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PE3IOME

KnioueBbie cnoBa:

Ccbinka ans LUTUPOBaHUSA

lpencraBneHo KIMHUYecKoe HabnaeHne KpaHe pefKo BCTPEYALWerocs B rMHEKOIOrMYeCKoM Npak-
TUKE CMHAPOMa aHAporeHHoM pe3ucteHTHocTH (CAP). MpuBeaeHbl faHHbIe 0 naToreHe3e 3aboneBaHus,
CoBpeMeHHasl Knaccudukauusi U TEpMUHONONMS Pa3nnyHbiX GOpPM AaHHOM natonoruu. Onucaxbl de-
HOTUMUYecKne NposiBNeHWUs 3ab60NeBaHMs, Pe3ynbTaTbl BbIMOJHEHHbIX KJIMHUKO-UHCTPYMEHTAsIbHbIX
MCCNefoBaHMM U ONepaTUBHOIO IeYeHUs.

Pe3ynbTaThl NpoBefEHHOIO MCCNEL0BaHUS MOKA3bIBAKT BO3SMOXHOCTb KIMHUYECKON AnarHoctuku CAP
¥ CBOEBPEMEHHOrO OMepaTUBHOIO NeYeHUs BONbHbIX C JAHHOW NATONOrMeN, B CBS3U C BbICOKUM pUC-
KOM ManurHu3aLum roHas.

CMHOPOM aH,EI,pOI'eHHOﬂ PE3UCTEHTHOCTU, CUHAPOM TeCTMKy}'IﬂpHOﬂ ¢)eMMHM3aLI,MM, CMHOPOM Moppwca,
HapyweHue C')OpMI/IpOBaHMﬂ nona, roHag3KToMuUs, 3aMeCcTuTe/ibHagd ropMoHasibHaa Tepanma
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KoHdnukr uutepecos

ABTOpbI 3a8BNAOT 06 OTCYTCTBUM KOHDAMKTA MHTEPECOB

Bnarop.apuocrb, dJMHaHCMpOBaHMe MccneposaHue He uMeeT CI'IOHCOPCKOIZ noanep>XKU

AMI' — aHTUMIO/IJIEPOBBIN TOPMOH

3I['T — 3amecTuUTeNbHAS TOPMOHA/IbHAS Tepanus
CAP — cuHApPOM aHAPOTeHHO Pe3UCTEeHTHOCTH
H®II — HapyieHue GpopMmupoBaHuUs osa

JII'  — moTeMHU3NPYIOLINI TOPMOH

MPT — MarHuMTHO-pe30HaHCHAast ToMmorpadust

Hapymureane dopMupoBaHus 1oja — COCTOSIHME, CBSI-
3aHHOE C KIMHMUKO-OMOXMMIYECKUM IIPOSIBJIEHNEM HECo-
OTBETCTBMSI MEXy reHeTUUeCKUM, TOHaJHbIM U (peHOoTH-
MMYeCcKMM MOoM pebeHKa. PaHee [ijist onmcaHus JAaHHOTO
COCTOSIHMSI TIPUMEHSUIM TepMMH «repmadponutusm». 1o
HeZlaBHero BpeMeHM Ipu kinaccuduxkaumuy repmadponm-
TH3Ma IPEeVMYLIEeCTBEHHO OPMEeHTMPOBAIMCh Ha Kapu-
oTur mnauueHTta. Tak, nipu Kapuotume 46 XX COCTOsSIHME
pacleHMBaIM Kak JKeHCKIi repMadpoguTu3m, pu Kapu-
orunie 46 XY — Kak MYXCKOI repmadpoguTusm, mnpu
o6GHapy)XeHUY roHaf 060€ero 1oJjia y OJHOTO MalyieHTa —
KaK MCTMHHBIN repmadponutusm. OfHaKko B MoOciefHee
BpeMsI B KIIMHMYECKOI ITPaKTUKe JaHHAas KinaccudmKanms
rnepecrana yOoBJETBOPSTb Bpauveii. C OAHOI CTOPOHBI,
MIMPOKOe MCIIONb30BaHME TepMUHA «repMadpomuTU3M»
BHE MeIMIMHCKMX KPYroB NPUBENO K HapyIIeHMI0 KOH-
buoeHIMANTBPHOCTM MaLMeHTa B pe3yabTaTe HelpaBWIb-
HOJ MHTepIpeTauuy IMarHo3a B €ro OKPYKeHMM. JTO
HeM30eKHO YCYTYOISIO TICUMXOIOTUYECKUi IUCcKOMMOPT
Mal[MeHTa, BBI3bIBAsl COLMAbHBIE IPOOIEMBI KaK IJis
Hero, TaKk ¥ [l ero poAcTBeHHUKOB. C Ipyroii CTOPOHBI,

