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Bpoxnennas aucpyHkuusa kKopsl HaanodeyHukoB (BJIKH) — rpynma 3a0ojieBanmii, HacjegyeMbIX IIO
ayTocoOMHO-peneccuBHomy tumy. Hekinaccuueckass ¢opma BJIKH saBiasiercs oaHMM M3 caMbIX 4acTo
BCTPEYAIOLIUXCSl HACJIEACTBEHHBIX JHJIOKPUHHBIX 3a00/ieBaHuii. [JIaBHBIM 3BeHOM NATOreHe3a B 0OJLIIMHCTBE
cJIyuyaeB fIBJISIETCS] HEJOCTATOYHOE KOJIMYecTBO (pepmenTa 21a-ruaporcuiiassl (6osee 5%), KOTOpPbIH HEOOX0AUM
JJISl CHHTe3a IIIOKOKOPTHKOUAOB. B pe3y/ibTaTe 3TOr0 yCHM/IMBaeTcsl CHHTE3 HAJANO4YeYHNKOBBIX aH/IPOreHoB, a
Tak/Ke Hapymiaercss pa0oTra rumnorajaaMo-runogu3apHoi cucreMbl. BbIpaKeHHOCTh NMATOJIOTHH 3aBHCHT OT
creneHl gepunura dpepmenta 2lo-ruapoxcuiaszbl. TakuMm 06pa3oM, BOZHHKAIOT TPYAHOCTH IPH NMOCTAHOBKeE
JUATHO3a HEKJACCHYeCKOoi ()OpMbI BPOKICHHON AUCHYHKIUH KOPbI HAJANOYEYHHKOB BCJIeJCTBHE Pa3BHTHSA
HEOHOPOJHO N0 BLIPA’KEHHOCTH KIMHMYECKON KAPTHHBI Y NalieHTOK. ONHAKO HAPYILIEeHHs, PAa3BUBAIOLIUECSH
NPH JAHHOH MATOJIOTUM, NIOCTENIEHHO MOTYT NPUBECTH K IPy0bIM c00siM B padoTe penpoAyKTHUBHOI CHCTEMbI U
HEBO3MOXKHOCTH 324YaTUsl WM BbIHAINMBAHMA pe0eHKa JaHHbIMHM nanueHTkamu. Hexiaccmyeckas ¢opma
BJIKH MmoskeT cnoco0cTBOBATh Pa3BUTHIO U YCYI'YOJIATh TedeHHMe TAKHUX HApyLIeHUH, KaK HeA0CTaTOYHOCTb
JIIOTEHHOBOH (a3bl NMK/IA, XPOHMYECKAs AHOBYJSILHMA, BTOPHYHBIA CHHAPOM NOJHMKHCTO3HBIX SAUYHHKOB,
KOTOpbIe B KOHEYHOM cYeTe MPUBOAAT K BOSHUKHOBEHHIO Oeciuioausi. B ciayyae HacTymieHusi 6epeMeHHOCTH Y
NAIUEHTOK ¢ Hekyaccuyeckoil popmoii BKH Bo3MoskHBI HapylIeHHe HMIJIAHTAIMM II0AHOTO fAiilna, pa3BUTHE
NJIALICHTAPHOI HEeIOCTATOYHOCTH M HEeBbIHAIIIMBAHHE OePEeMEHHOCTH.

KiroueBsle cnoBa: Hekiaccuyeckas (opMa BpOKIEHHOH TUCQYHKIMH KOPHI HAAIIOYEYHHWKOB, THIICPAHIPOTCHEMHUS,
THIIEPIPOJIAKTHHEMHS], OecIuionue, HETOCTaTOYHOCTh JIOTEMHOBOM (ha3bl IWKiIa, cuHapoMm Popbca—Onbpaiita,
XpOHHUYECKAast aHOBYIISLHS, CHHAPOM ITOJIUKHCTO3HBIX THYHHKOB
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Congenital dysfunction of the adrenal cortex (CDAC) is a group of diseases inherited in an autosomal recessive
manner. Nonclassical form CDAC is one of the most common hereditary endocrine diseases. The main link
pathogenesis is a deficit of the enzyme 21a-hydroxylase (more than 5%), which is necessary for the synthesis of
glucocorticoids. As a result, the synthesis of adrenal androgens is enhanced, and the hypothalamic-pituitary
system is also impaired. The severity of the pathology depends on the degree of deficiency of the enzyme 21a -
hydroxylase. In this way, it is difficult to make a diagnosis of a non-classical form of congenital dysfunction of
the adrenal cortex due to the development of a heterogeneous clinical findings. However, disorders that develop
in this pathology can gradually lead to gross violations of the reproductive system and the impossibility of
conceiving or carrying a child with these patients. The nonclassical form of CDAC can contribute to the
development and aggravate the course of such disorders as the luteal-phase defect, chronic anovulation, and the
secondary syndrome of polycystic ovaries, which ultimately lead to infertility. In the case of pregnancy in
patients with non-classical form of CDAC possible violation of the implantation of the ovum, the development of
placental insufficiency and miscarriage.

