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Bposcoennas zunepnnasus kopul Haonoueunukos (BIKH) npedcmasnsiem coboii epynny HapyuieHu
buocuHmMe3a Kopmu3osa, nepedasaemvix no aymocoMHO-PeUeCCUBHOMY MUNY, Pa3HOLi cmeneHu
svipascerrocmu. Knunuueckuti oeromun 06viuHo noopasoensiiom Ha 08e hopmbvl — KIIACCUUECKYTO
(Haubonee mscenyto) u Heknaccuueckyro. Pacnpocmpanennocmov BIKH 6 pastvix HaceneHHbIX
NYHKMAX U3MeHYUBA, HO YCpeOHeHHAs uacmoma Kknaccudeckux gopm BIKH cocmasnsiem ooun cnyuaii
Ha 14 199 HosoposdenHvlx. CUMNINOMbL U OCTIONCHEHUSI MO2ZY 3a6Ucerb OM (PeHOMUNA U NPUHUHDL
3abonesanus. O eunepnnasuu céuoemenvCmeym omcpoUeHHoe Ha4an0 MEHCPYanbHO20 UUKIA

U HAPYWeHUS MEHCMPYATIbHOU YHKUUL, YN0 6 00720CPOHHOTL NepcreKmuee CHOCOOHO Cyu4ectnBeHHo
YXYOULUMb KAYECB0 HU3HU NAUUEHINOK, 4 MaKie NPUSeCU K CHUMEHUIO PepmuibHocmu

u becnnoduro. B cramve npoaHanusuposanbl HAPyweHUs MEHCMPYanvHo2o uukaa y oesouex ¢ BTKH

C UETIbHO BbLABIEHUS NPUHUH, MEXAHUSMOB U B03MONCHBIX Mero006 JIeYeHUST 1020 COCHIOSHUSL.
IIposeder ananu3 mexOyHapOOHbIX U OMeUectn8eHHbIX nyonukauuii 3a nepuod 2018-2023 ze. 6 6aszax
dannvix PubMed, Embase, Cochrane Library u Google Akademust. B ananu3 exnouervr wecmv
UCCTIe006aHUTI, BLINOTHEHHDLX 6 MeUeHUe NOCTIEOHUX NAMU iem. YCaHo6/IeHo, Ymo y 0esoqex

¢ BIKH 6 64% cnyuaes umetom mecmo HepezynspHvle MeHcmpyauuu. Menapxe y Hux Hacmynaem

6 cpedHem 6 16 nem. Huskas pepmunvHocmp 00ycnosnieHa usbvimouHoti npooyKuyueti aHopozeHos

U npoeecmepoHa. Anzopumm 6e0eHUs MAKUX NAKUEHMOK NPedycMAampusaer MOHUMOPUHz Crepoudos
U PUCK0B Oekcamemasona. Yuacmue 6 NPUHAMUU peuieHuti poourmerneti, NAyUeHMOK U epaueil
He00X00UMO OJIA YCNEUIHO20 Nepexo0a o neoUuampu4eckozo K 63pociiomy HaOm0eHU10.

Kmouesvie cnosa: BPOJK()EHHQ}I cunepnnasus Kopol Haanouew-tuxoe, abpeHozeHumazszbtﬁ

CUHOPOM, 0e804KU, MEHCMPYATIbHYILL YUK]L

BBepeHue

BpoxxpeHnast runepruiasms Kopsl Hagmodeunukos (BIKH)
IpefCTaB/IsIeT TPYIITY ayTOCOMHO-PeLlecCHBHBIX 3a00meBa-
HMIA, CBSI3AHHBIX C feUIUTOM (EepMEHTOB B IyTH CUHTe-
3a KOPTM3071a U aIbIOCTepoHa. KnmHnyeckme mposiBieHust
TECHO CBsI3aHBI C TSDKECThI0 pepMeHTaTHBHOTO Aeduimra.
BI'KH noppaspensaior Ha iBe pOpMBI — KJIACCUIECKYIO (COb-
TEPSIIOLIYIO U BUPUIbHYIO) U Hekmaccudeckyo [1, 2]. Ilpu
9TOM KIaccmyeckas ¢popMa dalie IPOSIBISETCS [P POX-
[leHUM Vi/WIM B HeOHaTa/bHOM Iepuope. Hekmaccuueckas
HpeAcTaB/sieT coO0I MeHee TSDKEMYI0 (GOpMY paccTpoiiCT-
Ba, HEONACHA /ISl JKU3HM, IPOXOAUT OECCUMIITOMHO /MO0

C KJIMHINYECKON CMMIITOMATUKOM B IIO3JHEM JI€TCKOM, IIOfI-
POCTKOBOM WJ/IV B3POCTIOM Bo3pacTe [3].

