUNMNYecKne GopMmbl
CYHAPOMA MONMNKNCTO3HDBIX
ANYHVKOB

B Hopme nnn Huxe
pedepeHCHbIX 3HaUYeHWI
BO3PACTHON HOPMbI

B Hopme nnu Bblwe
pedepeHCHbIX 3HaYeHN
BO3PaCcTHOM HOPMbI

Bbiwe pedepeHcHbIx
3HaYyeHWI BO3PacTHOW
HOPMbI

MHA 3HayYeHun BO3pacTHOM 3HayYeHM BO3pacTHOMN . 1X BU3yanusaumsa; Kpome
ayTOVIMMYHHOI pOpPMbI 1 M
Hopmbl (>25 ME/n) HOPMbI ayTOVMMYHHO GOpMbl
HeuyBCTBUTESIbHOCTYN
euenopos OC/AT N HeYyBCTBUTENIBHOCTY
P peuenTtopos OCI/NT
QOyHKLMOHanbHan Huxxe pedepeHcHbIx
YHKU P fb P o Huxe pedepeHcHbIx
runoTanammyeckas 3HayeHu BO3pacTHoOM SHAYCHIA BapuraHT Hopmbl Crpecc, noxyaeHuve
ameHopes HOPMbI
Heknaccnyeckune lvnepaHaporeHus,

MNHCYNIMHOPE3NCTEHTHOCTb,
MOSIKNCTO3HbIE AVUYHNKN
no Y3u

Heknaccuueckne popmbl
BPOXKAEHHOW rnepnniasmm
KOPbl HAAMOYEYHNKOB

B Hopme

B Hopme

BapwviaHT HOpMmbI

MoBbIweH ypoBeHb
17-oKkcunporectepoHa B KPOBY,
MyTaumm 21-rugpokcunasbl

B Hopme nnn Huxe

B Hopme nnun Huxe

YpoBeHb NponiakTrHa Bbllle

BO3PACTHOW HOPMbI

BO3PACTHOM HOPMbI

mnepnponakTnHemnsa pedepeHCHbIX 3HaYeHUn | pedepeHCHbIX 3HaUeHU BapuvaHT HOpMmbI nokasatesnia pedpepeHCHbIX
BO3PaCTHOMN HOPMbI BO3PaCTHON HOPMbI 3HaYEHWIN HOPMbI
YposeHb TTT Bbilwe nokasatens
B Hopme unu Huxe B Hopme nnu Hrxe o
. . pedepeHCHbIX 3HaYeHN
mnotepnos pedepeHCHbIX 3HaYeHnn | pedepeHCHbIX 3HayeHnn | BapraHT Hopmbl
. . HOPMbI, @ NoKa3artenu T4,
BO3PaCTHON HOPMbI BO3PaCTHO HOPMbI
HanpPOTWB, CHUKEHbI
YpoBseHb TTI HMXKe nokasaTena
B Hopme nnn Huxe B Hopme nnun Huxe M
. . pedepeHCHbIX 3HaYeHnN
mneptupeos pedepeHCHbIX 3HaYeHNn | pedepeHCHbIX 3HaueHnn | BapuaHT Hopmbl

HOpPMbI, @ MoKa3aTtenu T4,

HanpoTuB, NOBbILWEHbI

MaTtouHble popmbl

BapuaHT Hopmbl
ameHopewu

BapuaHT HopMbl

[aHHble Y3 n ructepockonumn
CBUAETENbCTBYIOT O HAaNMYmMmn
BHYTPYMaTOYHOI NaTONOrnn

BapuaHT Hopmbl

Ilpu MO/03pEHNH Ha HEAOCTATOUHOCTh HA/IMIOYEUHUKOB
MO/ITBEP/IUTH JUATHO3 MOYKHO C TIOMOIIbI0 U3MEPEHUS yT-
PEHHEro yPOBHS KOPTU30JIa WU TECTa CTUMYJISIIUU a/ipe-
HOKOPTHUKOTPOITHOTO TOpMOHa [16, 19, 20].

B oT/Z1e/IbHBIX CUTYyaIUsIX HEOOX0UMO B 00BEM 06CIE0-
BaHUsI BKJIIOUUTDH OIPeJieJIeHue XOPHOHUUYECKOTO TOHAI0-
TPONHUHA, TpOJaKTuHa, JIT.

