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BBenenne

Bpoxnennass nuchyHKIHUS KOPBl  HAJIIOYCYHHKOB
(BAKH) — 910 rpymnma ayTOCOMHO-PEIECCHBHBIX 3a-
OosieBaHUH, XapaKTEPU3YIOIIUXCA Ae(PEKTOM OIHOrO M3
(EepMEHTOB WJIM TPAHCIOPTHBIX OCJIKOB, MPUHUMAIOIINX
y4JacTue B CHHTE3€ KOPTH30ja B KOpe HaAIOYCYHUKOB. B
HacTosiiee BpeMs onucano 7 ¢opm BJIKH:

* JIMMIOWJHAS TUNEPIUIa3Hsl KOPhl HAIIOYEYHUKOB (Iedu-
uut StAR-niporepuna);

e pedumut 20,22-1€CMOMa3HI;

e gedumut 170-runpoxcunassl/17,20-muassbr;

e neuuT 3B-ruapOKCUCTEPOUIICTHIPOreHA3HI;

e aeduiuT 21-ruapoKCUIassl;

e nedunut 11B-rugpokcuiiassl;

e neUIUT OKCUIOPEIYKTa3bl.

Haubonee uactas ¢opma BJIKH, BcTpewaromasics B
90—95% cayuaeB, oOycioBieHa AeuiuToM (hepMeHTa
21-ruppoxcmiasel [1—3]. B cBoro ouepens BJIKH Bcren-
ctBue naedunmra 21-ruapoKcuiiadbl MOApaA3CIIETCS Ha
KJIACCHYECKHe (BUPHIIbHAS U COJBTEPSIONIAs) U HEKJIaCCH-
9ecKyI0 (POpPMEL.

PacnpocTpaneHHOCTb Kilaccuueckux (opm pepunura
21-ruapoxcunassl B MUpe cocTaBisieT okoio 1:10—20 Toic.
HOBOPOXJICHHBIX. [10 JTaHHBIM HEOHATAJIBHOTO CKPUHUHTA,
B P® nx pacnpocTtpanennocts coctanisieT 1:9500. Hekxmac-
cuueckas popma BJIKH Bcrpeuaercs uame — 0,1—0,2%,
a B HEKOTOPBIX HM30JMPOBAHHBIX 3THUYECKUX IpyImax,
XapaKTEePU3YIOLIUXCS BBICOKMM MPOILEHTOM OJIN3KOPO.-
CTBCHHBIX OpakoB (HampuMep, alIKeHa3CKUe eBpEeH), pac-
HPOCTPAHEHHOCTh MOXKET JOXOAUTH 10 1—2% [4].
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Ha BTOpOoM MecTe HaxonuTCs ruUmepToHudeckas ¢op-
ma (I'®) BAKH — nedunut 11B-rugpokcuniassl, KoTopas
BCTPEUAETCs, 110 JaHHBIM JINTEPATYpPbl, IPUMEPHO Yy | u3
100 ThIC. HOBOPOXKJICHHBIX, a cpeiu eBpeeB Mapokko | Ha
5—7 ThIc. HOBOpOXeHHBIX. B Poccun pacmpoctpanen-
HocTh ['® B/IKH He nzyuena. OctanbHble (OPMBI ONHUCa-
HBI JINIIb B BUJIC OTACIBHBIX KIIMHIYCCKUX HAOTIONCHUH 1
He OyAyT pacCMOTPEHBI B JAHHOM 0030pe.

ITHOJIOTHA

[Mpuunnoit pazsutus moboit popmel BIIKH sBnsiroTcs
MyTalli T€HOB, OTBEUYAIOIINX 32 CHHTE3 ()EPMEHTOB WIIH
TPAHCTIOPTHBIX OEJIKOB, yUaCTBYIOIINX B OMOCHHTE3€ KOP-
TH30J1a.

BJKH BcnenctBue npedunmra 21-ruapokcunassl 00-
ycnosiieHa myTtanuei B rene CYP2I(CYP2IA2, CYP2IB),
Haxoxsmemcs: B HLA-xoMIiekce Ha KOpOTKOM Tiede 6-i
xpomocombl (6p21.3). BonsmmucTBO (75—80%) MyTamuit
MPUXOAUTCA HAa TOYEUHbIE MHUKPOKOHBEPCHUH MEXIY TIe-
HoMm CYP2] u TOMOJOTHYHBIM eMmy niceBnoreHom CYP2[P
(CYP2IAIP, CYP2I4), Bcero 20—25% mnpuxoauTcs Ha
KpYIHbIe MyTallui — AEJIeLUH U KOHBEPCUH, IPUBOSAIINE
k O0ozee TsokenbiM opmam B/IKH. Kpowme Toro, cymiecTBy-
10T OoJiee pe/IKUe CIIOPaIUISCKUE MY TAIIHH.

