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Mpu aHaAM3e MyOAMKALIMIA, MOCBSIWEHHBIX CHIKEHUIO (DEPTUABHOCTU MALMEHTOK C BPOXXAEHHOW AMC(YHKLMEH KOpbl HAAMO-
4Ye4YHUKOB, aKLIEHTUPYETCS BHUMaHNE Ha CHWXKEHUM ICTporeHnsaumu. MpoaHaAn3mMpoBaHbl AaHHbIE O Te4eHUH NOAOBOrO Co3pe-
BaHMsl, UCXx0AaX (heMUHU3UPYIOIEH NAACTUKU Y AEBOYEK C AaHHbIM 3a00AeBaHMEM B 3aBUCUMOCTH OT CTeNeHN KOMIMEHCaLUum 1

CPOKOB Ha4aAa AeYeHus.
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The analysis of publications concerning the impairment of fertility in the patients presenting with congenital adrenal cortical
hyperplasia was focused on the reduction of the degree of estrogenization. It included the data on the course of sexual devel-
opment and the outcomes of feminizing plastic procedures in the girls suffering this disease depending on the degree of its

compensation and the date of onset of the treatment.
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BpoxneHHass muchyHKIMS KOPHI HAATIOUCYHUKOB
(BAKH) — rpynma ayTocOMHO-peLieCCMBHBIX 3a00J1e-
BaHWIA, TPUUYNHON KOTOPBIX SABNIsIeTCS AeeKT (hepMeH-
TOB WJIM TPAHCHOPTHBIX OEJIKOB, HEOOXOAWMBIX MJIsI
CHHTe3a KOPTU30JIa B KOpe HAIIIOYCUHMKOB. BriepBbie
TUIIePILIa3us HAIIMIOYEYHNKOB B aCCOIIMAIIAY C alPEHO-
TreHUTAJbHBIM CUHIPOMOM OblTa onucaHa B 1865 r. He-
anonmutaHckuM aHatoMoM L. DeCrecchio [1]. 3a mpo-
HIeAIIMe TTOJITOpa BeKa MHOTO€ CHEJIAHO JUISI ONTUMU-
3alU1 TUArHOCTUKY U JICYCHMSI TAaHHOTO 3a00JIeBaHUS —
BbIIEJIeHE HaAIMOYeUHUKOBBIX cTrepounoB B 1930 1. [2,
3], ucnonw3oBaHue KopTtuszoHa B Jedyenun BIAKH B
1950 r. [4, 5], onpeneneHue ponu muToxpoma P450 B
21-ruppokcuinpoBaHuu B 1965 . [6], oTKpbITHE GOJIb-
IIMHCTBA TeHOB, KOOUPYIOIMNX (DEPMEHTHI CTEPOUIOTe-
He3a B HaamodeyHukax, B 1980 r. [7], ucmonab3oBaHue
TaHIEMHON MacC-CIIEKTPOMETPUU JUISI MCCIICIOBaHUS
CTEPOMIHOTO CITeKTpa 1 T.1. OmHAaKO HECMOTPSI Ha Ha-
KOIUIEHHBII onbIT BeaeHus 6ombHbIX ¢ BAKH, ny4iee
IIOHMMAaHWE MOJIEKYISIPHO-TEHETUIECKON OCHOBHI M
rmaroreHe3a 3a0o0jieBaHUS, PpAaHHIOK IUArHOCTHUKY,
afeKBaTHYIO M PETYJISIPHYIO 3aMECTUTEIBLHYIO TepPaITuio,
CHIKeHME (hePTUILHOCTH KEHIIWH C aIpEHOTCHUTAJb-
HBIM CHHIPOMOM IO CHX IIOp CUMTACTCSI aKTyaJbHOM
npoo6aemoit [§—15]. CuuTaercs, 4To JaHHOE OCJIOKHE-
H1€ BO MHOTOM OOYCJIOBJIECHO CHUKEHHOM MPOAYKLIMEH
SCTPOTCHOB Y MAIMEHTOK, YTO MPOSIBIISIETCS YKe B TIe-
pHOI TIOJIOBOTO CO3PEBAaHUS M IMPUBOIUT K 3aIdCpiKKe
ITOJIOBOTO CO3PEBaHUSI 110 M30CEKCYAIbHOMY THITY, T10-

JIOBOMY MH(DaHTWIN3MY, HApYIICHUSIM MEHCTPYaJIbHOM
GYHKIIUM, HEYIOBJIECTBOPUTEIbLHBIM pE3yJIbTaTaM WH-
TPOUTOIJIACTUKH.

