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PeaxyM BapuaHTOM HapyleHus pOpMUPOBaHIS
roaa (H®II) sBasercsa maroaormdeckas Anddepen-
LMPOBKa F'OHAJ, — OBOTECTUKYASIPHOE HapyIIeHNe.

OsBoTecTnKyAsIpHOE HapyllleHne — 9TO HapyIlle-
HIe I1040BOM AupQepeHIINPOBKY, XapaKTepu3yIo-
Ieecss ABOVICTBEHHBIM pa3BUTHMEM TIOHaJ — MCTUH-
HBIII repMapPOAUTH3M.

Tepmun «repMadpoauTU3M» BO3HUK U3 ApeEB-
Herpedeckoit mudoaornu. CeiH 6oros I'epmeca u
AdpoauTsr. repmadppoaur
aHTAMICKUI A€KCUKOH B KOHIIE YeTHIPHAALIaTOIOo

Caoso BOIIIAO B
BeKa [1], obosHavast o6 beAHeHNEe B 0AHOM pu3IIec-
KOM Teae 006a 11o4a: My>KCKOJ 1 YKeHCKUIA.

I'epmadppoauTuam 9TO - HOPOK pas3BUTHUSL, IIPU
KOTOPOM Y I1104a pa3BMUBaIOTCsI OAHOBPEMEHHO D.Je-
MEHTBI MY>KCKOJ U >KeHCKOI I10A0BO Keae3pl. Pas-
AMYaIOT CAeAyIOIe BUABI ICTUHHOTO TepMadppoA-
TU3Ma:

a) AaTepaAbHBII - C O4HO CTOPOHBI HAXOASIT D/e-
MEHTHI SINYHMKA, C APYTOII - SIMIKa;

6) 6maaTrepaabHbI B KAeTKaX TOHaja COAEPIKUT
cennduIeckre H1eMeHTHl SIMIHNMKAa VI CeMeHHUKa
(ovotestis);

B) YHUJAATepaAbHBII - peAdaiimas gopma, IIpu
KOTOPOI SIMYHMK ¥ CeMEeHHMK CPOPMMpPOBaHBI OT-
A€ABHO U HaXOAATCS C OAHOV cTOpoHEL CTpoeHne
Hapy>KHBIX TTOA0BBIX OPTAaHOB MOXKET OBITH OAVIKe K
SKEHCKOMY VAV MY>KCKOMY II0A1Y; BHyTpEHHIE I1010-
Bple OpraHbl CPOPMUPOBAHBI II0 SKEHCKOMY TUILY
(MaTKa, MaTOYHBIe TPYOBI 1 BAaraAuile) 1 OBIBAIOT
HeA0pa3BUTBIMI [2].

OBoTecTUKyAsIpHOE PacCcTPOIICTBO I10A0BOTO Pa3-
BUTIS DTO MEAULIVTHCKII TEPMIUH UCTUHHOTO TePMO-
$ppaanTtnsma, odbozHavaromMii GpeHOMEH, IIpU KOTO-
pOM UYea0BeK POXKAAeTcsl C TKaHSAMU SIMIHUKA W
SIMJKa.

Cy1ecTByIOT pa3AMyHBIE MPUYUHBL M CIIOCOOBI
BO3HUKHOBEHIISI OBOTECTUKYASIPHOTO HapyIIEeHIs
¢popmuposanns moaa. K nmpumepy:

e DTO MOXKeT OBITh BBI3BAHO JeA€HreM OAHOI
SINIEKAETKM C IIOCAeAYIOIIUM OILA0J0TBOpe-
HIEM KaXXAO0M raliA0UAHOM SIMLIEKAETKU U CAU-
SIHIEM ABYX 3UTOT Ha PaHHel CTaAI Pa3BUTIL;

e B xauecTse aAbTepPHATUBHI SIEKJAE€TKA MOXKET
OBITH OIA0AOTBOpPEHa ABYM: CIIepMaTO30MAa-
MH C II0CAEAYIOIINM TPUCOMHBIM (POPMIPOBa-
HMEM OAHON MAV HEeCKOABKMX AOYEPHMX Kie-
TOK;

o /lpe ANMIIEKAETKY, OILAOAOTBOPEHHBIE ABYMS
CIiepMaTO30MAaMy, MHOTAA CAMBAIOTCS, OOpa-
3ysl TeTparaMeTHYIO XIIMepY;

e DTO MOXeT OBIThb CBSA3aHO C MyTanuell B TeHe
SRY [3].