Keywords: non-clasical form of congenital dysfunction of the adrenal cortex, hyperandrogenemia, hyperprolactinemia,
Forbes-Albright syndrome, polycystic ovarian syndrome

Bpoxnennas aucyHKIHMS KOpPBI  HAAMOYEYHHUKOB MPEACTABISET COOOM  Trpymmy
3a00JieBaHUl, 00YCIIOBICHHBIX ACPUITUTOM (EPMEHTOB, HEOOXOIUMBIX IS CHHTE3a CTEPOUTHBIX
TOPMOHOB HAJMOYCYHUKOB. B pesynbrare HapymieHHss 00pa3oBaHUsS KOHEUHBIX IPOJYKTOB

MNPOUCXOAUT HAKOIUICHHUC BCHICCTB-IIPCANICCTBCHHUKOB, a4 HWMCHHO l7OH-np0reCTep0Ha. Ero
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M30BITOK cOpachIBaeTCs Ha CHHTE3 MYKCKHX TIIOJIOBBIX TOPMOHOB B CETYATOW 30HE KOPBI
HaanmodyeuyHukoB. [Ipu Hexmaccumueckom Bapuante TeueHus BJIKH nedbunur depmenta He cronb
3HAYUTEINICH, KaK MPHU CONbTEPSIONIEH UM BUPUIBHON (opMe, OHAKO UTUTEIHHO CYIIECTBYIOIIUN
TOPMOHAJBHBIN AMcOalaHC KaK Ha YPOBHE Xelle3 BHYTPEHHEH CeKpelnH, TaK U Ha YPOBHE BBICIINX
3BEHBEB PETYIIIUN MOXET MPUBOJUTH K Pa3HOOOPA3HBIM HAPYIICHUSM B padOTe PErpOayKTUBHOU
CUCTEMbI, KOTOpbIE SBJISIOTCS NPUYUHOW OEcIuiofnus U HEBbIHAIIWBAHUA OEPEMEHHOCTH Y
MAIMEeHTOK.

Ilenp paboTHI: aHANM3 JUTEPATYPHl, IMOCBSIICHHONH COBPEMEHHBIM MPEICTABICHUAM O
BIMSIHUM ~ HEKJIACCHYECKOW (POpMBI BPOXKICHHOH AMCHYHKIMH KOPBHI HAAMOYCYHHKOB HA
PENpPOAYKTUBHOE 3[0POBbE JKECHIIUH. PackpblTHe poiid HEHPOIHAOKPUHHBIX HApYIICHUH B
BO3HUKHOBEHUH MAaTOJIOTHI OpraHn3Ma U pa3BUTHH OECIIIONHS y MALUEHTOK.

[To manasiM BO3 okono 15% ceMelHbIX Map penpoayKTUBHOIO BO3pacTta BO BCEM MHUpE
CTaJKMBAIOTCS ¢ Tpobsemoit Oecrumous [1]. Tak, pacmpocTpaHeHHOCTh OECIUIONHBIX OpakoB B
eBpoIeiickux cTpaHax coctapisier okono 10%, B CIHA — okosno 15%, B Poccun — 17,5% (44,5
MiH cynpyxeckux map) [2]. CormacHo manHbM Poccrara 3a mocnenHue AecsTHICTUS BCE dalle
peructpupyercsi tuarHo3 «oecrutoaue». C 1990 mo 2012 rr. atot moka3areib Beipoc Ha 85% [3].
Takast TeHmeHIust 0OyCIOBIICHA BIHMSHHEM MHOXXECTBAa (DAKTOpOB, TaKMX KaK TCHHUTAJIbHAS H
9KCTpareHuTalbHAs MAaTOJIOTUS OJHOrO0 WM OOOMX CYyHpyroB, HEOJIaronpHUsTHbIE COIHAJIBHO-
SKOHOMMYECKHE YCIIOBUS, BPEIHBIE NMPUBBIUKH (KypeHHE, yMOTpeOJeHHE aJKOToys B OOJBIINX
KOJIMYECTBAX, M30BITOK MM JeQHUIUT MacChl Tela), IKOJOTHYecKas oOcTaHoBKa. Bemymmmu
(dbopmMamMH KEHCKOTO OeCIIONMs SBISIOTCS TpPyOHO-TIEpUTOHEANbHAs, SHAOKPHHHAS, MaTOYHAs,
nieeyHas, UMMYHOJIOTHYEeCKas. DHIOKPHHHOE JKEHCKOEe OecIIojfe, BO3HUKAIOIIEEe BCIICICTBHE
HapyluIeHUs] HOpMajbHOrO (DOJTUKYJIOTeHe3a B SUYHMKAX W OBYJIAlMH, BbiABiIsgerca y 30%
Ooecrutogupix map [4]. K Hambonee pacnpocTpaHEHHBIM HACIIEJCTBEHHBIM 9SHIOKPUHHBIM
3a00JIeBaHMUSAM, BBI3BIBAIOIIMM HapylIeHHE paboThl PEnpOJyKTUBHONH CHUCTEMBI, OTHOCHTCS
HekJaccudeckas popma BpoxIeHHOH auchyHKIUH Kopsl Haanoueunnkos (HGBJIKH) [5].

