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Pe3tome

0630p nuTEpaTypbl NOCBSALLEH aKTyallbHOI TEME COBPEMEHHO SHLOKPUHONOTWN 1 TMHEKONOTM — KNUTOPOMeranuu. B HacTos-
LLiee Bpems KIMTOPOMeranus paccMaTpuBaeTcs Kak CUMNTOM 3HAOKPUHOMIOrMYECKOro 3a601eBaHNs, CBA3AHHOO C HApYLIEHNEM
61OCKHTE3a TECTOCTEPOHA UK N36bITKA NPOAYKLMN aHAPOreHoB. OfHAKO B 60NbLUEN YaCTW CAly4aeB MPUYUHY aHOMAMK YCTaHo-
BUTb HEBO3MOXHO. COCTOSIHME, OMUCLIBAEMOE KaK «MANONATUYECKAS KIUTOPOMEranus», 3aHUMaeT IMAMPYIOLLME NO3NLUKM Cpea
NPUYNUH 3TOTO OTKNOHEHMS. HECMOTPSA HA yCnexu COBPEMEHHON TMHEKONOrni, B 60bLUUHCTBE CITy4aeB NO3BONAOLLEN YCMNELLHO
npeojonesatb JaHHbIA HeLlyr B ETCTBE NYyTEM KNUTOPOMIACTUKIA, B3POCIble NALUMEHTKI C KIMTOPOMEranuen JoCTaTo4HO 4acTo
06paLLatoTcs 32 NOMOLLBIO K CrneuuanmcTam. Takue JeBYLUKYM W KEHLLMHbI 4acTO MMEIOT TPEBOXKHO-AENPECCUBHbIE PACCTPONCTBA,
CBA3AHHbIE C NEPEXUBAHMAMMN MO NOBOLY MMEIOLLErocs y HUX 3a60NeBaHna. 3T0 BNeYeT 3a CO60M couManbHyo Ae3afantaluio
XKEHLLMHbI, CBA3AHHYIO C CEKCOSTOrMYECKUMI 1 NCUXONOTUYECKUMI NpobneMamun, 4To TpebyeT HaBbIOAeHUs 1 NIeYeHNs CEKConora
nnu ncuxoTepanesTa. [pefcTaBneHa MHKOPMaLMs N0 FeHETUYECKUM CUHAPOMAM W 0pdaHHbIM 3a6011€BaHIUAM, CONPOBOXAAI0-
LMMCA KnuTopoMeranueit. [MpeanoxeHbl anroputMsl AndydepeHLnanbHOM ANarHOCTUKM JaHHbBIX HAPYLLEHUIA KaK Y HOBOPOXKAEH-
HbIX [16BOYEK, TaK Uy 1eBYLUEK U B3POCMbIX XEHLLMH.

Kntouesble cnosa: KNMTopoMeranus, BUpUInN3auns, MackynMH13auns, aHaporeHxs
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Abstract

The literature review is dedicated to the topical subject in current endocrinology and gynecology — clitoromegaly. At present,
clitoromegaly is considered as a symptom of an endocrinological disease associated with impaired testosterone or androgen
production. However, in most cases, the cause of the disease cannot be determined. A condition described in the clitoromegaly
classification as an "idiopathic clitoromegaly" holds a leading place. Despite an opportunity to perform a successful clitoroplasty in
childhood, adult patients with clitoromegaly quite often seek specialists™ help. Such girls and women often suffer from anxiety-
depressive disorders related to social maladjustment associated due to sexological and psychological problems, which requires
a sexologist or psychotherapist™ supervision and treatment. Here, we provide the data on genetic syndromes accompanied by
clitoromegaly. Differential diagnostics algorithms for neonates, young and adult women are proposed.
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OCHOBHbIE MOMEHTbI

Yr0 yXe u3BectHo 06 atoin Teme?

P Knutopomeranus sIBNSIETCA 04EHb 4aCTbIM CUMMTOMOM 3HJO-
KPUHONOTNYECKMX 3260/1eBaHUA: 0T HO30JI0MUIA, OTHOCH-
LUMXCA K HapyLIeHnsaM (DOPMUPOBAHNS NONA, O BUPUITA3NPY-
LmMX hopm apeHOKOPTUKANBHOTO paka 1 CUHAPOMA MOJUKN-
CTO3HbIX AMYHNKOB. OHAKO 3TOMY CUMMTOMY YAENeHO HeAao-
CTaTO4HO BHUMAHUS B COBPEMEHHbIX aNropuTMax BefeHus
NaLVEHTOK C JaHHLIMU 3a60/1eBaHNAMN.

» BOMbLUIMHCTBO OTEYECTBEHHbIX MY6IMKALMIA HanMcaHbl Bpaya-
MU-XUpypramn (Xupypramu-ruHekosioramu), rae npeacras-
NeHbl  BO3MOXHOCTM  COBPEMEHHON  KNUTOPOMIACTUKU.
[lockonbKy KnuTopomeranus SBNSETCS CUMMNTOMOM OCHOB-
HOro 3260/1€BaHNA, aCCOLMMPOBAHHOIO C M30LITKOM aHApOre-
HOB, OHA B PsAJE CIy4aeB He MOXET ObITb YCTPAHEHA XUPYpPru-
4eCKMM MyTeM, YTO NPUBESET K PeunanBy AaHHOrO CUMMTOMA.

Y710 HOBOrO faeT cTaThs?

» BriepBble NMpeanoXkeHbl ANrOpUTMbl U CTPATErMI BEEHUS Naun-
EHTOK C Knutopomeranuen. MpencTasnieHbl anroputMbl 06Ce-
[0BaHs NALMEHTOK C BPOXAEHHON KNMTOPOMEranmeil B HeoHa-
TIbHOM 1 Ny6epTaTHOM Mepuofax, Takxke MPeANOXeH anro-
pUTM BefeHUA MaLUWeHTOK PenpojyKTUBHOrO Bo3pacta W B
NOCTMEHOMNay3anbHOM Nepuoje ¢ NpuoBpeTEHHON KNMTOPOME-
ranuen.

Kak aTo MOXET noBaMATb Ha KNUHUYECKYH0 NPaKTUKY
B 0603pumom 6Gyayliem?

» [1peanoxeHbl HOBbIE MOAXO/bl B ANArHOCTUKE W IEYEHUM nauu-
€HTOK C KNUTOPOMErasnueil, KOTopble MOryT 6bITb NPUMEHEHbI
He TO/bKO B MPAKTUKe Bpaya akyLlepa-riiHeKosora, Ho 1 Bpaya
3HIOKPUHOJIOrA (HETCKOro 3HLOKPUHOJIOrA), reHeTnKa, HeoHa-
TOMOra, neanarpa.

Beegenue / Introduction

Knutopomeranus (MM MakpoKIWTOP) — aHoMalb-
HOe YyBenuyeHue knutopa (puc. 1) gBNAETCA BAXHEN-
UMM MPOSIBMIEHNEM LIeIoro paja sHA0KPUHONOMNYECKIX
3aboneBaHnii. HecMoTps Ha KNWHWYECKYIO 3HAYMMOCTb
cuMnToMa, AaHHOMY COCTOAHWIO YAesneHo Hef0CTaTo4qHOo
BHUMAHWs B Hay4HOW nuTepatype. Yalle B ny6nukauu-

PucyHok 1. lanonatuyeckas knuropomeranus (Habnogesue
aBTOPOB).

Figure 1. Idiopathic clitoromegaly (authors' observation).

What is already known about this subject?

» Clitoromegaly is a common symptom of endocrinological
diseases: from disorders of sex development to virilizing
adrenocortical cancer and polycystic ovary syndrome.
However, this symptom has not been extensively investigated
in current management algorithms for such patient cohorts.

» The majority of Russian-written publications are released by
surgeons (gynecological surgeons), which describe the
opportunities of modern clitoroplasty. However, in some
cases clitoromegaly being a symptom of the underlying
disease related to excess of androgens cannot be eliminated
surgically that may result in its recurrence.

What are the new findings?

» For the first time, we propose algorithms and strategies for
managing patients with clitoromegaly. Algorithms for
examining patients with congenital clitoromegaly in the
neonatal and pubertal periods are presented separately.
Noteworthy, an algorithm for the management of reproductive
age and postmenopausal patients with acquired clitoromegaly
is proposed.

How might it impact on clinical practice in the foreseeable
future?

» New approaches to the diagnostics and treatment of patients
with clitoromegaly are proposed, which can be applied not
only in practice of an obstetrician-gynecologist, but also of an
endocrinologist  (pediatric  endocrinologist),  geneticist,
neonatologist, and pediatrician.

X 06CYXIAKTCH BO3MOXHOCTUA XUPYPrUYeCKOR KOPPEK-
LMK, HO INArHOCTUKE 1 audepeHUnanbHOM ANarHocTu-
Ke MOCBALLEHO HeAo0CTaTO4HO pa6boT [1-5]. B 60MbLUMH-
CTBE CNny4aeB 06CY)XAAKTCA HapyLleHUs opMUpOBaHUS
nona, a He M30nMUpoBaHHas Knutopomeranus. OaHako
MaKpOKIJIUTOP MOXET He CONPOBOXAATLCSA APYrMMM Mpu-
3HaKamMu BUPUNN3ALUN 1 BbITb AUHCTBEHHbIM NPOsBIIE-
HMEM 3a6051eBaHMS.

MakpoknuTop MOXeT ObITb Kak BPOX[AEHHbIM, TaK
npuobpeTeHHbiM. GnegyeT OTMETUTb, YTO yalle BCEro
YBENINYeHNe B pa3mepax KImTopa npoucxXoauT B pesynb-
TaTe BO3[ENCTBUA M3ObITKA aHApOreHOB. Boapenctaue
MOJIOBbIX CTEPOMA0B MOXET MPOUCXOAWUTb BO BHYTPM-
YTPOOGHOM Nepuoae W MnageH4eckom, NOAPOCTKOBOM,
PenpoayKTMBHOM U MepuMeHonay3anbHOM BO3pacTe.
C OAHOW CTOPOHbI, SIBHAas KNWTOPOMEranus y HOBOPO-
XIOEHHbIX C aMOMBANEHTHbIMW TEHUTANUAMM [0CTATOu-
HO nerko wuaeHTudbuumpyetcs. G Apyroi CTOPOHbI, No-
rpaHuyHble COCTOAHMA (B BUAE U30JIMPOBAHHOM KIIMTO-
pomeranmu) MoryT 0cTaBaTbCs HeaameyeHHbIMU. BaxHO
OTMETUTb, YTO ECNK YBENINYeHWUe KInuTopa npoucxoauT
0JIHOBPEMEHHO C Npex[eBpeMeHHbIM nybapxe, rupcy-
TU3MOM (Hambosiee H4acTbiM MPU3HAKOM TUMepaHapore-
HUM) W OPYrUMUK MPU3HAKAMKU BUPUNN3ALMK, TO KIIUTO-
poOMeranui cnefyet WHTEPNpPeTUPOBATb Kak CUMMTOM
3HOO0KPMHHOTO 3260N1eBAHMS, Y4TO TPEOYET KOHCYNbTaLMN
Bpada-cnewuumanucra.
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Knutopomeranus: MpuHLMNbI 4UArHOCTUKMN U NIe4eHUs

OMOPHOIOTHA, AHATOMUA M (DH3HOIOTHSA
kruTopa / Embryology, anatomy and
physiology of the clitoris