Y31 — ynbTpa3ByKOBOe UCCAeN0BaHNE

POR — Protein Oxido-Reductase (IpoTeMH OKCUIOPEIYKTA3a)

StAR — Steroidogenic acute regulatory (cTepougOTeHHBIN
OCTDBIIA PeryisiTop)

17B-HSD — 17beta-hydroxysteroid dehydrogenase (17-6eta-
UL POKCUCTEPOULIETMAPOreHasa)

Ha CEerOoNHSIIHMIA [TeHb TOYHO YCTAHOBJIEHBI MeXaHWU3-
MbI Pa3BUTUSI 9TOJ TPYIIIbI 3a60JI€BAHNI, UTO MTO3BOJIS-
eT YyCTaHaBAMBAThb TOYHBIN HO30JOTMUYECKUI NMATHO3 C
MO3MILIMIT STHOIIATOreHe3a 3aboseBauns. B B3 € 3TUM
B 2006 romy Ha MekayHapooHOV KOH(PEPEHUINUY TEeTCKUX
9HIOKPMHONOTOB OblIa IMepecMoTpeHa Kiaaccuduraus
repmadporutnsma [1]. Beuio npepnyioskeHO 3aMeHUTDb Kak
caM TepMMH «repmMadpoauT3M», Tak U yKa3aHue B IAua-
rHO3€ Ha TOJIOBYIO TNPUHAAJIEXKHOCTh, TO €CTh, MYXXCKO
VTV JKEHCKMIT repmMadpoauTusm [2]. Bblio peKoMeHI0Ba-
HO MCIIOJb30BaHMe TepMmuHa ~sex differentiation disorder”
(SDD) — «napymenue dopmupoBanust mona» (HOII)
(tabm. 1) [3]. OrmeuyeHo, utro HOII — 3T0 BpOXIEHHOE
COCTOsIHME, 06YCIOBJIEHHOE XPOMOCOMHBIM, TOHAJHBIM U
COMATHYECKMM HapylieHueM hOpMUPOBaHMS MTOJA.

K omHOMY 13 BapMaHTOB HapyuieHus: GOpMUPOBAHMS
nona XY OTHOCST «CUHAPOM aHAPOTeHHOI pe3UCTEeHT-
Hoctu» (CAP), B KOTOPOM pasauMyaloT MOJIHYI0 M Hemos-
Hylo ¢opmy. BriepBbie maHHOe 3a6ojieBaHue GbUIO OIM-
caHo E. Steglehner B 1817 romy, KOTOPBIN MPU BCKPBITUU
Tpyna 23-JeTHel KeHIIMHbI 0OGHAPYKMJI MYKCKME TOHa-

© [amupos M.M., AHuabapn3se U.B., MenBenes A.A., Epemernko MA. M., 2023

Russian Sklifosovsky Journal of Emergency Medical Care. 2023;12(2):327-332. https://doi.org/10.23934/2223-9022-2023-12-2-327-332 3 2 7



KIMHNYECKME HABTIOAEHNA

Ta6nuua 1

Knaccudmkanys HapyneHus ¢opMupoBaHms mosa [4]
Table 1

Classification of disorders of sex development [4]

XpoMmocomHoe HOM H®M 46 XY

HOM 46 XX

45 X (cuuppom Lepelesckoro-TepHepa
1 €ro BapuaHT)

HapyweHue passutus suyek:
— YMCTas AUCreHesns auyek;
— CMelaHHas AUCreHesns audek;

— perpeccus roHa (CMHAPOM PyAUMEHTAPHbBIX AUYEK)

47,XXY (cunopom KnaitHdenstepa u ero
BapUaHTbI) — nedekt 17B-HSD;
— pedekT Sa-peaykTasbl;
45,X/46,XY 46, XX/46,XY (cMewaHHas — nedekT StAR;
oBOTeCTUKyNspHast dopma HDOIM)
Has GopMbl;
— nedekt peuentopa k JIT