Bpokaennast AUCOYHKIHS KOPbI HAMOYEYHUKOB (2 pCHOTEHUTALHBIN CHHAPOM, CHHAPOM
VYunKuHca) mpencTaBisieT coO00H HaclaeCTBEHHOE 3a00JIEBaHNE C Ay TOCOMHO-PEIIECCHBHBIM THUIIOM
HaclenoBaHus. BpiensoT Tpu (OpPMBI apeHOTCHUTAIBHOTO CHUHApPOMA: Kiaccudeckas (Hiiu
CONBTEpsIONIas), BHPWIbHAS M Hekiaccuueckas (wiu moctmyOepratHas). [locnmenusisi dopma
SIBJISIETCS caMoM pacnpocTpaneHHor u peructpupyercs B 0,1-0,2% ciydaeB, a B HEKOTOPBIX
000CO0JICHHBIX TPYINaxX Npy HATUYKUU OJIM3KOPOJICTBEHHBIX CBSA3EH 4aCTOTa BCTPEUAEMOCTH MOXKET
nocrurate 1-2% [6]. Heknaccuueckass ¢opma BpOXKIACHHON TUC(HYHKIIMU KOPBI HAAMOYCYHUKOB
pasBuBaeTcs BciencTBue neduimuTa ¢GEepMEHTOB, YUYacCTBYIOIIMX B cTepounorenese. HawmbOosee

YacTO JaHHas MaTOJOIUsl BOSHUKAET M3-3a HexBaTKH (epmeHTta 2la-ruapokcmiasa (90% ciaydaes)



win 11B-ruapokcunasa [7]. Ilpuuunoit pazsutus HPBJIKH sBisieTcs MyTaius CTpYKTypHBIX TEHOB
— npeumytiectBeHHO TeHa CYP21, koTopslii KonupyeT oOpa3zoBanue GpepmeHTa 2 10-ruapoKCcuiiasbl
[8]. Ucxonst u3 Toro, kakas MyTalusi OPOW30LLIA — TOYEYHA MUKPOKOHBEPCHS HJIM KPYIHBIC
HapyIleHUs: B BUJIE JeNelUH W KOHBEpCHH, — OyaerT HaOmonaTbcs pasHas CTeleHb
HegocraToyHocTH (pepmenTa. Ilpu coxpanenuu ero akTtuBHOcTH Oosiee 5% ToOBOpAT O

Heksaaccuuyeckoit popme BJIKH [6].
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Ilamozenes pazsumus nexnaccuueckou gpopmoi BIIKH npu oedhuyume
gepmenma 2 1o-2uopokcunasvr [6]

I'maBabiM 3BeHOM matoreHe3a HPBJIKH sBnsercs 610k Ha cTaawu CHHTE3a KOPTHU30JIA.
N3BecTHO, YTO XOJIECTEPUH CIYXKHUT MpEAIIecCTBEHHUKOM mporectepoHa u 17-OH-mporectepona.
[Tox nmetictBueM epmenTa 210-ruapoKcuia3sl JaHHBIE COSTUHEHHS TEPEXOISAT B allbJOCTEPOH H
KOPTHU30JI, OJIHAKO B OTCYTCTBHE (hepMeHTa HaOJroJaeTcsi WX CHIDKeHHe, HakarmBaercs 17-OH-
nporectepon (mMapkep BJIKH). He ucmonb30BaHHBIN B MyYKOBOH 30HE KOPBI HAAMOYECYHUKOB, OH
YTUIM3UPYETCS B CETYATOW 30HE, YTO COMPOBOXKAAETCS YBEIIMYEHUEM CHHTE3a HAJAIOYEYHUKOBBIX
aHJPOTEHOB, TPEUMYLIECTBEHHO Jeruapolnuanapocrepona (JIDA) [6]. DA  sBusercs
MIpeIIIECTBEHHUKOM aHJIPOCTEHAMOHA U TeCTOCTepoHa. 13-3a HeocTaTka KOPTU30J1a 10 NPUHIUITY
OTpHUIIATETILHOM 00paTHOU cBsi3u cTuMmyaupyercs BeipadoTtka AKTI, u mopodnbIil KpyT 3aMbIKaeTCS
(pucynok). PasBuBaercs HenpepbiBHas —rumepcekpenms AKTI, Bemymas K CTO#KOM
TUINEPCTUMYJIISIIUU KOPKOBOTO BELIECTBA HAMOYCYHUKOB. [ unepyHKIHS KOpbl HAAMOYEUHHUKOB

NPUBOJNT K €€ MaTOJOTHYEeCKOil runepruiazuu [4].



Huarnoctuka HOBJIKH nipencraBnsieT coboii mpodiieMy, 9To CBsI3aHO, BO-TIEPBBIX, C PA3HOM
CTENEHbIO BBIPAKCHHOCTH KJIMHUYECKUX MPOSIBICHUN 3a0o0yieBaHUA. Y MAallMEHTOK OTMEYaloTCs
HEperyJspHbI MEHCTpYyaJbHBIH IHKI, POCT BOJOC MO MYXCKOMY THUIy, cebopes, akHe,
BO3ZHUKAIOIINE B TOCTIyOepTaTHOM mepuoje. IlepeuucieHHble CUMITOMBI 3aBHCAT OT CTEIICHH
nedunmura (GepMeHTa W MOTYT HE TMPOSIBIATHCS KIMHUYECKU. BO-BTOPBIX, 3TO CBSI3aHO C
HEJIOCTaTOYHOM ocBegomiieHHOCThI0 Bpadued o BJIKH u mnpeymeHnblieHHeM 3Hauye€HUS 3TOU
SHJOKPUHOMATUN B MATOJIOTMHU DPENPOIyKTUBHOM cHUCTeMBbl. Takum 00pa3oMm, TUArHOCTHKA HE
IIPOBOAMTCS, HA3HAYaETCS CHUMIITOMATHUYECKOE JIEUEHUE IOHOIIECKOIO0 aKHE W TUPCYyTU3Ma, a
HEPETyJSIPHBIA MEHCTPYaIbHBINA IUKJI CBSI3BIBAIOT C MOAPOCTKOBBIM BO3PACTOM.

