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AHHOTALMA

OBoTecTMKyNApHOe HapyLueHne GopMUPOBaHUS Nosia (MCTUHHLIN repMadpoAnTU3IM) — pefKkas hopMa HapyLieHus GopMupo-
BaHWA nofa, coctaensowas MeHee 10% oT Bcex cnydaeB. [laHHOe COCTOAHME XapaKTepu3yeTcs OfHOBPEMEHHLIM HaNniMeM
0BapWabHOM U TECTUKYNAPHON TKaHEN BHe 3aBUCUMOCTM OT KapuoTuna.

B cTaTbe onMcaH KIMHWUYECKMIA Cilyyall MaLMEHTKW C BrepBble BbiSIBIEHHbIM B 61 rof HapylleHueM ¢hopMUPOBaHMs nona.
Ha ambynatopHoM npodunakTyeckoM npuéMe npu nposeaeHun Y3W oBHapyKeHo, YTO IMYHMKM He COOTBETCTBOBA/ M BO3pa-
CTy ¥ CTaTycy MeHonay3bl (yBeSMYEHHbIE B pa3Mepax, akKTUBHbIN KPOBOTOK) NPM OTCYTCTBMM MATKM U LLIEMKK MaTKK. [laumeHT-
Ka yKasasa Ha 0TCYTCTBME MeHCTpyaumi u bepeMeHHOCTel, nonoBas u3Hb ¢ 20 neT, 3amyxkeM ¢ 25 ner. o Bonpocam bec-
M0AMA M OTCYTCTBUS MEHCTPYaLMM K TMHEKoNory He obpalanack. Mpu 40o006cneaoBaHUM y FeHETMKOB U LIMTOr@HETUYECKOM
obcnefoBaHMM Obin BbISBNEH KapuoTun 46,XY, accoumMmMpoBaHHbIN C NOBBILUEHHBIM PUCKOM ManMrHu3aummn roHaa. lMposeaeHo
onepaTMBHOE JieYeHne B 06bEME bunaTepanbHON aHEKCIKTOMUM. [UCTONOrMYECKOe UCCNe0BaHWE BbIIBUNO Hanu4mMe B ro-
Hajax Kak 0BapuanbHOM, TaK U TECTUKYNAPHOM TKaHW, YTO COOTBETCTBYET AMarHo3y «OBOTECTUKYNAPHOE HapyLUeHWe GopMu-
poBaHuWe Mona ¢ ABYCTOPOHHUM 0BOTECTUCOMY. [1py BbiSIBNEHUM KapuoTuna 46,XY nokasaHa bunatepanbHas agHeKCIKTOMUA
3-3a BbICOKOr0 pYCKa ManMrHu3aLmm.

KnioueBble cnoBa: HapyweHue $OpMUpOBaHUS MOMA; UCTUHHBIA repMapoaMTU3M; OBOTECTUKYISIDHOE HapyLUeHue
¢ opMMpoBaHMA Nona; 0BOTECTUC; ABYCTOPOHHMIA OBOTECTMUC; KIIMHUYECKMIA ClyYai.
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Ovotesticular disorder of sex development:
bilateral ovotestes (clinical case)
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ABSTRACT

Ovotesticular disorder of sex development (true hermaphroditism) is a rare form of sex development disorder, accounting for
less than 10% of all cases. This condition is characterized by the simultaneous presence of both ovarian and testicular tissue,
regardless of karyotype.

This article presents a clinical case of a 61-year-old female patient diagnosed with a disorder of sex development for the first
time. During a routine outpatient ultrasound examination, the ovaries appeared enlarged with active blood flow, which was
disproportionate to the patient’s age and postmenopausal status. The uterus and cervix were absent. The patient reported
primary amenorrhea, no history of pregnancies, and an active sexual life since the age of 20. She had been married since the
age of 25 and had never sought medical advice regarding infertility or amenorrhea. Further genetic and cytogenetic analysis
revealed a 46,XY karyotype, associated with a high risk of gonadal malignancy. Bilateral adnexectomy was performed.
Histological examination confirmed the presence of both ovarian and testicular tissue in the gonads, consistent with a diagnosis
of ovotesticular disorder of sex development with bilateral ovotestes. In cases with a 46,XY karyotype, bilateral adnexectomy
is indicated due to the significant risk of malignancy.