HapyuweHus 61uocuHTesa 1 AeiiCTBUS aHAPOreHoB:

HapyLweHus pasBuTMS SUUHUKOB:
— AUCreHesns roHan;

— TecTukynsipHoe HOIM;

— oBoTecTukynspHoe HOM

M36bITOK aHAPOreHoB:

— nedekt 21-ruapokcunassl;

— nedekT 11B-rapokcmnassl;

— nedekt POR — detonnaueHtapHoe HOM (nepuumt apoma-

— CMHOPOM pe3nUCTeHTHOCTM K aHAPOreHaM — rnoJiHas 1 Henon- Tasbl);

— MaTepuHckoe HOIM (ntoteoMa, npueM NekapCcTBEHHbIX
npenapaTos)

[LedexT aHTMMIONNepoBoro ropMoHa (AMI) unu peuentopa

K AMI

Mpumeyanus: HOMM — Hapywexue GopmupoBarus nona; JIM — noTenHUsnUpyoLLmii ropMoH; HSD — 17-beta-hydroxysteroid dehydrogenase (17-6eTa-ruapokcucreponanernnpore-
Hasza); StAR — Steroidogenic acute regulatory protein (cTepouaoreHHbli ocTpblii perynsitop); POR — Protein oxidoreductase (npoTenH oKcuaopeaykTasa)
Notes: Notes: HOIM — disorder of sex development; JIT — luteinizing hormone; HSD — 17-beta-hydroxysteroid dehydrogenase; StAR — Steroidogenic acute regulatory protein;

POR — Protein oxidoreductase

IIbl, TOTJA KaK MaTka M MPUAATKU Y Hee OTCYTCTBOBAJIN.
3HAUMUTETHHO I03Ke aMepPUKAHCKUIT Bpau aKyliep-TuHe-
Koot F. Morris HauboJee MOJHO U3yl 3TO 3a601eBaHme
1 B 1953 ropy npejioxkui TepMUH «TeCTUKYIISIpPHAsT peMu-
Husauus» [5]. Cnenyer 3aMeTUTb, YTO JAaHHAS [1aTOMOTUS
BCTPEYAeTCs] TOCTATOUHO penKo. ITo JaHHBIM Pa3IMYHbIX
MCTOYHMKOB, 3TO 3ab0JieBaHME BCTPEYAETCS C YaCTOTOM
1:10000-1:65000 y reHeTnyeckux MyXuuH [6]. Takas
BapMabenbHOCTb YaCTOThl OOBSICHSIETCSI TEM, UYTO MHOTHMeE
cryuau 3a6oseBaHUST KIMHUYECKM OCTAIOTCS Hepacros-
HaHHBIMU. [0 maHHBIM POCCMIICKOTO 9HIOKPUHOIOTHUYEC-
KOro HayuHOro 1eHTpa, CAP AuarHoCcTUpYIOT TONBKO Y 5%
ot Bcex hopm HOII [7, 8].

CAP, nonHast ¢popma (CMHOHUMBI: cMHApPOM Moppuca,
CUHAPOM TECTUKYJISIPHOM heMUHU3ALUY, CUHIPOM (heMu-
HU3ALMU SIUYUEK, JIOKHBIN MYKCKOit repMadpoguTmn3m) —
reHeTnyeckoe 3aboseBaHue, MpM KOTOPOM MMeEEeT MeCTO
nedeKkT reHa pelenTopa K aHaporeHaM, JIOKaJI1M30BaHHOTO
Ha KOPOTKOM Iuieue X-xpomocomsl (Xq11-12) [9]. JanHOe
3aboyeBaHNe HaCIeLyeTcs 1Mo X-CIelIeHHOMY pelecCuB-
HOMY TUITy M YaCTO MMeeT ceMeliHbIit aHamHe3 [10, 11].