B coBpemennom mnpencraBienun HQBJIKH paccmarpuBaercs kak MOTMIHIOKPUHOIATHA,
TaKk KakK QuCcOalaHC CTEPOUIHBIX TOPMOHOB HE TOJBKO OTPAXKAETCS B HAPYIIECHUSX HA YPOBHE
HAJIMOYEUYHUKOB, HO M BBI3BIBAET M3MEHEHUS B PETYJIALMH BBICIIUX 3BEHBEB PENPOAYKTHUBHOMN
CHUCTEMBI ¥ IPUBOJUT K PA3BUTHIO Psia HAPYIICHUI.

JlaHHast TaTOJIOTHUSI MOKET OBITh MPUYMHON BOZHUKHOBEHHUS HEJOCTATOUHOCTH JIFOTEHUHOBOM
¢a3pl 1UKIa BCJIEACTBUE PA3BUTHS THUNEPIPOTAKTHUHEMUHU, UYTO TPOSBISETCS HapyIICHUEM
(hopMUPOBAHUS KEITOTO TENNA, CHUKCHHEM BBIPAOOTKU MPOTECTEPOHA U YMEHBIICHUEM TOJIIIIMHBI
sHpomMeTpust MaTk < 10 MM K KOHILy BTOPO# (ha3bl MEHCTPYaabHOTO IuKiIa (mpu Hopme 10 17 Mm)
[9]. U36bITOK mponakTuHa npu HGBJIKH o0yciaoBieH moBsiieHneM ypoBHs recrarena 17-OH-
MPOreCTePOHA, OKAa3bIBAIOIIETO «IPOJTAKTUHOTEHHBIN» A((EeKT, U CHIKEHHEM TOPMO3HOIO
BIUSHUS Jo(aMUHA 3a CYET YCKOPEHHUs ero OoOpaTHOro 3axBaTa MO JCWCTBHEM CTEPOHIOB
naamoueynnkoB [10]. Kpome »3Toro, K MNpONaKTUHUHTHOMPYIOMMM (aKTopaM OTHOCST
TJIFOKOKOPTUKOUIBI, YPOBeHb KOTOpbix cHikeH nmpu HOBJKH [11]. Oagnako ux BiuMsHUE Ha
MPOJAKTUHOTPO(BI 3HAUMUTENbHO MeHbIIe. [laToreHe3 HapylieHus PEnpOAYKTHBHON CHCTEMBI
OoOyCIIOBJIEH TE€M, YTO U3-3a BO3JEHCTBUS U30BITKA MPOJAKTHHA BO3PACTAET KOJIUYECTBO
ONMHMOUJHBIX HEUpOonenTuaoB (PHAOPPUHOB, HHKE(DHATUHOB) — HHTUOMTOPHBIX MOIYJISTOPOB,
NEHCTBYIOIIMX Ha CHHTE3 TOHajoiuOepuHa B TUIMOTaJaMyce, a TakXkKe Hapyliaercs
YyBCTBUTEIHLHOCTh THIIOTAIAMO-TUIIOGHU3apHO# cucTeMbl K 3ctporeHam [12]. CremnoaTesnbHo,
ymenbinaercss cunte3 JII' u OCI' B rumoduze. Takke MpPONaKTUH KOHKYPEHTHO WHTHOUPYET
perenTopsl TOHAJOTPOITHOTO TOPMOHa B SIMYHUKAX, 4YTO OOYCIIOBIMBAaET TOPMOKEHHE
CTEpOMIOT€HE3a M CHIKEHUE YPOBHS ACTPOTe€HOB. BIOKMpys penenTopsl, MPOJaKTUH HapylIaeT
ctumynupytomiee neiictsue @CIT Ha apomarazy P450arom, npensTcTBys Mepexoay aHAPOTEHOB B
ACTpOTeHBl. BcnencTBue yMeHbIIEHUS O00pa3oBaHUsS JCTPOTEHOB HAPYIIACTCSl CO3PECBAHHE
(OJUTHKYIIOB ¥ pa3BUTHE JIOTEMHOBOTO TeJla, YTO MPUBOJIUT K CHUIKCHUIO CHHTE3a MPOTECTEPOHA.
HeuyscTBuTenbHOCTh penentopoB sauyHUKOB kK DCIT m JII' mocTeneHHO [eflaeT OBYJISIUIO

HeBo3MOXkHO# [13]. Takum 00pa3oMm, BO3HHKAeT CTOMKas THMNOQYHKIHS SHYHUKOB, KOTOpas



JIOTIOJIHUTENBHO YCHUJIMBAETCSI BO3POCLIMM YpPOBHEM HAJNOYEYHUKOBBIX AHIPOTEHOB, CUHTE3
KOTOPBIX CTUMYJHPYET NpPOJAaKTHH 3a cueT yBenuwdeHusi BbIpaboTkm AKTI. Kimanueckun
HEI0CTaTOYHOCTh JIIOTEMHOBOM (pa3bl MPOSBIISIETCS YKOPOUSHHUEM IIUKIa MeHee 21 JTHs, 0Mro- win
MOJTUMEHOpeeH, aHOBYJISATOPHBIMU LUKJIAMHU, TajakTopeel, HEBBIHAIIMBAHHEM OCPEMEHHOCTH WU
oecrionueM. Taxke MOBbIILIEHHAS KOHIEHTPALUS IPOJIaKTHHA MPOSIBISIETCS] B CHUXKEHUU JTMOUA0 U
Pa3BUTHHU KHCT, a[CHOM M paKa MOJOYHBIX xene3 [14].

