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LleAb paGoTbl — AucppepeHunarbHasi AMATHOCTUKA MEXKAY OBOTECTUC W AUCTEHETUYHOW FOHAAOW, BbLIOOP MOAA U XMpYypruue-
CKO¥i TAaKTUKN B OTHOLWEHNM MOAOBbIX >KeAe3. AMarHoCTuka Hapymenus AucbcepeHLMPOBKU roHaA TpebyeT MopdoAOTMUecKoi
Bepudmkaunn. OBOTECTUKYASIPHAsi TOHAAA XapAKTePU3yeTCsl HAAMYMEM 3PeAOii OBAPMAAbHOM TKAaHM U AUCTEHETUUHOTO TeCTH-
KYASIDHOTO KOMMoHeHTa. OnucaHa Xupyprudeckasi cenapauusi OBOTECTUC C COXPAHEHWEM OTCEKOB, MPEACTABAEHHbIX 3PEAOii
0BapMaAbHOM TKaHblo. HaAuuMe He3peAbIX OBapMAAbHLIX IAEMEHTOB B COCTaBe TECTUKYASPHOW TOHAAbI SIBASIETCS OAHMM U3
NPU3HAKOB ee AUCreHe3un. B 3TUX CAyqasix HEOOXOAMMO XMPYPrUYecKoe YAAAeHUEe AUCTEHETUUHBIX FOHaA.

KaloueBble croBa: OBOTECTHUC, AUCTEeHE3MS TOHaA, ceriapauns roHaAbl, MO3anLM3M 10 NOAOBbIM XPOMOCOMaM.
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The objective of the present study was differential diagnostics between ovotestis and gonadal dysgenesis, the choice of the gen-
der and the surgical strategy for the treatment of abnormal sexual glands. Diagnostics of the disturbances of gonadal differentia-
tion (DGD) requires morphological verification. The ovotesticular gonad is characterized by the presence of a mature ovarian
tissue and a dysgenetic testicular component. The authors describe the surgical separation of the ovotestis with preservation of
the segments represented by the mature ovarian tissue. The presence of immature ovarian elements in the testicular gonad is
one of the signs of its dysgenesis. Such cases need to be treated by the surgical removal of dysgenetic gonads.
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OBOTEeCTUKYJISIpHOE HapylIeHue GOpMUPOBAHUS
rmojia (OTH®II) saBasteTcst peIKMM BapruaHTOM I1aTOJIO-
ruaecKoil muddepeHINPOBKY TOHA; Ha €T0 JOJII0 TIPH-
xomgutcs He Gonee 10% Bcex HapylieHuin (popMupoBa-
Hus nona [1]. Oxkono 30% ABOMCTBEHHBIX TOHAJ, aCCO-
LIMUPOBAHBI C MO3AaWUIIM3MOM IO ITOJIOBBEIM XPOMOCO-
MaM, okoJjio 60% umerot kapuotun 46,XX. B equHuy-
HBIX pabOTax OIMMCAaHBI MOHOTEHHBIE CIIy9ar OBOTECTHC
y IanyeHToB ¢ KapuorurioM 46, XY [2, 3]. lnarHocTrka
OTH®IT tpebyer MOpGhOIOTrMYECKOT0 MUCCIAETOBAHUS
TOHAIBI, TMOATBEPXKIAIOIIETO HAJIWIMe OBapUabHBIX
(hOITUKYIIOB M TECTUKYJISIPHBIX KaHAJBIIEB B COCTaBE
OIHOM M 0b6enx moaoBbIx kene3 [1, 4, 5]. CormacHo
COBPEMEHHBIM MEXIYHAPOTHBIM PeKOMEHIAIIUSIM, OC-
HOBaHMEM JUISI BBIOOpA T0JIa ¥ XUPYPTUYECKOM TAKTUKHI
JICYCHUST TAIIMEHTOB SIBJISTIOTCSI BO3MOXHOCTbD ITyOepTa-
Ta, CeKCyaJlbHOM (hyHKUMHU U dhepTuibHOCTH [7]. Orre-
panmeit BEIOOpa SIBJISIETCS YaCTUYHAST pe3eKIIUSI OBOTE-
CTHC HAa OCHOBAaHMM WHTPAOIIECPAIIMOHHOTO TUCTOJIOTHU-
YeCKOT0 MCCJIeMOBaHUSI, COXpaHEHME TOJIOBBIX XeJle3,
COOTBETCTBYIOIINX TIOJYy BOCIIMTAHMS, W yIaJcHUE He-