Heo06x0MMO TIPOBECTH JpyTHEe aHAJIN3bl HA IPEAMET
ayTOUMMYHHOU TUCHYHKIIMH, B TOM YUCJIe OOIUNA aHAIN3
KPOBH C JIEHKOIUTAPHOU (DOPMYJION, OIpeieieHUeM CKO-
POCTH OCeZIaHUsI SPUTPOIUTOB, a TAKIKE N3MEPEHUEM aHTH-
HYKJIEADHBIX aHTUTEJ U peBMaTougHOro (dakropa. Buo-
MICUsl STUMYHWKOB VISl BBISABJIEHUS ayTOUMMYHHOTO 00(o-
puTa HEe PEKOMEH/TyeTCsl.

MuHepasbHasi IJIOTHOCTh KOCTHOM TKAaHU W3MEPSIETCH,
€CJTH Y JKEHIUHBI €CTh CUMITOMBI WU HPU3HAKU Jedu-
[UTA 3CTPOTEHA.

OreHKa MUHEPAJIBLHOH IJIOTHOCTH KOCTHOM TKaHH € IIOMO-
IIBI0 IBYX9HEPTeTUUECKON PEHTIeHOBCKON abcopOIirnoMeT-
pun HeoOxomuMma skeHimuHam ¢ ITHS, Tak kak ITHS sB-
JIsieTcs IPUYMHOM PAa3BUTHS OCTEOIOpO3a. Y JKEHIIUH C
ITH I yarie BO3HUKAIOT OCTEOTIOPOTHYECKHE TTEPEIOMEI [45].

K pyruHHBIM MeTojiaM 00cjefoBaHUS OTHOCUTCA Y3U
OpraHoOB MaJIOro Tas3a.

CoBpeMeHHble acneKTbl JieyebHbIX MeponpusaTni

JlaypHelIIIee BeJleHe JKeHINKH ¢ guaruno3oM [THS mpo-
HUCXOZUT C YUETOM IITUPOKOTO CIIEKTPa BAKHBIX ACIEKTOB
37I0POBbsI, BKJIIOUAIOIINX SMOIIMOHAIILHOE 3/I0POBBE, dep-
THWIBHOCTb, CEKCYaTbHYI0 QYHKITHIO, 3/TOPOBBE KOCTEH, CEP-
JIEYHO-COCYUCTON CUCTEMBI U PHUCK PA3BUTHUS HEJIOCTATOU-
HOCTH HAJIIOYEYHUKOB, a TAKKE, UYTO HanbojIee BAXKHO, Te-
panus Jo/KHA BKIIOYATh MCHUXOCOIUAIBHYIO IOJZIEPIKKY
JKEHIIWH, CTOJIKHYBIIIUXCS C 9TUM TSKEJIBIM JIHaTHO30M.

B xauecTBe mepBOU JIMHUU JIEUEHUS] PEKOMEH]IyETCS 3a-
MecTUTe/IbHAsA ropMoHaibHast Tepanus (3I'T) ¢ moMorbo
MTOJIOBBIX CTEPOU/IOB (ACTPOTeHbI MOKHO Ha3HAYaTh IIEPO-
PaIBHO WM TPAHCAEPMAJIBHO), KOTOpasi OKa3bIBaeT 6J1aro-
TBOPHOE BJIUSIHME KaK Ha KOHTPOJIb CUMIITOMOB, TaK U Ha
MHUHUMU3ALUIO JOJITOCPOYHBIX MTOOOYHBIX 3(DHEKTOB, CBS-
3aHHBIX C 3THM COCTOssHHEeM. KOMOWHHpPOBaHHbBIE TOPMO-
HaJIbHbIE KOHTPAIENITUBBI MPEJOTBPAIIAIOT OBYJISAIUI0 U
b6epemMeHHOCTH OoJiee HajiexkHO, ueM 31T acTporeHamu; He-
CMOTPS Ha JIUIIb HE3HAUNTEIbHBIE IMIAHCH HA CIIOHTAHHYIO
GepemeHHOCTH v 2keHINUH ¢ [THS, 370 uMeeT pemaniiee
3HAUeHUe JJIA TeX, KTO CUUTAEeT IpeAoTBpalleHue Oepe-
MeHHOCTU npuopureroMm. Jleuenue Bcex »keHmuHd ¢ [THA
JIOJDKHO TIPOJIOJIPKATHCA 70 JOCTHIKEHUsI CPETHETO BO3-
pacra ecrecTBEHHOM MeHomay3sbl (50—51 rox) [1, 46]. Hako-
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HeIl, YYUTHIBasg TPYAHOCTH, C KOTOPBIMU MOTYT CTOJIK-
HYTBCSI MOJIO/IbI€ JKEHIIIUHBI, CIIPABJIAACH C GU3NIECKUMH,
PEIPOIYKTUBHBIMH U COIUATLHBIMU TOCJIEICTBUSIMU TIEP-
BUYHOM HEIOCTAaTOYHOCTU SMYHHUKOB, KpaliHe BaXKHO KOM-
IJIEKCHOE JIOHTUTIOHOE BeIeHKe 9TOTO COCTOSAHUSA [47].