bonee nonpobnoe usyuyenune HOB/IKH mno3Boimio mo-HOBOMY B3IUISHYTh Ha HPUYMHBI
BO3HMKHOBeHUs cuHapoma @opOca—Omnbpaiita [10]. Kak wu3BecTHO, JaHHBIA CHHIPOM
COINPOBOXKAAETCA TUIEPHPOJIAKTUHEMUEH M YBEJIMYEHUEM HAIANOYEUYHUKOBBIX aHAPOTE€HOB, 4YTO
KJIIMHUYECKU NPOSBIAETCS TMPCYTH3MOM, TaJlaKTOPEe M OTCYTCTBHEM MEHCTpyallMM, a TaKXKe
oxupenuem [15, 16]. Panee cumranoch, YTO NPUYMHON BO3HMKHOBEHHS JAHHOTO CHHIPOMA
SBIISIIOTCS] HAPYIICHUS IEATEIILHOCTH TUNO(U3a, OJHAKO HEJOCTATOYHOE M3YUYEHHUE CTEPTHIX (PopM
BJIKH u mpoBeneHre ropMOHAIBLHOTO OOCJIEIOBAHUS MAIMEHTOK TOJIBKO TMPH SPKO BBIPAKEHHOM
KIIMHUYECKOW KapTHHE, CONPOBOXKIAIOLICHCS UINTENbHOM aMEHOpPEEH, INPUBEIO K HCKAKEHUIO
MIOHMMAaHMsI PUYUHHO-CJIEACTBEHHBIX cBsizell. Celtuac m3ydaercst Teopus, B koropoir HGBJIKH
paccMaTpuBaeTCs Kak MpUYMHA BO3ZHUKHOBEHUs! cuHAapoma Popbca—Onbpaiita, Tak Kak JOKa3aHO,
yTo moBBIICHWE YpoBHA 17-OH-mporecrepona, JIDAC u TecrocTepoHa (HAAMOYCUHUKOBBIX
aHJIPOr€HOB) MPHUBOAMUT K TUIEPHPOJIAKTUHEMHUHU. I[lOBBIIIEHHAs KOHLEHTpALMs IPOJIAaKTHHA
o0yCJIOBIMBAET pa3BUTHE HApPYLUIEHUH B paboTe penpoayKTHBHOM CHUCTEMBI — aMEHOpeH u
rajJjlakTopeH, a yBeJIMueHHe HaJIOYeYHUKOBBIX aHaporeHoB u 17-OH-nmporectepoHa — oxxupeHue u
TUPCYTHU3M.

I'opmonanpHbI nucbananc, nmerommiics mpu HOBAKH, MoxeTr cmoco6cTBOBaTh pa3BUTHIO
XpOHHYeCKON aHOByJsinuu [17]. TlpruurHaMu ee BOZHHMKHOBEHHS SIBIISIIOTCS M30BITOUHBIH YPOBEHB
MIPOJIAKTHHA U TIOSBJICHUE Y JKEHIIMH ¢ AUCHYHKIMENH HAIINOYSYHUKOB CHHIPOMA MOJUKUCTO3HBIX
suyHukoB  [18]. MexaHusm  pa3BUTHS  HApPYUICHWUH  PENPOAYKTHBHOW  CHCTEMBI  IIPH
TUIEPIPOTAKTUHEMUH CBOJAUTCS K BIHUSHUIO U30bITKA TOPMOHA, BO-TIEPBBIX, HA THIIOTAIIAMYC, YTO
COIIPOBOKIAETCS TOAABICHUEM BBIPAOOTKM TOHAJOJUOEpPHHA M, CII€AOBATENbHO, YIHETEHHEM
o0pa3oBaHUsl TOHAAOTpONMHA TunoduzoM. Bo-BTOpHIX, B SMYHHKAX HPOJAKTUH CHUXKAET
o0Opa3oBaHHE CTEPOUIHBIX TOPMOHOB, a TAKKE YMEHBIIAET UX YYBCTBUTEIBHOCTb K PETYJISATOPHBIM
BIUSHUSAM TUNIO(U3a U TIOJABISET CEKPELUIO IPOreCTEPOHA JTIOTEMHOB TEIOM.