ITaToreHe3 u ieueHne BPOKAEHHON TUCHYHKIMH
KOpbI HAIMOYEYHHKOB

Haubonee wyacTto BCTpeyamIIMMCS BapUaHTOM
BIAKH gBnsgercss HemocTaToOuHOCTh (hepMeHTa 21-ru-
IpOKCHIa3bl, KoTopas cocTasisieT 90—95% Bcex ciayda-
€B U B KJIACCUYECKOM BapHMaHTE BCTPEUYAeTCs B pa3HBIX
MOMYJISALMUAX ¢ yacToToi mpubausuteabHo 1:10 000—
1:18 000 HoBopOXIeHHEIX [ 16—19]. ITprunHoOit 3a6071€-
BaHUs SBISIIOTCS MyTauuu B reHe CYP-21, koaupyio-
memM uutoxpoM P450C-21. deduuut 21-ruapokcunasbl
MPUBOAUT K CHUKEHUIO CUHTE3a INIIOKOKOPTUKOUIOB U
(4acTo) MUHEPAJIOKOPTUKOUAOB, YTO B CBOIO oYyepeib
10 MeXaHU3MY OOpaTHOU CBSI3M OOYCIIOBJIMBAET YBEIU-
yeHue cekpeunu koptukoaubepuHa (KPT') u agpeHo-
kopTukoTpornHoro ropmoHa (AKTI), x runepruiazuu
HaAMOYEYHUKOB, a TaKXKe K YBEJIUYECHUIO MPOLYKIIMU
HaIITOYeYHUKOBBIX aHAaporeHoB [16—20]. DyHkIimo-
HUpPOBaHUE KOPbl HAAIOYEYHUKOB HAYMHAETCS TIpU-
Onm3uTeNbHO Ha 7-1 Henese rectauuu [21]. Takum 06-
pa3oM, U30BITOYHAsI CeKpelrs HaAITOYeYHUKOBBIX aH-
JPOTEHOB MPOUCXOAUT B MEPUON MOJ0BOM nuddepeH-
LUpOBKU (9—15-51 Heenst SMOPHUOHATIBHOTO Pa3BUTHS ),
YTO y TUIOIOB C KAPUOTUIIOM 46 XX ITPUBOIUT K BUPUJI -
3allMM HapyXXHbBIX TeHUTaauil. BHyTpeHHUE MOJOBbIE
opraHbl AeBoyek (MaTka, (pajionueBbl TPYObI, IUYHU-
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OBb3O0OPbI

KJ ¥ TIPOKCHMaJIbHAs YacTh BIarajinilia) pa3BUBaIOTC
npaBwibHO. CTeneHb MaCKYJIMHU3AIUY TIPU POXIACHUU
MOXET BapbUpPOBAaTh OT CjieTKa TMIepTpoGhUpPOBAaHHOTO
KJIUTOpA A0 IOJHOCTBIO MYXKCKOIO CTPOEHUsI TeHUTa-
i (no wkane [pagepa 2—5) [22].

TsoxkecTh 3a0oyieBaHMST  OIPENENSIETCS  YPOBHEM
OCTaTOYHOI aKTMBHOCTH 21-TMOPOKCHJIA3bl; COOTBET-
CTBEHHO, BBIIEJISIOT TpU (hOPMBI JAHHOTO 3a00JIeBaHUS:
COJIBTEPSIONIYI0, BUPMJIBHYIO U HEKJIACCUYECKYIO (hop-
MBI. Y HeJIeUeHBIX IeBOYEK C KIIaCCHUYECKUMHM hopMaMu
aJipEHOTeHUTAJIBHOTO CUHIPOMA, pa3BMBAaeTCS IIpe-
KIEBPEMEHHOE T0JI0BOE Pa3BUTHE I10 TeTePOCEKCYallb-
HOMy TNy (YBeIMYEeHUE B pa3Mepax M HaIlpssKeHUe
KJIUTOpa, YCKOPEHME TEMIIOB POCTa, OBICTPOE IIPOrpec-
CHpOBaHME KOCTHOTO BO3pacTa, HpPEeXIECBPEMEHHOE
aJipeHapxe), pe3yJbTaTaMy KOTOPOIO SIBJISIIOTCS HM3-
KU1 KOHEYHBII POCT, TUPCYTU3M, COLIMAIbHAs e3a0all-
Tanys 1 oecrutogue. XoTs B auTeparype [23—26] ecThb
OIMCAaHUsSI CIIOHTAHHBIX OEPeMEHHOCTE U POIOB VY
>KEHIIMH C 3TUM 3a00JieBaHWEM, He TTOTyJyaBIIUX Jieue-
HUSI, CUMTAETCsI, YTO ITOAABJIEHHE HAAIOYEYHUKOBBIX
aHJIPOTCHOB SIBJISIETCS OCHOBHBIM CIIOCOOOM TOBBIIIIE-
Hus ¢pepTuibHOCTU NaeHTok ¢ BAKH. 3agauamu co-
BpeMmeHHoro jgedyeHuss BIKH siBnsitorcst anekBaTHOE 3a-
MeIlleHHE TJIIOKOKOPTUKOUIHOM U ITPY HEOOXOIMMOCTH
MMHEPATOKOPTUKOMIHONW HEZOCTaTOYHOCTH, a TaKXKe
nonasiaeHue u30bITouHOU cekpeuun AKTIT ¢ wmenbio
HOpPMaJIM30BaTh YPOBEHb LIMPKYJIUPYIOIIMX B KpPOBU
HaJIITOYeYHUKOBBIX aHAPOT€HOB M WX MPEAIIeCTBEHHN -
koB. [TogaBineHue cekpely HaaImoYeYHUKOBBIX aHIPO-
TCHOB SIBJISIETCSI HAMHOT'O O0JIee CJIIOXKHOM 3amaveii, yeM
MpeIoTBpallleHUe COJbTepsIomnX Kpu3oB. Ilpu neue-
HUU TJIIOKOKOPTUKOWMIHBIMU TIperapaTaMu CUHIPOM
KymuHra v runepaHaporeHus MOTyT pa3BUBAThCS OIl-
HoBpeMeHHO [16—20], Bussa Ha HepTHIBHOCTD Maly-
€HTOK.