Benymias ponb B maToreHese 3aboseBaHMsT CBsI3aHa
C OTCYTCTBMEM YYBCTBUTEIBHOCTYM TKaHeN K aHApore-
HaM (TeCTOCTEPOHY, AUTUIPOTECTOCTEPOHY). B mpouecce
sM6puoreHesa, Mmoj BAWSHMEM Y-XPOMOCOMBI, TOHAIbI
muddepeHINPYIOTCS KaK SMYKMA, KOTOPbIE CEKPETUPYIOT
TEeCTOCTEPOH ¥ BeIleCTBO, MHIUOMPYIOLee MIOJITIEPOBBI
npotoku. Ho, HecMOTpSI Ha HOPMasbHbIN YPOBEHb TECTO-
CTEpPOHA B KPOBM, OH He OKAa3bIBAET BIMSIHUS HA T€ TKaHM,
13 KOTOPBIX B HOPME OOJIKHBI ObUIM Obl 06pPa30BaThHCS
MY3KCKME TIOJIOBbIe OpraHbl. B TO ke BpeMmsi HaAmouey-
HMKaMM M YaCTUYHO TOHagaMM COXpPaHSETCSI CeKpenus
3CTPOTEHOB, U BUIEACTBME JAHHOTO BO3AEMCTBYS Y TUIOA
reHeTUUYeCKOTO ¥ TOHAZHOTO MY3KCKOTo 1oia hopmupyer-
cs1 skeHCKkuit deHoTu [12].

VY 60/IbHBIX C HEIIOJHOJ (DOPMOIi aHIPOreHHO pesuc-
TEHTHOCTM YaCTUYHO COXPaHSIeTCS PeakTMBHOCTb Opra-
HM3Ma Ha aHAporeHbl. [I03TOMY B CTPOEHUM HAPYKHBIX
MOJIOBBIX OPTaHOB 3aMeTHbI MPU3HAKM MACKyIMHMU3A-
MU — TUTIePTPOdMPOBAHHBIN KIUTOP, BOPOHKOOOpa3HOe
TpeAABepye Baarajniia, 9acTo BCTPeYaeTCs arviasust Bia-
ramuma [7]. C 1enbio NCUXO9MOLMOHAIBHON U MOI0BOVA
ajarnTaiyu 60JbHbIM C HermosHoii opMmoii CAP rmokasaHa
XUPYPrUUecKas KOppeKIiys Baarajaniia.

328

Boimatomuiicss Bkiad B M3yueHMe NAHHON aHOMAaIUU
pa3sBUTHUS TIOJIOBBIX OPTAHOB, a TaKke B XMUpypruuec-
KOI KOPPEeKUMM OMArHOCTMPOBAHHBIX HapylleHUl BHeC
MEePBBI/i PYKOBOAUTENb OTHENeHUSI OCTPBhIX TMHEKO-
jornueckuit 3aboneBanuit HUUM cKopoii MOMOIIM WM.
H.B. CxnudocoBckoro mnpodeccop M.C. AyieKCaHIPOB.
CrnegyeT OTMETUTb, 4YTO JOKTOPCKYIO JMCCepPTaLMIo
M.C. AnekcaHZpOB 3alUTUI Ha CTbIKE XUPYPTUUECKUX
CTIeIMaIbHOCTEN (XUPYPTUM M TUHEKOJIOTUI) — OHA OblIa
MOCBSIIEHA peIlleHMI0 KpaifHe CJI0KHOI mpo6iemMbl —
XUPYPTUUECKOMY 00Opa30BaHMIO MCKYCCTBEHHOTO BJara-
A U3 CUrmoBuUIHOM KUKy (1943 r.). Ilo pesynapTaTam
JIMCCepTalIOHHOM PaGOThl ¥ BBITIOTHEHUIO TOHLOGHBIX
omepanuit y Ipyrux maiyeHTok B 1955 r. um 6bi1a omy6-
JMuKOBaHAa MoHorpadusi «O6pa3oBaHMe MCKYCCTBEHHOTO
BJIATAJINILA U3 CUTMOBUAHOM KUIIKW» [13].

