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POCCHCKI BECTHUK [ETCKOM Xvpypran,
IX Mopym aeTckumx xmpypros Poccim Tom 13, Cneubinycx, 2023 GHECTE3VIONON M 11 PEGHIMATONOM AN

FOHAZIOB/IACTOMA Y [EBOYKMW C OUCTEHE3WEW TOHAZL,
HAPYWWEHUEM ®OPMUPOBAHWUA MOJIA 45X/46XY

Metpyxuna 10.B.'"3, Kosapckuit C.J1."2, 3axapos A.1.2, Bnox C.IM.2

! POCCHIACKMIA HALMOHANbHBIN UCCNef0BaTENbCKUIA MeAMUMHCKIIA YHuBepeuTeT M. H.W. Muporosa, Mockea, Poccus:;
2 leTckan ropofckas KinHudecKas 6onbHuua uM. H.0. dunatosa, Mocksa, Poccus;
3 HayuHo-unccne0BaTeNIbCKU MHCTUTYT OpraH13aLlym 3[1paBo0XPaHeHIs 1 MeMLIMHCKOro MeHeIMeHTa, MockBa, Poccus

06ocHoBaHMe. /3BeCTHO, YTO PUCK MaNUTHWU3aALMW AUCTEHETUYHBIX FOHAZ, Y NALMEHTOB C HapYLIEHWUEM
MNOM0BOr0 PasBUTUA CBA3aH C HaJIMYMEM YacTM XpOMOCOMbI Y— noKyca roHagobnactombl (GBY).

KnuHuueckui cnyyair. [lesouka 11 net bbina obcnenosaHa no nosogy otctaBaHus B pocte. KoHcynb-
TUPOBaHa reHeTUKOM, BbISIBNIEHO HapyLLeHne dopMupoBaHue nona 45X/46XY. 0bcnegoBaHa aHAOKPUHOMO-
roM. BbisiBneH runeproHafoTponHbIA rUnoroHaan3M. HapyskHble nosioBble opraHbl pa3BuUThl N0 EHCKOMY
TMny, npaBunbHO. OHKOMapKepbl OTpULaTeNbHbIe. YUNTbIBas PUCK pa3BuTUS roHazobnactoMbl y pebeHka
c HOM 45X/46XY, npoBefeHa AMarHoCTMYECKas NlanapoCKomnus, Ha KOTOPOW BbIABMEHbI CTPeKononob-
Hble obpasoBaHus. [lpoBeaeHa pe3ekunoHHas buoncus obpa3oBaHui. [UCTONOrMYecKoe 3aKKueHue:
roHagobnactomel. MpoBeaneHo poobenenoBanne (KT nerkux 6e3 U3MeHeHwit) U XUPYpryecKoe eyeHme:
[BYCTOPOHHSAS afiHEKCIKTOMUA B OHKOSIOTMYECKOM OTZENEHMM.

3akniouenue. lNpenctaeneH peakuin cnydan HOM 45X/46XY y peBOYKM € MpaBUNbHLIM CTPOEHWEM
HapYXHbIX MOSIOBbIX OPraHOB MO XKEHCKOMY TWMy. [larHoCTUKa no3Bosunia BbiSIBUTL FOHAA06/1acTOMbI
W NPOBECTU CBOEBPEMEHHOE XMPYPrUYECKOE JIEYEHME.

Knrouessie cnoea: roHapobnactoMa; HapyweHve GopMUpoBaHUA nona; Mo3anumaM 45X/46XY; metw.
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