Knutop — [AOCTATOYHO CNOXHbIA  HAPYXHbIA NONOo-
BOVI OpraH >XeHLLWH, CTPYKTypa KOTOPOro AeTanbHO Obiia
13y4eHa TONMbKO 6narofaps WCMosb30BaHUID COBPEMEH-
HbIX METOZ0B BU3yanuaauuu [6]. OpraH HaynHaeT hopmu-
poBaTbCs Ha 4-M Hefiefie BHYTPUYTPOOHOI XU3HU U3 Me-
3EHXUMaSIbHbIX KIETOK UCXOAHO B BUE FEHUTANIbHOMO BY-
ropka. [anee 6yropok yBesin4MBaeTcs B pasmepax u cra-
HOBUTCS KNUTOPOM, KOTOPbIA MOXHO pacro3Hatb K 14-i
Heaene pasBuTus ambpuoHa [7]. CTPYKTYpHO KAMTOp ro-
MOJIOTMYEH MYXXCKOMY MOJSIOBOMY 4ieHy, M 06a oprada
pa3BUBAIOTCA M3 eAUHOro dMOPUOHANTBHOMO 3a4aTka. B oT-
CYTCTBME aHAPOreHoB (Hanbosee CUIbHOMO — AMrMapoTe-
CTOCTEPOHA) AanbHEMLWEero pocta KimTopa He NpouCXomuT.
OTCyTCTBME CpALLEHNS TYBHO-MOLLOHOYHBIX CKNAfoK B KO-
HEYHOM WUTOre NPUBOAUT K 06Pa30BaHNIO OTKPbITLIX MOJNO-
BbIX Ty6, NPOMEXHOCTHOrO BXOAA BO BRaranuilie u npo-
MEXHOCTHOW ypeTpbl. KNUTOp COCTOUT U3 BHELUHE YacTu,
COCTOSILLIEN 13 FOMOBKM W KantoLOHa, 1 BHYTPEHHEro Tena,
COCTOSILLIEro 13 KOpHS, HOXeEK 1 NyKoBuL,. bonbluas 4acTtb
OpraHa CKpbITa KOXXein 1 COeAMHUTESTbHOM TKaHbHO BYJIbBbI.

IIaTooru4yecKkue COCTOAHUA,
COIIPOBOKIAIONIHECA KIUTOPOMETATHEH /
Clitoromegaly-accompanied pathological
conditions

Mpuunnbl v knaccudpukauus / Etiology and classification

B TO Bpems Kak KnuTopomeranus y HOBOPOXAEHHbIX
[1eBOYEK HaOMJaeTcs npu psge reHeTuyeckux 3abo-
neBaHuin, NPUoGPETEHHOE YBENMYeHne pasMepoB KIu-
TOpa BCTPEYaeTCA Pexe, HO 3TOT CUMMTOM He TepseT
CBOI0 3HAYMMOCTb W Y [ieBYLLIEK ny6epTaTHOro BO3pacTa
1 Y B3POCHbIX XXEHLMH. B 60NbWNHCTBE Cly4aeB B Ha-
YYHOU nuTepatype KAUTOpOMEranus OnucaHa Kak pe-
3ynbTat OMOXMMUYECKON TunepaHLporeHmn (nosbille-
HUE YPOBHA AHLPOreHOB B KPOBM), U OObIYHO YHeHble
eé KnaccuuumpyroT B COOTBETCTBUM C paspaboTkamu
E. Copcu c coasr. [8].

Knaccudmkaums Knmtopomerannu:

1. KNUTOpOMeranus, accoLMMpoBaHHasa ¢ ropMoHalb-
HbIMW HapYLLEHNAMU;

2. KNUTOPOMeErasing HeropMoHanbHOW 3TUONOrnHA;

3. nceBoknuUTOpanbHas opma;

4. nanonatnyeckas KnuTopomeranms.

OnHO 13 Hambonee 4acTbIX NPUYNH BPOXKAEHHON 1 My-
GepTaTHOM NPMOBPETEHHOI KNUTOPOMEranui SBRSHTCSA
3200/1eBaHMsA, COMPOBOXJAIOLLMECH W30LITKOM MPOLYK-
UMM aHAPOreHOB 1 OTHOCALLMECS K FPYNMe «HapyLUeHui
thopmuposanus nona» (H®M). 310 BpOXKAEHHbIE COCTOS-
HUA, BK/KOYAOLLME aTUMNYHOE PAa3BUTUE XPOMOCOMHOTO,
FOHaZHOro MK aHaTOMWYECKOro nofia U B psafe Cry4aes
COMpOBOXJAKLLMECs (DOPMUPOBAHNEM aMOUBANIEHTHbIX

FEHUTANUA npn poXxaeHun. MoCKONbKY KNUTOpoMeranus
ABNSAETCA 4aCTbl0 KOMMMEKCa HapyLeHUWA CTPOeHUs re-
HUTANMA, M30NIMPOBAHHOE YBEMUYEHUE KIMTOPA HEYacTo
BCTPEYAETCS Y MALMEHTOK AAHHOW rpynnbl. Yenexu mone-
KYNAPHOIA FEHETUKN NPUBENN K NepecMoTpy Knaccuduka-
LMK N HOMEHKNATypbl 3a60/1eBaHniA, OTHocALMXCS K HOIT.
B HacTosLLee BpeMs NMPUHATO BbIAENATb 3 60MbLUNE TPYN-
nbl: 46,XX HOI, 46,XY HOI n HOI, accouumpoBaHHble
C aHOManuAMM YKUCNa M CTPYKTYPbl NONOBLIX XPOMOCOM
[9]. KnuTopomeranus MOXeT paccMaTpuBaThCs Kak eauH-
CTBEHHbIA CUMNTOM 3a60fieBaHUA AaHHOW rpynnbl. [loa-
po6Hee HOI onucaHbl B HaLen npeablayLien paéore [7].

46,XX HapyweHusa hopmupoBaHus nona,
conpoBoxpatowmecs knutopomeranueii / Clitoromegaly-
related 46,XX disorders of sex development

46,XX HOIT, accoummpoBaHHble C M36bITKOM NPOAYKLMUM
AH[POreHoB, BKIHOYAKOT s 3a60s1eBaHNiA, CONPOBOXAAt0-
Lmxcs hOpMUPOBAHNEM BPOXAEHHON ANCYHKLMN KOPbI
HagnoyeyHukos (BAKH). 3ta rpynna Ho3onoruin Sensercs
Hanbosiee 4acToi NPUHNHONA BUPUAKN3ALMN HAPYXKHBIX MO~
NOBbIX OPraHOB [1eBOYEK 13-3a (DEPMEHTATUBHOMO feddek-
Ta 6MOCMHTE3A [TTHOKOKOPTUKOMAO0B U MUHEPASIOKOPTUKON-
JoB: gedouumta 21-rugpokeunasel [11] unm 11B-rugpok-
cunasbl [7]. o OLeHKam 3KCnepToB, pacnpoCcTpaHeHHOCTb
BKH coctaBnsier 1 cnyyai Ha 10 TbIC. XXuTeNen NnaHeTsbl,
a ee eXXerogHas 3abonesaemMocTb Konebnerca oT 1 Ha 5000
00 1 Ha 20 TbiC. HOBOPOXAEHHbLIX B 3aBUCMMOCTW OT 9T-
Hu4eckon rpynnbl. B 90 % cnyyaes BOKH accoummposaxa
¢ mytaumsmu B reHe CYP21A2 (xpomocoma 6p21.3), Ko-
aupytoliem dpepmeHT 21-ruapoKeunasy 1 KOHTPONMpyLo-
LLWIA NPOAYKUMI0 KopTU3osa u anbaocTepoHa. BOKH nog-
pasfensaeTcs Ha «Kraccu4eckyro» CoNbTEPSIOLLYI0 (opmy,
XapaKTepU3YHOLLYtoCs CUMNTOMamMmn fedpuumura MuHepano-
KOPTUKOWMAO0B, 1 «BUPWSIbHYO» (DOPMY, COMPOBOXAAOLLY-
t0CA WUCKITIOYUTENTbHO BUPUAN3ALMEN HAPYXHbIX FeHuTa-
nuii (BKNtOYas KNUTOpOMeranuio) y nesovkn. OTAenbHO
OMUCBIBAKOT «Heknaccuyeckyt» opmy BLOKH, npu koTo-
pOii Yalle HabMtoLAeTCA MOBbILIEHNE MPOAYKUMN aHAPO-
reHoB B Ny6epTaTHOM Mepuoje, 4To CONPOBOXAAETCA Ha-
PYLLUEHWUAMU MEHCTpYauunid, (DOPMMPOBaHUEM TUPCYTU3MA
u knutopomeranuu [10]. Bo3gencTsre Ha nnoj BbICOKOro
YPOBHS aHAPOreHOB BbI3bIBAET MACKYNUHU3ALMIO (BUPU-
NN3AUNI0) HAPYXXHBIX TeHUTannil. B 60nbLIMHCTBE Cry4a-
€B W3MEHEHUs MOMOBbIX OPraHOB BKIIKOHAOT KIUTOPOME-
ranmto [11]. OgHAKO MpW «Knaccu4eckoin» popme 4acTo
Ha6MOAOTCA BbIPXKEHHbIE CTEMEeHN BUPUIM3aLun — cpa-
LLieH1e NoJIoBbIX ry6, (hOPMUPOBaHNE MOLLOHKI 11 YPEeTpbl
M0 MY>XXCKOMY TUMY C HAPY>XHbIM OTBEPCTUEM HA BEHTPAlb-
HOM MOBEPXHOCTW MeHuca — runocnaguei. M3onnposasx-
Has KnuTopomeranus (6e3 WHbIX MPOSBIIEHNA BUPUNN3a-
L{1M) OMMCaHA KaK Npu «Knaccu4eckoin» dhopme, Tak 1 npu
«Hekraccuyeckon» doopme BIKH [12].

«TeCTUKynapHble» goopmbl 46,XX HOM moryT Takxe
NpMBOAUTL K KnuTopomeranun. Hanuyame yvactka SRY
reHa unu uHbIX reHos (Hanpumep, SOX9), OTBETCTBEH-

m http://www.gynecology.su
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HbIX 3a (DOPMUPOBAHUE ANYKA, NPUBOLUT K PA3BUTUIO
B 9MOPWUOHANIbHOM Nepuoje y LeBOYKM Y4aCTKOB pyau-
MEHTApPHbIX TECTUKYS, CNOCOBHbIX C CTEPOMIOreHe3y aH-
OPOreHoB. Bupunusaums HapyXHbIX reHUTannii Habnwo-
[AeTcd OTHOCMTESIbHO 4acTo.

46,XY HapyweHusa hopmupoBaHusa nona,
accouuMpoBaHHbie ¢ Ae(heKTOM CUHTE3a UNK AEHCTBUA
aHPOreHOB W CONPOBOXAAIOLIMECS KNUTOpOMEranuei /
46,XY disorders of sex development associated with
impaired androgen production or action accompanied
by clitoromegaly

HapyLieHns cuHTe3a unm OencTBUS aHApOreHoB ABNA-
OTCSA OCHOBHOW MPWUYMHOWA HapyLLEeHWA DOpMUPOBaHUA
nona y amMbpuoHoB ¢ kapuotunom 46,XY. Y nnopa dop-
MUPYIOTCA MONOBbIE OPraHbl M0 XXEHCKOMY TUMY C Pasfiny-
HOIA CTENeHbK MACKyNMHM3aUnK: 0T KIUTOpOMeranimu o
amMOMBaNEHTHbIX FEHUTaNNIA 1 MUKPONeEHUca ¢ runocnagu-
e 11 pacLLensieHneM MOLLIOHKI. JTa rpynna 3aboneBaHunii
BK/H0YaET AeuumnT 3B-rmapoKCcucTeponaernaporeHassl,
17B-rvapokeucTepoanaernaporerassl, AeuUUT Sa-pe-
[YKTasbl, CUHAPOM HEYyBCTBUTENIBHOCTM K aHApOreHam
(HenonHas copma, cunapom PendpeHwwiTenHa) 1 apyrue
peakue (opdaHHble) 3a6oneBaHuns. OCO6EHHOCTbIO [AaH-
HOM Tpynnbl OTKNOHEHU ABMSETCH U3OLITOK CUHTE3a aH-
JpOreHoB B nepuoj nybeprara, 4To NPMBOAUT K POpPMU-
POBaHUMIO KNUTOpOMeranum B Bospacte 9-12 ner [7].