Keywords: disorder of sex development; true hermaphroditism; ovotesticular disorder of sex development; ovotestis;
bilateral ovotestes; clinical case.
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OB0CHOBAHUE

HapyweHue dopmmupoBaHus nofa — 310 rpynna BpoOX-
AEHHBIX COCTOSIHUIA, XapaKTepu3YHLLMXCA HEeCOOTBETCTBUEM
MeXy XPOMOCOMHbIM, FOHafHbIM U (QEHOTUNUYECKUM MO-
noM. Yactota BctpeyaemocTun coctasnset 1 Ha 4500 Hogo-
poxaéHHbIX [1, 2. OaHOI M3 pa3HOBMAHOCTEN HapyLleHus
dopM1poBaHus Mona fABNIAETCA 0BOTECTUKYNAPHOE HapyLue-
HWe GOpPMMPOBaHMS MONA, UM UCTUHHBIA repMadpoanTU3M,
Mp1 KOTOPOM OJHOBPEMEHHO MPUCYTCTBYIOT KaK MYMKCKMe,
TaK U KEHCKWe roHafbl. JTO ABNSETCA O4HOM W3 CaMbX
peakvx dhopM HapyweHus dopmupoBaHus nona (MeHee 10%
0T BCex ciy4aeB) ¢ BcTpedaeMocTbio 1 Ha 100 000 HoBopoK-
OEHHbIX [3, 4]. Y nionen ¢ 0BOTECTUKYNSPHBIM HapyLLEHWEM
dopmmpoBanusa nona B 60% cnyyaes onpepenseTca Kapu-
otun 46,XX, B 33% cnyyaeB — XpOMOCOMHbII MO3auULU3M
¢ Y-xpoMocomoii u nuwwb B 7% cnydaeB — 46,XY [5]. Hapyx-
Hble MOJIOBbIE OpraHbl NpyU OBOTECTUKYNSPHOM HapyLUEHWM
(opmupoBaHus nona obbIYHO NATONOrMYECKOro CTPOEHMS,
HO MOrYT UMETb BUJ, TUMNYHO MYKCKUX UM TUMNYHO JKEH-
CKUX. OCHOBHBIM METO[LOM AMarHOCTUKU OBOTECTUKYJIAPHOIO
HapyLeHus popMMPOBaHUA Nosia ABNSETCA MMCTOOMMYECKOe
UccneaoBaHue roHag ¢ NOATBEPHAEHUEM OJHOBPEMEHHOIO
HanMuna 0BapuanbHOM U TECTUKYNAPHON TKaHEMN.

OMUCAHUE C/TYYAA

MauvenTka K., 61 rof: n3 aHaMHe3a U3BECTHO, YTO Y IU-
HeKosora oHa He Habnioganach, NPodUNaKTUYECKUX OCMO-
TpoB He npoxoguna. Bnepsoble B 61 rog Ha ambynatopHoM
NPo@UNaKTUYECKOM NpuéMe No AaHHbIM Y3U obHapyxunm,
UTO AWYHMKM He COOTBETCTBOBANM BO3pacTy W CTaTycy Me-
Honaysbl (yBeNMYeHHbIe B pa3Mepax, aKTUBHbIA KPOBOTOK)
Mpu OTCYTCTBUM MaTKW U LIeNKKU MaTku. laumeHTKa ykasa-
/1a Ha OTCYTCTBUE MEHCTpyauui u bepeMeHHOCTel, nonoBas
#u3Hb ¢ 20 net, 3amyxem ¢ 25 net. Mo Bonpocam becnno-
LVS M OTCYTCTBUA MEHCTPYaLWK, Mo e€ CII0BaM, K TMHEKoNory
He obpaluanacb. ConyTcTBytowme 3aboneBanus: pubpoase-
HOMbI 00eMX MOJIOYHBIX JKENES, OXMpPEHME.

OcMoTp: HapyHble NoN0BbIe OpraHbl pa3BUTbI NPaBUIb-
HO, BrlaranuiLe y3Koe, ClIM3KUCTast HOPMasIbHON OKPacku, Ky-
Mnon BRaranuLLia 3aKaHuMBaeTcs creno.

[lanHble TpaHcBaruHanbHoro Y3W: MaTtka He BU3yanusm-
pyeTcs, npaBblil AMYHUK pa3Mepamu 31x44x19 MM, neBbli
ANYHUK — 31x41x27 MM, C eAMHWUYHBIMU KUCTO3HBIMU Men-
KUMU BKJIIOYEHUSMU [0 5 MM (3 BKJIIOYEHMS) U aKTUBHBIM
KPOBOTOKOM.

MPT Manoro Tasa ¢ KOHTPacTOM: MaTKa He onpefenset-
€A, NpaBblil AMYHWK 41x24x19 MM, KUCTO3HbIE BKJOUEHMS
pa3Mepamu 17,14 MM, neBbId AMUHKK 42x38 MM, CTpYKTYpa
aHanoruyHa npasoMy. TasoBon iuMbageHonaTum 1 natoso-
TMYECKMX 04aroB B Ta30BbIX KOCTSAX He BbisiBNeHo. OHKoMap-
Kepbl B HOpMe.

YuuTbiBas aHaMHe3, JaHHble 0CMOTPa, PesynbTaTbl MH-
CTPYMEHTaNbHbIX U NabopaTopHbIX METOAOB UCC/E0BaHUS,
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Yy NaLMEeHTKU 3aMoL03puiK HapyLueHne hopMUPOBaHUS Nona,
B CBAI3M C YeM €€ HanpaBM/IM Ha KOHCYNbTaLMIo K BpayaM-
reHeTUKaM.