JUTNTENBHO CYIIECTBYIONIAs TMIIEPAHIPOTeHEMHUSI OJABIAET B SIMUHUKAX (DOJUIMKYJIOI€HE3.
OTO NPUBOAUT K Pa3BUTHIO CHHAPOMA BTOPUYHBIX TOJHMKHCTO3HBIX SUYHUKOB (CIIKS).
[ToBpIlIEHNE KOJIMYECTBA aHIPOT€HOB M SIMYHUKOBOIO, U HAJMIOYEYHUKOBOTO I'€HE3a B KOHEYHOM
cyeTe NPHUBOAUT K (OPMHUPOBAHMUIO MOPOYHOIO KPyra M pa3BUTHIO MICHTUYHBIX KIMHUYECKHX

cumntomoB. /lnarHo3 CIIKS peructpupyercs y 4eTBEpTH >KEHIIMH PENpOIyKTHBHOIO BO3pacTa,



CTOJIKHYBIIMXCS C TpoOieMoit Oecrumomusi. [Ipu 3TOM MONMKHUCTO3HBIE STMYHUKU BBIIBISIIOT y 80—
90% xeHmuUH ¢ pasHbiMH (opmamu runepanaporenemun [9]. Ilox BiusHHEM H30BITOYHOTO
KOJIMYECTBA MY’>KCKHUX TMOJOBBIX TOPMOHOB B SIMYHUKAX MPOUCXOAUT POCT HNPUMOPAHAIBHBIX H
nepBUYHbBIX (HoJUTHKYII0B [12]. JIncOanaHc mooBbIX TOPMOHOB C TOBBIIICHUEM YPOBHS aHIPOTCHOB
BBI3BIBACT YCKOPEHHE pocTa (HOJUIMKYJIOB JI0 AaHTPAJIbHBIX, MPENATCTBYET HUX aTpe3ud |
HHHUIMUPYET TOJIMKUCTO3HYI0 TpaHchopmanuio suunukoB [19]. Takke rumnepaHaporeHeMust
COMNPOBOXKAAECTCS YCKOPEHHBIM CO3PEBAHUEM KEJITOrO Teda U KUCTO3HOM aTpe3ueil JOMUHAHTHOIO
¢domnmukymna [18]. TIpu rECTOIOTHYECKOM HCCIICI0OBAaHUN OOHAPY)KMBAIOTCS THUICPILUIA3MPOBAHHBIC
KJIETOK 00070Ykr (DOUMKYJIOB (TEKa-KJIETOK), YacTO C TNpHU3HAKAMH JIIOTCHMHHU3AlWU, |
TUIepIUIa3usi CTPOMBI SMYHUKOB, YTO 00YCIIOBJICHO AeicTBHEM MOBbIIeHHOro ypoBHs JII'. JlanHbIe
HapyIICHUS] CBUJCTEIBCTBYIOT 00 yBEIWYECHUM npoayKiuu aHjaporeHoB [3, 4]. CHmxeHue
cekperun @CI" 00ycroBIMBaET TOPMOKEHHE 00Pa30BaHUs ACTPAIMOIIa U HAKOIIJICHUE aHAPOTCHOB
BCJICJICTBUE HEAOCTATOYHOU CTUMYJIAIIMH 3€PHUCTHIX KJIETOK M HAPYIICHUS 00pa30BaHUS SH3UMOB,
apoOMaTHU3HUPYIOLIMX aHaporensl B scTporeHsl, — P450arom [20]. Yem Gosee BbIpakeH ACHUIMAT
@OCT u 5CTpOreHoB, TeM 0OJbIe HAKAIIMBACTCSI HE3PENbIX TPaHyJIe3HBIX KIETOK, YTO MPUBOAUT K
MMOCTETICHHOMY YBEIUYCHUIO BBIPAOOTKM WHruOWHA. OJHAKO IO MPHHIMIYY KOPOTKOH MeTIH
oOpaTHOM CBSI3M CTUMYJIUPYETCS BBIOpOC TOHANOTPONHOro penusuHr-ropmona (I'uPI’)
runotaiamycoM. I'HPI' cunbHee ctumymupyer Bbipabotky JII, wem @CI, 4to mnposBisercs
OTHOCHUTENBHOM HeocTaTouHOCThI0 DCI', TO ecTh BO3HUKAET FOHATOTpONHAA HuchHyHKIUA. Takum
obpa3om, HapyuieHue BeipaboTku OCI o0ycnosneno neiicteuem naruOuHoB U ['HPI'. Onucanubie
HapyUICHHUs] TUMOTATaMO-TUMO(U3apHON CHCTEMBI, HAPYIICHHs] CTEPOUJOTEHE3a, YTHETCHHE
npoiudepaund  QONTUKYISIPHBIX KIETOK M YTOJIIEHHE Oello4HOM OO0OJIOUKH  SIMYHUKA
CIOCOOCTBYIOT Pa3BUTHIO XPOHUUYECKON aHOBYJIALIUU.

[IporpeccupoBaHue MaToIOrHYECKUX MPOLECCOB B 3BEHBSIX PEMPOTYKTUBHOW CUCTEMBI MPHU
aJIPEHOTEHUTAILHOM CHHJIpOME pa3BuBaeTcs nocrernenHo. OrnuanrensHoi yeproit CITKS Ha done
BJIKH sBnsieTcs TO, 4TO BCIEACTBUE IMOBBIIMICHHOTO YPOBHS HAJAMOYEYHUKOBBIX aHIAPOTECHOB
CHayaJla TOpa)XaeTcss TOJbKO OJWH SIMYHUK, a HaApyLIEHUE CTPYKTYypbl BTOPOTO MPOHUCXOAUT
no3Hee [4]. Takum oOpasom, pu ucciieaoBanuu namueHTok ¢ BJIKH BoIsiBIIsIeTCs pa3Has CTENCHb
MaTOJIOTHYECKUX HM3MEHEHUNM B SMYHUKAX. Takke B OTIMYHME OT IMEPBUYHBIX IMOJTUKHUCTO3HBIX
SUYHUKOB TIPH aJPCHOTCHUTAIHPHOM CHHAPOME BO3MOXKHA CIIOHTAHHAsl OBYJSIHUS M JaXKe
OepeMeHHOCTh 3a cYeT (YHKIMOHUPOBAHMS THUIIOTAIAMO-TUIIOPU3APHO-TUYHUKOBONH CHCTEMBI.
OpHako HeMoNHOICHHOE (opMUpOBaHKHE (DOJUTUKYJIOB, HEIOCTATOYHOCTh JKENTOrO0 Tela H,
CJIeIOBATENIbHO, Je(UIIUT TPOTeCTEpPOHA MPHBOIAT K HAPYNICHWIO WMIUIAHTAIIMH M paHHEH
raneHTanuu [4].