Hapywenus hopmupoBaHusa nona, accoUuUmMpoBaHHbIe

C aHOManMAMN KONUYECTBA NONOBbIX XPOMOCOM

M CONPOBOXAALIMeCa KNUTopomeranueil / Sex
development disorders associated with sex chromosome
copy number and accompanied by clitoromegaly

HOI1, accouumpoBaHHble C aHOManUAMK  MOJo-
BbIX XPOMOCOM, BKNOYatoT cuHapom LlepelueBckoro—
TépHepa (cuHapom 45,X), CMeLLaHHY0 AWUCTeHe3ut ro-
Hag C kapuotunom 45X/46,XY 1N OBOTECTUKYNAPHbLIE
H®I ¢ kapmotunom 46,XX/46,XY. Cungpom Llepelues-
CKoro—TépHepa sBNseTcs Hamboree pacnpoCTpaHeHHON
aHOMarnuei noJsioBbIX XpOMOCOM CPea LEeBOYEK U B psae
CNny4aeB COMPOBOXAAETCA YyBeNM4yeHuem knutopa. [la-
LIMEHTKM CO CMELUAHHOW JUCreHe3ner roHas n KapuoTu-
nom 45,X/46,XY TakxXe MOryT UMeTb aHOManuu CTpoe-
HUS HAPYXXHbIX FEHUTANWURA, BKOYas KNUTOPOMEranuto.
Mpwn oBoTecTUKyNAPHbIX HOM y nauueHTKN 3a4acTyto 06-
HapPY)XMBAETCA KaK TKaHb ANYKA, TaK U TKaHb ANYHWKOB,
4TO TaKXe NPUBOAUT K YACTUYHOW BMPUNN3ALMK TOHAA
1 YBENIMYEHMIO KnuTopa B ny6eprarte [13].

BpoxpaeHHas KnMTopoMeranus y eB0YeK ¢ KapuoTunom
46,XX, pa3BuBatroLiasca BCNeLCTBUE BUPUITU3ALIUK
marepu B0 Bpems 6epemenHocT / Congenital
clitoromegaly in 46,XX karyotype girls due

to pregnancy-associated maternal virilization

MackynuHmaaums reHuTanuin 3MOpPUOHA XKEHCKOro
nona u3-3a 3K30reHHbIX (DAKTOPOB MOXET ObiThb CBA3a-

Ha C BUPWIM3UPYIOLLMMU ONYXONsMU Y MaTepu (NoTeo-
Ma 6epemMeHHbIX) UK ¢ NPremMom MaTepbto BO Bpems 6e-
PEMEHHOCTW MpenapaTtoB aHAPOreHOB WW nporecTare-
HOB, 06/1a1aK0WLNX aHAPOreHHON akTUBHOCTLIO [14, 15].
licnonb3oBaHne AWATUNCTUNGICTPONAa BO Bpems Gepe-
MEHHOCTW MOXET TakXXe NPUBOAUTbL K KNUTOPOMEranumm
y 9MOpMOHA XXEHCKOro nona. BosmencTene aHaporeHoB
mexay 8- u 14-it Hepensimu 6ePeMEHHOCTM NPUBOAUT
K CpaLleHunto rybHO-MOLLIOHOYHOM 0651aCT W TUNepTpo-
tbun KnuTOpa, TOraa Kak Bo3AeicTemMe nocre 12 Hep BHYT-
pPUYTPOBHOr0 NEpUOoAa >XU3HM BbI3bIBAET TONbKO KNMUTO-
poMeranuio y ambpuoHa ¢ kapnotunom 46,XX. Onucassl
cllydan pasBuTUA TUNEPTPOPUK KNMTOpa C NUrMeHTa-
umen nonosbIx ry6. OgHaKo HeO6XOAUMO OTMETUTb, YTO
Haubonee 4acTon NPUYMHON recTaLMOHHO rnnepaHapo-
FeHUM MaTepy 1 Nnopda ABNAETCS NTeomMa 6epeMeHHbIX.
Pexe BCTPEYAKOTCA ONYXONM SWYHUKOB WM HAAnoyey-
HWKOB, NpoayuMpytoLLMe aHaporeHsl. Elle pexe guarHo-
CTUPYIOTCA (DeTONNaLeHTapHble aHoManun, Takue Kak
Aeduumut apomarasbl [16].

MpuobpeTeHHas KNMTOpOMEranus, accoLuUUpoBaHHas
¢ u3bbiTkoM anpporeHos / Acquired clitoromegaly
associated with androgen excess

MackynuHusupylowime (BUPUIM3NPYIOLLNE) OMyXOmn
MOTYT ObiTb MPUHUHON NPUOBPETEHHON KNUTOpOMera-
nun. OHK CeKPETUPYIOT NOJIOBbIE CTEPOUAHbBIE FOPMOHDI,
BK/t04asi HOBOOOPA30BAHUSA, NMPOUCXOLALLNE U3 AUYHM-
KOB, HaAMNO4Ye4HNKOB U pexe neyeHu. VX KnuHu4eckue
nposiBNeHns 06yCrOBNEHbl Pe3ynbTaToM AEACTBMS aH-
LPOTeHOB Ha nepudepmyeckne TKaHu, YyBCTBUTESbHbIE
K aHLpOreHam, 11 BKIOHAIOT HE TONbKO KJTIMTOPOMEranuio,
HO W TMPCYTU3M, anoneunto no Myxckomy Tuny, 6apu-
(PoHMI0. YBENNYeHNe KNIMTopa ONMcaHo y [eBOYeK rnpe-
ny6epTaTHOro 1 ny6epTaTHOro BO3pacTa ¢ afpeHoKopTU-
KanbHbIM PakoMm, NpoAayuMpytowmum aigporedsl [17]. Tn-
nepaHapoOreHns 1 BUPUIM3aLKUs Yalle CBSA3aHa VMEHHO
C aJjPEHOKOPTMKANIbHBIM PaKOM, a He C LO6POKa4eCTBEH-
HOM afieHoMOM Haano4e4Hnkos [18]. CoobLyanock o pesn-
KNX Cnyvasax Nerkom Knutopomeranuu y AeBOYeK-nof-
POCTKOB C aHPOreHCEeKPEeTUpYIOLLE afpeHOKOPTUKAIb-
HOM OHKOUMTOMOM [19].

Yalle y AeBOYEK 1 XKEHLLMH pa3HbIX BO3PACTHbIX Fpynn
KIMTOpOMEranus cBsidaHa ¢ HOBOO6pa3oBaHMAMU, NPo-
NCXOLALLMMN U3 ANYHUKOB, U3 KOTOPbIX 20 % ABNAOTCA
rpaHyne3oksIeTo4HbIMU onyxonamu. KOBeHUIbHAsA rpaHy-
Ne30KJIeTOYHAsA OMNyXoJsib ABNAETCHA HEOObIYHbIM TUMOM
ONyX0nu, NPOMCXOAALLEHA N3 HErepMUHOTEHHOW KNeToy-
HOM TKaHM, KOTOpas MOXeT NPOsBAATbLCA KNUTOpOMera-
NNen 1 NpU3HaKammu npexxaespeMeHHOro nosoBoro cos-
peBaHus [20]. Knutopomeranus Takxe 6bina onucaHa
KaK CUMMTOM OMyXOSiM CTPOMbI MOMOBOI0 TAXa — Neil-
AUrOMbI, MPOLYLMPYIOLLER TECTOCTEPOH, Y AEBOYEK B Ny-
beptatHom nepuoge [21].