Vicxona us npuunnbl passutusa BIKH, BoifendoT Hemo-
CTaTOYHOCTH 11-6eTa-ruapoKcuiassl, 3-6eTa-rugpoKCK-
CTepOU/HOI [eTUApOreHassl, 17-anbga-rufpoKCIIassl
(c HegocTaTtouHOCTBIO 17,20-mMasb1 u 6e3 Hee), 20,22-mec-
MO/Ia3bl (JIMIIOMIHAS TUIIEPIUIA3Us KOPbI HalIOYEeIHIKOB)
M METWIOKCYHAa3bl 1-ro u 2-ro tunos [4]. Jeduuur 21-ruz-
POKCUIa3bl U3-3a OMajIeNIbHBIX MMATOTEHHBIX BAPVAHTOB
B CYP21A2 cunraercst Hanboree gactoit popmoit — 0 99%
Beex crygaeB BIKH [5]. O6mas saboneBaemocts BIKH co-
crasyster 1:14 1999. B 3aBucuMocTy o1 peHOTHUIIA Vi TPUYVHbI

JddekTBHaA hapmakoTepanua. 6/2024



3a00/IeBaHNA CUMIITOMBI ¥ OC/IOKHEHMA BapbUpPYIOTCH.
K mposiBneHnsaM runepnnasuy OTHOCAT IO3/IHEE MEHapXe
¥ HapyIIeHNs MEHCTPYaIbHOM QYHKIUY, YTO B JJONTOCPOY-
HOIT IIepCIeKTHBE CIIOCOOHO YXYAIINTD Ka4eCTBO XKU3HM Ia-
IMEHTOK, CHUSUTH (PePTIIBHOCTD 1 IPUBECTH K GECIIOAMIO.
B crarpbe npoaHanM3MpoBaHbl HAPYLIEHNA MEHCTPYaTbHOTO
1mkia y fieodek ¢ BIKH c nienbio omperienenns npidmH, Mexa-
HI3MOB V1 BOSMOYKHBIX METOJIOB JICYEHIIs STOTO COCTOSIHIA [6].

Matepuan n metopbl

ITouck pabot (crcremaTidecknx 0630pOB, METAAHAIN30B,
K/IVHIYeCKVIX VICCTIETIOBAHMIA) OCYILeCTBILA/ICA B 6a3aX JAHHBIX
Cochrane Library, PubMed, Embase 1 Google Axagems ¢ yc-
TO/Ib30BaHNEM KTI0YeBbIX C/I0B congenital adrenal hyperplasia,
adrenogenital syndrome, girls, menstrual cycle. B 0630p Borm
paboTsl, omy6mKoBaHHbIe 3a Iepyior;, 2018-2023 r.

Pe3synbrathbl

O6Hapy>KeHO IATh CUCTEMATIIECKIX 0630pOB 1 MeTaaHaII-
30B, IIPOAHA/IMBNPOBAHO IIATh K/IVHIIECKMX MCCTIETOBAHMIL
B Hacrosimmit 0630p BOLUIM IECTb paboT, OTyOIMKOBAHHBIX
B TeyeHye [IOC/IeJHYIX AT JIET.

06cyxpeHune

Knaccuueckune gpopmbi BIKH

Knaccnueckne popMbl BcTpeyaroTcs y ofHOro u3 14-18 Thic.
HOBODPOXK/ICHHBIX U, 110 JaHHBIM CKPJHMHTA, XapaKTepusy-
I0TCS1 Pe3KO CHIDKEHHOI! MM OTCYTCTBYIOLLl aKTUBHOCTBIO
(epMeHTOB ¢ HapylIleHeM BbIPAOOTKI KOPTU30/Ia, KITUHIIe-
CKU IIPOSIBJIAIONIMMCS B HEOHATA/IbHOM Iepuozie. ITpyu Hau-
6oree TsDKENOI combTepsomielt popme knaccudeckoit BIKH
ocraro4Has epMeHTAaTUBHAs aKTVBHOCTb IIPAKTIYIECKN OT-
CYTCTBYET, YTO HPUBOAMT K AepULUTY KOPTU3O/IA U AJIbHO-
crepona. OTCYTCTBIE OTPULIATEILHOI 0OPATHOI CBSSM C THi-
HOTa/IaMO-TUNO(3aPHO-HA/IIIOYeYHIKOBO OCBIO IIPUBOJUT
K ¥30BITOYHOJ IPOAYKIVY aHAPOreHOB HAJJIIOYCYHIKAMIL,
HOCKOJIbKY TOBBINIEHHOE KOTIMYECTBO CTEPOMOB-TIPefIIe-
CTBEHHVKOB IIePEXOANT B HEMOPKEHHbIE aHIPOTeHHBIE
nyTi. B oTcyTCTBME CBOBpeMeHHOTO JleueHNs Y MIajiecHIIeB
¢ Taxoit ¢popmost BIKH 6bIcTpo pa3BuBaloTcs HOTEHINAIb-
HO (haTajIbHbIe «KPU3BI CONEBOTO VCTOLIEHNS» C TUIIOHATPY-
eMyelt, TUIIepKaeMueli, allyio30M U LIOKOM. Y M/IafieHIIeB,
BBIPabaTHIBAIOIINX HECKOIBKO OOIBIIIE a/TbIOCTEPOHA, BEPO-
ATHOCTDb Pa3BUTHA (PaTaTbHOTO «KpU3a COTEBOTO UCTOLIe-
HISI» HIDKe, HO HAOTTIONAI0TCSA TSDKENbIIA epUIIUT KOpTU30TIa
¥ BbIpaXKeHHOE TTOBBILICHNME IPONYKIMI Ha/ITTOYeIHNKOBBIX
aHJPOTreHOB. B aTOM Ciy4yae TOBOPAT O BUPUIBHOI opMe
BI'KH, koTopas XapaKTepusyeTcsi OCTaTOYHOI (pepMeHTa-
TUBHOJ aKTMBHOCTBIO — 1-5% HOpMbI [7]. ¥ neBouek ¢ Kiac-
cudeckoit BIKH nabmonaetcs pasHas cTeneHb BUPMIV3aLN
Hapy>KHBIX TIOJIOBBIX OpraHoB [8]. Pesko MoBbIlIeHHas TIpe-
HaTa/IbHast IPOAYKIMS aHPOTeHOB HAAMOYeIHNKAMI TIPY-
BOJUT K BUPWIM3ALUM XKEHCKUX HAPYXKHbIX [IOTOBBIX Opra-
HOB [9], BUII0Yas Pas/M4HYIO CTEIIeHb YBeIMYEH KIINTOpa
U CpallleHysl TIOIOBBIX I'y0. MIOIepOBbl IIPOTOKM pa3ByBa-
I0TCs1 HOPMAJIbHO, 3a VICK/TIoYeHneM (popMIpOBaHus ypore-
HIUTA/IBHOTO CHHYCA CO CPOCLIVMIICS YPETPOIt U BIAra/TUILEM.
Takum 06pasoM, Ha PEIPORYKTUBHBIN IIOTEHIVA JKEHIINH
aTVIMYHOCTD HapY>XHBIX IeHuTamuii He Biuser [7]. Llent-
panbHOe NpeXAeBpeMeHHOe MI0JI0BOe Pa3BUTIE ABILACTCS