B OonpmmHCcTBE CcitydaeB pedurmra 21-THAPOKCHITA3ED
OoTMeuaeTcss Hajauuue (HEeHOTUN-TeHOTHIINYECKOH Koppe-
asuun. Tak, MyTanuu, CONMPOBOXKIAIONINECS COXpaHEHUEM
Oosiee 5% aKTUBHOCTH (pepMEHTa, TPUBOAST K HEKJIACCHYe-
CKO¥ (hopme 3a00IeBaHMs; KPYITHBIE JICTICIIUH U CIUIAHCHHT -
MYTalUH, TIPY KOTOPBIX aKTUBHOCTH (hepMEHTa CHUXKEHA JI0
0—2% — x xnaccuyeckum opmam. OgHAKO HEOOXOTUMO
MIOMHUTb, YTO OJHH U T€ )K€ MyTAallMd MOTYT IIPUBOTUTH K
pa3HbIM (PEHOTUTTUIECKUM MPOSIBJICHUSIM (Tab:. 1).

B cinyuae koMIayHI-reTepo3UrOTHRIX My TallMH KJIIMHU-
yeckasi KapTHHA ONpeAesseTcs Ooyee «IerKoi» MyTaluei.
B otnuyme OT IETCKOro BO3pacTa y B3POCIBIX HECKOJIBKO
OoJiee BHICOKAsi YYBCTBHTEIBHOCTh MHHEPATOKOPTHKOUI-
HBIX PELENTOpPOB, MOITOMY T€ MYTAllUH, YTO B AETCTBE
yalie JaBajd KJIMHUYECKYI0 KapTHUHY, XapaKTepHYIO s
CoNbTEpSIONIEe (POPMBI, Y B3POCIBIX KIMHUYECKH MOTYT
MIPOSIBIATHCSA B BUJIE IPOCTON BUPUIIbHON (POpMBI (TalI. 2).

Hapyenue cuHTe3a KOpTH30J1a BCIENCTBUE HelocTa-
TOYHOCTH (pepmeHTa 21-THAPOKCHIIAa3bl BEAET K TOMY, YTO
0 MEXaHWU3MY OTPHIATEIBHOW 00paTHOW CBSI3U M30BITOK
AKTT crumynupyeT KOpKOBbIH CJI0H HaJIIOYUEYHUKOB, YTO
BBI3BIBAET €ro rumnepiasuio. [Ipu 3Tom u3-3a cyuiecTBy-
o11ero epMEeHTaTUBHOTO OJIOKA Ha MyTH CTEPOUJIOTeHe3a
HAKaIlJUBAIOTCS MPEAILIECTBEHHUKH KOPTU30JIa M aHJIPOTe-
HOB, ITyTH 00pa30BaHUs KOTOPBIX HE 3a0JIOKHMPOBAHBI (CM.

pHUCYHOK) [6].

BJKH u 6epeMeHHOCTH

Bpoxaennas nuchyHKIUsS KOPBl HAAMOYEYHUKOB, KaK
MPaBUJIO, PACCMATPHUBAETCS B KAYECTBE MEIUATPUUECKOTO
SHJIOKPUHHOTO 3a00JIeBaHMsI, HO B HAIlle BPEMSsI ITIOUYTH BCE
MAlUEHThl JOCTUTAIOT COBEPIICHHOJIETUS B pE3yJbTare
YJIyUlLIeHUs] AUAarHOCTUKM M JiedeHus. Terepb Bce dalle

Ta6nuuya 1. ®eHomunuyeckasi Koppensyuss Hau-
6osiee yacmbix Mymauutli 2eHa CYP21 npu pa3nu4Hbix
¢gopmax BOKH

Conbrepstowas BupunbHas Heknaccuyeckas
dopma dopma dopma
E3del P453S V281L
12spl P30L P30L
1172N 172N P453S
R356W P105L
Q318X R339H
Knactep E6 V304M
V237E G375S