B OonbimMHCTBE cilydaeB Uil BOCCO3MAHMS IIpa-
BWJIBHOM CTPYKTYPBI HApY>KHBIX IOJIOBBIX OPraHOB U
obecreyeHns] BOBMOXHOCTH ITOJIOBOM XXU3HU MaIlUEHT-
kam ¢ BJIKH, noMumMo KoHcepBaTUBHOI Teparnuu, Mo-
Ka3aHO XUpypruyeckoe JedeHue (HeMUHU3UPYIOIIAsT
IJIACTUKA), KOTOPOE OCYILIECTBJISIETCSI B ONMH WJIM He-
CKOJIBKO 3TaIloB B 3aBUCUMOCTH OT CTEIIEHU BUPUIM3a-
LMY TeHUTAJINi. AleKBaTHasE XUpypruveckas Koppek-
1IMs1 HapyXHbIX TeHuTanuit y nesouek ¢ BJAKH tecHo
COIpsiXKeHa C KOMIIeHcalei 3a0o0/1eBaHus U B OCOOEH-
HOCTH C JOCTAaTOYHOM 3CTPOreHU3aleil TKaHel mepesn
OIepaTUBHBIM JIEYEHUEM, YTO JOCTATOYHO TPYIHO JO-
CTMKMMO B ITEPUO]T TIOJIOBOTO CO3PEBAaHMSI.