AKyLLIEpCTBO 11 TUHeKonorna

PVICKOM [T TTALIVIEHTOK C [UTUTETbHbIMM IIEPYOIaMI OTCYTCT-
B TOPMOHA/IbHOTO KOHTPO/IAL. Y MOJIOJIBIX YKEHIINH C XOpO-
1o koHTpormpyemoit BITKH 06b14HO HOpMabHOe MeHapxe
[10]. TToxoit KOHTPOb CBSA3AH C aKHE, TMPCYTU3MOM Y XKeH-
IVH, OO/IBICEHIEM Y MY)XKUIH, M3MEHEHMEeM Te/IOCTIOXKEeHIS,
Hepery/SIPHbIMI MEHCTPYALSIMU 1 CyOHOPMaIbHOI ep-
TUIBHOCTHIO [11].

Heknaccnueckan ¢popma BIKH

PacnipocTpaHeHHOCTD HEK/IACCUYECKON BPOXKIEHHON I'M-
IepIUIasyiy HaAIOYeYHIKOB B 001IelT MIPOBOII HOMYJISLIN,
II0 OLieHKaM, cocTapyiseT 1:1000 poxxpennit. Hexmaccuueckas
¢dopma cunTaercs 6onee JIETKVMM ajlIeNbHBIM BapMaHTOM
BI'KH. CooTBeTcTByOIME a/UIeNM KOFUPYIOT (epMEeHThI
C OCTaTOYHOM aKTUBHOCTBIO OT 20 10 50%. Y Takux momeit
06bIYHO HOpMajbHasA 0asajbHasg MPORYKIVA KOPTU30/IA
U aJIbJJOCTEPOHA, HO YMEPEHHO NOBLIIIEHHBIN YPOBEHDb HaJl-
MOYEYHMKOBBIX aHApOreHoB. [Ipu sTOM Cy6ONTIMATbHbII
YPOBEHb KOPTH30/Ia OC/Ie CTUMYILALNY afpeHOKOPTHUKO-
tponHbIM ropmoHoM (AKTT) ormeuaercs B 30% cmyva-
eB. Y pieTeil MOIyT HaOMIONATbCA CUMIITOMBI, CBSI3aHHbIE
C TOBbILIEHNEM YPOBHSA HAJTIOYeYHMKOBBLIX aHJPOTEHOB:
IpeXxpeBpeMeHHOe afjpeHapxe, aKHe, YCKOPeHHOe CKeTeT-
HOe co3peBaHMe. Y IeBOYEK-IIOAPOCTKOB U B3POC/IbIX SKeH-
IIVH MOTYT VIMETb MECTO TMPCYTH3M, OJIUTOMEHOpes, aKHe
u cybHOpMasbHas depTuabHOCTD [12]. TlepBoe KimiHMYecKoe
nposBieHne Hekmaccdeckoit BIKH otmeuaerca y 11% pmeteit
B BO3pacTe 1o fiecsty 1eT 11 80% — B BO3pacTe OT [eCATH [0
COpoKa JIeT. B IogpocTKOBOM 1 B3pOC/IOM BO3pacTe HeKIac-
cirgeckas popma BIKH y xeHImmH acconympyeTcs ¢ BO3HUK-
HOBEHJIEM IMIIePaHPOreHHbIX CMIITOMOB, HATIOMJHAIOIIVIX
CUHIPOM IOTIMKMCTO3HBIX ANYHMKOB. CUMIITOMBI BK/IIOYa-
0T TUPCYTH3M, aKHe, aH/JPOTeHHYIO a/IOMeLVI0, aHOBY/LALIMIO,
MEHCTPYa/IbHYIO AUCYHKIMIO 1 GecIuionie.