mnddepeHIMPOBAaHHBIX YacTeil roHangbl [5]. OmHako
YacTo IMpUOEraloT K TOHAIRPKTOMHH, YTO OOOCHOBAHO
BBICOKMM PUCKOM MAJIMTHU3ALIMA OBOTECTUKYJISPHBIX
roHaza. 3J0KauyeCTBEHHBIC OITYyXOJIW TOHA. (IUCTEPMU-
HOMBI, CEMUHOMBI, TOHAI00IACTOMBI) OOHAPYKMBAIOT Y
2,6% naunentoB ¢ OTH®II [8—10]. Beibop neueGHOM
TakTUKY y naureHToB ¢ OTH®II Tpedyet oOCcyXaeHMS.
MBI IpUBOIWUM OIMMCAHME CITyYaeB U JICUCHUS 4 Tamm-
€HTOB C Pa3IMIHBIMUA TeHETUICCKUMH 1 MOpdoJIormae-
ckumu Bapuantamu OTH®II. Bo Bcex ciydasgx MmoBo-
JIOM IIJISI TUCTOJIOTUIECKOTO TTOMTBEPKICHUS THMarHo3a
ObLUTO OOHApYyKeHNE HEOTHOPOMHOI TOHAIBI B IIPOEK-
IIUY OMHOTO WJIM 000X SIMIHUKOB.

Matepuana u metoasbl

KapuortunupoBanue nu FISH-ananu3 untepdas-
HBIX KJIETOUHBIX SiIep B Mpenaparax KyJabTypbl TUMdO-
LIMTOB mMepudepruyeckoil KpOBU C MCIIOJIb30BaHUEM
HHK-30H10B Ha LIEHTPOMEpHbIE paliOHBI XPOMOCOM X
(DXZ1) n Y (DYZI1 vnn DYZ3) BeInonHSIMCh Ha 6a3e
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KAMHUYECKASA SQHAOKPUHOAOIMA

001acTHOI MEeIUKO-TeHeTuYeCcKoi 1abopaTopun Capa-
ToBa M MeIUKO-TeHeTMYEeCKOr0 HAaydyHOTo IIeHTa
PAMH (Mocksa). MonekyasipHblii aHanu3 Y XpoMOCO-
Mbl TipoBoawiicsl B jabopatopuu JHK-muarHoctuku
Menuko-reHeTuUyecKoro HaydyHoro ueHtpa PAMH
(3aB. — 1.0.H., mpod. A.B. ITonsikos).

Oxorpadunio MOIIOHKHU, ITaXOBBIX 00JIacTeil U opra-
HOB MaJIOTO Ta3a BBIIIOJIHSUIM C IIOMOIIIBIO ammapara Si-
mens SONOLANE G 40. C uenpio BuU3yaquzaluu U
oIpencyieHUsT MaKpOCKOIIMYECKOM CTPYKTYphbl TOHaM
IIPOBOIMJIACK JIalTapocKoIusl. BceM maimeHTaMm rpoBe-
IeHO MOpGOJIOTMYECKOEe MCCIeIOBaHUE WHTpaoIlepa-
IIMOHHOTO MaTtepuajia Jubo OuoITaTa TKaHW TOHAI.
TI'opMoHaIbHOE MCCIeIOBaHNUE BKIIIOUAJIO OMIpeaeIcHIE
cofepKaHus TOHAAOTPOIIMHOB 1 TECTOCTEPOHA B CHIBO-
pPOTKE METOIOM TBEpAO(PaA3ZHOIO0 UMMYHOMDEPMEHTHOTO
aHaJM3a M NpoBeleHNEe 3-IHEBHOM IMArHOCTUYECKOMR
MMPOOBI ¢ XOPMOHMYECKUM roHamoTpormHoM (5000 en
Ha 1 M? IJIoIIaaM MOBEPXHOCTU Tesia pebenka). I1poba
CUMTAJIACh ITOJOXUTEIbHON IIPU YPOBHE TECTOCTEpOHA
BBIIIE 3,5 HMOJIb/II.

Onucanue KIMHAYECKHX ciiydyaeBs

IMoBogom mjst obpallieHusT MalMeHTOB B KIMHUKY
BO BCeX CJIy4asix ObUIO HeTIPaBMIIBHOE CTPOSHWE HapyXK-
HBIX TTOJIOBBIX opraHoB. Lleib obcenoBaHust — Bepu-
duxkaiusg MopdhoJIOrMYecKoro 1uarHo3a, onpeneacHue
ONTUMAJILHOTO T10J1a BOCITUTAHUS peOeHKa, BHIOOD XU-
PYPTUYECKOM TAKTUKM TOHA/I.

1. IMaument C., 3,5 roga. I1pu poxneHun umesn He-
MPaBWJIBHOE CTPOEHME HAPYXHBIX ITOJOBBIX OPTaHOB,
TOHA[Ibl HE TTAJTbITUPOBAIUCH.