Oco00eHHOCTH TeYeHns MyoepTaTa y 1eBoYeK C

BIAKH

B nmutepatype [27—29] umeroTcst pa3Hble TaHHBIE O
cpokax Hayaja IybepTara 1 Bo3pacTe MeHapxe y IeBO-
yek ¢ BIKH. ¥ MHOrux manueHToK ¢ KJ1acCU4eCKUMU
BapraHTamMu 21-TUIPOKCWIIA3HON HEJO0CTaTOYHOCTH,
MOJTYYaBIINX aleKBATHYIO 3aMECTUTEBHYIO TEPATTHIO C
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paHHEero IeTCTBa, BO3pacT Hayaja MOJIOBOIO CO3peBa-
HMS HE OTJIMYAETCS OT IOIY/ISILIMOHHOTO U OMMHAKOB Y
JIEBOYEK C COJIbTEPSIONIEH M BUPWIbHOM hopMaMu 3a-
ooseBaHus. L. Trinh u coaBt. [29] moka3zanau, 4To BO3-
pacT Havaja mybeprara y aeBouek ¢ BIIKH cootser-
ctByet 9,311,7 roga, cpeaHuit BO3pacT MeHapXxe Takxke
COOTBETCTBYET TTOITYJISILIUOHHBIM IoKa3aTesiM
(12,7%1,8 roga). Takue xe naHHbIe noaydeHb! I. Manoli
u coaBT. [30]: Bo3pacT Havaja nmybeprara y AeBOYEK C
COJIbTEPSIIOIIMM BapuaHTOM 3ab6oneBaHus 9,9+0,7 roaa,
MeHapxe — 12,5%1,5 roga. OnHako MMeIOTCsS JaHHbIE
Kak o 0ojiee paHHeM Hadajle IybepraTa, TaK U OTCpPO-
yeHHOM nybeprare y nauueHTok ¢ BJKH, uyro yacto
SIBJISIETCSL  CJIENICTBUEM HEYIOBJIETBOPUTEILHON KOM-
MeHcaluy 3ab0yieBaHusA. YCKOPEHHOE T0JI0BOE CO3pe-
BaHUE BCTPEYaeTcs y AeBOYEK C MO3IHUM HayajoM Te-
parnuy Npy 3HAYUTEJIEHOM OIEPEeXKeHUN KOCTHOTO BO3-
pacta. HaoGopor, 3amepkKa MojI0BOro pa3BUTHUS Y Jie-
KOMITIEeHCUPOBaHHBIX NanueHToK ¢ BJIKH mMoxeTt ObITh
CBsI3aHa C TeM, YTO U30BITOK HAAIOUYEYHUKOBBIX aHAPO-
T€HOB, apOMAaTU3MPOBAaHHBIX B 3CTPOI€HBI, TOPMO3UT
cekpeuuto roHagorponuHoB [31]. Ilpu cpaBHeHUU
nByx rpyni namueHTok ¢ BAKH (kKomrieHcupoBaHHBIX
1 JEKOMIICHCUPOBAHHBIX B TIEPHMOJI TTOJIOBOTO CO3PEBa-
HMST) Y TIOCJICTHUX OTMeYaJicsl GoJiee MO3MHUI BO3pacT
MeHapxe (13 u 16 et cootBeTcTBeHHO) [32]. Y mauneH-
TOK C HEYIOBJIETBOPUTEIHHOI KOMITEHCaIei 3a0oJie-
BaHust nopapiienre JII' 1 OCI Hagmo4eYHUKOBBHIMU
aHIpOreHaMU MPUBOIUT K CYIIPECCUU TOHATHOMN aKTUB-
HOCTH U, CJIeI0BaTeIbHO, K HU3KOM MPOMYKIIMHU 3CTPO-
T€HOB SIMYHUKAMU, YTO B CBOIO O4Yepelb 00YCIOBIUBACT
3a[ePKKY Pa3BUTHSI XKEHCKUX ITOJIOBBIX IIPU3HAKOB (OT-
CYTCTBUE YBEJIMYCHUSI MOJIOYHBIX XeJie3, MaTKM, Iep-
BUYHasi aMmeHopest). B HemaBHem uccienoBaHuu [33]
ObLIO MpOaHAJIU3UPOBAHO TeyeHue Iybdeprata 'y 13 ge-
Bouek ¢ BJIKH, eueHue KOTOpbIX OBIJIO HAYATO MO3XKeE
8 1eT. ToabKo y 6 M3 HUX OTMEYAJIoCh C1aboe pa3BUTHE
IPYIHBIX 3Keye3 ¢ Bo3pacta 11—16 jer 1 TojabKo y 2
HMMEJICh CIIOHTaHHbIE MEHCTPYaJIONOI00HbIe peaKIuu
B Bo3pacte 11—17 net. TeM He MeHee OoJjiee MO3AHUIN
BO3pacT MEHapXe BO3MOXEH 1 Y ALIMEHTOK C XOPOIIei
KoMmIieHcalueil. BeposTHO, 3TO 0ObICHSETCS BHYTPH-
yTpOOHOI TruIiepaHaporeHueil. B skcrnepumeHTax Ha
JKMBOTHBIX OBLIO TI0Ka3aHO, YTO y 0COOei >KEHCKOIo
ToJia U30BITOK aHAPOT€HOB Ha pAaHHUX CPOKaX recTalluu
MIPUBOAUT K 3allepKKe MEHapxe, a IIpyu TUIepaHapore-
HMHM Ha 0oJjiee MO3MHUX CPOKaX recTallMi OTMEYaeTcsl
HOpMaJIbHBII Bo3pacT MeHapxe [34].
T'unoactporeHeMusi B epro myoepTaTa MposIBIIsI-
eTcs YMeHBIIeHWeM pa3MmepoB Matku [35, 36]. Henmo-
CTAaTOYHOE pa3BUTUE MAaTKM MOXET CIIOCOOCTBOBATH
HU3KoM (pepTunbHocTH y XKeHiuuH ¢ BIKH [12, 13], a
TaKXe 0ObSICHATh BBICOKYIO PACIIPOCTPAHEHHOCTD Y HUX
BBIKUBIIIEN U TIpeXIeBpeMEeHHBIX poaoB. MHTepecHo,
YTO pa3Mepbl MATKU Y XEHIIUH C 3TUM 3a00JieBaHUEM
OCTaIOTCSI MEHBbIIIE TOIYJISIIMOHHOW HOPMBI JaXe I10-
cJie HOpMaJIbHO TpOTeKaBIleid 6epeMEHHOCTH U POJIOB
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[35]. ITpunHOM TaKMX UBMEHEHUI MOXET ObITh TUcOa-
JIAaHC aHAPOTIE€HOB M 3CTPOTeHOB B IIEPUO/I IIOJIOBOTO CO-
3peBaHus. OmMHAKO JaXe y MallMeHTOK C YIOBJICTBOPH-
TEJIbHOI KOMIIEHCAIlMeld OTMEUalOTCsI aHaJOTUYHBIC
pesynbTatel. I1o naHHbiM T. Johannsen u coaBrt. [35],
KOpPpeJIALMS MEXIY pa3MepaMy MaTKA U YPOBHEM aH-
JIPOTeHOB OTCYTCTBYeT. Ilpeamnosaraior, 4To M30bITOY-
Hasl TIPOAYKIMs aHAPOTeHOB KOPOW HaaIIOYeYHMKOB
YK€ B IIPEHATAJILHOM IIEPUOLE MOXKET OKa3bIBaTh BIUS-
HME Ha JajbHeillee pa3BUTHE MaTKu. B HacTosmumii
MOMEHT B JIUTEPAType HET NaHHBIX O MEXaHU3ME BIIMSI -
HUST BHyTPUYTPOOHOU TMITEpaHAPOreHUH Ha COCTOSTHIE
3CTPOreHYYBCTBUTEIBHBIX TKAHEIA.