B MHOTOLIEHTPOBOM MCCTIeIOBaHNY Hauboyee pacpocTpa-
HEHHBIMM CHMIITOMAaMI CPeiM HMOJPOCTKOB M B3POCIIBIX
XKeHIMH 6bimu tupcytusm (59%), omuromeHopest (54%)
u akHe (33%). Y 161 >xeHumHbI ¢ Heknaccuyeckoyi BTKH ot-
Mevasnch THpCyTusM (78%), MeHCTpyanbHas JVMCHYHKIA
(54,7%), cumxenne deprunprocty (12%) [13]. Kpome Toro,
cpeny i ¢ Heknaccudeckoii BIKH omuromenopes Bcrpeya-
eTcs Jallle, 4eM nepBuyHasA aMeHopes. Hanpumep, C. Moran
U COABT. YCTaHOBMJIN, YTO y XKEHIIMH B Bo3pacTe 10-19 et
c Hexmaccdeckort BTKH omromenopes mpucyTcrsyeT B 56%
CIIy4aeB, y IOPOCTKOB C IIEPBUYHOIL aMeHopeeit — B 9% [14].

[eHeTUYeCKme acnekTb

Hapyenns 1monoBoro pasBuTHsA 3aBUCAT OT NOPAKEHHO-
IO TeHa, KOTopblil BbisbiBaeT BIKH. Matupyromuii ren MoxeT
OBITb IIPUYMHON OCIEPONIOBOIT BUPWIM3ALINY, fiepuIyTa II0-
JIOBBIX CTEPOVJIOB, TMIIEPTOHNY U, HALIpUMep, eheKTOB CKe-
neta [15]. TsokecTb 3a607TeBaHMs 3aBUCUT OT MECTOIIOTIOXKEHIS
U YPOBH: MyTaljUil MM fie/IeLinii T€HOB, KOTOpble IPUBOIAT
K CTIO)KHBIM ajIyIefieBbIM BapyanyAM. IyTh cunTesa creponmos
ONOCPeNOBaH Pas/MYHbIMU (pepMeHTaMu, BKII0Yast 21-TUapoK-
CUTIa3Yy, KOTOpas MMeeT pellaroliee 3HaYeHIe 71 IPOM3BOICTBA
BCEX CTEPOMJIOB, IIOCKO/IbKY HEOOXOyMa [/ peoOpasoBaHms
17-rugpoxcumporectepoHa B 11-1e30KCUKOpTH307I (IIpefiIecT-
BEHHVK KOPTH30/Ia) U IPOTecTepoHa B 11-/1e30KCMKOPTIKOCTe-
poH (mpefiecTBeHHNK anbiocTepoHa) [16]. IIpumepHo ot 90
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10 99% crydaes BIKH BbI3BaHbI fiedytoM 21-ruppoKcuia-
3bl, KOTOPBIJ KOAMPYeTCcs reHoM uToxpoMa P450 cemeiicta
21 nopcemerictsa A2 (CYP21A2) [7]. Ipyrue, 6onee penxue
bopmeI 3a601eBaHNsT BKTIOYAIOT et creponnos 11-6eta-
TUAPOKCIIAsHL, Aeduiiut 17-anba-Tuapokcnassl, 3-6eta-ru-
IPOKCUCTEPOUIETUAPOreHassl, 17,20-m1asbl 1 OKCUOPENYK-
tasbl P450. leduuut moboro u3 pepMeHTOB, HEOOXOMMBIX
I/IA TIPOM3BOJICTBA KOPTU30/1A, IPUBOAMT K IIEPEIPOM3BOSICTBY
AKTT, xpoHndecKoit upe3MepHOI CTUMY/IALMY KOPbI HAJTIO-
YeYHVKOB, HAKOIICHNIO IIPe/IIeCTBEHHNKOB KOPTH30/1a U B
UTOTe K YBe/MYEHNIO IIPOM3BOJICTBA aHfjporeHoB [17]. Hanbo-
7iee pacpocrpanenHoit pyuavHoit BIKH cunraerca pedyrmr
21-ruppokcuiasel — 1o 99% Bcex cmy4aeB BIKH [7]. B 90%
cyqaes BIKH Bbi3Bana geduiyroM depmenta 21-ruapokcu-
7asbl B pesynbTate MyTarmii B reHe CYP21A2 Ha xpomocome
6p21.3. Tem He menee reHoTHIT CYP21A2 ABIA€TCA OCHOBHBIM,
HO He e/[HCTBEHHBIM JIETEPMIHAHTOM (eHOTHIIA Y ITALIVIeHTOB
¢ pedurroM 21-abda-TUAPOKCHUIa3bl. Y HEKOTOPBIX HallMeH-
TOB C TIOf03peHMeM Ha Hammune feduimra 21-ambda-rugpo-
KIC/Ta3bl B OTHOM JIM 00O0MX a/UIeJIAX He BBLAB/ICHO HUKAKIX
IIaTOT€HHbIX BAPMAHTOB JlaXKe IIOC/Ie TIOTHOTO CEeKBEHMPOBa-
Hust reda CYP21A2 [18]. V gpyryx malyeHTOB MMEIOTCS [1aTo-
reHeTideckue BapuaHTbl reHa CYP21A2, Ho reHOTHII He IIO/THO-
CTBIO COOTBETCTBYET (PeHOTHITY. T OUeBI/IHBIE PACXOKAECHIIS
MEX/Ty TeHOTHUIIOM Y (PeHOTHUIIOM CBUETE/IbCTBYIOT O HaTI4UI
IPYTUX TeHeTHYeCKMX (haKTOpOB, BKIIOYAs IeHbI-MOpMPpyKa-
TOPBI, CMOCOGHBIE MOAYMPOBATh KIMHIYECKYIO SKCIIPECCUI0
HeKOTOPBIX aCIeKToB Aeuuura 21-amba-riuapoKCIIasbl.
Csbite 95% Bcex cmydaes feduimra 21-rugpoKuciasst 06-
YCIIOB/IEHO JIECATBIO PACIPOCTPAHEHHBIMI IIATOTeHHBIMI Ba-
puaHTaMu B reHe nuToxpoma P450 cemericTsa 21 mopcemeit-
ctBa A, wieH 2 (CYP21A2), KoTOpble BOSHMKAIOT B pe3y/IbTare
MeXTeHHOII pekoMbyHaryu ¢ cegorenoM CYP21A1P [17].
B nopske y6pIBaHIA HApyIIeHNA aKTMBHOCTH 21 -TUIpOKCIIa-
3Bl BBIIETICHBI YeThIpe obmiye rpymmnl MyTamii CYP21A2, mo-
3BOJLAIOLINE NIPecKasaTh eHOTHIL. YiameHus, Gombline mepe-
CTPOVIKV T€HOB, HOHCEHC-MYTALIVIL, CABUTY PAMKM CIMTBIBAHMA
¥ MYICCEHC-MY TALMY, TIOTHOCTBIO OTMeHsIfoI e (hepMeHTaTIB-
HYIO aKTYBHOCTD, AABJIAIOTCS K/ACCHIECKVIMM A/ITE/LIMI COTIbTe-
pAomest GpopMbl, cOCTaBILAOIIMMY IpymTy MyTaruit 0 (null).
Oco6eHHO YacTo BCTpeYaeTcsl OHOHYKICOTHIHAA MyTaLViA,
M3MEHAIOIAA CIUIAVICUHT MHTPOHA 2, — oT 20 10 25% MyTaHT-
HBIX aJleriell B 60/bIIMHCTBe momy/sityit. OHa HabmoaeTcst
KaK y JIAI] C COMbTepsIomelt popMolL, Tak ¥ Y JIUL] C BUPWIb-
HOVI ()OPMOIL, YTO CBUJIETEIBCTBYET O HA/LMYVY HEOO/IBIIOTO
KO/M4ecTBa HOpManbHO crimaricuposanHoit MPHK. Ee npuns-
TO CYNTATh OTAEIbHOIL TPYIIION A (B IIePBOM aHa/N3e TAKOTO
pona rpymmsl 0 u A HasBaubl rpymmamu Al u A2) [19].