KoHcynbTaums reHetvka (puc. 1): U3 ceMenHOro aHaM-
Hesa M3BECTHO, YTO nepBas bepeMeHHOCTb MaTepu npo-
0aHAa OKOHUMNAch CMOHTAHHBIM BLIKMABILEM Ha PaHHEM
cpoke. Matb npobaHaa cTpagana pakoM SUYHUKOB, YMepna
B Bo3pacte /7 ner, y oTua npobaHaa bbin pak nérkux, ymep
B 65 net. Co cnos npobaHaa poauTeNnn NpoXMUBanM B paioHe
C XMMUYECKUMM 3arps3HEHNAMU OKpyatowwei cpegbl. Ce-
MEMHbIN aHaMHe3 N0 JIMHWM MaTepu: Y 6abyLKM — caxapHblii
amabet 2-ro Tuna, yMepna B 81 rog, y AeAYLWKM — apaxHo-
naut, yMep B 54 roga. CeMeiHbIM aHaMHe3 No JIMHAK 0TLA
HEM3BECTEH.

Mo faHHBIM aHaMHe3a, KIIMHUKO-TeHeanornyecKoro aHa-
N13a, KIIMHWUKO-(QEHOTMNMYECKOr0 0CMOTpa W NabopaTopHbIX
aHanu30B MaLMeHTKe NOCTaBMM NpeBapUTENbHBIA AMarHo3
«CUHLPOM TECTUKYNIAPHOW (EeMUHM3aLMMY, KOTOPBIN criesyeT
avbdepeHumMpoBaTh C CMHAPOMaMuU HBepcumn nona 1-9-ro
TMnoB (tabn. 1).

[lns yTouHeHWs [uarHo3a NpoBefW LMUTOreHeTUYecKoe
uccnefoBaHue, B Xofie KOTOpOro npoaHanusuposany 30 Me-
TadasHbIX NIACTUH U BbISBUAM KapuoTun 46,XY, MyXCKON.

lpoBeaEHHbIE AMArHOCTUUECKME NPUEMBI NO3BOSIUAM 3a-
KHYMTb 0 HaNMYMK Y NALMEHTKU HacneCcTBEHHO 06ycnoB-
NeHHOM NaTosIoruu: MHBEpCcMM nona 46,XY. TakuM nauneHTam
PEKOMEH0BaHO MOJIEKYNSAPHO-TEHETUYECKOE UCCIIef0BaHME
C NOWCKOM NaToreHHbIX BapUaHToB B reHe AR, 0TBETCTBEHHOM
33 pa3BUTME CMHAPOMA TECTUKYNAPHON (eMUHM3aLMK, Xa-
paKTepu3yloLLerocs X-cLienneHHbIM PeLeccUBHBIM TUMOM Ha-
cneposanua. [JHK-auarHocTMKy ¢ NoMCKOM MyTaumid B reHe
AR uenecoobpasHo npoBoauTb B Cly4ae Hanuuus y npoban-
Aa cMbCOB MEHCKOro nofa M NNaHUpoBaHWA UMM LETOPOX-
AEeHWs, MOCKONbKY MaTb NauMeHTKu Morna bbiTb HocuTeNb-
HWLel maToreHHoro BapuaHTa B reHe AR. B faHHOM ciyyae
NpoBefeHMe TaKoro Uccre0BaHus bbio HelenecoobpasHo.

Mocne noobcnenoBaHUs NaUMEHTKY rOCMMTaNM3WUpoBany
B YHUBEPCUTETCKYI KNuHMYecKyo bonbHuuy N° 4 CeuyeHoB-
CKOro yHuBepcuteTa (MockBa) Ans NiaHoBOro ONepaTMBHOIO
neyeHus B 06bEMe nanapockonuu, bunatepanbHon agHeKC-
IKTOMMM.