B ornmume ot apyrux ¢opm HOII (cuHApOM Auc-
reHe3suu SIMYeK, MCTUHHBIN TepMadpoauTu3M, BPOXK-
IeHHas OUChYHKIMS KOPbl HAAIIOYEUYHMKOB U 1Ip.), MPU
CAP OTCYTCTBYIOT ’K€HCKMe BHYTPEHHMe T0JIOBble Opra-
HbI (MaTKa, MaTOYHbIE TPYOBI, IMUHUKIM), UTO SIBJIIETCS
MPUHLUVIIMAABHBIM OTIMYUTENbHBIM INPU3HAKOM M 3Ha-
YUTEIbHO 00JieryaeT IMOCTAHOBKY IMPaBUIbHOTO KIVHU-
Yyeckoro auarHosa. KomruiekcHoe o0ciemoBaHME TaKUX
6GOTbHBIX, HAPSIY C KIMHUYECKUM U TUHEKOJIOTUYECKUM
o6ceoBaHeM, BKITIOUAET B cebs MeIMKO-TeHeTUUeCKoe
KOHCYJAbTMPOBaHNMe, KapUOTUIIMPOBaHME, OIpeaeneHye
YPOBHSI TIOJIOBBIX TOPMOHOB B ChIBOPOTKE KPOBM, a TaKKe
MHCTPYMEHTa/IbHbIe MEeTOIbl MCCIeNOBaHMs (YAbTPasBy-
KOBOe uccienosane — Y3U opraHoB Majioro Tasa, Mar-
HUTHO-pe30HaHCHast Tomorpadust — MPT opraHoB mMajio-
ro Tasa).

CrenmyeT OTMETUTD, UTO B TeUeHMe IIUTETbHOTO Bpe-
MeHM JaHHOe 3a60/1eBaHe MOKET He AVarHOCTUPOBATHCS,
¥ JIUIIB 3KaJI00bI HA OTCYTCTBME MEHCTPYyaLuy (TTepBUYHasT
aMeHopes) BbIHYKIAIT poauTesieil pebeHKa 00paTUTHCS
K Bpauy aKkyliepy-ruHekosory. CormiacHO COBpeMeHHbIM
MpeacTaBAeHusIM, B TOHaAax y manuueHToB ¢ CAP, pacrio-
JIO)KEHHBIX B HETUIIMUYHOM MeCTe U YCIOBMSIX (TeMIlepa-
Typa B OPIOLIHOM TOIOCTH MpuMepHo Ha 3,0-3,5°C Bbire,
4yeM B MOLIOHKE) B pe3yJibTaTe IIOCTOSIHHOTO BO31eJiCTBUS
TOBBIIIIEHHOI TeMIlepaTypbl IIpeKpaliaeTcs: cliepmMarore-
He3 U BbIpabOTKa TECTOCTEPOHaA, a, IJIaBHOE, 3HAUNTE/Tb-
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HO yBeIMYMBAETCs PUCK MaJurHusauuu. [lokasaHo, 4TO
roHaz06/acTOMa TeCTUKYI B TAKMUX CIydasix BCTPeYaeTcs B
20-50% cnyuaes [14—-16]. B cBsI3U C 3TMM IOIOBBIE 5KeJie3bl
PEKOMEHYIOT YAAISITh T0C/e 3aBepIIeHys My6epTaTHOTO
TeproAa >KU3HU [EBYIIKA U ee KOHCTUTYLMOHAJIbHOTO
dbopmupoBanus. JleueHne 3aKIIOUAETCS B XUPYPTUIECKOT
TOHAaO3KTOMMM UM Ha3HAYEHUUN 3aMeCTUTEe/IbHOMI ropmMo-
HanbHOV Tepanuu (3I'T) B nocienymouiemM, Tak Kak rocie
yIa/leHusl TOHaJl IMeeTCs] PUCK Pa3BUTUS TSKEJIOT0 OCTe-
omnoposa [17, 18].

IMpuBoouM COGCTBEHHOE KIMHMYECKOoe HabJIofeHe
60TbHOII C TT0THOIT opmoii CAP.