yCTaHOBJ'ICHO, 4dTO THUIICPAHAPOIrC€HEMUA W HWHCYJIMHOPE3UCTCHTHOCTH YaCTO COYUCTAROTCA



npu CIIKS. CBoOomHbBIE aHIPOTEHBI OIOKUPYIOT PELENTOPHI HHCYJINHA, PACTIONO0KEHHBIE CHAPY KU
KJIETOYHOM MeMOpaHbl. Takke OHM aKTHBUPYIOT BHETOHAJHBIA CHHTE3 3CTPOTCHAa B JKUPOBOU
TKaHH, CJIEeI0BATEIbHO, 3aIlyCKaeTcs NMpoiaudepanys aJurnonuToB, NPOrpecCUpyeT 0KUPEHUE, UYTO
NPUBOJUT K OJOKUPOBKE HMHCYJIMHOBBIX PEIENTOpPOB BHYTpH KieTku [21]. M30BITOK My>KCKHX
MIOJIOBBIX TOPMOHOB, JEHCTBYSI Ha MBIIIEYHYIO TKaHb, CIOCOOCTBYeT YBEIMYEHHIO B HeH
KOJINYECTBA MBIIIEYHBIX BOJOKOH 2-TO TUIIA, KOTOpble 001aJal0T MEHbIIEH YyBCTBUTEIBHOCTBIO K
uHCyIuHYy [22].

[Tomumo Oecrmofusi, yBelIMYeHHE CBOOOIHBIX AaHIPOTEHOB Y MAIMEHTOK INPHUBOJUT K
W3MEHEHUSM B aHJPOr€H3aBUCUMBIX TKaHSIX, YTO HPOSBISAETCS M30BITOYHBIM POCTOM BOJIOC IO
MY’KCKOMY THITy, cebopeeii, OsIBIIEHUEM CTpUl, akHe B (pOpMeE KOMEIOHOB, MaITyJl U KKCT, KOTOpbIE
MOTYT BOCHAJATHCS U OCTAaBJIATH MOCJIE YCTPAHEHUS MUTMEHTHbIE pyOLbl. Y MHOTMX MalUeHTOK
HAOJIIOAI0TCS  JICTIPECCMBHOE IMOJIABJICHHOE COCTOsSHHUE W u30biTouHas Macca Tena (35-60%
ciy4aeB) [23]. XKenmuubl ¢ CIIKS BXOAAT B rpymiy MOBBIIICHHOTO PUCKA PAa3BHTHUS CEPACUYHO-
COCYJIUCTBIX 3a00JI€BaHUH, paKa SHIOMETPUSI U MOJIOUHBIX XKeJle3.

Takum 006pa3oM, MOXKHO CJIeNaTh BBIBOJ, YTO MOJUMOPGU3M KIMHUYECKUX MPOSBICHUN U
pa3Hasi CTeleHb WX BBIPAXKEHHOCTH CO3/1al0T Mpo0iieMy He TOJIbKO Ha 3tane BeiaBneHus HOBJIKH,
HO U IIPU OMNpeesIeHuH HeoOXO0AUMOCTH JedeHus. Ilpu 3ToM ocobasi omacHOCTh 3aKiIOYaeTcs B
TOM, YTO MHOTHE MALMEHTKH HE UMEIOT BBIPA)KCHHBIX CUMIITOMOB, OJTHAKO PUCK HEBBIHAIIVMBAHUS
OepeMEHHOCTH, MEPTBOPOXKACHUS U paHHEH JETCKON CMEPTHOCTH B pe3yJIbTaTe POXKIEHUs AeTell ¢
B/IKH sBnsercst cyuiecTBeHHbIM. BeposATHOCTh poxaeHusi peOeHka ¢ Kiaccuueckoil (opmoit
cocrasisier 2,5%, a ¢ HOBAKH — He menee 15%, 4To Takke 3aBUCHT OT reHoTHma oTma [24].
HeobOxonumo nmomuepkHyTh, yTo AuarHo3 HPBJIKH npaktudyecku HUKOIr/a HE PEruCTpUpYeETCs Y
MY’K4HH, TaK KaK y HUX He HaOJr0aeTcs BHIPaXXEHHbBIX HapyueHuit [6]. Haubomnpuryto yrposy mis
KHU3HH HOBOPOXJEHHOTO mpexacrtaBiser conbrepsiomas ¢opma BJKH. Ee mnposBiaenus
00ycJIOBIIEHO OJIOKOM CHHTE3a albJOCTEPOHA, YTO MPHUBOAWUT K 3HAYUTEIHHOW HEXBATKE JTOTO
ropmoHa [25]. Beneacreue 3Toro B opranuszme pebeHka HapyIaeTcst 00paTHOE BCAChIBAaHHE HATPHS
U BOJBI, 3aJCpXKHUBAIOTCA MOHBI Kanusg M XxJjopunael. Ilpm sToM BapuanTe AUCHYHKIMU
Ha/IMOYEYHUKOB HAOJII01al0TCsl CHIDKEHHE TOHYCa MBIIIL, HapYyIIeHHe KPOBOCHA0KEHHUS TOJIOBHOT'O
Mo3ra U nepudepruueckux TKaHeH. Y neTeil 0TMeHaroTcs TUIIOTOHHS, OpaJuKapans, KOTOpask MOXKET
MEePEXO/IUTh B aTPUOBEHTPUKYJSIPHYIO OJokany U cuuHiapoM Mopranbi—Anamca—CToKkca, pBOTa,
BeAyllas K O00€3BOKMBAHHMIO, METAOOJIMYECKMH alua03, HapacTamoollas aJuHaMHus U CYIOpOTIH.
l'unepanaporeHemMus y A€BOYEK NMPHBOIUT K PAa3BUTUIO ICEeBAOrepMadpoauTH3Ma, Y MalbYMKOB
MIOJIOBBIE OpraHbl Pa3BUBAIOTCS MO M30CEKCYaJbHOMY THILY, OJHAKO 3TO YacTO MPHUBOJIUT K
IMOCTAHOBKE OIIMOOYHOIO JMArHo3a W BHIOOPY HEMPaBUIIBHOM TaKTUKK jeucHus [24]. BupunbHas