HapyLueHue MeHCTpyanbHol GyHKLMN

B mccnenoBanmy ¢ yyacTieM AeBOYEK C KIacCUYECKON BPOXK-
JICHHOJ TMIepIUIa3uell HaITOYeYHNKOB ¥ 64% 13 HUX ObUIN
Hepery/ApHble MeHCTpYya/bHble LKL HecMoTps Ha Heon-
HO3HAYHOCTD TEHNUTA/IVI C POXKAEHILS, MHOTYE TIALMEHTK 00-
PALIaIICh 32 MEVIMHCKOI IIOMOLIBIO TOZILKO B Hepuirybep-
TAaTHOM IIEPUOJiE M3-3a HAPYILIEHV MEHCTPYAIbHOTO LKA,
IloxasaHo, 4ToO pasBUTIE MOIOYHBIX JKe/Ie3 ¥ MEHapXe Y JIeBo-
yek ¢ BIKH sagepxuBaercs. B cpeHeM MeHapxe HacTyIaeT
B 16 net. Tpamymonso npu BIKH oTmewaeTcs Huskas yacToTa
HactyIleHys 6epeMeHHOCTH. DaKkTOpaMIL, CIOCOOCTBYIOLIMMY

HAPYILIEHNIO (ePTIIBHOCTI, CUMTAIOTCS M3OBITOYHAS IIPORYK-
VA1 HaJTIOYeYHMKAMYI QH/IPOTE€HOB V1 IIPOreCTEPOHA, IMIHIUKO-
BbIJi TMIIepaHAPOTeHN3M, aHOBYIALA, XMPYPridecKie BMellla-
TeIbCTBA Ha MOTIOBBIX OpraHax, 3afiep>kKa IICHXOCeKCyaTbHOTO
PasBUTHA U CHIDKEHME CEKCYaIbHOM aKTUBHOCTH. Y JIEBOYEK-
noppoctkoB 1 xeHuwH ¢ BIKH puchynkimsa ronag Moxer
IPUBOJUTD K QHOMATbHOMY IyOepTaTHOMY PasBUTHIO U He-
PeryIApHbIM MEHCTPYalVsM, BKIIoYas ameHopelo. [lockomb-
Ky TIOBBIIIEHHbIII YPOBEHb aH/[POT€HOB I ITPeMIIeCTBEHHIKOB
CTEpOMIOB ACCOLMMPYETCA C HEPEry/APHbIMU MEHCTpPYaLys-
MU, pery/apHble MEHCTPYallu, OCOOEHHO OBY/IALNN, CBUIE-
TE/IbCTBYIOT O XOpOLlleM FOpMOHANbHOM KOHTpose. OfHako
Hepery/sapHble MEHCTPYaLMy BCTPEYAITC U B 0011ielt TOmy-
i, Ivicdyrkums ronan y sxeninue ¢ BTKH moxer 6bith
06ycroB/IeHa HECKOMBKIMY (PAKTOPAMIL, B YaCTHOCTH BBICOKIM
YPOBHEM aHIPOTEHOB 11 PEIIeCTBEHHNKOB CTEPONIOB B Hafl-
MOYeYHVKAX, OTIMKMCTO30M ANYHMUKOB, PeKe — OCTATOYHBIMU
OIYXO/IAMI IMYHUKOB [20].