B poauisHOM 1O0Me MPOBENEHO UCCAEA0BaHNE KPO-
BM Ha 17-THAPOKCUIIPOTECTEPOH — 15 HMOJIb/JI, 3JIeK-
TPOJIUTHI — B TIpeNieIax HOpMbI, HA OCHOBAaHUU YETO UC-
KJIIOUeHa BpOXAEHHas AUCOYHKIMS KOPHI HaIIlovey-
HUKOB, 00yCIOBJIeHHAs N1e(ULUTOM 2 1 -TUApOKCHUIA3bI.
PeGeHoK 3aperucTpupoBaH B MYXKCKOM IacCIOPTHOM
nose. BrepBole poauTen oOpaTUINCh B BO3pacTe pe-
OeHka 3,5 roa ¢ xxajiobaMu Ha OTCYTCTBUE IUYEK B MO-
IIOHKE, MaJIble pa3Mepbl TI0JI0BOTo wieHa. [1pu ocMo-
Tpe: poct — 93 cm (SDS —1,46); macca tena — 14 kr,
(SDS UMT 0,49). HapyxHble MOJOBbIE OPTaHbl UMETU
JIBOMICTBEHHOE CTPOEHME, TOHAALI TIPU MaJblIalluy He
onpenersuMchk. Kitmropodaiioc ¢ TOJIOBKOI 1 XOPOIIIO
Pa3BUTBIMU KaBEPHO3HBIMM TeJlaMU COOTBeTCTBOBAN 11
creneHu Bupuwiusanuu no Ilpanepy. JlabuockpoTtaib-
HbIE CKJIAJIKM paclIeTUIeHbl, yMEPEHHO MUTMEHTUPOBA-
HBI, OTBEPCTUE YPETPHI HAa MPOMEXHOCTU. bazanbHbIe
YpOBHU 17-TUAPOKCUIIPOTECTEPOHA, TECTOCTEpPOHA U
3CTpanuoiia COOTBeTCTBOBAIM Hopme. [Ipu craHmaprt-
HOI 3-IHEBHOHN Mpo6e ¢ XOPMOTOHWHOM YPOBEHB Te-
CTOCTEpOHA Bo3pacTai 10 5,7 HMouib/J1. [Ipu axorpacduu
MOJIOCTH MaJIOTO Ta3a BU3yaJIM3MpOBaHA MaTKa pa3Me-
poM 20X%9x 12 MM ¢ moaocTheio nuamerpom 1 mm. Cripa-
Ba 1 CJIeBa OT MaTKW BU3YyaJIM3UPOBaHbI TOHAIBI pa3Me-
poM 20%12X%14 MM C aHOXOTE€HHBIMU CTPYKTypaMH, CO-
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OTBETCTBYIOIIIMMU (DOJUTUKYISIPHOMY aIlnapaTy SIMIHU-
Ka. BrIgBiIeH MO3auIIM3M IO IIOJOBBIM XPOMOCOMaM
46, XX (89%)/47, XX, mar(11%) ¢ mpucyrcTBUEM Hepe-
TyJISIpHOM MapkepHoOil XpoMocoMmbl. B pesynbrare
FISH-nmnarHoCTMKY OBLIO YCTAaHOBJICHO, YTO MapKep-
Has XpOMOCOMa TIPeACTaBIsIeT o001 M30XpoMocoMy Y
110 KOPOTKOMY Iu1euy (isoYp), mpucyTcTByomyo B 11%
WCCJICIOBAHHBIX SIIEP.