OBoTecTNKyAsipHOE HapyIIeHNs! popMUPOBaHIS
104a ABASETCS peAKVM BapMaHTOM I1aTOAOTIIEeCKOI
AndPepeHIIPOBKI TOHa4 1 cocTaBAseT okoao 10%
BCeX HapyureHuii ¢opMyposannu 1oaa. boaee uem
B 60% caydaeB KapMOTUII IIpU STOM (pOpMe HapyIire-
Hus1 101080 guddpepennposku 46,XX okoao 30%
BCTPEYaIOTCsl pa3AndHble BapMaHThl MO3auIl3Ma
46,XX/46XY; 46,XX/47,XXY u T.4. B ocTaapHEIX cAy-
JasiX BO3MO>KHBI TPaHCAOKAIIMs ydacTKa Y-XpoMOcCo-
MBI Ha X-XpOMOCOMY MAM ayTOCOMMUIO, He MCKAIOYe-
Ha TakXe M reHomHasi MyTamust. B 5-10% cayuasx
BCTpevaeTcs M My>KcKoii KapuoTtun 46,XY [2, 4, 6].

Bmecre ¢ Tem cpean npuunH, BeAymmx K oOpaso-
BaHIIO VICTMHHOTO TepMappOoAUTI3MA HY>KHO OTMe-
TUTb M XMMEPU3M — ABOJHOE OIL10A0TBOpPEHNE
OAHOM U TOM Ke SIMIIeKAEeTKM, a TaK>Ke U BHeroHaj-
HbIe MToBpeXAaoriue (pakTopsl [3, 5].

Kannanueckast xapTmMHa IIpM MCTMHHOM TepMa-
¢poantnsme pasnooOpasHasd. MoryT BcTpeuaThes
aHOMaAUM HapY>KHBIX ITOJAOBBIX OPTaHOB 1 MOpQo-
Aorndeckre GpopMel 6e3 aHOMaANIi MOAOBBIX Opra-
HOB. BapuanTtsr 6e3 aHoMaauit Hapy>KHBIX ITOA0BBIX
OPTaHOB CAeAyIOIINe:

e repMappOJUTU3M C IpeodAajaHNeM MYKCKUX

BTOPMYHBIX IIOAOBBIX TPVU3HAKOB;
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e repMadpoOAUTU3M C IIpeoDAajaHMeM >KeHCKIX
BTOPMYHBIX IIOAOBBIX ITPUI3HAKOB;

¢ repMapOANTI3M C PaBHO BBIPA>KEHHBIMU BTO-
PUYHBIMM  TIOAOBBIMIU IIpM3HaKaMM OOOMX
I1010B;

e repMapOAUTI3M C IOAOBBIMU OpPTaHAMIU OA-
HOTO II0Ja ¥ TOHajaMM IIPOTHMBOIIOAO0KHOTO
1104a, CIIOCOOCTBYIOIIEll MPOsBAEHNAM TpaHC-
ceKkcyaamsMma.

Mcrunnslit repmadppoauTisM ¢ aHoMaAUAMU Ha-
PY>KHBIX IIOAOBBIX OPTaHOB BCTpedyaeTcs B CAelylo-
VX BapMaHTax:

¢ repMappOAUTU3M C ITOAHBIM HaDOPOM TeHMTa-
AW OAHOTO I104a ¥ HaAu41eM OAHOTIO 1AM Hec-
KO/ABKIIX OpPTaHOB 4PYIOTO I104a;

¢ repMappOANTI3M C HEIIOAHBIM HaOOPOM IeHU-
Taanit o0OMX I10A0B;

¢ repMappOAUTU3M C ITOAHBIM HaDOPOM TeHMTa-
AUV MY>KCKOTO M YKEHCKOT'O I1010B. [7].

ITpu poxxaennn y 90% aeteit ¢ UCTUHHBIM IepMa-
ppoanTNaMOM  Hapy>XHBIE TeHMTAaAUM  VMEIOT
MHTePCeKCyaabHOe (CMeIllaHHOe) CTPOeHNe U AUIID Y
10% ompeseaeHHO My>KCKMe MAM >KE€HCKMe IIpU3-
HaKIL.