MPU3HACTCS, YTO LETU JICYCHHUS WM3MEHSIOTCS B TEUCHHE
YKU3HU: OJTHA U3 OCHOBHBIX IIEJICH JICUEHUS B IETCKOM BO3-
pacTe W B NEPHOJ MOJOBOIO CO3PEBAHUS — HOPMAJIbHBIN
pOCT M pa3BUTHE — YK€ HE aKTyajbHa IOCJie AETCTBA, B
TO BpeMsl KaK JPYTHE aCIeKThl, TAaKHE KaK POXKIAEMOCTh U
1mo0ouYHBIe 3P PEKTHI JUTUTEIEHON TEPATTUN TITIOKOKOPTHKO-
UJaMH, CTAHOBSITCA O0Jiee BaXKHBIMH B 3pEJIOM BO3PAcCTe.
VY myxuus ¢ BJIKH xoadduuneHT poxjaeMocT CHU-
JKAaeTcsl 0 CPaBHEHHUIO C HOPMAJIbHBIM HacelleHueM, Hau-
Ooree yacTasi IpUYMHA — OITYXOJIH SIMYEK U3 OCTATOUHOM
HaJIIOYEYHNKOBOM TKaHH. Pa3BuUTHE M pPOCT 3THX OMyXO-
neHt, kak npeamnonaraercs, 3aBucaT oT AKTI u HemonHoro
JICYEHU S, YTO MOXKET UTPaTh BaKHYIO poisib. Ecin ycunen-
Hoe seuenre ['KC He mpUBOIUT K YMEHBIICHHUIO OITYXOJIH,
MOXET OBITh PACCMOTPEHO XUPYPrUyecKoe BMELIATENb-
CTBO, HO €ro 3G deKT Ha GepTHIIBHOCTD elle He U3BECTEH.
VY sxenmuH ¢ BJIKH ypoBeHb (epTUIBHOCTH 3aBHCUT OT
¢enoruma BJIKH. BonbmuHCTBO TTpoOiieM poxKaaeMOCTH
CBA3aHO C KJIACCUYECKUM COJBTEPSIOIUM TUIIOM. Bo3pacT
MEHapXe U PEryJsipHOCTh MEHCTPYaIbHOIO IIUKJIA 3aBUCST
OT CTETICHH HAJIIIOYEYHHKOBOW cympeccuu. [loIKHBI OBITh
HOpPMAJM30BaHbl HE TOJIBKO HAATOYECYHUKOBBIC aHIpOTre-
HBl, HO ¥ YPOBHHU HAAIOYEYHHUKOBBIX IPOreCTHHOB (NIPO-
rectepoH u 17-OH-mporectepoH), KOTOpBIE MPEMATCTBYIOT
HOpPMAaJIbHBIM OBYJISITOPHBIM IHKJaM. PerynspHocTs MeH-

Tabnuua 2. PeHomunuyeckue rposiesieHUs1 pasnuy-
HbIX 2eHOMUIo8 y 83pPOocCsbiX nayueHmos ¢ deguyu-
mowm 21-2udpokcuna3sbi e P [5]

MyTauus KnuHnyeckne npusHaku 3aboneBaHus
(dpopma)
12spl/I2spl Consrepsowasn — 85%
BupunbHaa — 15%
1172N/1172N Conbrepsitowias — 21%
BupunbHas — 78%
E3del/E3del Conbrepstowas — 100%
R356W/R356 Conbrepstowas — 100%
Q318X/Q318X Conbrepsitowas — 100%
12spl/1172N Conbrepsiowas — 100%
12spl/P30L BupunsHaa — 100%
12spl/\V281L BupunbHas — 100%
1172N/R356W BupunbHas — 100%
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P450scc
+ StAR
P450c21 P450c11AS
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P450c17 P450c17
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6

CmepoudozeHe3 Hadno4e4yHUKoe8 niiooa.

a — HopMmarsbHbIU; MOCKOMbKY HadMoYe4yHUKU raoda umerom Huskul yposeHb 3B-ICH
(3B-HSD), cmepoudoeeHes HanpaeneH Ha AQ'OA (DHEA) u ommyda — k [AI9A-cynbghamy,
HO HeborbWOoe KoMu4ecmao cmepoudHbIX 20pMOHO8 udem r10 ymu cuHme3a arnb00cmepoHa
u kopmug3orna. Hadnoye4yHukosas 21-audpokcunasa, P450c21, umeem saxHoe 3HayeHue Orisi
oboux rnymed. Hadno4ye4Huku Moaym rpodyyuposams HebOIbWOoe KoIu4Yecmeo mecmocme-
poHa ¢ nomowibto 17B-ICH (178-HSD); 6 — npu omcymcmauu 21-eudpokcuna3ssi P450c21
mpu nymu eedym K cuHmesy aHOpoz2eHo8. Bo-nepebix, nymb om xonecmepuHa 0o AI9A
ocmaemcsi HeuameHeHHbIM. Xoms 6onbwoe konuyecmeso [IM3A uHakmusupyemcs 0o [ 9A-
cynbghama, ysenuyeHue sbipabomku [r3A npusedem K momy, 4mo HEKOMOopPOoe KoIu4ecmeo
HAr2A npeobpadyemcs 8 mecmocmepoH u duaudpomecmocmepoH (LI T). Bo-emopebix, xo-
msi 8 HOpMarsibHbIX HadrmoYe4yHUKax MuHUMasnsbHoe konuyecmeo 17-OHP npeobpasytomcsi 8
aHOpocmeHAUoH, oepomHoe konnudecmeo 17-OHI, npodyyupyemoe 8 BIKH, no3sonum He-
komopomy konudecmsy 17-OHP koHsepmuposambcs 8 aHOPOCMeHOUOH, a 3ameM 8 mecmo-
cmepoH. B-mpembux, npednazaembili nyms 3agucum om 5a- u 3a-eoccmaHoeneHusi 17-OHP
8 170H-annonpeaHaHonoH. 3mom cmepoud 5ieeko KOH8EPMUPYemcsi 8 aHOPOCMeHOUO!1, KO-
mopsili 3amem mMoxem 6bimb okucneH 0o A T (DHT) ¢ nomowbto pepmerma 3a-PHI. Xoms
amo 8riepabie 6b110 06HaPYXXEHO y CyMYyambIX, Macc-crieKmpomMempuyeckue uccriedoeaHusi
CcmepoudHbIx Memaborumos 8 Moye Yeriogeka caudemeribcmeytom o0 MoM, 4mo 3mom rnymsb
MOXem makxke rpoucxodums 8 Hadrno4yeyHuKax Jyenoeeka [7, 8J.