[Ipu manmapocKomnuu B MOJIOCTA MaJIOTO Ta3a BU3ya-
JIM3UpoBaHa MaTKa pasMepoM 6%X4 cM. B cocraBe Ma-
TOYHBIX TPYO ¢ 0OEUX CTOPOH pacliojarajuch rOHAIbI
1,5%1 cM, COCTOSIIIINE U3 OTCEKOB Pa3IMYHOM 110 CTPYK-
Type TKaHM, BU3YAJIbHO COOTBETCTBYIOIINE OBOTECTHC.
IIpaBas roHaga cocTosia U3 IBYX YacTeii, JeBass — U3
TpeX. JJIst moaTBepKIeHUSI OBOTECTUKYISIPHOTO CTPOE-
HUSI TOHAABI ¥ ONPEIeICHUSI TAKTUKN XUPYPTUUECKOTO
JICYECHUS BBITIOJIHEHA OUOTICUS Pa3TUYHBIX 110 CTPYKTY-
pe yacTeii mpaBoii roHaabl. B mpenapaTte ogHo# U3 ya-
cTe cpenu (hrOpPO3HOI TKAaHW HEPaBHOMEPHO pacIio-
JIaTaJICh KaHAJbLBI C 3JIeMeHTaMHu atpoduu. B mpo-
CBeTe KaHaiblieB — HennudepeHIMPOBaHHBIE KIETKU.
I'ucronornyeckasi CTpyKTypa COOTBETCTBOBAJIa IVCTE-
HETUYHOU TeCTUKYJISIpHOU TKaHU (puc. 1 HA nB. BKJIeii-
Ke). JIpyrast yacTb TOHaABI ObUIA TIPEACTaBICHA TKAHBIO
SIMYHUKA, UMEJIACh YeTKasl TpaHMIIAa MEXIY KOPKOBBIM U
MO3TOBBIM BeIlleCTBOM. B KOpKOBOM BelliecTBe 0OHapy-
>KeHBI TIPUMOPAUAIbHBIC (DOJUIMKYIIBI, B TOM YUCJIE CO-
3peBaronire Gommukynsl. IIpemapar cooTBeTCTBOBA
O0OBIYHOMY TMICTOJIOTMIECKOMY CTPOCHUIO OBapUAIbHOMN
roHazbl (cM. puc. 1, 6 Ha B. BKJeiike). TakuM o6pazom,
TUCTOJIOTUYECKOE HCCIICIOBAaHUE ITO3BOJMIO YCTaHO-
BUTHh Hannuue nuddepeHIpOBaHHON OBapHUallbHOM 1
IUCTEHETUYHON TECTUKYJISIPHON TKAHU B COCTaBE OI-
HOM roHanbl. YCTaHOBJIECH MOP(MOIIOTUUECKUI JUarHO3:
OBOTECTUKYJISIpPHOE HapyIlieHre (opMUPOBaHUS M0JIA.

KoHcuanym cnenuaincToB pa3IMIHOro MpoduIst
(reHeTHK, 3HIOKPUHOJIOT, XUPYPT, TICUXOJIOT) TIPEaIio-
JIOXUJI BOCIIMTAaHUE peOEHKa B XKEHCKOM ITAaCIIOPTHOM
nojie. PomutensaMu MHpUHSTO pelIeHWEe O CMEHe IIa-
CIIOPTHOTO Tojia. XUPYyprudeckoe JeUeHUe BKIIIOYATIO
JIIBYCTOPOHHIOIO CEeITapaIiio OBOTECTUC C MOJHBIM yaa-
JICHUEM TEeCTUKYJISIPHOM TKaHU M COXpaHEHUEM OBapU-
aJIbHBIX YacTelt ToHanbl (pUC. 2 HA 1B. BKIeiike). TexHu-
YeCKHe BO3MOXHOCTH OTIEpalliy OIPEAEIIsINCH CTPOe-
HUEM TOHAIbl: OBapHaJibHAs M TECTUKYJISIpHAas YacTU
TOHAABI OB YETKO pa3ieieHbl MEXIy COO0I OBacKy-
JIIPHOI TPOCIOMKONM COeTUHUTEIbHON TKaHU. OTCYT-
CTBHME TECTUKY/ISIPHOM TKaHU TOCJIE IPOBEACHUS TaH-
HOW orepaluuu TIOATBEPXKICHO JIUArHOCTUYECKOU
3-gHeBHOI MPOOOI C XOPMOHUYECKMM TOHAJZOTPOII-
HOM, YpPOBEHb TecTocTepoHa mocie Ipobsl — 0,1
HMOJIb/J. PeOeHOK amanTupoBaH B KEHCKOM IIOJIE,
npoBeneHa (eMUHU3UPYIOIIAsl TUTACTHKA.