3I'T nokasaHa JiJisi BOCCTAaHOBJIEHUSI HOPMAJIbHOTO YPOBHS
MIOJIOBBIX TOPMOHOB /IO IIPEMEHOIIAY3aJIbHOTO YPOBHS U IIPO-
(pmnakTUKN XpOHUYECKUX 3a00IeBaHUMN, TAKUX KaK OCTEOIIO-
P03 U CepAeUHO-COCYUCThIE 3a00IeBaHUA [46].

ITomumo 3IT 1y NpoUIAKTUKU OCTEONOpPO3a PeKo-
MeHJIyIoTcs (pru3nyeckue yIpaKHeHUs, 3/J0pOBOe IIUTaHUE,
IpueM MpenapaToB KajblUsa U BUTaMUHa D, 0TKas oT Kype-
HUSL.

Kenmunaam ¢ Y-XpoMocoMoUu TpebyeTcsi ABYCTOPOHHSIS
OBApUIKTOMHS IyTEM JIATIADOTOMUU WJIHM JIATIAPOCKOIINH,
IMOCKOJIBKY Y HUX ITOBBIIIIEH PUCK PAa3BUTHS paKa 3apojbl-
IIIEBBIX KJIETOK SUYHUKOB [47].

Hecmotpst Ha TO, yto 3I'T yiaydiraeT CUMITOMATUKY U
JIOJITOCPOYHbBIE TTOCIEACTBUSA JIJISI 3/TOPOBbsI, OHA HE MOKET
JIeYnTh OecIuiozie, KOTOpoe OBLIIO OMHCAHO KaK Haubosee
Pa3pyLIUTEIFHBIN aceKT 3a00JIeBaHuUs.

BcriomoraTesibHble PENPOyKTUBHBIE TEXHOJIOTUU JIAIOT
Hazexay xeHuHaM ¢ [THA umeTs coOCTBEHHOTO pebeHKa.
Komnencanuss ropMoHanbHOTO AeduUIUTAa BaKHA JJid
yCTpaHeHUs HelIPUATHBIX OLIyIIeHuH, cBa3aHHbIx ¢ [THA,
a TaKKe /UL CHIDKEHUS PUCKA Pa3BUTHUA MO3IHUX 3¢ dek-
ToB. M3-3a ucromeHus GOJUIUKYJIOB B SIMYHUKAX J0-
HOPCTBO AUIEKJIETOK SBJISIETCS €ITUHCTBEHHBIM IIAHCOM Ha
0epeMeHHOCTh. BhIsCHEHHE TeHETUYECKOH U MOJIEKYJISp-
Hott ocHOBBI ITHf mmeeT BakHOe 3HaueHue. byaromaps
9TOMY IIOBBIIIAETCS BEPOSITHOCTh MPOTHO3UPOBAHUS BO3-
pacra, B KOTOPOM Y >KeHIIIUH ¢ puckoM pa3sutud [IHA nHa-
CTyIIUT TpekJeBpeMeHHass MeHomnay3a. KeHmuHaMm,
UMEIOIUM OIpefieJieHHble HapylleHUs, MPUBOAAIINE K
ITHf, moxxeT OBITH Ipe/IOKEH BAapHAHT KPHOKOHCEDPBa-
VU OOIIUTOB C MOCJIEAYIOUIUM Pa3MOpaKUBAaHUEM U HC-
IIOJIb30BAHUEM BO BCIIOMOTATEJIBHBIX PEMPOAYKTUBHBIX
TEXHOJIOTHSIX B COOTBETCTBYIOIEM BO3pacTe [22].

JIJ1s1 sKeHIIUH, JKeJIaoluX 3a0epeMeHeTh, OJJHUM U3 Bapu-
AQHTOB SIBJISIETCST DKCTPAKOPIIOPATIHHOE OILIOIOTBOPEHHE JI0-
HOPCKHX OOIIUTOB C /I00aBJIEHHEM DK30T€HHBIX 3CTPOTE€HOB U
MIPOTECTareHOB, KOTOPbIE TO3BOJISIOT SHAOMETPHIO HOJJIEP-
JKUBaTh MIEPeHeceHHbI AMOpHUOH. Bo3pacT moHOpa 0OLKUTOB
Ba)KHEE BO3pacTa pPelyreHTa. ITOT METO/, IOBOJIBHO yCIie-
1IIeH, HO Jaske 6e3 Hero HEKOTOPbIE JKEHIIMHBI C TUATHOCTH-
posanHoi ITHSI 6epemenetot. /JokazaHo, UTO HU OIMH METOJ
JledeHUsI He TIOBBIIIAET YaCTOTY OBYJIAIMU WM He BOCCTAaHAB-
JIBaeT (PepTUILHOCTD Y JKEHIIHH C IEPBUYHON HEIOCTATOU-