1
ApaxHouauTt, 54 ropa

2
Cll 2-ro Tuna, 81 rog

1 2
Pak nérkux, 65 net Pak suyHmkoB, 77 net

1 2 3
65 net 66 net

Puc. 1. PopocnoBHas nauueHTKu.
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Ta6nuua 1. CneKTp reHeTUYECKUX NPUYMH UHBEpCUM nona 46,XY
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HasBaHue FeH OMIM | Tun HacnepoBaHus OcHOBHbIe XapaKTepUCTUKK
WHBepcus SRY 400044 Y-cLenneHHbIi OcobeHHocTH eHOTUNA: KEHCKOE TENOCOXEeHWe, BTOPUYHbIE M-
nona, 46,XY, NoBble NMPU3HAKM Pa3BUTLI MO KEHCKOMY TUMY, MaTKa 1 MaTouHble
™n 1 TPYObI pa3BUTbLI HOPMasLHO MM TUMONIA3MPOBaHbI, AMYHUKN AUC-
reHeTU4Hbl, 6e3 ponnukynos. Kapuotun — 46,XY
WHBepcus NROB1 300018 X-cuenneHHbIN OcobeHHocTH eHOTUNa: HapyXHbIe NOSIOBbIE OpraHbl pasBUTbI
nona, 46,XY, M0 JXEHCKOMY TUMY, MaTKa MaJeHbKas UK runoniasvpoBaHHas,
™n 2 AuMCreHesus roHap,
WHBepcus NR5AT 612965 AyTtocomHo- OcobeHHocTH heHOTUNA: HapYHbIe NOSIOBbIE OpraHbl MOryT BbiTh
nona, 46,XY, LOMUHaHTHBbII c(hopMMpPOBaHbI M0 MYXCKOMY (TUnocnagus, TECTUKYNbI MOTYT BbITb
™n 3 pacnonoXeHbl B MasioM Tasy, NPY rMCTONOTMYECKOM MCCTe0BaHUM
roHag obHapyxvBaetcs Gubpo3Has TKaHb, repMUHaNbHbIE KITETKM
OTCYTCTBYHT) MW JKEHCKOMY (runepTpodMpoBaHHbIN KIUTOP,
MareHbKas rMnoniasupoBaHHas MaTka) Tuny. Huskuii yposeHb
TECTOCTEPOHa, NoBbilleHHble yposHu JIT u OCT. Kapuotun 46,XY
WHBepcus Neneuna 154230 — OcobeHHoCTH heHOTUNA: HU3KMIA POCT, TPUroHOLedanus, NiocKas
nona, 46,XY, 9p24.3, nepeHocuLa, MUKPOrHaTUs, HU3KOPACTONIOXKEHHbIE ManeHbKue
™n 4 reHbl YLLK, BbICOKOE HEDO, HapyKHbIe NONOBbIE OpraHbl MOrYT BbITh pas-
KaHamna- BMTbI M0 MYX(CKOMY (MUKPOMEHUC, r1Nocnaams, ManeHbKUe TecTu-
Tbl — KyTbl) W XeHCKOMY (runonnasupoBaHHble 6obluMe nonosble ryobl,
DMRT1 HopManbHas UM pyaMMeHTapHas MaTka) Tuny. Kapuotun 46,XY
n DMRT2
WHBepcus CBX2 613080 AyTocoMHo- OcobeHHocTH eHOTHNa: HapyKHbIe N0N0BbIE OpraHbl chopMupo-
nona, 46,XY, PeLLecCUBHbIN BaHbl M0 JXEHCKOMY TUMY, MaTKa, LWelWKa MaTKu — HopMaJibHble,
™n 5 ANYHUKN HOpMarbHbIe C NpUMopamManbHbiMu Gonnukynamm. B kpo-
BM He OMpefensieTcsl ypoBeHb aHTUMIO//IepOBa ropMoHa, MoBbl-
WweHHbIM yposeHb OCI, HopManbHbIN ypoBeHb JIIT, HU3KKMI ypoBEHDL
TECTOCTEPOHA, HOpMarbHbIN YpoBeHb KopTuona. Kapuotun 46,XY
WHBepcus MAP3KI 613672 AyTtocomHo- OcobeHHocTH heHOTUNA: BBICOKMIA POCT, HApYHbIE MOSIOBbIE Opra-
nona, 46,XY, JIOMUHaHTHbIN Hbl MOTyYT BbITb Pa3BMTLI MO MYXCKOMY (rMnoCNaaus, AUCreHesus
™ 6 FOHaA) WM XKEHCKOMY (YBENIMYEHHBIN KIUTOP, MaTKa HopMarbHas
WNM TMNONJasupoBaHHas, MaToyHble TpYObl HOpMasbHble, SUUYHUKN
runonnasvpoBaHbl) Tuny. Pegkoe oBonoceHue, rupcytusm. Ussect-
Hbl cryyau hopMUPOBaHMSA KEHCKOro GeHoTMNa C NpaBubHBIM
CTPOEHWEM HapyKHbIX reHutanuid. Kapuotun 46,XY
WHBepcus DHH 233420 AytocomHo- OcobeHHocTH heHOTUNa: HapyXHbIe NOJIOBbIE OpraHbl pasBUThI
nona, 46,XY, PeLecCMBHBIN Mo JKeHcKoMy Tuny. MMnonnasupoBaHHas MaTka, ecTb MaToYHbIe
™n 7 TpYyObI, MOXKET BbITb ANMMANMMT, AMYHUKM TMNONNA3MPOBaHbI,
MOXET NPOUCXOAMUTb MaNUTHM3aLMA TKaHW AMYHUKOB. XapaKTep-
Hbl MblLLEYHas CNabocTb, MopaXKeHue KoM U nepudepuyecKoi
HepBHOMN CUCTEMbI B BULLE CEHCOHEBPAJIbHOMW NONIMHENPONATUX.
Kapuotun 46,XY
WHBepcus AKRIC2 614279 AyTocoMHo- OcobeHHocTH eHOTUNA: HapyKHbIe MONOBbIE OpraHbl MOrYT BbITh
nona, 46,XY, AKRI1C4 PeLeccUBHbIN pasBUTHLI MO MYXCKOMY TUNY, IM6O HEBO3MOXKHO NO BHELUHEMY
™n 8 BMAY FeHUTanuii onpesenuTb NpUHaLNeXHoCTb nona. Kpuntop-
XM3M, TECTUKYNIpHasA TKaHb cnocobHa 0bpa3oBbIBaTh TECTOCTEPOH.
B penkux ciyqasx MoryT 6biTb pyavMMeHTapHble MIOJIIEPOBbI Npo-
Toku. Kapuotun 46,XY
WHBepcus ZFPM2 616067 AyTtocomHo- OcobeHHocTH heHOTUNA: HapYKHbIE NMONIOBbIE OpraHbl UMeT
nona, 46,XY, JIOMUHaHTHbIN [BOWCTBEHHOE CTPOEHMe, runepTpodus BosbLIMX NOMOBLIX YD,
™n 9 cpocLumMecs Marnble MosoBble rybbl, pyauMeHTapHas BarvHasnbHas