2. IMaumenrtka JI., 3 roma. Pogunack ¢ HelmpaBUIb-
HBIM CTPOEHHEM HapYXHBIX ITOJIOBBIX OPTaHOB, YTO MO~
CIIYKUJI0O OCHOBAaHUEM [UISI IPOBEICHUS KapUOTUITUPO-
BaHus. YcTaHoBIIeH Kapuotun 46,XX/46,XY — xume-
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pusM. [Ipu TakoMm BapraHTe MO3auliM3Ma HarboJee Be-
pOSITHO (OPMUPOBAHUE OBOTCCTUKY/ISIPHBIX TOHAL.
B xone namapockonuu BU3yaiM3dMpoBaHa MaTka. B co-
craBe 00eMX MaTOYHBIX TPYyO — TOHAabl, IO CTPYKTYpe
HallOMMHAaMIIMe oBoTecTHC. IlpoBemeHa cemaparus
OBapHaJibHOM M TECTUKYJISIpHOU yacTeit roHan. [1pu ru-
CTOJIOTUYECKOM HCCIICTOBAHUU TUATHO3 IMOATBEPXKICH.
B mpemnapate TeCTUKYJISIpHON YacTU OOHApPYKEHBI KU-
CTO3HO pacIIUpPEeHHBIC KaHAJIbHbBI, aTPOMUS SITUTCIINS,
¢uodpo3s. INpemapaT oBapuaNIbHOI YaCTU TOHAIBI COOT-
BETCTBOBAJI THCTOJIOTMUECKOM CTPYKType SIMIHUKA;
OIIpeNeIIsUIOCH NeJIeHNEe Ha KOPKOBOE M MO3TOBOE Bellle-
CTBO, UMEJINCh CKOIICHUS TTPUMOPIUAIBHBIX (DOJIIU-
KyioB. [IpoBeneHa cemapalusi ¢ COXpaHEHUEM OBapu-
aJIbHBIX TOHaA. BrImojmHeHa (eMuUHU3MpYOIIAs ILia-
CTHUKA HapY>XHBIX TCHUTAJIUIA.

3. [Manuent ., 5 mec. Pomwicst ¢ 1BOMCTBEHHBIM
CTPOCHHMEM HapyXHBIX IOJIOBBIX opraHoB. Iloa mpu
pPOXIEHUU He YCTaHOBJICH. ['OHaIbl pu MajbIaliuy He
oIrpeneieHbl. B ponmibHOM ToMe IMPOBeaeHO KapuOTH -
nupoBanue — 46,XY(53%)/45,X(47%), mocie 4ero pe-
OCHKY OBbUI NPUCBOCH MYXCKOW TpakJaHCKMI ITOJI.
BriepBbie o6cenoBaH B Bo3pacte 5 MecsieB. Poct — 60 cm
(SDS —0,61). Macca tena — 5630 r (MMT 15,56 kr/m?).
Bupwimzamnus HapyXHBIX T€HUTAIMHA COOTBETCTBYET
II—III cragum o Ipanepy: umeercs KIuTopodalioc
IJTAHOM 28 MM, MCKpUBJIEH, TOJIOBKa c(hOpMUpPOBaHa,
KaBepHO3HBIE TeJla pa3BUTHI IUT0X0. OTBEPCTHUE YPETPHI
Ha MPOMEXHOCTHU, HUXE MeaTyca MMEETCSl OTBEPCTHE
Biaranuima. ['oHaabl B JJaODMOCKPOTAIbHBIX CKJIAIKax
OTCYTCTBYIOT, IIpM TIajblIalldM ITaXOBOK 0O0JacTU HeE
omnpeneisiorcss. [Ipu ynpTpa3ByKOBOM MCCIEIOBAaHUMN
oOHapyxXeHa MaTKa, 0 CpeqHel JIMHUU, pa3MepoM 9X6
MM, 1 JieBasi TOHa/la HEOMHOPOIHOM CTpYKTYphl. [IpaBast
TOHaIa He BU3YyaIM3UpoBaHa. Pe3ynbpTaThl TOpMOHAIb-