CuHOPOM NOSMKMCTO3HBLIX An4HUKOB (CMKA) saBnset-
CSl PacmpOCTPAHEHHbIM SHAOKPUHHbLIM 3a60M1EBaHUEM,
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=
§ XapaKTepuU3yloLLMMCS  HapyLUEHUAMI  MEHCTPYanbHOro Cungpom Anepta / Apert syndrome
@l LVKNa 1 KNMHWYECKOW WU BMOXMMUYECKON runepan- CvHapom Anepta — opchaHHOE TFeHeTMYeckoe 3abo-
(:3 aporeHueir. m ctpagatior 9-18 % XKeHLMH penpoayk- neBaHue, pacnpocTpaHeHHOCTb — 1 cnyyal Ha 65 ThiC.
(&M TWBHOIO BO3pacta. TUMUYHblE CUMMNTOMbI, CBS3AHHbIE XKNBbIX HOBOPOXAEHHbIX. DOPMUPOBAHUNE KNUHUYECKOI
8 C TMnepaHaporeHnen, mMoryT Bo3HMUKaTb B N06OM BO3- KapTUHbI CUHAPOMA 06YCNOBNEHO CNeungUYecKon Muc-
pacte ¥ BKJOYaTb NpPeXAeBpemMeHHOe ny6apxe, rupcy- CeHC-MyTaumen reHa FGFR2. 3To NpuBOAWNT K yBENnYe-
W | TU3M M HapyweHUs MEHCTPyanbHOro Lukna B NoapocT- HWIO KOMWUYeCTBa KNETOK-NPeALLIeCTBEHHUKOB, KOTOPbIE
= | oBoMm u penpogmyKTMBHOM BO3pacTe. MnepaHapPOreHus BCTYNAKOT B OCTEOTEHHbIA NyTb. XapakTepHble MOPOKM
H | onucana y 60-80 % nauueHToK C¢ CIMKA 1 moxeT npu- Pas3BUTMA — KPAHWOCMHOCTO3 U CUHOAKTUMNA PYK U HOT.
‘i BOAMTb K yBenM4eHno Knutopa. OfHaKo 3TOT Npu3HaK MouyenonoBble aHOManum BCTpeyaroTcs ¢ 4actoToi 10 %.
<[ | onucbiBaeTCs HeYacTo [22], 4TO, Ha Haw B3rNsA, CBA3A- Knutopomeranus — 0HO U3 CamblX PacnpoCTPaHEHHbIX
© | Ho ¢ HepocTaTOYHON MHKDOPMUPOBAHHOCTBLIO Bpayei, 06- OTK/IOHEHWI Pa3BMTUSA MOSIOBO CUCTEMbI Y ieBoYeK. Me-
o CreayoLWwnX JaHHbIA KOHTUHTEHT 60NbHbIX. P4 aBTOPOB, XaHN3Mbl Pa3BUTMS He U3Yy4eHbl [26].
E nceneays Hapy><Hble MonoBble OpraHbl XeHLwmH ¢ CINK4, ' .
Q. | npeanoxunu pacuenusath KNMTOPOMEranuio Kak Bax- Cunapom beksuta-Bupemara / Beckwith-Wiedemann
= HbIA U paHHUIA CUMNTOM 3a6oneBaHus [23]. syndrome
CuHapom bekButa-BuaemaHa npepgcrasnser co6oii
g Knutopomeranus kak cuMnTOM reHETU4ECKUX COBOKYMHOCTb BPOX[EHHbIX aHOMaNUn pasBuTusg 1 Hau-
[, | cwHnpomoB 1 opdhaHHbix 3a6onesanni, 60nee pacnpoCTPaHEeHHas MPUYNHA BbICOKOPOCTOCTH.
© | He conpoBoXpatoLMXcs 3GbITKOM aHAPOreHOB / PacnpocTpaHeHHOCTb 3a60neBaHus cocTaBnsietT 1 cny-
g Clitoromegaly manifested in genetic syndromes 4yait Ha 10 TbiC. HOBOPOXAEHHbIX. O6bIMHO 3a6onesa-
z and orphan diseases unrelated to androgen excess HUE NPOSBNAETCS MaKpOrnoccuei, aedekramn 6proLL-
) HOM CTEHKMW 1 FUraHTU3MoM. Y nayneHToB OnmcaHbl pas-
& | Cungpom ®peiisepa/ Fraser syndrome NNYHBIE aHOMANMI Pa3BUTAS YPOTEHUTANbHOTO TPaKTa,
S CuHapom @peiizepa — pefkoe BPOXAEHHOe 3abone- BKJTHOYas KIIUTOPOMEranuio y ieBoyek [27].
L‘h BaHue ¢ yactoToi 1 cnyyait Ha 100 ThIC. XUBOPOXIEHUA. '
© | CwvHzpom BKNOYaeT KpUNTOMTabM, ZHOMAIIUIA NONOBIX Cunapom Paccena-Cunbsepa / Russell-Silver syndrome
M | opraHoB, N3 KOTOPbIX Y [16BOYEK HaMGO/Ee 4acTo BCTPe- Cnuapom Paccena-CunbBepa BCTPEYAETCS € 4acTOTOM
S yaetca knutopomeranus (36 % nNauMeHTOB) M KOXHas 1 cnyyaii Ha 40-100 Tbic. HOBOPOXAEHHbIX. GUHAPOM
.| CuHpakTUAMA [24]. NpeacTaBnseT cob0il KNUHUYECKU W TEHETUYECKU reTe-
Y POreHHOe BPOXAEHHOe 3ab60sieBaHNe, OCHOBHbIMU MpPU-
E Cunapom [oxoxwto / Donoghue syndrome 3HaKkamn KOTOpOro SBMAIOTCA 3aJepXKa pocTa, aHoMa-
) CuHapom [JOHOXblO SIBASETCS ayTOCOMHO-PEeLecCuB- AAK VLA U aCUMMETPUS KOHEYHOCTEI. Y aTUX naumeH-
M | HbiIM reHeTUYECKM 3a60M€BaHIEM C BOBNEYEHMeM 19-i TOB 3a4acTy0 06HAPYXXMBAKOT KIMTopomMeranuio [28].
< XPOMOCOMbI 1 MyTalWed reHa MHCYNNHOBOrO PeLento-
pa (INSR), 4T0 BbI3bIBAET NPOAYKLMIO HEAKTUBHbIX MOJIe- BpoxaeHHas reHepann3oBanHHas nunognctpogus /
Kyn-Cy6beanHnL, peuentopa. MnageHusl UMeloT Maccus- Congenital generalized lipodystrophy
HYI TUNEPUHCYNMHEMMIO, YaCcTO CBSI3AHHYIO C Hemepe- BpoxpaeHHas reHepanu3oBaHHas  nMnNogucTpodus
HOCUMOCTbIO THOKO3bI WU SBHBIM CaxapHbIM L1a6ETOM npeAcTasnifeT co60M ayTOCOMHO-peLeccrBHoe 3abore-
C runornukemuen Harowak. ConyTcTBYIOLLME KNUHMYeE- BaHWe, XapakTepuaytoLleecs OTCYTCTBUEM >Xupa B 0p-
CKMe NPOABNEHNS Y 1EBOYEK BKITHOYAKOT YEPHbIN aKaHTO3, raHM3Me W TSKENbIM HapylleHneM O06MeHa BeLLEecTB.
runepaHaporeHnto B nNocTnybepTaTHOM nepuofe, rmpcy- B psze cnyvaes BbiSBNAETCA KnuTopomeranus [29].
TU3M, OfIMTOMEHOPEL, KNuTopoMeranuio 1 Gecnnogue.
9TM NposBReHNs, NO-BUAUMOMY, CBA3aHbl CO CeLmdn- Heiipogpuopomaroz / Neurofibromatosis
YECKUM [eiCTBMEM WHCYNMHA HA KOXY W AWYHUKM, Ya- Helipodmbpomatos SBNAETCA ayTOCOMHO-AOMUHAHT-
CTWYHO OMOCPe0BaHHOE CTUMYMALMENA PeLenTopa MHCY- HbIM 3260MeBaHNEM C 4aCTOTOW NPUMEPHO 1 cryyai Ha
nuHonoo6Horo ghaktopa pocrta 1. 3 ThIC. XXMBOPOXAEHWIA. XapaKTepHbIMU NpU3HaKaMmn fB-
NATCA MUTMEHTHbIE MOPAXEHNS KOXM (NATHA «Kodhe
Cunapom Cekkens / Seckel syndrome C MOJIOKOM») 11 OMYXONU MATKUX TKaHeil, BO3HUKAIoLLMe
Cunpgpom Cekkensi — 4pe3Bbl4aHO pefKoe Hacneg- 13 HEPBHOI1 060/104KM B NtOBbIX YacTax Tena. B psage cny-
CTBEHHOE 3a60eBaHMe, XapakTepuaytoLleecs BHYTPUYT- 4aeB nopaxaeTcs Knutop (hopmupyetcs KnuTopomera-
POOHOI 3a[EPXKKOM POCTA, 4TO MPUBOLMUT K HU3KOI Macce nng), nosioBsble ry6bl 1 Mo4eBor ny3bips [30, 31].
Tena npu poXxaeHuu. 3agepxxka pocta NPoLomKaeTcs no- Knutopomeranus onucaHa Kak pesynbrar hopMupo-
Crne poXaeHUs N NPUBOAUT K HU3KOPOCNOCTH. Knutopome- BaHMs KaBEPHO3HOI remMaHrMoMbl WAL HelipodmobpoOMbI
ranus SBnseTcs OAHUM U3 OCHOBHbIX NPOSBAEHUI CUHAPO- B PETPOKNMTOPanbHON 06M1acTh, Y4TO MOXET ObITb acco-
ma. MexaHn3mbl YBENMYEHNA KTUTOPA He U3y4eHbl [25]. LMNPOBAHO C Herpodubpomartosom [32].
m http://www.gynecology.su
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lMpuobpeTeHHas KNUTOPOMEranus, He accoUUMpPoBaHHas
C rEeHEeTUYECKUMM 3a60neBaHNAMMU

1 runepanpaporexueil / Acquired clitoromegaly unrelated
to genetic diseases and hyperandrogenism

I3onnpoBaHHas KnuTopomeranus MoXKet ObiTb CBS-
3aHa C ATPOreHHbIMU MOBPEXAEHUAMU KNIMTOpa nocne
orepaunii Ha MonoBbIX OpraHax. XKeHCKoe o6pesaHue,
K COXaneHWto, BCe EeLle pPacnpoCTPaHEHO B HEKOTOPbIX
CTpaHax. BbINOMHAETCA OHO Pas3fIMYHbIMU TpaBmaTnye-
CKUMM croco6amiu 1 MOXET BK/OYATb KIIUTOP3KTOMULO.
KncTbl, pacnosioXeHHble B NapaknutopasbHoO 065actu,
ABJIAKOTCA HEPEAKMUM OCJI0XHEHNeM 06pesaHus 1 onuca-
Hbl B IUTEpaType.

YBennyeHne Knutopa MOXeT 6bITb CBA3AHO C HErop-
MOHa/bHbIMU NPUYUHAMM, TAKUMU KaK JO6POKa4eCTBEH-
Has (MW 3710Ka4eCTBEHHAA) ONyxosib UK anuaepMons-
Has KucTa. Yalle Takme HOBOOOGpPa3oBaHWUSA POPMUPYIOT-
Ay B3POCIIbIX XEHLLUWH 1 KpailHe pefKku y feten [33, 34].
K HUM OTHOCATCA Takue OMyXosin, Kak KapuuHoma, ony-
X0J1b 3HTOZAEPMAnbHOr0 CUHYCca, capkoma u pabgomuo-
capkoma [35]. YuuTbiBaa 6oratytd WHHEpBALMIO KINTO-
pa, co06Lianuch Cnyyan KIUTOpoMeranun y naumeHTKun
CO WWBaHHOMOWN. [lMarHo3 OCHOBbLIBANCH HA OCHOBAHWK
rMCTONOrMYeckoro uccrnegosanua [36]. Opyrue nsonu-
POBaHHbIE OMYXONU BKMOYAKT (PMOPOMY, JIeAOMUOMY,
AHTOKepaToMy, MceBfoNIMM@OMy, aHTMOMUKCOMY U Te-
mMaHruonepuunutomy [37, 38].

Wpvonatuyeckas knutopomeranus / Idiopathic
clitoromegaly

Ecnu knutopomeranus pa3BuBaeTcs B HeOHaTallb-
HOM nepuoje, ee 00bI4HO CBSA3bIBAOT C BHYTPUYTPOO-
HbIM [eiACTBMEM aHAPOreHOB, HaNpUMep, KaK B Cly4ae
BOKH. Ho Takxe onucaHa TpaH3UTOpHast W30/IMPOBaH-
Has HeoHaTanbHas knutopomeranns. OHa 06bI4HO CBS-
3aHa C BPEMEHHbIM MOBbILIEHWEM YPOBHS aHAPOreHOB
B KPOBW HOBOPOX[EHHOr0 6€3 YCTaHOBMEHHbIX MPUHUH.
B pmanbHeilwem COCTOSHME paspeluaeTcs CMOHTAHHO,
KOrfa ypoBHU aHLPOreHOB HOpManuayTcs. HecmoTps
Ha TwaresibHoe 06CnefoBaHue, NpUYnHa runepaHapo-
FEHUN OCTAeTCA HEeWu3BeCTHOW. Eciim Bce ropMoHasbHble
noKasaTesin B HOPME U APYrux OTKSIOHEHW He 0TMeya-
eTCs, CTaBUTCHA [MarHo3 «UAnonaTuyeckon KnuTopome-
ranun». MoJo6Hble COCTOAHMA ONUCHIBAIOTCA AOBOJIbHO
4acTo B HayyHoi nutepatype [8, 39].

006cIe0BaHHE IEBOYEK, JEBYIIEK

M JKE€HIIUH C KINTOPOMETAIHEH /
Examination of girls, young and adult
women with clitoromegaly

06cnefoBaHue NULL C KNUTOPOMEranuei Ans BbisiBe-
HUS 3a0071eBaHUIA, OTHOCALLMXCA K TPYnne «HapyLLeHus
(hOpMIUPOBaHNs nona», Heo6XOAUMO NPOM3BOAUTL He
TONbKO Y HOBOPOXAEHHbIX C KNMTOPOMEranuei, Ho 1 y fie-
BOYEK 11 MOAPOCTKOB, CTONKHYBLUNXCSA C JaHHbIM SIBMIEHUEM.