bonbHas N., 41 ropa, noctynuna B HUU CM um.
H.B. CknudocoBckoro ¢ xanobamu Ha 60AM BHMU3Y XMBOTA.
M3 aHaMHe3a YCTaHOBNEHO, YTO MPWU POXAEHUM MO COMATU-
4yeckoMy nosly oHa 6bina MAEHTUOULMPOBAHA Kak HOBOPOX-
[LeHHasi KeHCKOro Mosa; pocna M BOCMUTbIBaNach B CEMbe
Kak AeBoyka. [lMarHo3 Brepsble Gbln YCTAaHOBNEH B BO3pacTe
17 ner, koraa naumeHTka obpaTunach K Bpavy akyliepy-rmHe-
Konory ¢ >anobamMu Ha OTCYTCTBME MeHcTpyauuu. B OIbY
«HMMWLL, 3HAOKpUHONOTMU» MPK KOMMIEKCHOM 06Cef0BaHUM
Obln BbISIBNEH reHeTuyeckuit kapuotun 46 XY u noctaBneH
omarHos: «CMHOPOM aHAPOreHHOM PEe3UCTEHTHOCTU (CMH-
npom Moppwuca)». B nepuoa ¢ 1997 no 2019 rop 6onbHas
ambynaTopHo Habnwpanacb y Bpaya aKyllepa-rMHeKonora,
HEeo4HOKpaTHO BbiNonHsna Y3M opraHoB Manoro Tasa, 0aHako
OT OMEepaTMBHOIO NeYeHUs OTKa3blBanacb B KATEropuyeckomn
tdopMe. B nocnegHue aBa rofa ctanu HeCnokouTb TAHyLMe
6011 BHM3Y XKMBOTA, YYalLEHHOE MOYEUCNyCKaHwe, a npw
anHammyeckoM Y3M 6bin OTMeYeH poOCT AMCreHeTUYeCKMX
roHag.

Mpu Becene c 601bHON — CAMOOCO3HaHMWE, MON0-PONEBOE
noBefeHMe U NCUXOCOoLUMANbHAS OpUEHTALMS XKEHCKUE (3aMy-
XEM, BOCMUTLIBAET NPUEMHOTO pebeHka). [pu 06bekTUBHOM
ocMoTpe: GEeHOTUN XKEHCKUI, TENIOCTIOXKEHUE TUMEpCTEHNYEC-
Koe, pocT 180 cM, Bec 140 kr, MHAEKC Macchl Tena — 43,2, 4to
COOTBETCTBYET OXMPEHWUK 3-i cTeneHu. MonoyHble xenesbl
pa3BWTbl NPaBWIbHO, NPU ManbMaLUMU MATKO-3NACTUYHbIE.
MoambiweyHoe n NobKoBOe 0BONOCEHME CKyAHOE (puc. 1).

pu BRaranuwHOM 0CMOTPE: HapyXHble NMOJIOBbIE OpraHbl
MOSIHOCTbID COOTBETCTBYHOT XEHCKOMY (heHOoTUNY, ANnHa Bra-
ranvwa no 3oHay 8 cm. Mpu ocmMoTpe € NMOMOLLbID 3epKana
Kycko Bnaranuiie y3koe, 3akaH4MBaeTCs CNeno, Weika MaTKu
He BMU3yanusupyetcs.

MauneHTKe BbINOIHEHO NONHOE KIMHUKO-1abopaTopHoe U1
MHCTpYMeHTanbHoe 06CNefoBaHue.

Mpwu nccnepoBaHumn ropmMoHanbHoro doHa (tabn. 2) obpa-
WaeT Ha ceb6s BHUMaHWE CHWXEHWME YPOBHS B KPOBM TeCTOC-
TepoHa W MOBbILWEHWE COLEPXKAHUS B HE TOHAAOCTUMYNUPY-
IOLMX TOPMOHOB, YTO, BEPOSTHO, yCUIMBAET (BeMUHM3ALMI0
NauneHTKK.

Tabnuya 2

HccnepoBaHue ropMoHanbHOro ¢poHa
Table 2

Hormone level test

Puc. 1. O6beKTUBHBIIT OCMOT]
Fig. 1. Objective examination

Mpun Y3M opraHoB mManoro Tasa (puc. 2) MaTka 1 NpuaaTku
He onpepenstotcs. Cnpasa, B 061acT BHYTPEHHErO NaxoBOro
KONbLa, onpenensercs npasas roHaga (puc. 2 A). Chesa B
ManoMm Tasy BM3yanusupyetcs obpasoBaHue, NneBas roHana
(puc. 2 B). CBoBOAHOM XMAKOCTM B MONOCTM Manoro Tasa He
BbISIBJIEHO.

MauneHTke BbinonHeHo MPT opraHoB Manoro Tasa, rae
06HapyXeHo, YTO MOMOCTb MaNOro Ta3a 3aHWMaeT 0bbeMHoe
MArKoTKaHHOe obpa3zoBaHue, aecbopMupytoLlee eByto Hoko-
BYIO CTEHKY MOYeBOro nysbips. B mpaBoM maxoBom kaHane
onpegensnacb Npaeas roHaga (puc. 3).