CTPYaJIBHBIX IIUKJIOB MOXKET pACCMaTPUBATHCSI B KAUE€CTBE
BA)KHOH Mephbl TEPareBTUYECKOrO0 KOHTPOJIS Y JAEBYILEK-
nonpoctkoB ¢ BIKH u B kauecTBe TepaneBTHYECKON LIeu
B mepunyOepTatHbie Toabl. pyrumu (akropamu, KOTO-
pBIe TIPUBOASIT K HAPYIICHUIO (EPTHUIHHOCTU Y >KCHITUH
¢ BJAKH, siBasitoTcst SMMHUKOBAsI TUTIEPAHIPOTEHUS (CUH-

Reviews of literature

JIPOM IMOJUKUCTO3HBIX SIMYHUKOB), OIYXO-
T SSMYHUKOB M3 SKTONUPOBAHHON TKaHU
HAJTIOYCYHHUKOB, TCHUTAJbHAS XHPYPrHs
n rncuxonorunueckue (axroper. CyOdep-
tunbHOCTh npu BJIKH moxer Hauatbes
Jaxke B mepuiyoepTaTHoM Bo3pacte [9].

Yactora OepeMeHHOCTEH U POJOB Yy
xkermuH ¢ BJIKH #uskas, ocobenHo mpu
coJbTepstoeil popme, HECMOTpPS Ha IPO-
BOJIMMOE JIEUEHHUE, HAlPABJIEHHOE Ha BOC-
craHoBiieHne (epTribHOCTH. OCHOBHYIO
POJIb TIPU 3TOM MMEIOT TICHXOCOIHAIbHBIC
(akTopsl, miuoxas KoMIleHcauus 3adoie-
BaHHU, a TaK)Ke IOCIEICTBUS HealleKBarT-
HO TIPOBEICHHOW IIJIACTUKH HAPYKHBIX
TIOJIOBBIX OPTaHOB. B psiie ciydaeB naxe
npu ajnexkBatHod Tepanun BJIKH HeoO-
XOAMMO HCIIOJIb30BAaHUE BCIIOMOTaTEb-
HBIX PENpPOAYKTUBHBIX TEXHOJOTHHA JUIsS
JoCTHKEeHUsT OepeMeHHOCTH. OcHOBHAs
CJIO)KHOCTb BEJCHUs OepeMEHHBIX C KJlac-
cuueckumu (opmamu BJIKH 3axmroua-
eTcsi B TOM, 4TO BO BpeMsi OEpEeMEHHOCTH
YPOBHH aHAPOTCHOB IOCTETICHHO IOBbI-
IIAI0TCS BCJICACTBUE YBEIMYEHUS YPOBHS
CEKC-CTEPOUICBA3BIBAIONICIO [IIOOYIUHA
U KOPTHU30JCBS3BIBAIOUICIO TJI00YyIIMHA,
TI03TOMY HE CYIIECTBYET KPUTEPHUEB OIICH-
KM aJeKBaTHOCTH Tepanuu. JKeHIUHBI C
B/IKH HaxoasiTcst B TpyIIe pucka 1o pas-
BUTHIO TECTALIMOHHOIO auadeTa, IO3TO-
MY BO BpeMsi OepeMEeHHOCTH HEOOXOIUMO
IPOBOJAUTH TINATEIbHBIH KOHTPOJIb IJIH-
KeMUHU M MPH HOPMAJBHBIX MOKa3aTelsx
(rMKeMusl BEHO3HOW miia3Mbl MeHee 5,1
MMOJIB/JT) — TECT TOJIEPAHTHOCTH K TIIIO-
Ko3e Ha cpoke 24—28 uen [10].