HOTO 00CJeIOBaHUS COOTBETCTBOBAJIM MUHU-ITyOepTa-
Ty: 6a3aJIbHBIM YPOBEHb TECTOCTEpOHA 3,8 HMOJIb/J (pe-
(depencHbiii uHTepBasr — PU: 4,5—6,3); ypoBeHb Te-
CTOCTEpOHA, CTUMYJIUMPOBAHHBIA XOPUOTOHUHOM —
14,2 amons/m; JII' — 3,1 MME/mn (PU: 2,2—4,1 MME/mi).
YpoBeHb aHTUMIOJIEPOBA TOPMOHA 3HAYUTEIBHO CHU-
xeH — 3,7 umonb/n (PU: 104—153), conepxanue @CI'
B CBIBOPOTKE MOBbIIIeHO — 5,6 (PU: 0,7—2,1 MME/MI1).
IIpun JHK-guarnoctuke obHapyxeHa aeienusi AZF-
peruoHa Y xpoMocoMbl 1o Mapkepy SY 1192. CoBokyri-
HOCTb Pe3yJIbTaTOB FTeHETUYECKUX, KITUHUISCKUX U TOP-
MOHAJIBHBIX MCCJIENOBAaHMI yKa3blBajla Ha YaCTUUHYIO
nucreHesnto roHan. C Ienbio BU3yaau3allMy TOHAI U
pelleHus BOIIpoca O TOHAARKTOMUM OblIa IpOBeIcHA
Jlamapockomnus. BusyanusupoBaHa T'HITOILIa3MPOBaH-
Hasl MaTKa, B COCTaBe e€¢ KPYIJIbIX CBSI30K pacIiojara-
JINCh ToHaIbL. JIeBast roHaga mpeacTaBisia cOO0M CTpeK
u Obla ynaneHa. IlpaBas (okpyrioit ¢popMbI) coCTosIIa
M3 IBYX OTCEKOB M MaKPOCKOMMWYECKU BBITJISIIEIA KaK
oBotecTuc. IIpoBeneHa cernapaliis OBOTECTHUC C yaalie-
HHEM TECTUKYJIIPHOTO OTCeKa ToHambl. OBapuaibHas
JyacTh coxpaHeHa. Ha MuKporpernaparax TeCTUKYJISIP-
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Hasl TKaHb IIpeACTaBlcHAa KHCTO3HO-PaCIIMPEHHBIMU
KaHaJIbIIaMM C BBIPAXXEHHBIMU TUCTPODUICCKUMU U3-
MEHEHHUSIMHU, KOTOPhIC PacIoiarajivuch Cpeaud pPHIXJIOn
WHTEPCTULIMAIBHONM TKaHU. [IpenmosioXuTeabHO OBa-
pUajgbHasI YacTh TOHAIBl MpedCTaBleHa OBapUaIbHOM
crpomoii. Hannuue HemuddepeHIMpoBaHHON OBapu-
aJIbHOM CTPOMBI HE IO3BOJISIET TOBOPUTH O HAIMYMU
oBoTtecTrc. Ha ocHOBaHUM pe3yIbTaTOB TMCTOJOIMYC-
CKOTI'O MCCJICIOBaHUSI ObLI BBICTABJICH JUArHO3: XPOMO-
COMHOE HapyllleHue (GopMUpOBaHUS T10J1a, YaCTUIHAS
nucreHe3usi roHan. [lpoBeneHa roHangdKTOMUS. YUUThI-
Basl HaJW4Me XOPOIIO pa3BUTOM MaTKM W BJarajuiia,
OTCYTCTBME TOHAI, CIa0yI BUPWIM3AILUIO HapYKHBIX
TIOJIOBBIX OpPTaHOB, 1IeJIeCOOOPa3HBIM SIBISIETCSI BEIOOD
JKEHCKOTO Toyia BocmuTaHus. IlpemioxeHne o cMeHe
110J1a TIPUHSTO U 0(pOPMIICHO ponuTeasaMu. BrimoaHeHa
deMrUHM3MPYIOIIasl IIACTHKA HapYKHBIX ITOJIOBBIX Op-
TaHOB.