C6op aHamHe3a y nuL (1 UX CeMelt) ¢ KNMTopoMerani-
@il BKNI0YaeT U3y4eHune crefytoLnx acneKkTos:

eHalM4ne aHomanuii pasBuTMs MOJIOBOW CUCTEMDbI
Y POLCTBEHHUKOB,

*[IPUeM J1IeKapPCTBEHHbIX MPenapaToB MaTepblo BO Bpe-
Ms 6epeMEHHOCTU (aHTWAHAPOreHbl, aHAPOreHbl, rec-
TareHbl, UHTNOMTOPbI Sa-peayKTasbl U 4p.);

IPUMEHEHNe BCMOMOraTeSibHbIX PenpoAYyKTUBHbIX
TEXHOJIOTWNIA;

eHann4ne y POACTBEHHUKOB HAAMNOYEYHNKOBOW Hepao-
CTaTOYHOCTHY;

eHann4ne cMepTeli B paHHeM MNIaIeHYeCKOM BO3pacTe
y 61113KNX POLCTBEHHIKOB;

*[poBeJeHe 06pe3aHns KNUTopa;

*TPaBMbI KNuTOpA.

ViccnefoBaHue Hapy>XHbIX MOJIOBbIX OPraHOB fABJISET-
€1 CaMOM OTBETCTBEHHOI 4acTbi0 0OLEKTMBHOIMO OCMO-
Tpa NauMeHToK ¢ KnuTopomeranuei. NMoapo6Hee MHCTPY-
MEHTbI AUArHOCTMKMN KITMTOPOMEranuit OnNi1caHbl B HaLLen
npeabiaywen paéote [7]. MeToamkin NPUMEHUMbI Kak
Yy HOBOPOXXAEHHbIX, eTeil ny6epTaTHOro BO3pacTa, Tak
W'y B3POCHbIX NaLUEHTOK:

*QLIEHKa CTEMeHN BUPMNKU3ALMM TEHUTANIMIA N0 LUKare

[Mpagepa (puc. 2);

*QLIEHKa NONOXEHNS N pa3mepa ANYeK, eCnn BbiSBNIEH

kapuotun 46,XY;

*0LleHKa pa3aMepoB KnuTopa (Tabn. 1) n pacyeT KnuTo-

panbHOro uHaekca (taén. 2);

*0LiEHKA aHOTeHUTANIbHOrO PACCTOSHWUA Y HOBOPOX-

[EHHbIX [1eBOYEK 1 feTeli B BO3pacTte Ao 1 roaa;

eQnpeaeneHne cTagun NoNOBOro pa3BUTUS MO LUKane

TaHHepa.

\(®\/
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PucyHok 2. LLIkana BUpmnu3aLmm HapyXXHblX N0ON0BbIX OPraHos
[151 HOBOPOXLEHHbIX € Kapuotunom 46,XX (wkana lMpagepa):

0 6an10B — HApY>KHble NMON0BbLIE OPraHbl CPOPMUPOBAHLI M0
XeHckomy Tuny; 1 6ann — runepTpodns Knutopa; 2 6anna —
rUnepTpocnA Knutopa n )OpMIpoBaHNE YporeHTanbHoOro
CWHYyCa, cpacTaHue nosoBbIX ryd; 3 6ansia — MUKPONeHNC

C NPOMEXXHOCTHOM rmnocnagnen n MoLWOHKO06pasHble 60/bLUNe
10/10Bble ry6bl; 4 6anna — NeHMcoo6pasHbIi KNUTOP CO CTBOOBOWA
W TONI0BYATON runocnagunen 1 MOLLOHKOR; 5 6annos —
HapyXHble N0M0BbIE OpraHbl C(HOPMUPOBAHBI MO MYXXCKOMY TuMy
C BeHeYHow runocnaguei [40].

Figure 2. An external genitalia virilization scale for 46,XX karyotype
neonates (Prader scale): 0 points — the external genitalia are
formed according to the female type; 1 point — clitoral hypertrophy;
2 points — clitoral hypertrophy and urogenital sinus, fusion of

the labia; 3 points — micropenis with perineal hypospadias and
scrotum-shaped labia majora; 4 points — penis-shaped clitoris with
hypospadias; 5 points — the external genital formed according to
the male type with hypospadias [40].
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Ta6nuua 1. Paameps! KNUTOpPa Yy A€BOYEK, AEBYLLEK W XKEHLUMH eBPOMeickoi nonynauum [44].

Table 1. Clitoris size in European girls, young and adult women [44].

Bo3spact [nuna knutopa, Mm Llnpuna knutopa, Mm
Age Clitoris length, mm Clitoris width, mm
38-42 Hep / 38-42 weeks, M £ SD 4012 3,3+0,1
0-3 net/ 0-3 years <126 <50
4-8 net / 4-8 years <18,8 <6,0
9-12 net / 9-12 years <242 <50
13-16 net/ 13-16 years <274 <8,0
>18 net/> 18 years, M + SD 19,1+8,7 5517
Min—-max 5,0-35,0 3,0-10,0
Ta6nuua 2. KnutopanbHblii MHAEKC Y 16BOHEK 1 [I6BYLLIEK JlabopatopHas 9HAOKPUHOMOrMYecKass [OMarHoCTu-

€BPOMNeicKoi nonynsLum B 3aBMCUMOCTH OT Bo3pacTa [44].

Table 2. Age-dependent clitoral index in European girls [44].

Ka BK/tOYaeT OnpefesieHne rOPMOHOB B KPOBM (pexe
B C/ItOHE) M UX MeTabonnToB B MOYe. B HacTosLlee Bpe-

KnutopanbHblit MHAEKC, MM?
Bospacr, net . . 2
o e Clitoral index, mm
ge, V! M SD

0-1 15114
1-8 151+09
8-13 16,7+0,9
13-18 20,7+16

Wccneposanue pasmepoB KNUTOpa U OLEHKA

KnutopanoHoro uuaekca / Clitoris size and clitoral index

assessment

B HacTosLLEe BpEMS XOPOLLIO U3BECTHbI AaHHbIE 0 pPa3-
Mepax KnuTopa y B3pOoChbIX XeHuH. OgHako onpeaene-
HUE KNUTOPOMErasnn y HOBOPOXAEHHbIX W [16TeA OCHO-
BAHO HA OrpaHW4eHHOM KONMUYeCTBE UCCNEA0BAHNIA.
TopanbHblil nHgekc (KW) — nponsseneHne NpoaonbHON
ANVHbI N MONEPEYHON LWNPUHBI BbIN BBEAEH B MAHEKONO-

TMYECKYI0 1 aKywepckyto TepmMuHosioruio B 1980 .

B 1998 r. BnepBble ObIT MCMNONL30BAH NPUOOP AN U3Me-
peHus pasmepa knurtopa y mnageHues [42]. C Tex nop
M3MEPEHMs aKTUBHO MPOBOAMANCH Y MNaAeHUEeB, AeTen

'y [16B0O4EK-N0APOCTKOB [43, 44] (Tabn. 1).

JTabopaTtopHas u MHCTPYMEHTaNbHasA AUarHocTUKa
npu knutopomeranuu / Laboratory and instrumental
diagnostics in clitoromegaly

JlabopatopHblie METOAbl UCCNel0BaHNA HOBOPOXK/EH-
HbIX AETEl 1 NOAPOCTKOB C KNUTOPOMEranuen BKIYaT
B ce6s KapMOTUNMPOBAHUE, MONEKYNAPHO-TEHETUYECKOE

o6cnefioBaHne 1 Na6opaToOpHY TOPMOHaNbHYH

FHOCTUKY. KapnmoTunupoBaHue sBRSeTCA 0053aTeNbHbIM
METOAOM MCCNeJ0BaHNA NALMEHTOK, CTONKHYBLLUXCS
C aHOMANUAMMN CTPOEHUS FOHA, KNUTOPOMEranuei,
BUYHOW aMeHOpeeil 1 3afep>xKoil MOn0BOro PasBMTUSA.
MonekynspHo-reHeTu4eckoe 06creaoBaHne M0O3BOSIUT
YTOYHUTb KOHKPETHYK HO30JI0MNI0, COMPOBOXAAOLLYHO-
cA aHOManusaMn OPMUPOBAHNA TEHUTANNUIA, HaNpUMep,

BapuaHTt BAKH.

(Ar3A-C),

M5 Haubonee nNonynspHbl METOAbI UMMYHOMDEPMEHTHOMO
U pagnoMMMYHONOrMYeCcKOro aHannsa, BbICOKOI(dek-
TMBHAs XUAKOCTHas xpomatorpadpus (B3XKX), rasosas
xpomarorpacpus u macc-crekrpometpus (MX-MC). Mpu
NOMOLLUM [aHHbIX METOAOB Mbl PEKOMEHAyeM Wccneno-
BATb B KPOBM [I€BOYEK W XEHLLUWH YPOBHM ANTUAPOTECTO-
ctepoHa (A T), o6wero n ceo6ogHoro TectoctepoHa (T),
17-0OH nporectepoHa, 11-ge3okcukoptuaona (S), oerna-

PO3NNaHAPOCTEPOH-CyNbgaTa aHApPOCTEH-

anoHa (A4), aapeHoKopTMKOTPONHOro ropmoHa (AKTT).

Mpu page KNUHNYECKUX CUTYaLWi (Hanpumep, Npu CUH-

apome ueHKo—KyLimnHra) MoXeT notTpeboBaThCs UCChe-

Knu-

[41].

[OBaHWe YPOBHA KOPTM30J1a B KPOBM, MOYE WUIIN CIIOHE.
[nsa guarHoctuku cteptbix popm BAKH n agpeHokopTy-
KanbHOro paka Mbl peKOMeHAyem UCCe0BaTh CTepoun-
Hblit npocunb Mo4un metogom MX-MG [10].

Bbi6op BapuaHTOB MHCTPYMEHTAIbHOW AMArHOCTUKM
3aBUCUT OT BO3pacTa AebtoTa knutopomeranuu. Tak, npu
nofo3peHnn Ha HOI nokasaHo BbINONMHEHWUE YNbTPa3-
BYKOBOro wccnenosanus (Y3W) w/unm marHuTHo-peso-
HaHCHo Tomorpadouu (MPT) opraHos manoro tasa ans
OLIEHKN (hOPMUPOBAHUSA BHYTPEHHUX MOJI0BbIX OPraHos,

noucka roHad, NPOM3BOAHbLIX MHNEPOBbIX MPOTOKOB.
B cnyyasx npuobpeTeHHON KNUTOPOMErasnum Heobxomnm-
MO BK3Yann3npoBaTb AUYHUKN U HAAMOYEYHUKI NPU no-
mowm Y3 unu Tomorpadun.

amna-

nep-

Anroputmbl 06cnefoBaHua NALMUEHTOK
¢ knutopomeranuei / Examination algorithms for
patients with clitoromegaly

Tonbko npasunbHOE coYeTaHne c6opa aHamHe3a, 06b-
EKTUBHOTO OCMOTPA, WHCTPYMEHTaNbHbIX METOA0B WC-
CNefloBaHNnsa M nabopaTopHOi LMArHOCTUKM (LMUTOreHe-
TUYECKOW, MOJIEKYNAPHO-TEHETUYECKOA N SHAOKPUHOSIO-
TMYECKOM) MO3BOMNT YCTAHOBUTL AMArHO3 1 HA3HA4MTb
NIeYeHme NauneHTKe ¢ KnuTopomeranueii. Bnepsble B Ha-
KX paboTax NpensioXeHbl anroputMbl SudydepeHLm-
a/lbHOM ANArHOCTUKM HapyLeHnii popMUpoBaHuii nona

B 2021 1. [7], @ TAKXXE B ANATHOCTUKE FEHETUHECKUX CUH-
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APOMOB, CONPOBOXAAOLLMXCA BUPUNN3ALMNEN Y XKEHLLMH, BUPWUNM3ALMEIA. Y XKEHLUMH PenpoayKTMBHOrO BO3pacTa

B 2010 . [45]. 3TN METOAbl NPUMEHUMbI MPU COYETAHUU KNUTOPOMEra-
06cnenoBaHMe pasMepoB KNIMTopa HeobX0AMMOo Mnpo- NN 1 TUPCYTU3MA, Becnnoaus W/uniu BTOPUYHOA amMeHo-

3BOJUTb He TONbKO Y BCEX HOBOPOXAEHHbIX 1eBOYEK, HO peu. Anroputm AnddepeHUnanbHon ANarHOCTUKN Kin- e

'y BCEX AEBYLUEK-NOAPOCTKOB, CTONKHYBLUKXCSA C Hapy- TOpOMeranum Ans HOBOPOXAEHHbIX AEBOYEK NpeacTas-

LIEeHNAMM Ny6epTaTHOro NON0BOr0 Pa3BUTUS — NPEX/EB- NIeH Ha PUCYHKe 3, AN AeByLLUeK Ny6epTaTHOro BO3pacTa —

PEMEHHBIM MOSIOBbIM PA3BUTNEM, NEPBUYHON aMeHOpeeit, Ha pUCYHKe 4, a N5 B3POCIbIX XKEHLUMH — Ha PUCYHKE 5.