MOJIoCTb M TMMONNA3NpOBaHHasA MaTKa, Y HEKOTOPbIX MaLMeHToB
TPYAHOCTU B 0By4eHUH, ayT3M, HapylueHue peun. Kapuotun 46, XY
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WHTpaonepauMoHHble iaHHbIE: MaTKa OTCYTCTBYET, B Mpo-
eKUMM NPUAATKOB ONpeaensioTcs ABe pyAUMEHTapHbIe Cleno
3aKaHuMBaIOLLMECS MaTOYHble TPY6bl, NpaBbIi U NEBbIA AUY-
HUKM YBEMYEHbI 0 4 CM, MNOTHbIE, 683 NPU3HAK0B GyHKUMM.

McToNorMYeckoe WcCneoBaHWe YAanEHHbIX Npuaat-
KoB (puc. 2-9) NoKasano ofjHOBPEMEHHOE Hanuune B 06enx

Tom 12, N2 1, 2025
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roHafiax 0BapuasbHOM CTPOMbI M TECTUKYNSPHON YacTy, COCTo-
fALLLEN M3 KaHaNbLeB, BbICTNIaHHBIX KieTkamu CepTonm be3 atu-
MUM 1 CrepMaToreHesa, OKPYKEHHbIX KieTKamu Jleiigura —
OunaTepabHbIii 0BOTECTUC. MaTouHble TPyObl C NpM3HaKaMy
TMnoniaswu B BUAE NOJIMKMCTO3HOMO 06pa3oBaHus, BbICTNaH-
HOr0 0JIHOPSAMHbIM YMJIOLLEHHBIM TPYOHBIM 3MUTENNEM.

Puc. 2. MNpasble npuaatkv MaTki1. OparMeHTbl FroHafbl — 0BOTECTUCA, COCTOALLIEN U3 NpeobnafaHns TeCTUKYNSpHOI YacTu (A), aonb4atoro
CTPOEHSA 1 0BapuanbHO CTPoMbI (B), 3aKN04EHHbIE B LUMPOKYIO BenoyHyto 06onouky (C). OKpacka reMaToKCMIMHOM U 303uHOM, x800.

Puc. 3. OBapuanbHas 4acTb roHafibl — 0BOTECTUCA, COCTOALLEN M3 PprbpobnacToB. OKpacKa reMaToKCUAMHOM W 303MHOM, x60.

Puc. 4. TecTuKynsipHas YacTb roHafibl — OBOTECTUCA, COCTOSALLE U3 KaHaMbLIEB, BbICT/IaHHbIX U3 KieTok CepTonm 6e3 atunum 1 bes cnep-
MaToreHesa U y4actkamu knetok Jlemaura. OKpacka reMaToKCUIIMHOM M 303UHOM, x60.
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Puc. 5. lpaBas MaTouHas Tpyba ¢ Mpu3HaKamu runoniasmu B BUAE NOSMKUCTO3HOTO 06pa30BaHus, BbICTIAHHOTO O{HOPSAHBIM YIIOLLEH-
HbIM TPY6HBIM 3nuTenneM. OKpacka reMaToKCUIMHOM 1 303MHOM, x6.