Oo6cy:xnenue

Kak ©He pa3 coobmanoch, ¢GepTuiib-
HOCTH y KEHIIHMH C KJIACCHYECKOW BPOXK-
JEHHOW JUChYHKIHEH KOpBI Haamoued-
HUKOB HH3Kas, OJJHAKO MCTUHHASI 4acTOTa
HACTYIUICHUS OEPEMEHHOCTH Yy JKCHIIUH,
MBITAIOIIUXCS 32a0€PEMEHETh C ATUM 3a00-
JieBaHMEeM, Hen3BecTHa. Llenbio uccnenona-
Hust A. Casteras u coaBT. ObIJIO BEIYHCIHTD
YacTOTY HACTYIUICHUS OCPEMEHHOCTH Y
xenmmH ¢ BJAKH B BenukxoOpuranum.
B unccrnenoBannn yuactBoBanu 106 xeH-
il ¢ kiaaccuueckor BIKH (3 Hux 81 ¢
CONBTEPSIONIEH U 25 ¢ HECONBbTEPSIOLICH

(dhopmoii). B pesynbrare yCTaHOBJICHO, YTO YacCTOTa HACTY-
MJIeHUsI OEPEMEHHOCTH y JKeHIUH ¢ Kiaccuueckord BJIKH
HE OTIMYaeTcs OT TAaKOBOW B HOPMAJbHOW HOMYJISLHUU
(95%), mpu 5TOM YaCTOTA HACTYIUIEHHS O€pEMEHHOCTH ObLiIa
CXOel B 00eHX MOATPYNIax, HO MAUEHTKH C HECOJIBTEPsi-
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tontedd popmoii B/IKH uarie nocruranu MareprHCTBa, YeM
nanueHTKu ¢ conprepsitomeii BAKH (16/25 mpotus 9/81).
KoadduiiueHT poxaaeMocT TeM HE MEHEE OCTaJICs 3HAUH-
TEJIBHO HIKE, ueM B o0miel nonymsinuu (0,25 nmporus 1,8 co-
OTBETCTBEHHO, p < 0,001) [11].

C pesynbratamu uccienoBanus A. Casteras u coabT.
OTYACTH COTJIACYIOTCS JaHHBIE, moiy4yeHHble M. Bidet n
COAaBT., KOTOpBIC M3yUyalu (PepTUILHOCTD y KEHIUH C He-
knaccuyeckoit BJIKH u3-3a Henoctarounoctu 21-rugpok-
cuiassl (penotun neknaccuueckord BJAKH onpenensiercs
menee Tsokenod myTanuer CYP21A2 ¢ camoil BBICOKOM
OCTaTO4YHOH (epMEeHTATUBHOW aKTHBHOCTHIO (hepMeHTa
21-runpoxcmiiasel). 3 190 n3yueHHBIX KeHIIMH 95 maru-
EHTOK XOTenu 3abepeMeHeTh (Bo3zpact 26,7 + 8,9 roxa); y
85 sxenmuH nponsouutn 187 6epemeHHOCTEH, B pe3yibrare
KOTOpbIX Y 82 u3 Hux poxpuics 141 pebenok. [leBsiHOCTO
neBTh (52,9%) OepeMeHHOCTeH MPOU30LLIN A0 TOTO, Kak
ObLJI IOoCcTaBJIeH JuarHo3 Hekinaccuueckoit BJIKH (96 crion-
TaHHBIX U 3 ¢ UHAYKTOpPaMHU OBYJISINHN), TOT/Ia Kak 98 ciy-
YUJIUCH TI0CJIE TIOCTaHOBKM JuarHo3a (11 croHTaHHBIX U
77 npu JIe4eHU U TUIPOKOPTU3OHOM); 83% OepeMeHHOCTel
MoJTy4eHbl B TeueHue | roga. YacTtoTa BEIKMIBIIIEH cocTa-
Busa 6,5% 1 OEpeMEHHOCTEH, COMPOBOXKIABIINXCS Te-
panuei IoKOKOPTUKOUJaMU, TPOTUB 26,3% y NallMeHTOoK
0e3 sieuenus; 2 pedbenka u3 141(1,5%) poauiuck ¢ Kiaccu-
yeckoii BJIKH. Heckoabko rccienoBaHuii cO00IAaIM, 4TO
27—76% mamuenToB ¢ Hekiaccmaeckor BIAKH sBasroTes
HOCHTEIISIMH TsDKEJIoN MmyTanuu [12—14], u 5Tu manueHTh
MOTYT POAUTH pedeHka ¢ kiaccuueckorr Gopmoit BIKH,
€CJIM UX MapTHEP TOXKE OKAKETCSI HOCUTENEM TSDKEJIOH My-
Taluu. ABTOPBI IPUIILIN K BBIBOIY, 4YTO CyO(EepTHIBHOCTD
y nanueHTok ¢ Heknaccuueckod BJIKH sBnsieTcs noBosib-
HO YMEPEHHOH U UTO YPOBEHb IOTEPh OEpeMEHHOCTEH ObLI
HUXKe y OEpEeMEHHBIX, KOTOPBIC MOTYYal TITFOKOKOPTUKO-
nnHyto Tepanuio [15].