Kannnueckue nposiBAeHns Ipy UCTUMHHOM Tep-
MadpoauTH3Me pa3HOOOpa3HbIe U 3aBUCAT OT CTe-
TIEHU Pa3BUTIS TOV AW MHOW TOHOAAABHONM TKaHU.
Vicxoass 1 ®TOrO pa3AmdaloT >KeHCKMI M MYKCKOI
TUI pasBUTHL.

Y ann ¢ My>XckuM (PEeHOTUIIOM IIPU MCTUMHHOM
repMadppoanT3aMe OOBIHO BCTPeYaIOTCS MaAbIi
I100BOJ YAeH, KpUIITOPXU3M, TUIIOCHIaAVS; ¥ ANUI] C
JKeHCKUM  (peHOTHMIIOM - TmIepTpodus KAUTOpa,
ypOTreHUTaAbHbIN CHUHYC.

“IyaKo MOXKeT pacroaaraThbcsi B MOIIIOHKe, I'yOHO-
MOIIIOHOYHOM CKJAaAKe, IIaXOBOM KaHaae, 6p10mH0171
II0AOCTY; CeMeHHBle KaHaAbLIbl B OOABIINMHCTBE
caydaes aTpopuUpoBaHbl, B PeAKUX CAydasx MMeeTcs
coxpaHHBII criepMarorenes. [Ipyu orcyrcrsun roxaga
IryOHOMOIIIOHOYHBIE CKAaAKM HaIlOMMHAIOT 004b-
IIIMe oAoBble TyObl. VIHOTAa IaTOAOTHA coYeTaeTcs
C IIaXOBOI I'PBIXKEIA.

Ha cropone smuka o6b19HO cPOpMUPOBaH IIPpU-
AATOK U CeMABBIHOCAIINI IIPOTOK; Ha IIPOTUBOIIO-
Z0>KHOJ CTOPOHE Pa3BMBalOTCA OAHOpPOTas MaTKa I
¢aaaonmesa Tpyda. Baaraauire MmoxxeT GBITH XOpO-
III0O Pa3BUTO U OTKPBIBATBCS B 00AacTU IIPOMEX-
HOCTH, IO CpeAHel AMHUM MOIIOHKM VAN B 3aAHIOIO
ypetpy. Y 25% GOABHEIX C MCTMHHBIM repMappoAn-
TU3MOM IIPOUCXOAUT OBYASLIVA.

B myGepratHOM Ilepmoje MOIYT OTMeYaThCst
NPU3HAKY BUPUAUZANNY MANM (PeMUHU3AIINN; JACTO
IIPUCYTCTBYIOT
00011X 11010B (O1ICeKCyaAbHBIN TUII PUIYPHI, TITHEKO-
MacTus, HU3KUIT TeMOp Troaoca, OBOAOCEHME IIO
MY>KCKOMY THITy). ¥ IIOJOBMHBI Tal[leHTOB BO3HU-

BTOpMYHbBIE IIOAOBBIE IIPU3HAKU

KalOT MeHCTpyalluy; IpU MY>KCKOM (peHOTHUITe Mec-
SIHBIE KPOBOTEUEHUsI MPOSBASIOTCA IIMKANIECKO]
remarypuerii [7, 8, 9].

/ledeHne UCTMHHOTO repMaPpOAUTU3MA CBSI3AHO
C XapaKTepOM IeHAEepPHOTO BOCIMTaHMUs, ICUXOCEeK-
Cya/ZbHOJ HaIpaBAE€HHOCTBIO IaljieHTa M ero TeH-
AepHOI UAEHTUIHOCTBIO. DTO 4OCTAaTOYHO CAOXKHBIN
Ipoliecc, Tak Kak He Bcerga MaclopTHEIN 104 B BTUX
CAydasiX COOTBETCTBYeT OMOAOTMYECKOMY II0AY.
Yare Bcero MaclOpTHBIA 1104 U 1OA BOCIHUTaHNA
COOTBETCTBYIOT APYT APYIY, HO MOIYT OBITh B KOH-
(pAnKTe € reHAEPHON MAEHTUYHOCTBIO:

lengepHas MAEHTUMYHOCTbL — BHyTpeHHee caMo-
OIyIIleHNe YeA0BeKa, KaK IpeACTaBAeHIs TOTO UAU
MHOTO TeHAepa MY>KIIH AU KeHII[UH, CBs3aHHbIe CO
CTepOoTUIIaMI  MpPeACTaBAEHMSIMU  COLIMAABHBIX
[IOA€I TOTO MAM UHOTO O1oaormdeckoro mmoaa [10].