OepTUabHOCTH

B cioco6HOCTY M >KenmaHuy 3abepeMeHeTb MOTYT UTPaTh Pojb
TaKye (aKTOpbl, KaK BUPWIM3ALN TeHUTAIUI U OCTIERYI0-
1Iye OIlepalyi Ha IIONIOBBIX OpraHax. KpoMe Toro, >keHIMHbI
¢ BTKH moryT 6bITb MeHee ceKCyalbHO akTyBHbL Cremyer
OTMETUTb, 4TO MHOIVE >XeH1uHbI ¢ BTKH, ocobenno ¢ comb-
Tepsitoleli pOopMOIt, HUKOI/ja He TBITAI0TCS 3abepeMeHeTb.
Taxum o6pasom, gost matepeii ¢ BTKH Hepenuka [21, 22].

B HemaBHeM snumeMmonormyeckoM uccnenoBanum 25,4%
mBepckyx skeHIH ¢ BITKH nmenu o xpaitHelt Mepe OZHOTO
6UOTOrITIecKOro pebeHKa o CpaBHEHMIO C 45,8% >KeHIMH
COOTBETCTBYIOLIVIX KOHTPO/IbHBIX Ipyml. CpaBHeHue TPy
10 (EHOTHITY TTOKA3aJI0, YTO TOMBKO 8,1% >KEHIIMH C COMb-
TepsifoLiet popMoit umMeny pebeHKa, ¢ BUpWIbHOI — 41,8%,
¢ HeKnmaccmdeckoit — 40,8%. VIHpIMu cmoBaMy, PENpORyKTHB-
HbIe Pe3y/IbTaThl ObUIV HAPYIIEHBI TO/IBKO Y XEHIIVH C COb-
Tepstoweit popmoit BIKH, uto cornacyercs ¢ naHHBIMU fpy-
TVIX aBTOpOB [23].

Cy6¢epTinbHOCTb 0OBIYHO BCTPEYaeTCst IIPY KIACCUYECKIX
¢dopmax BKI'H, 4To B 0OCHOBHOM CBsA3aHO C HAPYILIIEHNEM MEH-
CTPYa/IbHOTO LIVK/IA, XPOHIYECKOIT aHOBYJLALIVIEN ¥ aHATOMII-
yecKuMM AeopMaryaMi. YpOBEHb POKAeMOCTH OLieHVBa-
eTcs B 17% 1o cpaBHEHMIO € 65% KOHTPONBLHOTO HACeNeHAL.
Mexny TeM, KaK IIOKa3a/l aHa/IN3 JAHHBIX O (epTUIbHOCTI
y XeHIMH ¢ Hextaccudeckort BIKH, npenmonaraemas 3a6o-
JIeBaeMOCTb becrutopyeM cocTasger 11% [3].