Pe3ynbpraTel MIBEICKOTO HCCIEIOBAHUS, W3Yy4YaBIICTO
62 B3pocnbix xeHmuH ¢ BJIKH B Bo3pacte 18—63 ner
U COOTBETCTBYIOIIYIO 1O BO3PACTy I'PyHIy KOHTPOJIS U3
62 KCHIIWH, COTJIACYIOTCA C JAHHBIMH JPYTHUX aBTOPOB.
OHM NOATBEpAMIIN, YTO OEpPEeMEHHOCTEH M PomoB OBLIO
3HaYuTENbHO MeHble y sxeHmuH ¢ BJAKH (p < 0,001;
P <0,0056 cOOTBETCTBEHHO), @ CTENEHb TSXKECTH MYy TallHH
21-TuApOKCHIIa3bl KOPPENUPYET C YMEHBIICHHBIM YHCIOM
POXIIEHHBIX JeTel. bepeMeHHOCTH MpOTEeKaau HOPMallb-
HO, 32 UCKJTIOYEHUEM 3HAYUTENIbHOT0 YBEIHMUEHHS YaCTOTHI
3a00J1eBAEMOCTH TECTAL[HOHHBIM CaxapHbIM JHA0ETOM Y
nanueHTok ¢ BIAKH (p < 0,0024). Jletn umenu HopMaib-
HYIO Maccy NpH POXKJIEHUW W HUKaKWX aHOMaJlWi HE Ha-
Omromanock, Oosee Mo3gHUE HAONIOACHUS 3a IETbMH MO-
Ka3ajJyd HOPMaJIbHOE€ HWHTEJJIEKTYaJbHOE M COLHUAIbHOE
pasButre. OnHAKO OBbLJIO OOHAPYIKEHO, YTO COOTHOIICHUE
TI0JIOB TIOTOMCTBA CYIIECTBEHHO OTINYAIOCH (25% Maib-
yukoB B rpynne ¢ BJIKH no cpaBrenuto ¢ 56% B rpynme
koHTpoIA (p < 0,016)), yTO, BO3MOXKHO, TpeOyeT nanbHEH-
[IeT0 WCCIIENOBaHUs. ABTOpaMH Takke OBLIO OTMEUEHO,
YTO 10 AAHHBIM MX ONMPOCHUKA OOJIBIIOE YHCIO >KEHIIMH
¢ BJIKH Obutn onnHOKMMH 1 HE cOOMpaIuch OepeMeHeTh,

a 3HaYMT, CHUKEHUE YacTOThl OepeMEHHOCTEH 1 POIOB MO-
JKET HOCUTh TICUXOJIOrM4YecKuil xapakrep [16].

Wnpniickue uccnenoBarenu B. Kulshreshtha n coasr.
PEIIMIIN BBISICHUTH, KaK IMOBJIHSIIO Ha (DepTUIBLHOCTD MO3/1-
Hee HayaJlo TOPMOHaNbHON Tepanuu (mocie 9 net) y 7 na-
uueHtok ¢ knaccudyecko BJIKH, mockonbky HekoTOpbIe
ABTOPHI CYUTAIOT, UTO HETATHBHOE BIUSHHIE aH/IPOTEHOB Ha
CIOCOOHOCTH K 3a4aTHIO MOXXET MMETh CBOW HCTOKHU €lIe
B aHTEHATaJIbHOM Bo3pacTe. CunuTaeTcs, 4To U30BITOK aH-
JPOTCHOB SIBJISIETCS OJHUM U3 TJIaBHBIX (haKTOPOB, OTBET-
CTBEHHBIX 32 TUIOXHE ITOKA3aTeNN POKIAEMOCTH Y KEHIINH
¢ BJIKH. HccnenoBaTeny NpulIg K BBIBOAY, UTO MTO3HEE
Hayajo CTEPOMIHON Tepaluu He BIMIET Ha POXKAAEMOCTh
B Koropre xeHIIuH ¢ BJIKH, a u30bITOK aHIpOreHOB IpH
cyOHOpPMalIbHOM YPOBHE KOPTH30JIa HE MOYKET HEraTUBHO
BIIUATH Ha (pepTUibHOCTS [17].