Bonpoc o mpmcsoeHnn macnopTtHOro Ioaa u
XapakTepe IreHAepHOIO BOCHUTaHUS AUL] C UCTUH-
HBIM repMappOAUTI3MOM SABASETCS CAOXKHBIM; Tpe-
OyeT ydeTa KapMOTHIIAa, TOPMOHAJABHOIO CTaTyca,
IICUXOCEKCYaAbHOM HallpaBAeHHOCTY AMYHOCTU Ia-
LIMeHTa U pellaeTcs ¢ HpUBAeYeHVeM MeAVIIMHCKIX
CIIEIAAICTOB U KAMHNYECKNX IICX0A0TOB.

ITpu nsbpaHMU >KEHCKOTO I104a Ae4eHle Hallpas-
/€HO Ha yjaJeHue Bcell TeCTUKYASPHOM TKaHU UAU
OBOTECTICa, Pe3eKIINI0 KAUTOPa U I1AacTUKY BAara-
avima. B gaapHeiinieM Ha HPOTS>KEHNM PeIIPOAyK-
TUBHOTO BO3pacTa Ha3HaYaeTCs 3aMecTUTeAbHasl rop-
MOHa/bHas Tepamnm.

ITpn m3bpaHmym My>KCKOTO IOJAa AedeHNs Hall-
paBAeHO Ha ITI0AHOe yAa/eHle OBapyraAbHON TKaH! I
SKeHCKMX II0AO0BBIX OPIraHOB, KOPPeKIUM TUHEeKO-
MacTuy, GpOpMUPOBAHNY MOIIOHKY U ILAaCTUKHA I10-
Z0BOTO 4Y/€Ha, a TakKe IPOBeJeHUM 3aMeCTUTeAb-
HOJl Tepanmmy aHApOTeHaMM HauMHas C ITyOepTat-
Horo nepuoga [11, 12].

Bmecre ¢ TeM HaIyeHTHI C MICTUHHBIM repmadpo-
AUTU3MOM J0AXeH MocAe KOPPeKIIUN U AeUeHUs U
colMaAM3aluy TakXKe HaxXOAUTCS I104 Habamoae-
HMEM IICHXOTepalleBTOB I CeKCOAOTOB AAs IOAHOI
aJarTalumu.

PacripocrpaHeHHOCTD MCTVHHBIX TepMa(pOAUTOB
1 nHa 83000 poxxaenns (0,0012%) n 40 70% 1moa nipu
PO>XAeHIM OlleHMBaeTcss My>Kckoit [13].
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Ha 1991 r. B Mupe 65110 noarsepskaeHo 500 cay-
JasiX MICTMHHOTO TepMadpoaurtusma [14].

Kanmraecknit cayyai

ITartent A, 16 aet oOpaTnacs (BMecTe C CBOMM
otiioM) B Hayuno-Viccaeaosateanckuit VHCTUTYT
Axymepcrsa u I'maekoaorun (HUIMAT') 3a meauxo -

17
I,aﬁ’

reHeTYEeCKOl KOHCyAbTalllell II0 IIOBOAY Hapyllle-
HISI Cl)OpMI/IpOBaHI/I}I I1o04a.

Ob6BexTnBHO: 0ABHOI CpeAHEero pocTa >KeHCKOTO
TeZ0CAOXKEeHNsI, OTMedaeTcsl rmHeKoMacTysL. Hapysk-

HbI€ I1010BbIE€ OPTaHbl MY>KCKIE.

IToa mpu posxaenny 6514 oIIpeseaeH Kak My>KcKoit. VccaeaoBaHmst KapMoOTHIIa — MO3aUIIVI3M I10 TIOAOBBIM

xpoMocoMaM 46, XX (87%)/ 47, XXV (13%)
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Co caoB oT11a peGeHOK pO>KA€eH OT IepBoil Oepe-
MEHHOCTH, B ceMbe ellle 2 3J0POBEHIX aeTeil. bpak
MeXAy pOoAUTeAsIMU He KPOBHOPOACTBEHHBIN U
cpean poactseHHukos I-III crermenn poacrsa maro-
A0TUM TI0 BOIIpocaM (POPpMUPOBaHUM I10Aa HET.