[Ona  yToyHeHus cocTosiHMg GOCHOpPHO-KanbLMEBOroO
obMeHa BbIMOMHEHAa PEeHTreHOLEHCUMTOMETPUS MOSICHUYHOTO
oThena MNoO3BOHOYHWMKA WM NeBOro TaszobenpeHHOro CycTaBsa.
MMHepaanaﬂ NNOTHOCTb KOCTU MOACHUYHbLIX MO3BOHKOB WU
NPOKCMMaNbHOro oTaena NeBoi 6eapeHHOM KOCTU oKasanach
B Npefenax 0XXuaaeMoi Bo3pacTHOM HOPMbl.

MNMocne nonyyeHus pe3ynbtaToB A006CNEAOBaHMS MaUM-
eHTKe OblNo BbINMOMHEHO OMepaTMBHOE BMELLATENbCTBO B
obbeMe nanapocKonMYecKom roHag3KTOMUKU C 06enx CTOPOH.
MHTpaonepaLMoHHO Npu peB13nK OpraHoB Manoro Tasa bbiio
obHapyeHo, YTO BECb Manblii Ta3 3aHMMaeT obbeMHoe 0bpa-
30BaHue — neBasi roHaga (puc. 4 A). B obnactu BHyTpeHHero
NMaxoBOro Kosbla CrpaBa BU3yanuM3npoBanacb npaBas roHasa
(puc. 4 B).

MocneonepaunoHHbIM Nepuog npoTekan 6e3 0CN0XHEHUN,
naumeHTka Obina BbiNMCaHa B YAOBNETBOPUTENBHOM COCTOS-
HMM Ha 3-M CyTKM nocne onepauun. Mo pesynbTataM rmcro-
NOrMYECKOro UCCNeR0BaHMUS: MPOMEXYTOUYHas aHapobnacTtoma
6€3 NpU3HAKOB MaNUrHMU3aLUK.

Mokazatensb Pesynbrar PedepeHcHble 3HaueHus

TectocTepoH, HMonb/n 3,260 Y MyxuuH cTaplue 14 net — 5,76-28,14 Hmonb/n;
y XeHWwuH ctrapwe 10 net — 0,45-3,75 HMonb/n

MporectepoH, HMoNb/N 0,46 Yy My>4uH < 0,47 HmMonb/n;
Y XXeHLWH no dasam umkna: donnnkynmHosas — 0,181-2,84 umonb/n, oBynstopHas — 0,385-38,1 HMonb/
N, ntotenHoBas — 5,82-75,9 HmMonb/n

JlroTenHnsunpytowmii ropmoH (11, MME/mMn 33,70 y My>umnH — 1,37-13,58 mEgn/mn;
Y KeHWMH no dasam umkna: ponnmkynuHosas 2,4-12,6 MME/mn, oBynatopHast — 14-96 MME/mn,
niotenHosas — 1-11,4 MME/mMn, noctMeronaysa — 7,7-59 MME/mn

DonNMKYyNOCTUMYNMPYIOLLMIA TOPMOH 24,20 y My>x4nH — 1,5-12,4 MME/mn;

(®Cr), MME/Mn

Y KEHWMH no dasam umkna: ponnmkynuHosas — 3,5-12,5 MME/mn, oBynsTtopHas — 4,7-21,5 MME/mn,

ntotenHosas — 1,7-7,7 MME/mMn, noctmeronaysa — 25,8-134,8 MME/mMn
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Puic. 2. VIbTpa3ByKOBOE VCCIeOBaHMEe OPTaHOB MajIOro Tasa; A — mpasasi ToHaja (CTpesKa), OBaJibHOI hopMbl, pasmepamu 5,0x7,0 cm,
C YeTKMMM KOHTYpPaMi, yMEPEHHO TTOHVKEHHO 9XOTeHHOCTM; B — jieBasi roHajia (CTpeska), o6pasoBaHue pasmepamu 17x10x16 cm, ¢
YeTKUMU KOHTYPaMM, yMEePEeHHO TOHMKEeHHOI 3XOTeHHOCTHM, C KaJIbI[MHATaMU