®dunckue uccaenosarenu J. Jadskeldinen u coaBT. n3yua-
JIY OBapHAJIBbHYIO (PYHKIUIO, HCXObl OEPEMEHHOCTH U POXK-
JaeMoCTh y 29 skeHIIUH ¢ Kiaccuueckor (opmoii BIIKH.
B pesynbrare yueHble BBISICHUIIH, YTO POXKAAEMOCTD y TAKUX
JKEHIMH Oblila 3HAYUTENIBHO HIJKE, YeM B oOrieil momys-
i (0,34 mpotus 0,91; p < 0,001); Bcero ObLIO 3aperucTpu-
poBaHo 13 GepemeHHOCTEH, 13 KOTOPBIX 10 HeTei poaunch
3I0pOBBIMH. Bce OepeMeHHOCTH BO3HUKIIN Y KEHITUH C BU-
pruIbHOU (POpPMOH, y JKEHIIMH ¢ conbTepsitoniel Gopmoii He
ObLTO OEpPEeMEHHOCTEH, COOTBETCTBEHHO HEKOTOPBIE U3 HUX
Jlaske He MCKaJIM Crioco00B mpeoonieHus Oecronus. Pery-
JISIPHBIE MEHCTPYaIlMy HaOIIONAINCh Y KEHIIHH, KOTOPhIE
XOpOIIO KOHTPOJIUPOBAIN AaHAPOTCHbl HAJIOYCYHUKOB, Y
HUX TaKke ObLIa HOpMallbHast KOHLEHTPALUs MPOrecTepo-
Ha B CHIBOPOTKe. B pesynbrare ydeHble 0OHApY HIIU, YTO
y JKEHIIUH ¢ BUpuiIbHOH (opmoit BIKH uare 6bu1n Hepe-
T'YJISIpHBIE MEHCTPYalluH, OHAKO OKOHYATEJIbHbII MPOrHO3
(epTHUIIBHOCTH y JaHHOW TPYIIIBI OKa3aJCs JTy4Ylle, YeM Y
JKSHIIUH ¢ cosbrepsromieit hopmoit BIKH [18].

Knuandeckne OCOOCHHOCTH W HMCXOABI OEpeMEeHHO-
CTH y 8 OepeMEeHHBIX KEHIIMH C BPOXKIECHHOH auchyHK-
LUe KOpbl HaAMOYeYHUKOB (AeuuuT 21-ruapoKcuinasbl)
mydann uccienoparenu H. Yu u coaBt. u3 Kuras. I[1sat1e
HalUeHTok ObuiM ¢ BUpHibHON (opmoit BIKH u 3 — ¢
HeKJaccuyeckoil (opMoil — Bce OHHU TONIy4alld HU3KHE
JI03bI TITIOKOKOPTUKOMJIOB JI0 M BO BpeMsi OEpEeMEHHOCTH.
DepTHIIBHOCTh MalMEHTOK, KOTOPHIE Hayajy JICUEHUE B
MePEXOTHOM BO3PACTe, OKa3allaCh 3HAYUTEILHO BhIIe (4/5
npotuB 4/7). UeTblpeM >KEHIIMHAM IPOBOAMIINCH PEKOH-
CTPYKTHBHBIE ONEpaly Ha IOJOBBIX OpraHax o Oepe-
MEHHOCTH. BceM 0TOOpaHHBIM TAIMEHTKaM BBITIONHSIINA
KecapeBo ceueHue Ha 37—39-i1 Henmene OepeMEHHOCTH.
CpenHsis Macca HOBOPOXKJCGHHBIX IpH poxkaeHuu 3210 +
447 1, a poct 48 £ 2 cM; y NAlMEHTOK POAWINCH 8§ Jie-
Te, HUKOMY W3 HHX He TocTtaBuiu nmarao3 BJIKH.
B uTore MoXxHO ckazarh, 4YTO MEIUKAMEHTO3HOE M XHPYP-
TMYECKOE JICUEHHUE aeT YOBICTBOPUTEIbHbIE PE3YIbTaThI
B yBEJIIMYCHUH (PEPTUIBHOCTH M XOPOIIUX MCXOHOB Oepe-
MEHHOCTH Y JXCHIIMH C JAehUIUTOM 21-IHAPOKCHUIIA3ZHL.
Taxxe yCTaHOBJIEHO, YTO HH3KHE J03bI TIIIOKOKOPTHKO-
crepouioB Oe3onacHbl Juisi Oepemennbix ¢ BJAKH u nns
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nioza. J{o3y rIroKOKOPTHUKOUOB HEOOXOAMMO TIIATEIEHO
peryJiupoBaTh BO BpeMsi O6pEMEHHOCTH MHIMBHAYATIbHO B
3aBHUCHMOCTH OT yPOBHS B chiBOpoTKe KpoBu 17-OHII [19].