Kax ormeuaer orer1, y peOeHKa Hpu pOXKAEHUN
Oblaa TUIIOCTIaAV U pacliellAeHe MOIIOHKY, 110 TTo-
BOAY 4ero B AeTCTBe OBLAO IIpOBeAeHa XUpyprudaec-
KOW Ae4eHne.
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Hirxe mpeactaBaeHo pOTO M pe3yAbTaThl IIUTO-
reHeTYecKOoro 1ccaeAOBaHMs.

Aaunsie Y3U:

MoueBoii mmy3pIpb: eMKOCTb — 40 100 M4, cTeHKa 1
camsucTast He yroameHsl. CTeHKM BAaraanina ompe-
AeASIIOTCs], BO BAaraAmIre KIAKOCTb.

Marka 32x20x28 MM, npaBbiii AMIHUK 32X20 MM —
MYyABTUPOAAUKYASIPHON CTPYKTYPHI; A€BBIN SIMIHNIK
30x19 MM, MyapTU(POAAUKYASIPHON CTPYKTYPBL
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CTpyKTypa IpeAcTaTeABHOI Ke/le3bl He OIpeseasi-
ercs. B 2eBoM maxoBom kaHaze — Kucrta 39x25 MM, B
npasoM Kanaze 41x11 mm. ITpaBas 1 aesast modxa B
HOpMe.

Y manmeHTa AMarHOCTMPOBAHO OBOTECTUKYAAP-
HOe HapylleHMe (QOpMMpOBaHMe I104a (SKEHCKUII
IMPCYTU3M), HO Ba’KHO 0o0.Jee TIaTeAbHOe 00CAea0-
BaHIIe TalllieHTa A4S IIOATBEPKA€HNUsI AaHHOTIO AMar-
HO3a. YUUTBIBAs, YTO ITaCIIOPTHBINM I1OA MHallMeHTa
MY>KCKOI, ¥ OH BOCIIUTBIBAACS B CeMbe KaK My>KUlHa
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Ovotestikulyar cinsiyyat formalagsmasinin
pozulmasi

C.F. Qurbanova K.Q. Dadasova,

A.F. Omirova, V.O. Hiiseynova, S.T. Oliyeva,
K.Z. Nabiyeva, E.C. Bagirova

Elmi-Tadgiqat Mamaliq va Ginekologiya Institutu,
Baki, Azarbaycan

Acgar sozlar: asl hermafroditizm,
kariotip, korreksiya

MBagqalads cinsiyyat formalasmasinin ovotekulyar
pozulmalarinin (sl hermafroditizm) meydana gal-
masinin formalari ve sabablari tosvir edilmisdir. He-
qiqi hermafroditizm tiglin asas korreksiya ve miialica
novlari da taqdim olunub. Bu patoloji iloa ETMGI-ya
miiraciat eden xasts ila alagali bir klinik hadisenin
tosviri verilmisdir.

ANTEPATYPA

U €TO ICUXOAOTMYEeCKas U TeHAepHask MAEHTUYHOCTDb
UMeeT MYKCKYI0 OpMEeHTHPOBAaHHOCTE, ObL10 peKo-
MeHJ0BaHO OOPATUTLCA K aHAPOAOTY A5l OIIpejee-
HIASL IOCAEAYIOIIEN TaKTUKY KOPPEKIUN U A€9eHNs
raenTa.

Bmecre c Tem cBA3D C MalMeHTOM 1 €r0 ceMelt COX-
paHeHa AAsl OKa3aHUs AAAbHENINEN KOHCYAbTaTUB-
Ho1 momontu. Taxke gaHa peKOMeHAalus B HeoOXo-
AVIMOCTY IICMXOTEPaIleBTUIECKOV ITOMOIIN ITali-
€HTY U €r0 CeMBbe.

SUMMARY

Ovotesticular malformation or disorder of
sex formation

C.F. Gurbanova, K.G. Dadashova,

A.F. Amirova, V.A. Huseynova, S.T. Aliyeva,
K.Z. Nabiyeva, E.C. Baghirova

Scientific Research Institute of Obstetrics and
Gynecology, Baku, Azerbaijan
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The article describes the forms and causes of
ovotesticular disorders of sexual formation (true
hermaphroditism). The main types of correction and
treatment for true hermaphroditism are also
presented. A description of a clinical case related to a
patient with this pathology who referred to the
SRIOG is given.
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