YnoBiaeTBOpUTEIbHAS KOMIIEHCAIIUs 340016 BaHUs
HeoOxoauMa JIJid HOpMaJIbHOTO TeUueHUs mybeprara U
MOBBIIIEHUs] (bePTUIBLHOCTU IMAIlMEHTOK C aJpeHOore-
HUTaJbHBIM CUHAPOMOM. KIMHHUYECKUi OIBIT MOKa-
3BIBAET, YTO B MEPUOI IOJOBOIO CO3PEBaHUs YacTo
TpyJaHee TOOUThCS aleKBaTHOU KOMIIEHCALMU TUIIep-
aHIPOTEHUN, HECMOTPSI Ha ONTUMAJIBHYIO U PEryJsip-
HYI0 3aMecTUTeNbHylo Tepanuio [37]. VU3MeHeHUs1 B
SHIOKPUHHOI CHCTeMe B IIEPHOJ IOJIOBOIO CO3peBa-
HUSI MOTYT BJIMSATh Ha (hapMaKOKMHETUKY THIPOKOP-
TU30HA, KOTOPBII UCIIOJb3YETCSI B KAUECTBE 3aMECTH -
TeJbHON Tepanmuu. B HemaBHUX paboTax OTMEYEHBI
3HAYUTEIbHOE YBEINYCHUE KIIMPEeHCca KOPTHU30JIa B Tie-
pHOJ TTOJIOBOTO CO3peBaHUs U 00jiee KOPOTKUIA TepH-
O] TIOJTyBBIBEICHUSI CBOOOIHOTO KOPTHU30JIa Y ITyoep-
TaTHBIX JIEBOYEK 110 CPAaBHEHUIO C MajJb4MKaMU, YTO
BeIeT K IeKOMIleHcaluu 3aboJieBaHUs. Bo3HuKaro-
LW TUTIOKOPTU30JIU3M OOBSICHSIETCS CHUKEHUEM aK-
tuBHOCTU (hepmeHTa | | B-TrIpoKcucTepouIaeruapore-
Hasbl-1 (113-T'CJI1) B oTBeT Ha Bo3pacTaHUEe KOHLIEH-
Tpaluii TOpMOHa POCTa U €ro MOoCpeaHUKa — UHCYJIU-
HomomobHoro ¢akrtopa pocta-1 (M®P-1) [38—42].
ITeuenounsrii pepmenT 113-I'CI 1 kKaTanuzupyert npe-
BpallleHue KOPTHU30HAa B KOPTHM30J, U CHMXEHUE €ro
AKTUBHOCTU TIPUBOIUT K CHMKEHUIO YPOBHSI TMIPO-
KopTu3oHa. IloMUMO BIUMSIHMS Ha aKTMBHOCTD
113-TCA1, ropmon pocta 1 MDPP-1 crmocodbCcTBYIOT
YCKOPEHMIO KIIMpEeHCca KOPTU30J1a 3a CUeT YBeJIMUCHUS
ero skckpeuuu noykamu [38]. Kpome toro, Bo3pacra-
HUE KOHIIeHTpauuii ropmMoHa pocta 1 UDP-1 B nepu-
O]l TIOJIOBOI'O co3peBaHus [43, 44] mpuBOAUT K MHCY-
JIMHOPE3UCTEHTHOCTU U TUIEPUHCYJINHU3MY [45], uTO
ele OoJIbllIe YCYryOJseT TUIEePaHAPOreHUIO 3a CYET
SMYHUKOBOM (ppakummy [46—48].

TakuMm obGpa3omM, y OOJIBIIMHCTBA AEBOYEK, HaXe
TIIPY UCITOJIB30BAaHUM CYITPadU3MOJIOTMISCKMX 103 TJII0-
KOKOPTUKOMIHBIX MPenapaToB, aieKBaTHOIO KOHTPOJIS
TUIIEPaHIPOTEHUU B MIEPUOJ IOJIOBOTO CO3PEBAHMSI J10-
OUTBCS YPE3BBIYATHO CJIOXKHO.

[MoMuMoO 3amepXKKK MOJIOBOTO CO3PEBAHUS M TOJI0-
BOr0 MH(MAHTWIN3MA, TUIIO3CTPOreHEMUSI MOXET CKa-
3bIBAThCS HA pe3yJibTaTaX XUPYPru4eckoro JeUeHUs BU -
PUJIM3UPOBAHHBIX HAPY>KHBIX TeHUTAINI, B YACTHOCTH,
WHTPOUTOILIACTUKU.
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DeMUHN3NPYIOMIAS TUIACTHKA

®deMUHU3UPYIOLIAsT TJIACTMKA IIOMOraeT pPELIUTh
HECKOJIPKO 3a7ady: CaMOMACHTU(UKAIINIO IEBOYKU B
JKEHCKOM T10JIe, BO3MOXHOCTh COLIMAIM3AIIUN peOeHKa
BO M30eXaHME TSKEIBIX IICUXUISCKUX TPaBM, BO3MOX-
HOCTh peaJM3allii MEHCTPYaJIbHON (bYHKIIUM U BO3-
MOXHOCTbh BeIICHHS ITOJIOBOM XKU3HU.