Benenne 6epemenHoctu y :xeHmnH ¢ BAKH

KimHnyeckoe cocTosiHNE )KEHIIUHBI T0JIKHO PeryJssp-
HO OIICHUBATHCS Ha MIPOTSHKEHUH BCel O0epeMEHHOCTH, YTO-
OBl HE TIPOITYCTUTH MOMEHT, KOT/1a HEOOXOIMMO YBEITNYUTh
JI03y TJIIOKO- WJIM MUHEPAJOKOPTHUKOUIHBIX IMPEnaparoB.
UpesmepHasi TOLUIHOTA, PBOTA, KaKJa COJIH M HEAOCTATOU-
Has MpuOaBKa MacChl Tella — BCE 3TH (PaKTOPBI MOTYT CBH-
JIETEIBCTBOBATh O HAAMOYCYHHKOBOW HEIOCTATOYHOCTH.
Taxoxe HE0OXOAMMO MPOBEPSTH INIIOKO3Y ILIA3MbI KPOBH,
Tak Kak y OepeMeHHbIX xeHuuH ¢ BIKH game pa3suBa-
€TCsl TeCTAIIMOHHBIN caxapHbIi nuabeT. YpoBeHb CBOOOJ-
HOT'O TECTOCTEPOHA Yy OEPEeMEHHBIX KEHIIWH JTOJIKECH OBIThH
B AMAaIa30He HOPMaJIbHOI'O, I'PAaHUYAIIEro ¢ BHICOKUM [20].

B kauecTBe Tepanuu cieayeT NPUMEHSITh NPETHU30I0H
WU THAPOKOPTHU30H, TaK KaK JEKCAMETa30H HE WHAKTUBU-
pyercst manenTapaoi 11B-ruapokcucTeponaeruaporena-
301t Il Tuma u, ciaegoBaTenbHO, MOXKET OBITH TPUYMHOM CHU-
JKeHU 1 aKTUBHOCTH HAATMIOYEYHHUKOB IJI0Ja M HEOCTATOYHOM
puOaBKH Macchl Tena. Bo BpeMs pooB poXKeHHUIIa JOJKHA
[I0J1y4aTh F'UAPOKOPTU30H B yBEJIIMYEHHBIX A03ax [20].

Kenmnaam ¢ BJIKH, ocoOeHHO eclii UM BBITIOJHSITUCH
PEKOHCTPYKTHUBHBIE ONlEpallii Ha HAPYKHBIX TOJIOBBIX Op-
raHax, clie/lyeT MPOBOAUTH POJOpa3peIIeHNE IyTEM Keca-
peBa ceueHus. Takoif BUJ pofopa3peIieHus JOIKeH ObITh
MPUOPUTETHBIM, TaK Kak y >keHmnH ¢ BJAKH Ta3 uame
HMeeT aHAPOUJHYIO (OPMY, YTO MOXKET IPUBECTH K Yeper-
HO-Ta30BOW AUCTIpOTIOpIUH U nuctonnu [20].

3akiiouenue

@DepTUNBHOCTD Y JKEHIIWH C BPOXKICHHOM AuchyHK-
LUei KOpbI HAAMOYCYHUKOB BeieAcTBHE neduiuta 21-ru-
JIPOKCHIIa3bl, KaK M3BECTHO, CHMKeHa. [lo cpaBHeHMIO C
»eHckol nonyisinuer 6e3 BJIKH uactora 6epemenHocTeit
1 YUCIIO KUBOPOXKJIEHHBIX JIeTeH PE3KO CHUKEHBI y Malu-
eHTOK ¢ conbTepstonieii Gopmoit BAKH, ymepenno cau-
JKCHBI Y JKCHIIUH C BUPHJIBHOW (POPMOM M HE CHHIKEHBI Y
JKCHIIMH C HEKJIaCCHUECKO (hOPMOIA.

ViyumieHue SHAOKPUHHOW (YHKIMH, MCHUXHUYECKOTO
COCTOSIHMSI U XMPYPruyecKre BMENIaTebcTBa MOTYT CIIO-
cOoOCTBOBATH MOBBIIICHUIO MIAHCOB POXKJIAEMOCTH y ATHUX
MAlEHTOK.

®uHaHcupoBaHme. VccieoBanne HE UMENIO CIIOHCOP-
CKOH TIOJICPIKKH.

KonpaukT nHTEpecoB. ABTOPHI 3asBISIOT 00 OTCYTCT-
BUU KOH(JINKTAa HHTEPECOB.
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