Puc. 6. JleBble npuaatkv Matku. GparMeHTbl roHaAbl — 0BOTECTUCA, COCTOALLEN U3 NpeobnafaHus TECTUKYNAPHOA YacTh A0/bYaTOoro
CTPOEHUS M 0BapMasbHOM CTPOMbI, 3aKIIOYEHHBIE B LUMPOKYI0 6e10YHY0 060M104Ky. OKpacka reMaToKCUIIMHOM U 303UHOM, X6,

Puc. 7. OBapuanbHas yacTb roHagbl — 0BOTECTMCA, cocToALas M3 hnubpobnacToB ¢ HanMuYMEM CKOMNEHUi KneTok Jlenaura Ha rpaHuue
C y4aCTKOM TECTUKYNAPHOI YacTu. OKpacKa reMaToOKCUIIMHOM U 303MHOM, x60.
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Puc. 8. TecTuKynspHas YacTb roHaJbl — 0OBOTECTICA, COCTOALLAA U3 KaHaNbLEB, BbICTNIaHHbIX M3 KieTok CepTonm 6e3 atunum u 6es cnep-
MaToreHe3a (A), okpy€eHHas KneTkamu Jlengura (B). Okpacka reMaToKCMIMHOM U 303uHoM, x200, 60.

Puc. 9. Jlesas MaTouHas Tpyba c npu3HaKkaMm runonnasum B BUAe KUCTO3HOro 00pa3oBaHms, BLICTNIAHHOMO OHOPAAHBIM TPYOHBIM 3MK-
TESIMEM C eAMHUYHBIMM 3NUTENMaNbHBIMU BbIpocTaMu. OKpacka reMaToOKCUIIMHOM M 303uHoM, x200, 60.

Ha ocHOBaHMM [aHHBIX TMCTONOMMYECKOrO W LIMTOreHe-
TUYECKOro UCCNef0BaHWi Obli BbICTABNIEH AMArHO3 «0BOTE-
CTUKYNISIPHOE HapyLueHWe (GOpMUPOBaHMA nona (UICTUHHBINA
repMacdpoanUTM3M) C IBYCTOPOHHUM OBOTECTUCOMY.

ObCYXOEHWUE

OBOTECTUKYNAPHOE HapyLUeHWe (pOpMUPOBaHMA Mona —
pepnkas dhopMa HapyLueHns hopMUpOBaHMA NONA, XapaKTepu-
3yH0LLaNACA OAHOBPEMEHHBIM HANIMUMUEM Y MHAMBULA KaK MyX-
CKWX, TaK U JKEHCKUX rOHaj, BHe 3aBUCUMOCTU OT KapuoTuna.
B 90% cnyyaeB npu poxaeHUM 0OHapyXMBaKTCS HEOZHO-
3HayHble FEHUTaUM, PEXE HapYXHbIE MOJI0Bble OpraHbl UMe-
10T 0BbIYHOE CTPOEHME TUMUYHO MYKCKUX UNW TUMUYHO JKEH-
ckux [6]. Opyrummn nposiBneHusMmu MoryT bbiTb remartypus,
TMHEKOMacTus, D0NM BHU3Y XMBOTA, NepBUYHAA aMeHopes
n becnnogme. OBOTECTUKYNAPHOE HapylieHWe dopMupoBa-
HWA MoNia Yalle BCEro amarHoctupyetcs nMbo cpasy nocne
POXAEHMS, B Cy4asx, KOrfa pasBuBaloTCA MaTosiornyeckue
reHuTanum, nubo B MOAPOCTKOBOM BO3pacTe, KOr4a OCHOB-
HbIMY 3Kanobamu MoryT BbITb, HanpuMep, OTCYTCTBUE MeHap-
Xe Y NauMeHTOB C HapYXHbIMK NOMOBLIMM OpraHamu, cdop-
MWUPOBaHHbLIMMW MO XeHcKoMy TUny. OCHOBOM /191 NOCTaHOBKY
AVarHo3a ClyXuT MUCTONOMMYECKOe MUCCefj0BaHWe ToHaf,
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noATBepPKAAlOLLEe Hanu4YMe cpasy ABYX TUMOB TKaHel: 0Ba-
p1anbHoON U TECTUKYNAPHOMN.

CywuecTByeT HECKONBKO BapMaHTOB KOMOWHaLMA U pac-
MOJOXEHWSA 0BapUabHON W TECTUKYNAPHON TKaHEM:

1) natepanbHbI — AUYKO W KOHTpanaTepabHbIi ANYHUK
(30%);

2) [BYCTOPOHHUI — TKaHU AWYEK U ANYHWUKOB MLEHTU-
(uumpytoTcs ¢ 0benx cTopoH, 0bbluHO Kak oBoTecTuc (50%);

3) 0HOCTOPOHHMIA — OBOTECTUC C OAHON CTOPOHBI U Ce-
MEHHMK UM AIMYHUK C Apyroii ctopoHbl (20%) [7, 8].