PeKOHCTPYKTHBHOE XUPYPIUYECKOE JICUYCHUE BbI-
TOJTHSIETCS B paHHEM AETCKOM Bo3pacte (1—2 roma) u
3aKJII0YACTCS B PE3CKIIMU KIWTOpa C COXpaHEHHEM
HEPBHO-COCYIMCTOTO MyYKa, TOJIOBKM U IPEITylIHaIb-
HOI1 KOXM, a TAKXKE B pACCEUCHUU YPOTCHUTAIBHOTO CH-
Hyca. Borpoc o cpokax BBIIIOJTHEHUST BarHHOIUIACTUKHU
IO CUX TIOp OCTaeTcsl CIIOpHBIM. [IpoBemeHuMe OmHO-
9TAaITHOM PEKOHCTPYKIIMM BXOIa BO BJIaTaJMIIE B COUC-
TaHUM C KJIUTOPOIUIACTUKON B paHHEM BO3pacTe IaeT
XOPOIIIHE PEe3yJIbTAThl IIPU HEOOJIBIIONW CTEIICHN BUPH-
mm3aunu (I—III mo mkane Ilpagepa), yTo CBsI3aHO C
«HU3KUM» PaCIIOJIOXKEHUEM Biarajauiia (KOTopoe Co-
SIUHSICTCS C YPOTCHUTAIBHBIM CUHYCOM TUCTAJIBHO TI0
OTHONIECHWIO K BHEITHEMY YpeTpaIbHOMY C(PUHKTEpPY).
OmHoATamHbIe OTepalliy IIPU BEIpaXKeHHOM BUPUIN3a-
mun (IV—V no Ilpanmepy: Biarajuiine COeIUHSIETCS C
YPOTCHUTAJIBHBIM CHHYCOM IPOKCUMAaJIbHEee HapyKHO-
ro cpuakrepa) [49, 50] B OOJIBIIOM TIPOLICHTE CIyJYacB
MPUBOIAIT K pa3BUTHUIO BaTMHAJIBHOTO CTEHO3a, TPeOyIo-
Iero OYXXMPOBaHUS WM ITOBTOPHBIX XUPYPIHMUECKUX
BMeEILIATEIbCTB (IT0 pa3HbIM AaHHBIM [51—53], 50—80%
ciaydyaeB). B HacTosiee BpeMs psn XupyproB [54—57]
CUNTAIOT 1IeJIeCOO0Pa3HbBIM IIPOBEACHNE MHTPOUTOILIA-
CTUKM Y IEBOYEK C BHICOKOI CTEIIEHBIO BUPMIN3AIIUY B
nepuon myoeprara yepe3 1—2 roga mocie MmeHapxe. Oc-
HOBHBIM apTyMEHTOM SIBJISICTCSI TIOBBIIIICHUE CEKPELINU
3CTPOTCHOB B 3TO BPEMSI, YTO IIPUBOIUT K 3CTPOTCHM3a~
IIMY TKaHW TTPOMEXHOCTHU U TOBBIIICHUIO €€ 3J1aCTHI-
HOCTH.

VY psima manuMeHTOK pe3ysbTaThl MHTPOMTOILIACTH-
KU TOCTATOYHO XOPOIIIY, HO IUAaMETpP Bilarajuiia ocTa-
eTCsl CJIMIIKOM Y3KHUM [UISI BO3MOXKHOCTU II0JIOBOTO
akTa. B ocHOBHOM 3T0 00YCI0BJIEHO BBICOKOM YaCTOTOM
pyOlLIeBaHMST TIOCTOICPAIIMOHHON ITOBEPXHOCTH, YTO
MPUBOAUT K BaTMHAJIbHOMY CTeHO03y. YacToTa 3T0oro oc-
JIOXKHEHUSI BBICOKA M, TI0 TaHHBIM pa3HbIX aBTOPOB |35,
51, 58], xonebercs B penenax 36—100%. YeeanyeHue
YaCTOThI BATMHAJIBLHOIO CTEHO3a OTMEYaeTCsl Y MallueH-
TOK, Y KOTOPBIX BarMHOILJIACTHKA ObLIAa BHIIIOJHEHA B
panHeM Bo3pacrte. ITo nanueiM M. Bailez u coaBnr. [52],
MOBTOPHBIE PEKOHCTPYKTUBHBIC ONEpalliM M MHOIO-
KpaTHBIE Oy>KMPOBaHMSI B TAKMX CIyJasiXx HEOOXOMUMBI B
78,5% cnydaeB. U3 44 neouek-nompoctkosB ¢ BJIKH
(cpennuii Bo3pact 15 ser) y 98% norpeboBanuch no-
TTOJTHUTEIbHBIE TIPOIIEAYPHI IO PEKOHCTPYKIIMY Bjlara-
JIMIIA TIepe HadyaJloM MCIIOJIb30BaHMUs TAMIIOHOB U Be-
IeHUs T10J10BoM Xu3HU [57]. ¥ 10 neBymieK MCmob30-
BaJIMCh TWJISITATOPBI, OCTAJIbHBIM 33 MaleHTKaM ObITN
MPOBEICHBI TMOBTOPHBIC XMPYPTUYECKUE BMeIaTeNIb-
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ctBa. M3 Hux y 31% neBoyek — aBe 1 O0Jiee BAarMHOILIA-
CTUKMU.