HOCTHIO ANYHUKOB. OJTHAKO B HACTOSAIIEe BPeMsi U3ydaercs
BO3MOKHOCTh BOCCTAHOBJIEHUs (DEPTUIILHOCTH [48, 49].

IIpuMeyaTesIbHO, YTO IO KpaliHeH Mepe V 50% >KeHIUH
1ocjie Pa3BUTUS HENOCTATOYHOCTH SUYHUKOB B HHUX
ocraroTess PoJTUKYJIBL [2], KOTOpbIe MOKHO PEaKTUBHPO-
BaTh JJIs1 TIOJIyUYE€HUS] KOMIIETEHTHBIX OOIIUTOB, YTO IOJ-
TBEpKIaeTcss aKTHBaNMeld CrAmux (GOJUIUKYJIOB in vitro.
B psizie myOMKanuii 06CyK/AaI0TCA MEXaHU3MbI U KJIMHHU-
YyecKue JaHHbIE, OTHOCSIITUECS K HOBBIM TE€PATIEBTUYECKUM
CTpaTerusiM C UCIO0JIb30BaHNEM (PparMeHTAIlUN AUYHUKOB,
CTBOJIOBBIX KJIETOK WJIM OOTaToO¥ TPOMOOIIMTAMHM IIJIa3MbI
JUIsI BOCCTaHOBJIeHUS QYHKIUU SIMYHUKOB Y JKEHIIUH CTap-
mero Bozpacra (>38 ser). MeTozbl peaktuBaruu Gosiu-
KYJIOB JIEMOHCTPUPYIOT MHOTO00ENAoIe IKCIEPUMEH-
TaJIbHbIE Pe3yJIbTaThl U ObUIM YCHENIHBIMH B HEKOTOPbIX
caydasix, Korja Oputa yeranossaeHa ITHSA. [Tomumo sToro,
00cy»K1aeTcst BOIIPOC O TOM, KaK HOBbIE 3HAHUSI O OMOJIOTH-
YeCKHUX MeXaHU3MaX, PETYIUPYIONINX JUHAMUKY (HOJUTHKY-
JIOB Y1 KOMIIETEHTHOCTb OOITUTOB, MOTYT ITOMOYb B yCTpaHe-
HUY [TOBPEXK/IEHUI AMYHUKOB, IOCKOJIBKY HU OJTUH METOJ]
HE BJIUsIET HA KAYECTBO OOIUTOB. JIOMOTHUTEIBHBIE UCCIIE-
JIOBaHUsI JIOJIKHBI ObITH HATIPABJIEHbI HA YBEJTUYEHUE KOJIU-
YyecTBa U yJydliieHue kauecta (osuinkysnos. Hakower, cy-
eCTBYeT HeOOJIbIIIAs, HO BasKHAS PYIINA JKEeHIIIH, Y KOTO-
PbIX HET OCTATOUYHBIX (POJUIUKYJIOB M KOTOPHIM TpeGyeTcst
[TOJIyYEHKE OOIIUTOB U3 CTBOJIOBBIX KJIETOK [50—53].

ITornMaHue BIUAHUS GAKTOPOB OKPYIKAIOIIEN CpeIbl Ha
I[THA u crapeHVe SUYHUKOB KpaliHe Ba)KHO B KOHTEKCTE
OOIIECTBEHHOTO U KJIMHUYECKOTO 37[paBOOXpaHeHusl. BbI-
ABJIsAsL (DAKTOPBI PUCKA, MEJUIIMHCKHUE PAOOTHUKH MOTYT
paspabaThiBaTh IieJieHANPABJIEHHbIE U CTpPaTernyecKue
IJIaHbI TPOPUIAKTUKY U BMEIIaTeIbCTBA. Bosiee Toro, aTu
3HAHUS MOTYT CIIOCOOCTBOBATH YKPEILJIEHUIO PEMPOLYKTHUB-
HOTO 37I0POBbSI U MHHUMW3AIMHN BO3IEHCTBUS BPEIHBIX
(akTopoB OKpyKarOIEN cpensl [14, 54].
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