Hanbonee vacTo y nofen ¢ 0BOTECTUKYNSAPHLIM Hapy-
weHMeM GOpMUPOBaHUs Mona pasBMBaeTCs 0BOTECTMC [3,
9, 10]: roHaza, cocToALLan U3 0BapWaNbHON U TECTUKYNAP-
HOW TKaHeW, BHELLHE NpeACTaBAALLan cob0M WapoBUAHYHO
cTpykTypy. Y. Ganie n coasr. [11] npoaHanu3mposanmn 111
C/ly4aeB OBOTECTUKYNAPHOr0 HapyLleHus GopMUpoBaHUs
nona B HxHoi AdpuKe U Ha OCHOBaHWM ruUCTONOrMYe-
CKMX WUCCNe[oBaHWUi B3aMMOpPAacnOoNOXeHUs TKaHel And-
HWKa M IMYKa B OBOTECTMCE BbIAENMAM 3 pas3iuyHbIX TMNa
(puc. 10):

1) CMelaHHbI# — HapyXHbIA CNOW roHag COCTOMT
13 0BapMasbHOM TKaHW PasfIMYHONM TOMLLUMHBI, @ BHYTPEHHMUIA
npezLCcTaBfieH CTPOMOIA C pacCesHHbIMM 0Yaramu TeCTUKYNSp-
HOIA N 0BapWanbHOW TKaHeMW;
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OBapkhalibHaA TKaHb
TeCTUKYNApHaA
TKaHb

CMeLwaHHbIi  KoMnapTMeHTanu30BaHHbIN

CMeLuaHHbIit TMN oBoTecTUCca (89%) bBunonspHbiii TN oBoTecTUca (11%)

Puc. 10. Tunbl oBOTECTUCOB.

2) KOMNapTMEHTaNM30BaHHbIN — BCI0 BEPXHIOKW 4acTb
roHagbl 3anosHAeT oBapuasbHas TKaHb, @ B HUMXHEN YacT
OHa OKPYXaeT CKOMJIEHUe TKaHMU SNUKa;

3) bunonApHLIn — CcTporoe MONIAPHOE PacnosioKeHne
0BapuasbHOM U TECTUKYNAPHOW TKaHEMN.

CooTHOLLEHWE TECTUKYNAPHOM M OBapManbHOM TKaHei
B OBOTECTMCE B/IMAIET Ha pacnonoxenue: 50% oBoTecTu-
COB HaxoaATcs B OprowwHoii nonoctu, 25% — B NaxoBoW,
a ocTanbHble 25% — nabuockpoTanbHo [12].

TecTUKynspHas TKaHb, Kak NpaBuno, paseuTa cnabo, Mo-
XeT ObITb NpefcTaBfeHa He3penibiMU CEMEHHbIMU KaHalb-
LLaMK, BbICTNIaHHBIMK KeTKamu CepTonu M cofepaliumu
cnepmartoroHun. Moryt BcTpedatbes Knetku Jlemgura. Osa-
puanbHas TKaHb 06bIYHO pa3BKTa ydLle. Y NaLuMeHToB ¢ 0BO-
TECTUKYNSAPHBIM HapyLLeHMeM OpMUPOBaHKA Nosa ¢ 0BOTEC-
Tucamm B 50% cnyyaeB ecTb MEHCTPYaLMK, U3BECTHBI TAKIKE
cny4an bepeMeHHOCTeN 1 ycnelHbix poaos [13].

Y niopeli ¢ 0BOTECTUKYNSAPHBIM HapylleHneM hopMu-
poBaHua nona B 60% cnyyaeB onpepensieTcs Kapuotvn
46,XX, B 7% — 46,XY, B 33% — XpOMOCOMHBbII  M03auULM3M
¢ Y-xpoMocoMon. Hannume Y-xpomocoMbl obHapyxmBaeTcs
B OCHOBHOM Y NaumeHToB 6e3 oBoTectuca. MonekynspHble
uccnenoBaHus nokasanu, 4to B 10% cnyyaeB 0BOTECTMKY-
NAPHOT0 HapywweHus $hopMUpPOBaHMS Moja C KapuoTUNoM
46,XX MoXeT onpenensaTbca reH SRY, akTMBaumusi KOTOpOro
MPUBOLAUT K PasBUTUIO MYMCKUX TOHafL. Takxe BblABUHY-
Tbl NMPEANOSIOXKEHNS 0 BO3MOXHOM CKpPbITOM M03auuu3Me
no Y-xpomocoMe unu Y-nocneoBaTeNlbHOCTAM Y MaLMeHTOB
C KapnoTtunoM 46,XX 1 To4euHbIX MyTaumsx B reHe SRY'y uH-
AMBMAOB C KapuotunoM 46,XY Kak 0 npuumHax ¢popmupoBa-
HWa abHopManbHbIX roHag [14].

Hanuume y ntogeit ¢ HapywweHusMn GopMMpoBaHKA nona
B Kapuotune Y-XpOMOCOMbI CBSI3bIBAlOT C MOBbILIEHHBIM
PUCKOM MaNUrHU3aLMW FoOHaz U PasBUTUS FEPMUHOTEHHbIX
onyxonei: roHagobnacToMbl, CEMUHOMBI, AUCTEPMUHOMBI,
LMCTafieHOMbI U TepaToMbl. B cBA3M ¢ 3TMM TakuM naumeHTaM
PeKOMeH[0BaHa NpodunaKTUieckas roHagakromus [15, 16].