HoBopoxpneHHas nesouka ¢ knutopomeranueii / Neonatal clitoromegaly {1}

Y

Kapnotunuposauue / Karyotyping

Y Y Y

Nanbnupyetcs an4ko? ] [ T n 17-0H-nporecTepoH B Hopme ] [ 117-0H-nporectepoH / 117-0H progesterone

Palpable testicle? 121-pesokcukopTuson / 121-deoxycortisol, 1S

y

T and 17-0H progesterone in normal range

Y

Nnnonatnyeckas
KNUTOpOMEranus
Idiopathic clitoromegaly

( )

( )
Y

( 46X ) ( 46.XX )

[ ]

46,XX theTonnaueHTapHble
HapyLleHns hopMnpoBaHns nona
46,XX fetoplacental disorders of sex
development {3}

¥ S ¥ j ‘ ¥

CTepomaHblii npounb
mouu, NX-MC
Urine steroid profile, GC-MS {6}

Y31 nan MPT manoro Tasa
Pelvis ultrasound or MRI

CWHAPOMBI, aCCOLNNPOBAHHbIE MyrTauun CYP21, CYP11
[ncreHesns roxag C KNnuTopomeranuen Mutations CYP21Y CYP11
Gonadal dysgenesis Clitoromegaly-associated syndromes !

{2} b *
BKH BupunbHas

1NN conbTepsioLlas opma
Virilizing or salt-losing CAD {7}

T/ArT>10
T/DHT > 10

Y

[Neduumt Sa-pepykTass
Sa-reductase deficiency

T/ArT <10
T/ DHT < 10

poxdoy pue A301000uAin) ‘so11191sq() K4

Hapywwenns 6uocuHTesa T CWHAPOM He4yBCTBUTENLHOCTU K :
VAN BUCreHe3ns roHag aHAporeHam @)
Impaired T biosynthesis or Androgen insensitivity syndrome S,
gonadal dysgenesis {4} {5} O
=
{1} Heo6x0aMMO NCKNOYMTL MCNONb30BAHNE aHAPOreHOB MATePbI0 BO BPeMs 6epeMEHHOCTY UK {1} It is necessary to rule out androgen use or androgen-producing tumor
Hanu4ve Bo Bpems 6epPEMEHHOCTY Y MaTepy aHAporeH-npoAyLMpYIoLLEn onyxonu (noTeoma during pregnancy (luteoma of pregnancy). We also recommend measuring
6epemeHHbIX). TakxKe Mbl PEKOMEHAYEM U3MEPEHINE aHOTeHUTANbHOM0 PAacCTOAHMS. the anogenital distance.
{2} CuHapOMbI, accouMMpoBaHHbIe ¢ KnuTopomeranuen — cuiapom Lepelesckoro-TépHepa, cusgpom | {2} Turner syndrome, Antley-Bixler syndrome, Fraser syndrome, Donoghue
AnTnu-bukcnepa, cunapom dpaiizepa, cuHapom [JoHoxblo, cuHapom Gekkens, cuHapom Anepra, syndrome, Seckel syndrome, Apert syndrome, Russell-Silver syndrome,
cuHapom Paccena-CunbBepa, Heiipodnbpomaros, cuHapom beksuta-Bugemana. bonbwnHCTBO neurofibromatosis, Beckwith-Wiedemann syndrome are associated with
[JaHHbIX 32601€BaHNA OTHOCUTCS K PEAKON NaTtonorii 1 Npu NOA03PEHUM Ha JaHHOE PacCTPONCTBO clitoromegaly, most of which occur rarely. In case such disorder is
Heo6X0A1Ma KOHCYbTaumsa Bpaya-reHeTuka. suspected, a geneticist consultation is necessary.

{3} ®etonnaueHTapHble 46,XX HapyLLeHns (hopMUPOBAHNSA N0MA 00bIYHO CBA3AHbBI C N30LITO4HBIM
BO3/€/CTBNEM aHAPOreHOB, NPOAYLMPYEMbIX B OPraHU3Me MaTepi AN NNaLeHToin BO BHYTPUYTPOOHOM
nepuoge.

{4} «Pa3BepHyTble» (DOPMbI CUHAPOMOB HAPYLLEHWA CUHTE3a TECTOCTEPOHA COMPOBOXAANTCA {4} Full forms of testosterone synthesis disorders are accompanied by
popmMIUPOBAHMEM HAPYXXHBIX NOOBbIX OPraHoB M0 XEHCKOMY TUny y aMbpuoHa ¢ kapuotunom 46,XY. | female external genitalia formation in 46,XY embryo. In the prenatal period
Bo BHYTpMYyTPOGHOM Nepuofe ninn B nybepTate MOXET HabNoAaTbCs YBeNYeHe B paamepax knutopa | or puberty, enlarged clitoris may be observed due to excessive synthesis of

{3} Fetoplacental 46,XX disorders of sex development are usually related to
high maternally- or placentally-derived fetal-exposed androgen level.

3 CYET N30bITOYHOrO CUHTE3A NPEALIECTBEHHUKOB aHAPOreHOB. androgen precursors.

{5} Mo Hawwm HabnAeHUAM, NonHas (pa3sepHyTas) hopma CUHAPOMA HEYyBCTBUTENBHOCTM K {5} According to our observations, the full (expanded) form of androgen
aHAporeHam (CUHAPOM TECTUKYNAPHOI (hEMMHN3ALMK) KpailtHe PeAKO CONPOBOXAAETCS BPOXAEHHON insensitivity syndrome (testicular feminization syndrome) is extremely
KnuTopomeranuen. rarely accompanied by congenital clitoromegaly.

{6} Nccnepnosaue cTepougHoro npocouns moyu metogom MX-MC no3sonseT npon3sectu {6} The study of urine steroid profile by GC-MS allows for the differential
anddepeHUmManbHy0 AMarHoCTUKY Pa3nnyHbIX HApYLIEHWIA CTePOMAOreHe3a Haano4eyHKoB, diagnostics of various impaired adrenal steroidogenesis (accompanied by
COMPOBOXAALUMXCH BUPUNN3ALIMEN TEHUTANNI (KNMTOPOMErannen) y AeTeil ¢ kapuotunom 46,XX: clitoromegaly in 46,XX children: 21-hydroxylase, 11B-hydroxylase,
pecouunt 21-rugpokennassl, 11B-rugpokcunasbl, 3B-ruapokcucTeponaaernaporeHassl. 3B-hydroxysteroid dehydrogenase deficiencies.

{7} B 60nbLUNHCTBE CNy4aeB BbIABNAETCA BUPUNbHAA UK conbTepstoLas popma aedpuumnta {7} In most cases, virilizing or salt-losing form of 21-hydroxylase or
21-ruppokcunasbl unu 11B-rugpokcunassl. 11B-hydroxylase deficiency is detected.

PucyHok 3. Anroputv anddepeHLmanbHoi AnarHoCcTKi 3a601eBaHNiA, CONPOBOXAAIOLNXCSA PA3BUTUEM KITUTOPOMEraiui Y HOBOPOXXAEHHON
[leBOYKM [pa3paboTaHo aBTopamu].

Npumeyanne: Y3U - ynbtpasBykoBoe uccnegoanne; MPT — MarHuTHo-pe3oHaHcHas tomorpaghus; T — rectocTepoH; [I'T — AnrngpoTectocTepoH;

S — 11-gesokcuxoptuzon; I'X-MC — razoasi xpomatorpagpus n macc-crnekTpomerpus; BJKH — BpoxaeHHas ANCEYHKUNS KOPbI HAAM0Y€YHNKOB.

Figure 3. Neonatal clitoromegaly differential diagnostics algorithm [designed by authors].

Note: UE - ultrasound examination; MRI — magnetic resonance imaging; T — testosterone; DHT — dihydrotestosterone; S — 11-deoxycortisol; GC-MS — gas
chromatography and mass spectrometry; CAD — congenital adrenal dysfunction.




o 4

AxymiepctBo, I'maekoaorusa u Pennpoaykiina RLrAEIvIvEvE

470

Knutopomeranus: MpuHLMNbI 4UArHOCTUKMN U NIe4eHUs

Nlesywka ny6epraTHoro BospacTa ¢ knutopomeranueii / Puberty girl with clitoromegaly {1}

v

Kapnotunuposanue / Karyotyping

) (

46,XX

v

ManbnupyeTcs au4ko?
Palpable testicle?

T un Or3A-C B Hopme
T and DHEA-S in normal range

(
(
( 46,XY
[

J{ J

1T w/vnn Ar3A-C B Hopme
1T and/or DHEA-S {3)

117-OH-nporectepoH / 117-0H progesterone
121-ge30kcnkoptuson / 121-deoxycortisol, 1S {2}

J(

)

v

Y31 unn MPT manoro Tasa
Pelvis ultrasound or MRI

avonatnyeckas Knutopomeranus
Idiopathic clitoromegaly

===

Y31 van MPT anyHukos
1 HafN04e4HNKOB
Ovarian and adrenal gland
ultrasound or MRI

CTeponaHblit npocunb
mouu, N’X-MC
Urine steroid profile, GC-MS {6}

v

v

SIM4KN pacnonoxXeHbl B NaxoBbIx
KaHanax unu 6proLLHOIA NoNocTN
The testicles are located in the
inguinal canals or abdominal cavity

CIKA
PCOS {9}

Onyxonb ANYHUKOB
Ovarian cancer

=] =

MyTauum CYP21, CYP11
Mutations CYP21, CYP11

Onyxonb
HaZiN04e4YHNKOB
Adrenal gland cancer

v

T/0rT>10
T/ DHT > 10

Y

Onyxonb Knetok Jleiaura, unu knetok CepTonu, uam KNeTok Teku
Tumor of Leydig cells, or Sertoli cells, or theca cells

Cteptble chopmbl BAKH
Erased forms of CAD {7}

T/ArT <10
T/DHT <10

[ednumt Sa-peaykTasbl
5a-reductase deficiency

HapywweHnus 6uocuHtesa T CWHAPOM HEevyBCTBUTENBHOCTN

Y

Cunapom MueHko-KywwmHra
Cushing's syndrome {8}

Y

WU INCTEHE3NS roHap,
Impaired T biosynthesis
or gonadal dysgenesis {4}

K aHAporeHam
Androgen insensitivity syndrome
{5}

AzgHOMa HafnoyeyHIUKa
UNI 3fleHOKOPTUKANbHbIA paK

Adrenal adenoma or adrenocortical cancer

{1} [le6t0T KAMTOPOMEraniv NpoNCXoamuT B Npeny6epaTHOM Ui paHHeM ny6epTaTHOM nepuoje, 4acTo
COBMAJiAeT C BO3PACTOM afipeHapXe.