OnHOI1 U3 TPUYMH BarMHAJILHOI'O CTEHO3a SIBJISIETCS
CHIDKEHHE 3CTPOreHU3aIMY TKaHEeH TeHUTaINii. DCTpo-
TeHBI BJIMSIOT Ha 3aXKMBJICHUE PaHEBOW IOBEPXHOCTH,
MOTEHLMPYIOT SMUTENIN3ALNIO (CTUMYIUPYIOT MOTOPU-
Ky KepaTHHOLMTOB, YCUJIUBAIOT aHTMOTeHEe3, CTUMYJI-
DPYIOT BazodujaTalliio), MPeaoTBpallaloT M30bITOYHOE
o0Opa3oBaHue KoJIJIareHOBOI TKaHM [59—62]. TToaTomy
OOJIBIIIMHCTBO aBTOPOB CBSI3bIBAIOT HEYIOBJICTBOPU-
TeJIbHBIE PE3YJIbTaThl MHTPOUTOIUIACTUKHU C IEKOMIICH -
caiuei 3aboseBaHus B epuo npe- u myoeprara. On-
Hako, 1o naHHbIM T. Johannsen u coasT. [35], uccineno-
BaBIIIMX JOJTOCPOYHBIC TOCIEACTBUS XUPYPIUUECKOTO
JIedeHMs HapyXHBIX TreHuTaauil y xeHuuH ¢ BAKH,
KOPPEJISIIUS MEXIYy YPOBHEM aHAPOI€HOB U pe3yJbTa-
TaMM BarMHOIUIACTUKU OTCYTCTBYET. ABTOPHI OOBSICHSI -
IOT 3TO TeM, YTO M3yvYaeMble IMapaMeTphl OOJIbIIE 3aBU-
CSIT OT YPOBHSI aHIPOT€HOB B MpeHATaIbHOM WM paH-
HEM ITOCTHATAJIbHOM I1epUOIaX, a TAKXKEe OT ITUTEIbHO-
CTU TiepHroja KOMIIeHcalMu 3a0o1eBaHus. Jlo KOHIIa He
SICHO, SIBJISIETCSI JIM CHMJKEHHAs 3CTPOTrGHMU3alMs TKa-
Heil TPOMEXXHOCTH Y TTAlIMEHTOK C aipEHOTeHUTAIbHBIM
cunapomoM (AI'C) ciieacTBUeM TOJBKO HEYIOBJIETBO-
PUTEJbHOI KOMIIEHCAlUM 3a00JIeBaHUS WU NEeCTBUS
MU30BITOYHOU MPOAYKIIMU HaAIIOYEYHUKOBBIX aHIpOre-
HOB B IIPEHATaJIbHOM II€pUOJE, BOBMOXHO, 3aTparuBa-
IOILEl PelieNTOPHbIE MEXaHU3MBI.

V xeHmuH ¢ BIIKH otMeuaeTcs cHuxkeHHas dep-
TWIbHOCTD [§—15]. Cpenn MHOXecTBa (hakTOpoB, OT-
pUIIATEIbHO BJMSIOIIMX Ha PENpPOAYKTUBHYIO (hYHK-
uuio mnamueHTok ¢ AI'C (xpoHuueckasi aHOBYJISILIUS,
CUHIPOM ITOJIMKUCTO3HBIX SIMYHUKOB, HapylIeHUE
MEHCTpYaIbHOM (DYHKIIMU Y UMILIAaHTAIlUK BCJIEICTBUE
MOBBIIIIEHHOTO YPOBHSI IPOTeCTEPOHA, IICUXOJIOTHYe-
CKHMe acIleKTH [63]), ocoboe MecTo 3aHMMAIOT ITOCIe]I-
CTBHUSI TUITO3CTPOreHU3Ma (3alepKKa IOJIOBOTO CO3pe-
BaHUsI, MaJible pa3Mepbl MaTKU, OCJIOXHEHMS IT0CIIe
MPOBENCHUST XUPYPIrUYEeCKON KOPPEKIIMM HAPYXKHBIX
MOJIOBBIX OpraHoB). Kak yxke oTMeuanoch, HeIOpa3BU-
THE MaTKU IIPUBOAUT K YBEIMYCHUIO YACTOThI HEBbIHA-
IIMBaHUsI OEPEMEHHOCTHU U TMPeXAeBPEMEHHBIX POIOB.
ITo nanHbIM psina aBTopos [11], y xxenmuH ¢ BIIKH ot-
MeYaeTcsl CHIDKeHUE YaCTOThI POIOB, IIPU 3TOM YacTOTa
HACTyIUIEeHHSI O€pEeMEHHOCTEN CXO0Xa C aHAJIOTMYHBIM
nokaszateyeM B obwieit momynsiuu. ITporHos gpepTuib-
HOCTU M POKIaE€MOCTH OCOOEHHO HU3KUI Y MallMeHTOK
¢ cousbTepstoneid popmoit 21-ruapokcunasHoOl Hemo-
cratoyHocTH [9]. YacToTa XXMBOPOXIAECHHBIX IIPU HaJIM-
YUM CONbTEpsIoNIeld (opMBI y MaTepu COCTaBJISET

AUTEPATYPA

1. DeCrecchio L. Sopra un caso di apparenzi virili in unadonna. Mor-
gagni 1865; 7: 154—188.
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0—10% B otamuue ot 33—50% npu BUPWIBHOM (hopMe
[12]. Oxono 10% GepeMeHHOCTEll 3aKaHUYMBAIOTCS Ca-
MOITPOU3BOJILHBIM abopToM U 10% — MeauLMHCKUM
[10]. Mo mpyruMm naHHBIM [64], yacTOTa NpepbIBaHUS
6epemeHHocTH y nauneHTok ¢ BJIKH cocrasnster 6%.