4. IMaumentka X., 2,5 roga. Pogurenu o0patuiince ¢
»Kajo0aMy Ha HEMPaBWIBHOE CTPOCHUE HAPYKHBIX T10-
JIOBBIX OpPTraHoOB, yBeln4eHHe KiuTopa. OOBEKTUBHO:
poct — 85,5 cm (SDS —1,37), maccaTena — 11 xr 150 r
(MMT 15 xr/m?). HapyxHble II0JIOBBIE OpTraHbl 0OJIbIE
COOTBETCTBYIOT KEHCKOMY (PEHOTHITY, TAOMOCKPOTaIb-
HBbIE CKJIAIKM TOJHOCTBIO PACIICIICHBI, BUPWIN3AIINS
kymtopa cootrBercTByeT Il cramuu mo Ilpagepy. 'oHa-
IIbI HE MAJIBIIMPYIOTCS. UMEIoTCs OTBEpCTHS BlIarajauiia
U YPETPHI.

IIpu o6cnemoBanun: kapuoTtuil 46,XY, B MOJOCTH
MaJIOro Ta3a OIlpelesieHa TUIIOIUIa3UpOBaHHAs MaTKa.
Bnaranuiie mpociexuBaeTcs Ha BCEM IIPOTSKCHUM.
IIpaBas roHaga He Bu3yanusupoBaHa. CieBa B IMpoOeK-
LMK SMYHUKA BU3YaIM3UPYETCS TOHAIa, HEOTHOPOIHAS
10 CTPYKTYpe, ¢ YETKMMM KOHTypamu (puc. 3 Ha IB.
BKJIeiiKe). Pe3ynbTaThl TOPMOHAILHOTO OOCIIECIOBAHUS:
JII' — 0,2 MME/mi, ®CI' — 8,3 MME/Mi1. YpoBeHbB Te-
CTOCTEpOHA Ha TPode ¢ XOPUOTOHMHOM (9,3 HMOJIB/J)
CBUACTEJIBbCTBYET O HAJIMYUU TECTUKYJISIPHON TKaHU B
coctaBe roHan. Beicokuii ypoBeHb PI'C xapakTepeH
IUIST TUCTEHEe3UH TeCTUKYJISIPHOTO KoMroHeHTa. [1poBse-
JIeHa roHamgdKToMus. [Ipy TMCTOIOrMYecKOM HUCCIeno-
BaHMM MaTepHasl TOHAIbl ObLI IIPENCTaBICH KHUCTO3HO
pacIIMpEeHHBIMU KaHaJblIaMU, BBICTJIAHHBIMM HeE3pe-
JIBIM 3IIUTEIMEM C BBIPAaXXCHHBIMU TUCTPOMDUISCKUIMU
W3MEHEHUSIMU, B IIPOCBETE KaHAJIBIIEB MEJIKHE KaJIbIIH-
HaThbl (puc. 4, a Ha 1B. BKJeiike). K TKaHU suyka mpuiie-
SKUT y4aCTOK KOPKOBOTI'O CJI0SI IMYHUKA (cM. puc. 4, 0 Ha
1B. BKJeiike). TkaHb IMUHUKA CKIIepo3upoBaHa. CTpyK-
TYpbl, HAITOMUHAIOIINE IPUMOPIUAIbHBIC (DOJITUKYJIBI,
C BBIpAXXCHHBIMU ITUCTPOGUUSCKUMU U3MEHEHUSIMMU.
I'mcTomornyeckast CTpyKTypa TOHaIbl IBOMCTBECHHA.

O6cyxaeHune

Mopdosiornueckasl cTpykTypa HeauddepeHuupo-
BaHHO TOHAIBI 3aBUCUT OT SKCIIPECCUH U B3aUMOICI-
CTBUSI TEHOB, YUYACTBYIOIINX B (DOPMHUPOBAHNH TECTUKY-
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na [11]. O6menpu3HaHo, YTO Ik BepU(UKALIMA OBOTE-
CTUKYJISIPHOTO HapylieHusT (popMUpOBaHUS T10J1a HEOO-
XOIVMO THCTOJOTUYECKOE UCCIICIOBaHNIE, TIONTBEePKIA-
0Ll HAJIMYME OBAPUAIbHOM U TECTUKYJISIPHON TKaHU
B cocTaBe ogHoM roHansl [1, 7]. OmHako pa3HbIe aBTOPBI
He BCerga MACHTUYHO OIMMCHIBAIOT OBOTECTUKYJISIPHBIE
roHaasl. KimaccnueckuM BapraHTOM OBOTECTHC SIBJISICT-
csl IBOMCTBeHHAsd abOOMUHAIbHAsI TOHAIA, COCTOSIIAS
U3 OTIEIBHBIX OTCEKOB Pa3IMYHOM IO CTPYKTYpPEe TKAaHMU.
TecTukynsipHble YaCTH TOHAMIbI, KaK MPaBUJIO, TUCTEHE-
TUYHBI, SIBJISTFOTCSI UCTOYHUKOM [IJISI MaJIUTHU3ALMU U
rmojyiexxar obs3aTeslbHOMY yaaneHuo [4—6]. Osapu-
aJlbHbIe OTHEJbI B OOJBIIMHCTBE CIyJYacB comepxkKaT
muddepeHIMPOBaHHBIE CTPYKTYpPhl IMUHUKA C HaJU-
YyeM IPUMOPIUATLHBIX (DOJUTMKYJIOB Pa3IMIHON CTe-
nieHu 3penoctu [12, 13]. Takasg cTpyKTypa roHas omnyca-
Ha HaMHM y TIEPBBIX IBYX MallMEHTOK. B o0omx ciydasx
¢dopMUpoBaHUE OBOTECTUKYJISIPHOI TOHAmbl 00YCJIOB-
JICHO TOHOCOMHBIM MO3aUIIM3MOM C IIPUCYTCTUEM KJIO-
Ha, cogepxamero Y xpomocomy. ['mcrojoruueckoe
CTPOCHME TOHAABI OIpeneysieT BbIOOP XKEHCKOro Iia-
CIIOPTHOTO TI0JIa Y OOJBIIMHCTBA MAlIMEHTOB C OBOTE-
ctuc [14, 15]. [IpoBeneHHas HAMU cemapaiys ¢ coxpa-
HEHMEM OBapHUaJbHBIX YacTeil CO3MaeT BO3MOXHOCTH
CaMOCTOSITeJIBHOTO ITyOepTaTa, He MCKITI0YaeT (hepTUIIb-
HocTb. CorjlacHO TaHHBIM JIUTEpaTyphl [4, 5, 14], 601b-
IIMHCTBO MAIIMEHTOK ¢ OBOTECTUC Oaromapsi HATMIUIO
(YHKIIMOHAIBLHON OBapUallbHOM TKAaHU MMEIOT HOP-
MaJIbHO Pa3sBUTBIE MOJIOYHBIE Xele3bl. [IpumepHo ?/,
MMAIeHTOK C UCTUHHBIM TepMacdpOIUTU3MOM U KapHo-
tunoM 46,XX MEHCTPYUPYIOT, a y IOJOBMHBI M3 HUX
YCTaHOBJICHO HAJIMYKE OBYJISIIAMN.