CKPVHWHT 1 neyeHue

AHanm3 ypoBHs TIpefeCTBEHHNKA CTePOUOB 17-TUIpOKCH-
IIPOTeCTePOHA SIBJISIETCS 307I0TBIM CTAaHJAPTOM AUATHOCTH-
ki pedunmra 21-runpokcunassl. HeoHaTambHbIN CKPUHUHT
Ha feuimT 21-TUPOKCIIa3bl CETORHSA FOCTYIIEH BO MHOTMX
CTpaHaX MIPa, TI03TOMY OOIBLIMHCTBO CTy4aeB K/IACCUIECKON
BI'KH (wacrota Bcrpeuaemocty 1:10 000-1:20 000) BbLABIA-
eTcs Ha IepBoll Hemerne xu3HNU. Y Bcex /iy ¢ BIKH ommn-
MaJIbHbBIN FOpMOHaHbeIIu/[ KOHTpOHI) KpaIZHe Ba>KEH B aCIIEKTE
aeKBaTHOI QYHKIIY TTOTIOBBIX >Kere3. CrienyeT perymspHo us-
MepsITh YPOBHI CTEPONIOB HAMIOYEIHIKOB /M VX MeTabo-
mtoB. Kpome Toro, He06X0aMMO OLieHBATh MapKepbl TUIIOTa-
NamMo-r1odK3apHO-TOHAIHON OCH. Y KEHILMH 11e/1ecO00pasHO
OLIEHVBATb PETy/LIPHOCTb MEHCTPYa/IbHOTO LIMKIIA [24].
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B mccenoBaHMAX BBHISABIICHBI PUCKY, CBSI3aHHBIE C aHTEHA-
TAJIBHBIM JIEYEeHNEM JieKcaMeTa3oHoM. HennBasuBHas npe-
HaranbHas muarHoctuka BIKH B cempsix ¢ u3BecTHBIMU
maToreHHbIMY reHoTumamy CYP21A2 mpoBopuack ¢ HoMo-
I[BI0 AHA/IV3a LMPKY/IMpYyIoLLet cBoboxHoi petambror JHK
B MAaTEPUHCKOI KPOBM B paMKaX JOKa3aTeTbHBIX JICC/IE0Ba-
HMIA, HO TIOKA He ITOJTy /1A IPOKOTO pacIpocTpaHeHns. Pe-
KOHCTPYKTHMBHbIE OIlepaliii Ha MOJIOBbIX OpTaHax y MoCTpa-
HaBIIVX JKEHIIVH y>Ke He PACCMATPMBAIOTCS KaK SKCTpeHHAs
IpoLefypa, a MpaKTUKa Ollepalyii Ha MOMOBBIX OpraHax
B MJIQJIeHYeCKOM BO3PAacTe ¥ BOBCE IIOCTaB/IeHa TOJ] COMHe-
HIe. B kauecTBe Mopien1 ONTMMAaIbHOTO TeYeHNs paccMaTpy-
BaeTCsA y4yacTye B IPUHATUM PellleHNIT pofuTesneli, malyieH-
TOK, XMPYPIOB, 9H/IOKPMHOJIOTOB, CIIELIMA/ICTOB 10 OXpaHe
TICXITIECKOTO 30POBbI V1 TPYIII IOAfep>KKY. COOTHOLIIEHNe
TIO7Ib3BI M PYICKA OT OTKa3a OT OIepaIyi, PaHHel VIV TO3]I-
Hell TeHUTaIbHON Xupyprym Ay sxeHyH ¢ BIKH erme npen-
crout onpefienuThb. K coxxanenuio, fake B pasBUTBIX CTPaHaX
MenuiHcKol oMoy ipu BIKH yrenseTcs HegocTaTouHO
BHVMAHVIA, YTO HOBBIIIAET PUCK PA3BUTIA CEPHETHO-COCY/MN-
CTBIX U META0ONMMYECKIX 3a00/IEBAHII BCIIE[CTBIE HEOIITH-
MaJIbHOI Teparuy rrokokopTukoctepougamu (I'KC). Bax-
HBIMM 3afIa4aMI ABJIAIOTCA COBEPIIEHCTBOBaHNE METOJ0B
Tepexofa OT IeANATPUYECKOTO K B3POCTIOMY MEAVIIVIHCKOMY
Ha0/TIOfieH IO, @ TAaK)Ke 0OydeH e IIAIIeHTOB U Bpadeit [7].

IMocne ycranoBnennsa amarHosa Heknmaccudeckort BIKH ne-
06X0aMMO PacCMOTpPeTh HECKOTIBKO BOIPOCOB, CBA3AHHBIX
C HOCTIeAYOUNMY peKOMeHAAIMAMY TIo JedeHuio. [lepso-
O4YEPENHON BOIPOC, Ha KOTOPBII CIENyeT OTBETUTD, II0Ka3a-
Ha 1 Teparmsa [KC? Takort mogxop 3aK/I09aeTcs B TOM, 9TO
IIPYU TOCTATOYHOJ KOHILIEHTpAIMy KOPTU3O0/Ia eXKeHEeBHbIE
HOTPEeOHOCTY B HEM YZIOB/IETBOPSIIOTCS, C/IEIOBATENIBHO, CTH-
MY/ TUIIOTA/IaMO-TUIIO(3apHO-TOHATHOI ocK OyzeT
CY>KeHHOI1, YTO HPYBEJeT K CHIDKEHIIO BBIPAOOTKI HaJII0uey-
HyKamu aHpporeHoB. Obiiiee MpaBIIo, Kacaroliieecsi JAHHOTO
MOJIXO/Ia, COCTOUT B ToM, 4T0 I'KC marorcsa B 3aMellatommx,
a He (apMaKOIOIMYecKyx Ko3ax. B To ke Bpems BnusHue
BO3PacTa, 0714, TA00PATOPHBIX JAHHBIX, PEKOMEH/ALVIA IS
KOHKPETHBIX NALMEHTOB U LieJIell 3aMeCTUTE/IbHOM TepaInm
I'KC npuHMMaeTcs BO BHUMaHMe. TeM He MeHee CliefyeT IIoM-
HUTb, 4TO J/INTeNbHAA 3aMecTuTenbHasA Tepamma I'KC Moxer
npuBecT K 6onesun Vitenko — Kymmara, a 3HaunT, K HebOma-
TOIPUATHBIM TIOCTIEACTBMAM B OTHOLIEHNN KaXKOTO acTieKTa
MeTabo/3Ma, 0COOEHHO POCTa, PACIIPEeNeHVIs XKIPA I VIHCY-

Nvreparypa

JIMHOPE3UCTEHTHOCTH, & TAKXKe TICMXO/IOTMYECKOTO PO
ELue OJHMM OCHOBHBIM HENOCTATKOM 3TOI'O Imoaxoaa ABJIACT-
51 OTCYTCTBYE a/IEKBATHOTO K/IMHIYECKOTO VHJEKCA YV Ou-
OXMMMYECKOTO MapKepa a[IeKBaTHOI 3aMECTUTENIBHOIL {O3BI,
HAaIIpYMep, B OTHOLIEHNY 3HAYEHNIT TUPEOTPOIIHOTO TOPMOHA
pyu runotupeose [3].