¢dopma BJIKH pazBuBaetcs 0e3 cONbTEPSIONUIEr0 CUHAPOMA, IPU POXKIAECHUH OTMEUAIOTCS MPU3HAKU



HENPABWJIBHOTO CTPOEHHMSI MOJIOBBIX OPraHOB Yy J€BOUYEK (YPOr€HUTAIbHBIH CUHYC U TUIEpTpodus
KJIUTOpa), MPU OTCYTCTBHM JIEYEHHUS B IOCTHATAJIbHOM TIEpUOJIE€ PaHO HACTYIMaeT IOJIOBOE
cospeBanue (6—7 7er), W3-3a MPEKIACBPEMEHHOTO 3aMEICHUs SMH(U3APHON TIACTHKA KOCTHOM
TKaHbBIO JIEBOYKH UMEIOT HU3KUN POCT. Y HUX TAaK)K€ BO3HUKAIOT HapyIIEHHUE Pa3BUTHSI MOJIOYHBIX
JKelle3 W TEepBUYHAsE aMEeHopes, CBsA3aHHas C IOAABJICHHUEM JIeATEIbHOCTH TunodusapHo-
SIMYHMKOBOM CUCTEMBI H30BITKOM aHIpOreHoB [26].

VY ©Oepemennbix sxkeHIMH ¢ HPBJIKH wn30bITOK aHApOreHOB HapyllaeT HMILIAHTALUIO
IUIOJJHOTO sIiIla, BBI3BIBAET CKJIEPO3 COCYJOB MHOMETPHUS M XOPHOHA, YTO BEAET K PAa3BUTHUIO
IUTAllEHTapHOW HEJOCTaTOYHOCTH M HEBbIHAIIMBaHUIO OepemeHHOcTH (76%) Takke y AaHHBIX
MAUEHTOK PETUCTPUPYIOTCS POABI C TMOCIEAYIOIMM BTOpUYHBIM OecruiogueMm  (23,8%),
CaMOIIPOU3BOJILHOE MIPEPBIBAHUE B CPOKH OT 8 10 28 Heenb, 3amepiuas 0epeMeHHOCTb [27].

3akmouenue. cxos U3 BHIICONMCAHHBIX U3MEHEHUH B opranuiMe keHmuH ¢ HpBAKH
MOXKHO CJI€JIaTh BBIBOJ, YTO BO3HUKAIOIINE HAPYLICHUs PENPOAYKTUBHONW M 3HIOKPUHHON CHUCTEM
MOTYT BBbI3bIBaTh OCJIO)KHEHHUS B BHJIE OECIUIOMS, MPUBBIYHOIO HEBBIHAIIMBAHUS OCPEMEHHOCTH,
CaMOIPOM3BOJILHOIO TpEepbIBaHUS OCPEeMEHHOCTH Ha PaHHUX U MO3JHUX CPOKaxX IecTalud, paka
SHAOMETPHUSL, IMUHUKOB U MOJIOYHOM KEJIE3bl, IIOJIUIIOB 1 MUOM MaTKH, TMIIEPIUIA3UHU YHIAOMETPUS,
OKUPEHMSI, Pa3BUTUS WHCYJMHOPE3UCTEHTHOCTU M caxapHOro auadera 2-ro TUIa, MOBBIILIEHUS
CBEPTHIBAEMOCTH KPOBHU M TPOMOO30B, a TaKkKe yXyAIIEeHUs KauecTBa kxu3HH. [loaToMy npoBeneHue
muarHoctuku HOBJIKH nefictBuTensHO HEOOXOIMMO, TaK KaK TOJBKO MPH BHIOOpPE MPABUIBHOM

TAKTHUKU JICUCHUA Bpad MOKCT NPCAOTBPATUTH OINMMCAHHBIC HAPYIICHUS Y TAIITUCHTOK.
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