Yalle Bcero 0BOTECTUKYNSPHOE HapylueHWe GopMupo-
BaHMsA Nosla [MarHOCTUPYeTCA B HEOHATalbHOM nepuope
WAM paHHeM [eTcTBe, 0COBEHHO Npu pa3BUTMM maTonornye-
CKux roHag, [17]. OnHako B page CiyyaeB AMArHOCTUKA Mo-
KET BbITb OTCPOYEHa MO MPUYMHE MaNO BbIPAXKEHHBIX CUMI-
TOMOB, MJIOXMX COLMANbHbIX YCJI0BUA WM OrpaHUYeHHOro
LOCTYNa K XOpOLWO KBanM@UUMPOBAHHBLIM CreuuanucTam
B COOTBETCTBYIOLLMX 06/1aCTAX, YTO MOXET NPUBECTM K pagy
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HexXkenaTenbHbIX NOCNeACTBUM, B YaCTHOCTM, Pa3BUTUI0 OHKO-
noruyeckux 3abonesanuii [18, 19].

Iina onpepenexus Haubonee NOAXOAALLEN TaKTUKW Be-
OEHUS U NeYeHUs NaLMEeHTOB C OBOTECTUKYNSAPHLIM Hapy-
LweHreM (hopMMpOBaHMSA Nosla TpedyeTca MyNbTUANCLMNIN-
HapHbIA NOAXO0M C BOBJIEYEHWEM CMELMANUCToB B 0bnacTu
TMHEKOS10T M, aHAPOSIOT UM, YPONOTUK, FEHETUKM, MCUXONIOrUU
1 3HAoKpuHonorum [9, 20].

3AKJIO4YEHUE

OnMCaHHBIN KIMHUYECKMIA ClyYaid AEMOHCTPUPYET PEAKYIo
(opMy HapyLeHus hopMUpOBaHMs Nofla — OBOTECTUKYNAP-
Hoe HapyLUueH1e popM1poBaHus nofa. [lnarHo3 ocHoBbIBaeT-
CS Ha TMCTONOMMYECKOM MOATBEPHAEHUM OLHOBPEMEHHOIO
HanMuua 0BapuanbHOW M TECTUKYNAPHOW TKAHEW Y MHAMBMAA
BHE 3aBUCMMOCTW OT KapuoTuna. pu BbiABNEHUM KapoTMna
46,XY bunatepanbHas 0BapMO3KTOMUS MOKa3aHa U3-3a Bbl-
COKOr0 PUCKa ManMrHu3aLmu.

AOMO/THUTE/IbHASA UHOOPMALIUA

Bknap aBtopoB. H.E. J/leBueHKO — OCHOBHOM BKJIaf B pPa3paboTKy
KOHLeNUMM CTaTbi, NOArOTOBKA TEKCTA, COMMIacHa NPUHATL Ha cebs
OTBETCTBEHHOCTb 33 BCE aCMeKThl KJMHUMYECKOro HabmioaeHwus;
E.B. CnyxaHuyk, ®.[1. TKadeHKo, A.B. PyballieHko — ydyacTue B pas-
paboTKe KOHLEeNUMM CTaTbu U nofroToBke TekcTa; 0.A. AHyposa,
T.B. Ounmnnosa, M.M. JIuTBMHOBa — y4acTue B JieYeHWM na-
LMeHTa, MOArOTOBKE MaTepuanoB M OMUCaHUU KAMHWUYECKOro
HabniofeHus. Bce aBTOpbl NMOATBEPIKAAOT COOTBETCTBME CBOEMO
aBTOPCTBA MeXIyHapoaHbIM Kputepmsam ICMJE (ce aBTopbl BHEC/U
CYLLLECTBEHHBIM BK/a, B pa3paboTKy KOHLENLWM, NpOBeLeHe HC-
CNeaoBaHUs U NOAFOTOBKY CTaTby, MPOYNM M 0406punv GuHanbHyto
BEpCUIo nepep nybnmnKaLmen).

Cornacue Ha ny6nukaumio. ABTOpbI MONYYMNIM MNCHMEHHOE CO-
rnacve naumeHTa Ha NybnMKaLMi MeAULMHCKUX AaHHbIX U doTo-
rpadui.

WUcTounuk dmHaHcupoBaHua. ABTOpbI 3asBNAIOT 06 OTCYTCTBMM
BHELLIHEro UHaHCMPOBaHUS NPY NPOBEAEHNM UCCIIE0BaHMS.
PackpbiTue MHTepecoB. ABTOPLI [AEKNApMPYIOT OTCYTCTBUE SBHbIX
U NoTeHUManbHBbIX KOHPMKTOB MHTEPECOB, CBA3aHHBIX C MybnnKka-
LMel HacTosLLLEN CTaTbu.
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