{1} The clitoromegaly onset occurs in prepubertal or early pubertal periods,
often coinciding with the adrenarche.

HO TOXE MOXET CONPOBOX/AAThCA AEOOTOM KNUTOpOMEranuu B ny6eprare.

{2} Oecbuumt 3B-ruapokcucTeponaaernaporeHasbl y AeBo4ek 46,XX BCTPe4aeTcs OTHOCUTENbHO PeAKo,

{2} 3B-hydroxysteroid dehydrogenase deficiency in 46,XX girls is relatively
rare, but may also be accompanied by the clitoromegaly onset at puberty.

{3} Mpw NOBbILLIEHNM YPOBHS AHAPOTEHOB B KPOBM HY)XXHO UCKMKOYUTb aHAPOTeH-NPOAYLIMPYIOLLYIO
0MyX0/b ANYHUKOB MW HAANOYE4HNKOB. Vicnonb3oBaHue MeTofoB Buayanusauun (Y31 n MPT)
N03BONAET B 6ONBLUMHCTBE CAY4aEB TOYHO YCTAHOBMTb J10KANM3aLMI0 HOBOOOPA30BAHMS.

{3} Ovarian or adrenal gland androgen-producing tumor of should be ruled
out in patients with elevated androgen blood level. Imaging techniques
(ultrasound and MRI) allows to precisely determine neoplasm localization.

{4} CuHppOMBI HapyLLEHWIA CUHTE3a TECTOCTEPOHA (AeduumT 3B-rnapoKCUCTEPOMARErNAPOreHasbl an
necuumt 17 B-rugpokcucteponaaernaporeHasbl) y fetei ¢ kapuotunom 46,XY conpoBoXaarTcs
(hopmMMpOBaHNEM HAPYXHbIX MONOBbIX OPraHOB M0 XXEHCKOMY Tuny. B ny6eptaTHOM nepuoae MoXet
HabnoaaTbCA yBeNMYeHe B pa3Mmepax KnuTopa 3a C4eT U36bITOYHOr0 CUHTE3 B HAANOYEYHMKAX
NpeLLeCTBEHHUKOB aHPOreHOB, 06N1afaoLLNX BUPUAN3UPYIOLLEHA aKTUBHOCTbIO.

{4} Syndromes of impaired testosterone synthesis (3-hydroxysteroid
dehydrogenase or 17 B-hydroxysteroid dehydrogenase deficiencies) in
46,XY children are accompanied by development of female external
genitals. In puberty, enlarged clitoris may be observed due to the excessive
production of adrenal androgen precursors with virilizing activity.

{5} Mo Hawwum HabnoAeHNAM, NoNHaA (pa3BepHyTasn) hOPMa CUHAPOMA HEYYBCTBUTENBHOCTY K
aHpporeHam (CUHAPOM TECTUKYNAPHON themMinHn3aLmi) peako CONpoBOXAAETCA KNUTOpOMeranuei, Ho
B ny6epTare BO3MOXEH POCT KAUTOpa.

{5} According to our observations, the full (extended) form of androgen
insensitivity syndrome (testicular feminization syndrome) is rarely
accompanied by clitoromegaly, but clitoral growth is possible at puberty.

{6} Nccnepnosanue cTepongHoro npocouns Moy metogom MX-MC no3sonsieT npon3sectu

A hepeHLnanbHyI0 IMarHoCTUKY pasninyHbIX HapyLUEHWiA CTEpONA0reHe3a Hafno4e HUKOB,
COMPOBOX/AAIOLLMXCA BUPUNN3ALNEN reHnTanuit (KNuTopomeranueii) y AeBo4eK-nofpoCTKOB C
kapuotunom 46,XX: gedpuumt 21-rugpokcunasbl, 11p-rugpokcunassl,
3B-ruppoKCUCTEPONAAEroApOreHasbl.

{6} Urine steroid profile assessed by GC-MS allows for differential diagnosis
of diverse disorders of adrenal steroidogenesis accompanied by genital
virilization (clitoromegaly) 46,XX girls: 21-hydroxylase, 11B-hydroxylase,
3p-hydroxysteroid dehydrogenase deficiencies.

{7} B 60nbLUnHCTBE CNy4aes (10 99 %) BbisiBAseTCH AehnumnT 21-rngpokcunasbl unn
11B-rnppokcunasbl, Heknaccu4eckne Hopmbl.

{7} In most cases (up to 99 %), non-classical 21-hydroxylase or
11B-hydroxylase deficiency is detected.

{8} lccnenyetcs ypoBeHb afipeHOKOPTMKOTPONHOro ropmona (AKTT), npoBoasTCa CTaHAapTHbIE TECTI
Ha BblsiBNeHMe U36bITKa KOpTU30Na, ANa AnchdepeHUnanbHoii AMarHocTKM (YHKLUMOHANbHOO
rMNepKopTM30N3Ma, CUHAPOMA KyLunHra runocuaapHoro Uam Hapno4e4HKoBoro reHesa. B cnyyae
BbICOKOr0 ypoBHs AKTI B kpoBM, nokasano nposederre MPT runotanamo-runodpusapHoit 06nacTu.

{8} Adrenocorticotropic hormone (AGTH) level is assessed, standard tests
are to analyze excessive cortisol level are used necessary for ruling out
autonomous cortisol secretion and functional hypercortisolism, Cushing’s
syndrome differentiation. In the case of high blood ACTH level, MRI of the
hypothalamic-pituitary region is required.

{9} OuarHo3 CIMKS moxeT 6bITb YCTAHOBNEH Y [ieBOYEK Yepe3 1 rof nocne Havana MeHapxe.

{9} PCOS can be diagnosed in girls one year after menarche.

PucyHOK 4. Anroputm AudddepeHLmuanbHoM AUarHocTuKM 3a60/1eBaHNi, CONPOBOXAAOLLNXCS PASBUTUEM KITUTOPOMEranum y AeByLueK

ny6epTaTHOro Bo3pacta [pa3paboTaHo aBTopamu].

lpumeyanne: Y3 - ynbtpassykosoe uccnegosanmne; MPT — MarHuTHO-pe3oHaHcHas Tomorpagus; T — TectocTepoH; I T — anrngapoTectocTepoH;
S — 11-gesokcuxoptnzdon; FX-MC — razosas xpomarorpaghus n macc-cnekrpomerpus; IA-C — geruapoannanapoctepoH cynbar; CINKA — cungpom

MOANKNCTO3HbIX IN4HNKOB, BLKH — BpOXAeHHasA ANCHYHKUNS KOPbI HAAMOYEYHNKOB.

Figure 4. Clitoromegaly differential diagnostics algorithm in puberty girls [designed by authors].

Note: UE - ultrasound examination; MRI — magnetic resonance imaging; T — testosterone; DHT — dihydrotestosterone; S — 11-deoxycortisol; GC-MS - gas
chromatography and mass spectrometry; DHEA-S — dehydroepiandrosterone sulfate; PCOS — polycystic ovary syndrome; CAD — congenital adrenal dysfunction.
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YeHwuHa ¢ Ae6I0TOM KNMTOPOMEranuu B PeNpOAYKTUBHOM BO3PACTE UMK B NEPU- UM B NOCTMEHONAY3e
A female with clitoromegaly onset in reproductive age or in peri- or post-menopause {1}

Y

T, AF3A-C, A4, 17-0H-nporectepoH / T, DHEA-S, A4, 17-0OH progesterone {2}

¥ — ¥

v

AnpporeHbl 1 17-0OH-nporecTepoH
B Hopme / Androgens and 17-0H
progesterone in normal range

AT w/wnn 1AF3A-C w/unu 1A4, 17-0H-nporecTepoH B Hopme
1T and/or tDHEA-S C and/or 1A4, 17-0H progesterone in normal range

117-0H-nporecTepoH, TaHAaporeHsl
1N Hopma
117-0H progesterone, 1 androgens
or in normal range

'

y v

Y3 w/vnun MPT
An4HmKoB / Ovarian
ultrasound and/or MRI

KT Haano4e4HnKoB
Adrenal gland CT scan

McespoknuTOpoMeranus
Pseudoclitoromegaly

J |

CTeponaHbIii npodnib
Koptuzon, AKTI mosm, TX-MC

Cortisol, ACTH {4} Urine steroid profile, GC-MS {5}

. {

{ !

Tpasma knuTopa unn nocneacTeus Mpu3Ha- OﬁpaaoBa- OﬁpasoBaume [MnepkopTMKO301M3M
06pesanus Knutopa / Trauma to the Kn CMNKsA HUe ANYHN- HaZN04e4HNKOB NOATBEPXAEH MyTtauun CYP21, CYP11
clitoris or sequalae after clitorial PCOS Ko / Ovarian Adrenal gland Hypercortisolism CYP21, CYP11 mutations
circumcision signs {3} formatlon formation verified
i LAKTT TAKTT
CTTZ?(Z;J;?S;M gggg Onyxonb KneTok LACTH TACTH BOKH
Neigwra, unn CAD
Stromal n
thecamatosis {6} Knerok Cepron, A ¢ ¢
UNI KNETOK TeKu N
Tumor of Leydig CK nagno- CK runocusap-
cells, or Sertoli 4E4YHUKOBOTO HOrO reHesa
cells, or theca reHesa / Adrenal Pituitary
cells Cushing's Cushing's
syndrome syndrome
Y

Onyxonb HafNOYe4YHNKOB,
NPOAYLMPYIOLLAs aHAPOTeHbI
Androgen-producing adrenal

gland tumor

Y

ALPEHOKOPTUKANBHBIA pak,
NPOAYLMPYIOLLMIA aHAPOTEHbI
Androgen producing
adrenocortical cancer

{1} Heo6xoanMo 1ccneaoBath 1 Apyrie CUMNTOMbI BUPUAN3ALMIA: TUPCYTHOE YUCTIO, aHAPONAHAS
anonewuus, MackynMHU3aLus TeN0CI0XEHIS.

{1} It is necessary to seek out for additional virilization symptoms such as
hirsutism, alopecia, body masculinization.

{2} Nccnepnosatue cneayet nposoanTs Ao 10:00 yTpa, B penpoaykTUBHOM BO3pacTe, Ha 3-5-it ieHb
€CTECTBEHHOI0 NN CTUMYNIMPOBAHHOTO recTareHamin MeHCTPYanbHOro LMK, BHe Npyuema 3cTporeH-
COAepXaLLnx KOHTPALENTMBHBIX NPenaparos.

{2} The study should be carried out before 10:00 am, at reproductive age on
day 3-5 of the natural or progestogen-stimulated menstrual cycle, without
taking estrogen-containing contraceptives.

{3} MpusHakn CMNKSA oLeHNBAOTCA COMNACHO KNUHUYECKMM PEKOMEHALMAM — yBennyeHne obbema
AUYHUKOB/OAHOTO AnyHMKa 6onee 10 cm3 n/unu 6onee 20 KUCT B NapeHXMMe ANYHIUKA.

{3} Signs of PCOS should be assessed according to clinical guidelines —
ovaries/ovary volume increase by more than 10 cm3 and/or more than
20 cysts in the ovarian parenchyma.