Hpyrumu aBropamu OTH®DII omnmceiBaoTcst Kak
HaJIMYKME OBapUAIbHBIX U TECTUKYIISIPHBIX CTPYKTYPHBIX
9JIEMEHTOB B COCTaBe JIaOMaJIbHOI JINOO MTaxOBOil roHa-
bl [16, 17]. B nipeapiayiieM Mcciief0OBaHUN, aHATU3H-
pys TPYIIY U3 25 MallMEeHTOB C TUCTeHe3Ueit TOHa I, MbI
O0HApYXUIU OBapUAJIbHYIO CTPOMY M IIPUMOpPIUAIb-
Hble DosuMKyIbl y 7 (28%) nereit ¢ KapuoTuiom 46,XY
[18]. B HacTos1IEe#t paboTe B KIMHUYECKUX CIIyJasix 3 1
4 HaOmomanuch abNOMUHAJIbHBIE CMEIIaHHBIC TOHAHI,
mpY MOP(OJIOTUYECKOM aHAJIN3e KOTOPHIX YCTaHOBIIC-
Ha He3peJIOCTh KaK TECTUKYISIPHOTO, TaK U SIMIYHUKOBO-
ro komnoHeHToB. B 2009 r. D. Wilhelm u L. Washburn
[11] omucanu pas3Butue oBotecTrC Y XY IUIOIOB MBI-
1ieii. B omHO# 1 Tol >Ke TKaHU TOHAaIbl METOIOM UMMY-
HOMII0OPECLIEHIINH OblIa 3y4eHa IKCIIPECCHSI CIIeII -
(buueckunx MapkepoB, ONPEAEAIOLIMX Pa3BUTHE SIMUKA
(SRY, SOX 9) u suunmka (FOXL2, Rspol). ABTOpbI
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ToKa3ajar, YTO Pa3BUTHE OBOTECTUKYISIDHOM TOHAIBI Y
XY ocobeii mpocieXXnBaaoch B TeX ClTydasix, KOTaa 3Kc-
Tpeccus TECTUKYIISTCPMUHUPYIONIUX TeHOB ObUIa He-
JMOCTATOYHOI IS TTIOAABJICHMSI OBapUAILHOIO ITYyTH pa3-
BUTHUS. B TOM Xe romy ObLIM OIMyOJMKOBAHBI Pe3yIbTa-
THl THUCTOJIOTUYECKOTO M HMMYHOTHCTOXMMUYECKOTO
WUCCAENOBAHUI 5 TMAllMEHTOB CO CMEIIAHHOMW AMCTeHe-
3ueit roHan 46,XY. Y 2 NallMeHTOB B CTPEKOBBIX TOHA-
Jax ObLIM OOHAPYXEHBI PeaKre TPUMOpAUaIbHbIC (HhOI-
JMKyJIbl. UMMyHOrMCTOXMMMYECKas SKCIIPecCusl OBa-
puansHoro Mmapkepa (FOXL2) obHapykuBajgach BO BCexX
CTPEKOBBIX ToHanax [19]. Pe3ynbTaTsl 3THX HCCIen0Ba-
HUl OOBSICHSIOT MEXaHU3M pa3BUTHS OBapUabHOMN
TKAHU B COCTABE NUCT€HETUYHOM TECTUKYJISIPHOU TOHA-
16l XY 'y 46 nauuenToB. C 3T0i TOYKU 3peHMsI, Hanbo-
Jiee TpaBOMOYHBIM TMAarHO30M Y IMAIlUeHTOB 3 U 4 SIBJISI-
eTcs AuCreHe3us roHan. JlaHHBIA IMAarHO3 oOTpaxkaeT
MeXaHM3M (hOPMUPOBAHYS TOHAIBI U OIIPEAeIISICT alb-
Heline jedeOHbIe MepornpusaATHs. be3ycToBHBIM BEIOO-
POM XMPYPTUYECKOIN TAaKTUKU B 3TUX CIYJasIX SIBJSICTCS
TOHAIIKTOMUSI.
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Aemopul 3asn64:10m 06 omcymcmeuu Konpaukma uH-
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