Fig. 2. Ultrasound examination of the pelvic organs; A — right gonad (arrow), oval in shape, 5.0x7.0 cm in size, with clear contours,
moderately decreased echogenicity; B — left gonad (arrow), a mass measuring 17x10x16 cm, with clear contours, moderately decreased

echogenicity, with calcification

Puc. 3. MarHUTHO-pe30HaHCHast ToMorpadus OpraHoB

MaJioro Tasa; A — mpaBasi FOHaa (CTpesKa), OBaJbHOI
dbopmbl, pazmepamu 7x3x3 M, FeT€POT€HHOI CTPYKTYPBI,

C YeTKMMMU KOHTypaMu; B — jieBasi roHajza (CTpenka),
pasmepamu 17x18x19 cm, ¢ YeTKMMM, HEPOBHBIMM KOHTYpaMu,
reTepPOreHHOI CTPYKTYPBI, C BKIIOUEHUSIMM KabLIMHATA

Fig. 3. Magnetic resonance imaging of the pelvic organs;

A — right gonad (arrow), oval, 7x3x3 cm in size, heterogeneous
structure, with clear contours; B — left gonad (arrow),
17x18x19 cm in size, with clear, uneven contours, heterogeneous
structure, with calcified inclusions

3AKJIIOYEHUE

IpexcraBaeHHOe KIMHMYECKOe HABMIOmeHNe TalieH-
TKM C TIOJIHOJ (hOpMOJi CMHIpOMa aHIPOreHHO Pe3uCTeH-
THOCTM — IOCTaTOYHO PEIKO BCTPEUAIONIAsICS HO30JIOTHS
B TMHEKOJIOIMYECKOi IMpakTuKe. JIMarHocTuka HTaHHOIO
3abo/ieBaHMsI He Bcerma ObIBaeT CBOEBPEMEHHO, Tak
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B
Puc. 4. Jlanapockonus: A — neBasi roHaa (CTpesKka), pasMmepamu
20%20 cM, TIIOTHOV KOHCTUCTEHI[MM, Ha IMPOKOM OCHOBAHUN,
MCXOIUT U3 JIEBOTO BHYTPEHHETo Max0BOro Koiblla; B — mpaBast
roHaja (CTpenka), pasMepamu o0 7 CM, OBOUIHOM (GOPMBI,
6e1ecoBaToro 1BeTa, IVIOTHOM KOHCUCTEHIUY

Fig. 4. Laparoscopy: A — left gonad (arrow), 20x20 cm in

size, dense consistency, on a wide base, comes from the left
abdominal inguinal ring; B — right gonad (arrow), up to 7 cm in
size, ovoid in shape, whitish color, dense consistency

KaK mepBbie sKay06bl Yallle BCero MposIBASIOTCS B Havae
my6epTaTHOTO Meproa M KOHCTUTYIMOHATBHOTO GopMI-
pPOBaHMSI.

OrnycaHHbBIN KIMHUYECKUI CIydali HarsIHO SeMOHC-
TpupyeT (HeHOTUIIMUYECKME TMPOSIBIIEHUs 3a060jeBaHuUs B
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pesyibTaTe aHApPOTEHHOM Pe3MCTEeHTHOCTY OpraHu3Ma, a
TaKkke TMOATBEPKAaeT BO3MOKHOCTh IOMHOIEHHOM ayTo-
UIeHTUOUKAIMM B COOTBETCTBUM C TIACTIOPTHBIM ITOJIOM,
[ICMXO05MOLIMOHAIbHO U COLMANbHONM afamnTanyeil Takux
OOJIbHBIX.
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Clinical Case of the Complete Form of Androgen Insensitivity Syndrome (AIS)
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ABSTRACT The article presents a clinical observation of an extremely rare in gynecological practice androgen insensitivity syndrome (AlS). The authors give data
on the pathogenesis of the disease, modern classification and terminology of various forms of this pathology. The phenotypic manifestations of the disease, the
results of clinical and instrumental studies and surgical treatment are described.

The results of the study show the possibility of clinical diagnosis of AIS and timely surgical treatment of patients with this pathology, due to the high risk of
gonadal malignancy.

Keywords: androgen insensitivity syndrome, testicular feminization syndrome, Morris syndrome, disorder of sex development, gonadectomy, hormone replacement
therapy
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