{4} Ha nepBoM 3Tane NpoBOAATCA CKPUHWHI-TECTbI HA TMNEPKOPTU30AM3M: TECT ¢ 1 Mr AekcameTa3oHa
n/unu nccneaoBaHue Koptuaona g citoHe B 23:00 n/unu akckpeuus CBO60AHOTO KOPTU30/1a B CYTOYHON
moye. Npy NOATBEPXKAEHNN TUNEPKOPTU30M3Ma NPOBOAMTCA NPoba ¢ 2 M AekcameTa30Ha. YpoBEHb
AKTT B kposu uccnepyetcs fo 10:00 ytpa.

{4} At stage 1, hypercortisolism screening tests are performed: 1 mg
dexamethasone suppression test/late night salivary test and/or urine free
cortisol. 2 mg dexamethasone suppression test if required. Blood ACTH
level should be examined before 10:00 am.

{5} ViccnenoBanme cTepoupHoro npocuns mo4u metofom MX-MC no3sonser npoussecty
IndchbepeHumanbHyo AarHoCTUKY pasnuyHbIX HApyLLEHWiA CTEPONAOTeHe3a B KOPe HaiM04eYHINKOB,
CONPOBOXAAOLLMXCA rUNEPaHAPOreHneid, B NoAaBnstoLLeM 60NbLUMHCTBE Cy4Yaes Aed)eKToB
21-ruppokcunasbl unn 11-B-rugpokcunassl.

{5} Urine steroid profile assessed by GC-MS allows for differential
diagnostics of diverse disorders of adrenal cortex steroidogenesis (caused
by 21-hydroxylase or 11-B-hydroxylase defects and accompanied by
hyperandrogenism in vast majority of cases).

{6} CTpoMasbHbIli TeKaMaTo3 NPOSIBAETCAY XKEHLMH YalLie B NP0 NOCTMEHONAY3bI.

{6} Stromal thecamatosis occurs more frequently in postmenopausal
women.

{7} CKA chopmupyeTcs 06bI4HO Y [IeBYLLIEK B Ny6epTaTe UK Y XKEHLUUH B PENPOAYKTUBHOM NEpUoAe.

{7} PCOS is usually developed in pubertal girls or women in reproductive
period.

PucyHok 5. Anroputm auddepeHunanbHoil AMarHocTku 3a601eBaHnil, CONPOBOXAAIOLLMXCA PA3BUTUEM KITUTOPOMEranuu y B3pOCIbIX

XKEHLLMH [paspaboTaHo aBTopamu].

Tpnmeyanne: [ 3A-C - gerngpoannangpoctepora-cynbgar; KT — komnbroTepHas tomorpagpus,; CK — curgpom Kywunra; T — tectoctepoH; [X-MC - ra3osas
Xpomarorpachus n macc-cnekTpomeTpus; A4 — anapocteHanon, CIKS — cungpom nonnknucTosHbix anyHnkos; BLIKH — BpoxgeHHas ancgyHKUns Kopsi

HaanoyveyHnkos; AKTI — agpeHOKOPTUKOTPOMHBIA FOPMOH.

Figure 5. Clitoromegaly differential diagnostics algorithm in adult female [designed by authors].

Note: DHEA-S - dihydroepiandrosterone sulfate; CT — computed tomography; CS — Cushing syndrome, T — testosterone; GC-MS — gas chromatography and mass

spectrometry; A4 — androstenedione; PCOS - polycystic ovary syndrome; CAD — congenital adrenal dysfunction; ACTH - adrenocorticotropic hormone.
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Knutopomeranus: MpuHLMNbI 4UArHOCTUKMN U NIe4eHUs

JleyeHne KIIHTOPOMEraJIvu /
Clitoromegaly treatment

B HacTosee Bpems 0Ony6/IMKOBAHO HECKOSbKO 6rie-
CTAWMX 0630pOB, MOCBALUEHHbIX (EMUHN3NPYIOLLEI
nnactuke redutanuii npu BOKH, B Tom 4ucne npeacras-
NeHa ucyepnbiBaoLas HGopmaums o KImMToponnacTu-
Ke [5]. Takxe xopoLwnii 0630p N0 XUPYPTrUYECKON Kop-
pekuun reHutanuin y nesovek ¢ BAKH n knutoponna-
CTUKe NpejcTaBneH B paboTax OTEYECTBEHHbLIX aBTOPOB
[1-3, 46]. B cOBpeMEHHOM Xupypruu 0cobbIi aKLEHT fe-
NaeTcs Ha COXPaHeHe YyBCTBUTESIbHOCTU (CEHCUTUBHBIX
30H) KNUTOPA, 1 pa3paboTKn ONepaTMBHOIO BO3LENCTBUSA
ABWKYTCS UIMEHHO B 3TOM HanpasneHue [4]. OaHako Ham
XoTeniocb 6bl 06paTUTb BHUMAHWE Ha SHAOKPUHOMOMN-
Yeckune NOAXOAbl B KOPPEKLMN AAHHOTO COCTOSHUSA. Tak,
npu CBOEBPEMEHHON ANArHOCTUKe 3a00eBaHNIi, COMNpo-
BOXJAOLLMXCA KMTOPOMEranueil, BOSMOXEH perpecc
I YMeHbLUEHNe pasMepoB KnuUTopa B OTBET Ha NpOBO-
Anmoe nevenune. Vcnonb3oBanue TNHOKOKOPTUKOCTEPO-
WA0B W aHTWAHLPOreHOB MpPW BUPMAU3UPYIOLLMX 3a60-
neBaHusx, Takmx kak BIKH, cnoco6CTBYHOT perpeccy
Knutopomeranuu. Heo6xoaumo 0co60 OTMETUTbL POSib
npeHartanbHon auarHoctuku BIOKH n Bo3mMoXxxHOCTH npe-
HaTanbHOM Tepanuy BUPUIM3ALMN TEHNTANNA Y AEBOYEK
¢ BIOKH. CBoeBpemeHHOe Ha4ano pa3paboTaHHOro an-
roputMa npeHatanbHO Tepanuu AeKcameTa3oHoOM Mno-
3BOJIAET CYLLECTBEHHO CHU3UTb PUCK Pa3BUTUA TAXKENON
BUPUNK3ALMM Y HOBOPOXEHHOMN JEBOYKM C AepuunToM
21-rugpokeunassl unu 11B-rugpokcunassl, npu 3Tom
OTHOCWTENbHO 6e30nacHo Ans 6epeMeHHON 1 nnoja. Ta-
KUM 06pa3om, Mbl BUAUM OMpPEeAesieHHbIN BEKTOP pas3su-
TN COBPEMEHHOW 3HLOKPWHOMOMNM HE CTOSIbKO B Ofe-
paTUBHOM NEYEHNN KNUTOPOMEranini, CKONMbKO B NpeHa-
TaNbHOW W paHHen MocTHaTaNbHOW AWArHOCTUKE U rop-
MOHanNbHOV Tepannu 3a601eBaHIi, CONPOBOXAAOLLNXCS
KIMTOpOMeranuei.

JKeHLWMHbI C KIUTOpPOMEranueil HepeaKo HyXXparTcs
B MOMOLLW NCUX0TepanesTa U CEKCOora, HanpasfieHHON
Ha afanTaumto K 0COOEHHOCTAM CTPOEHWUS CBOMX TeHM-
TanniAi, NPOUNAKTUKY HEeNpUATMA COBCTBEHHOro Tena
(B TOM 4ucne, n3-3a rupcytmama). GTouT OTMETUTb Bbl-
COKYI 4acTOTY [enpeccuBHbIX COCTOSAHUA U CeKcyalb-

HbIX OUCYHKUMIA Npu 3a607eBaHUsAX, COMNPOBOXAaAt0-
wmxes knutopomeranuein [47]. [lenpeccuBHble COCTO-
SHMS MOTYT ObITb CBAA3aHbl C TMPCYTU3MOM U APYrUMU
KNUHUYECKUMI NPOSBNEHUAMI TUNEPaHAPOreHnn, Heao-
BOJIbCTBOM BHELUHWUM BUAOM, aHTWAHLPOreHHOW Tepanu-
eil, COMHEHMAMU B BO3MOXXHOCTN 3206€peMEHEeTb U BbIHO-
CWUTb 6EPEeMEeHHOCTb, NOCTPOMTbL FapMOHUYHbIE NapTHEp-
CKMe OTHOLLEHWS U LeNbIM PAAOM Apyrux ghakTtopos. Vc-
CnefoBaTeNt 0TMEYatT BbICOKYK PacnpoCTPaHeHHOCTb
HapYLIEHNA NCUXUYECKOTO COCTOSIHUS [EBYLUEK W XKEH-
WK A@Xe NPU TaKOM 3HAO0KPUHHOM PAcCTPOICTBE, Kak
CIMK4, korma KNUTOpOMEranus He CNULLKOM BbipaXeHa
UMW JaxKe OTCYTCTBYET. Y HUX BbIABJIEHbI BbICOKAA 4aCTO-
Ta CHUXXEHWUS HACTPOEHMS W MOBbILLEHHON TPEBOXHOCTK,
HU3Kas CTPeCCOYCTONYNBOCTb, KOH(MMUKTHbIE OTHOLLE-
HUA ¢ oKpyxatowumu [48]. Bce 310 NoATBEPXKAAET He-
06X0ANMOCTb  KOPPEKLWM MNCMXO3MOLIMOHANBHOIO CO-
CTOSAHNA TaKUX NaumeHTOK. CekcyanbHble AUCHYHKLMM
B 60/IbLUNHCTBE MCCIIE[0BaHNI CBA3LIBAKOT C nocnen-
CTBUAMN (DEMUHN3NPYIOLLIEN TEHUTONACTKK, KOTOpas
MOXET BbI3BaTb aTPOCIMIO KIIMTOPA, UHTPABArMHAMbHbIN
CTEHO03, CHWXeHMe 4yBCTBUTENbHOCTU. OmHako 6onee
HU3KWNE NOKa3aTeNnu CeKCyanbHOCTK HABMAATCA Tak-
XK€ Y XEHLUWH 6e3 OnepaTBHOrO NeYeHNs, a yeneLHas
TeHUTONACTNKA MOXET aBaTb KOCMETNYECKME Npenmy-
LLeCTBA, MONIOXKMTENBHO BIUAIOLLME HA CEKCyallbHYHO
(pyHKUMI0. [lpenmyLLecTBEHHbIMU CeKCyaNibHbIMIU Npo-
6remaMu SBASKOTCA CHUXKEHWE noKasaTenei ygoBreT-
BOPEHHOCTW MOMOBOI XWN3HbIO, BbICOKAS YacToTa gucna-
PeyHWUI, TPYAHOCTI JOCTMXKEHUS Opradma, 3HaYMTeNbHO
pexxe — nNpo6ieMbl reHAepHON naeHTnyHocTn [49, 50].

3axarouenue / Conclusion

B03MOXHOCTb HapyLleHNs reHhepHON ULEHTUHHOCTH
Y XeHLLKUH ¢ kKnutopomeranuen npu BIOKH nenaet akrty-
aNbHbIM BONPOC BO3PACTa, B KOTOPOM [i€BO4KAM LIENeco-
06pa3Ho NPOBOANUTL (DEMUHN3NPYIOLLYIO FEHUTONNACTM-
Ky. B HacTosLLee Bpems 3Ta npo6nema akTMBHO M3y4aeT-
Cs, HO MOKa MHEHWUS [O0BOJSIbHO NPOTUBOPEYNBbI. CBOEB-
pemMeHHas MoMOLLb CEKCOJora W neuxortepanesta MOXeT
6bITb BECbMA 3DMEKTUBHOM NPU BO3HUKHOBEHUM LIEN10r0
CMeKTpa Npo6Jiem Y XXEHLLMH C KNUTOPOMeranuen.
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