Y 6oapwmoro uymuciaa xeHmuH ¢ BJIKH cHuxeHa
ceKcyasibHasl (DYHKIIMS, YTO HanboJIee YacTo OTMeYaeT-
cs y TALMEHTOK C BBICOKOM CTENeHbIO BUPWIM3AIUN
HapyXHbIX TeHuTanuii [13]. [IpuunHamMy CHUXEHHOM
CEKCYaJIbHOI aKTMBHOCTH SIBJITIOTCSI HapyIIEHUs] YyB-
CTBUTEJIBHOCTH M CYXXeHHE MHTPOUTYCA ITOCJIe TEHUTO-
miactuku. 1o maHHBIM OHOIO U3 UccienoBaHuii [13],
81% xenmun ¢ BAIKH otmevanu 601 Bo BpeMsl T10-
JoBoro akrta; 50% u3 HUX UMeJIU Pa3JIuJHOM CTEIIeHU
BBIPAXKEHHOCTH CTeHO3 mHTpouTtyca. Ilocne deMuHu-
3UPYIOIIEN TUIACTUKU Y XXKEHIIWH OTMEYaeTcs CHIKe-
HME KaK KJIUTepajJbHOM, TaK U BarMHAJIbHOW YyBCTBH-
TEJIBLHOCTH [65].

IIpuHATO cYUTaTh, YTO OCHOBHOI MPUYMHOM CHM-
KeHus peptunbHocTU pu AI'C sgBasgeTcs HemocTaTou-
HBIII KOHTPOJIb TMIIEPaHIPOTEeHUM [66], 1 Ipu ameKkBar-
HOM U peEryJIsIpHOM 3aMECTUTEIbHOM TEPAIUU TJIIOKO- U
MUHEPAJTOKOPTUKOUIAMHU 3TOT MOKa3aTeb 3HAYUTEIIb-
HO TIOBbIIIaeTcd [67], maxke B ClIydasiX O3MHO HaYaTOro
smeuenwus [68]. ITo manubeiM G. Conway u coasr. [15], u3
106 xeHIIMH ¢ KomneHcuposanHoit BJIIKH, Tonbko 23
MBITAIUCH 3a0epeMeHeTh; y 21 MalMeHTKU OTMeueHbI 34
(91,3%) 6epeMeHHOCTH; 3TO HE3HAYMTEILHO OTIMYAET-
Csl OT COOTBETCTBYIOILETO MMOKAa3aTeNsl Y 3M0POBBIX XKEeH-
muH (95%). TeM He MeHee o01Mil KoadduIeHT dep-
TUJILHOCTH ObLI 3HAYMTEJIBbHO HUXE, YeM B OOIeil I10-
nyasuuu (0,25 npoTus 1,8).

3akAloueHue

O1eHKa COCTOSTHUSI PETIPOAYKTUBHOMN CUCTEMBI Y
xeHuH ¢ BAKH no cux mop ocraercs akTyalabHOM,
HECMOTpPS Ha ONTUMU3ALUIO TUATHOCTUKU U MeIuKa-
MEHTO3HOTO KOHTpOJis 3abojeBaHusi. Kputuueckum
MEPUOIOM SIBJISIETCS TMOJIOBOE CO3pEeBaHUE, MOITOMY
peryyisipHoe HabIoIeHue U KOPPEeKLUs 3aMeCTUTEb-
HO Tepamnuu B 3TO BpeMs 0COOeHHO BaxkHbl. KommeH-
cauus 3abojieBaHMS B Tiepuo IydbepTaTa sIBJISIeTCS OC-
HOBHBIM, XOT$I, BO3MOXHO, HE eAUHCTBEHHBIM (haKTO-
POM, BJIMSIIOLIMM Ha YpOBEeHb (DEPTUILHOCTU TallUEH -
tok ¢ BAKH. OcTtaercss HesICHBIM, SIBISIETCSI I CHU-
JKEeHUe 3CTporeHu3anu TkaHei y nauuentok ¢ BAKH
pe3yJbTaTOM TOJIbKO TJIOXOM KOMMEHcCaluuu WiIu 00-
YCJIOBJIEHO TakKXe NeWUCTBUEM aHIPOTeHOB B IMpeHa-
TaJbHBII IEPUO/.

2. Steiger M., Reichstein T. Desoxycorticosterone (21-oxyproges-
terone aust-3-oxy-atio cholensaure). Helv Chim Acta 1937; 20:
1164—1179.
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