3aKknioyeHue

VccnepoBanne neBOYEK € KIACCUYECKON BPOXKIEHHON I'M-
THepIasuelt HaJIIOYeYHNKOB BBIABUIO, 9TO Y 64% M3 HMX
MEeHCTpya/IbHble LIMK/IBI HeperynsapHble. HecmoTps Ha aTh-
IMYHOCTb TeHUTA/INII ¢ POXK/IEHVIsT, MHOTME TIAL[EeHTKY 06-
PAIL[aloTCs 3a MEIVULIMHCKOI IIOMOIIBIO TOMbKO B IepuIrybep-
TAaTHOM IIepHOJie 13-3a HapYLIEHNI MEHCTPYa/IbHOTO LKJIA.
PasBuTye MONOYHbIX JKefe3 U MeHapxe y AeBodek ¢ BIKH
3a/iepXKMBaeTCA, B CPEHEM MEHApXe HaCTYIaeT B 16 JIeT.
Tpapuuyonno npu BIKH ormevaercs Huskas gactora be-
PEMEHHOCTH, 00YC/IOB/IeHHAs PAsTMYHbIMU (PaKTOpaMH, Ta-
KVMM KaK U30bITOYHAsE IPONYKIVA HAAMOUYeIHNKAMI aH -
POTEHOB U ITPOreCTePOHA, ANYHIKOBBI IMIIEPAHJPOTEHN3M,
aHOBY/IALMA, XUPYPIUYecKue BMelarenscrtea. Heperymnap-
Hble MEHCTpYyalluM BCTpedaroTcs Kak y xeHiyuH ¢ BIKH, Tak
U B 001IIel! IOMy/IALIMMN.

AHanu3 KOHIIEHTPALMMU IpeJIIeCTBEHHNKA CTEPOUNIOB
17-ruIpOKCUIIPOTECTEPOHA CYUTAETCA 30/I0TBIM CTaHJAP-
ToM. HeoHaTa/IbHBI/1 CKPUHUHT Ha Bedyimt 21-ruppoKcu-
Ja3bl Teepb LMIMPOKO TOCTYIEH, YTO 0OecIednBaeT paHHee
BBIsIB/ICHME OOMBIIMHCTBA CTy4YaeB KIACCUYECKOit HOpMBbI
3a60/IeBaHIsL.

Benenne nesouex ¢ BIKH npepnmonaraet nogepsxanue onTi-
MajIbHOTO TOPMOHA/IBHOTO KOHTPOJIA C PETyIApPHBIM MOHM-
TOPMHIOM YPOBHEl CTEPOM/I0B HAJIOYEYHNKOB M OLIEHKOI
MapKepoB IMIIOTaAMO-TUIIO(U3aPHO-TOHATHON OCHL
ITpo6rema afieKBaTHOTO K/IMHIIECKOTO MHJEKCA JI/IST OIIpefie-
TIEHVIA O3Bl 3AMECTUTETHHON TePANNY OCTAETCA aKTya/TbHOIL.
O6cy>KaI0TCA TaKoKe PUCKY, CBSI3aHHbIE C aHTEHATaIbHBIM
JIe4eHNeM JIeKCaMeTa30HOM, ¥ BOIIPOCHI, KACAIOI[VIeCs IeHM-
TaJIbHOV XUPYPIUNL.

Ba>KHBIM ITpefICTaB/IAETCA y9acTie B NPUHATUM PEIIeHNI
ponuTenei, MalIeHTOK, Bpadeli, SHA0KPUHOIOTOB Y TPYIII
TOIIEPXKKY 1A OCTVKEHNS ONTUMAIbHOTO JIeYeHNA. AK-
LIEHT J€/IaeTCsl Ha YTy dIIEHNN TIEPEXO/A OT IeAMATPUYECKOro
K B3POC/IOMY MEAMLIHCKOMY HAO/IOEHNIO U TTOBBIIIEHNN
BHMMAHVIA K BOIIPOCaM MeAMIMHCKoi oMoy mpyt BIKH.
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Congenital adrenal hyperplasia (CAH) is a group of disorders affecting cortisol biosynthesis, transmitted in an autosomal
recessive manner, with varying degrees of severity. The clinical phenotype is typically divided into classical (more severe)
and non-classical forms. The prevalence of CAH varies across populations, with a global average frequency of classical
forms estimated at 1 case per 14,199 newborns. Symptoms and complications may vary depending on the phenotype
and cause of the disease. One manifestation of hyperplasia is the delayed onset of menstrual cycles and menstrual
dysfunction, which can significantly impact the quality of life in the long term, as well as lead to reduced fertility

and infertility. The aim of this literature review is to examine and analyze menstrual cycle disorders in girls with CAH,
with a focus on identifying the causes, mechanisms, and potential treatment methods for this condition. An analysis

of international and domestic publications from 2018 to 2023 was conducted using PubMed, Embase, Cochrane Library,
and Google Scholar. Six articles, representing the most relevant research in the last five years, were included. It was
found that 64% of girls with congenital adrenal hyperplasia have irregular menstrual cycles, with menarche occurring
at an average age of 16. Reduced fertility is attributed to excess androgen and progesterone production. Management

of such patients includes monitoring steroid levels and the risks of dexamethasone. Informed decision-making involving
parents, patients, and healthcare providers is crucial for a successful transition from pediatric to adult care.

Keywords: congenital adrenal hyperplasia, adrenogenital syndrome, girls, menstrual cycle
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