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AHHOTAIHA

IIpeacTasaeH KIMHHYECKUH CTydait 3a7IepsKKH TTOMI0BOTO Pa3BUTHA Y 13-1eTHel! IeBOYKH ¢ aHeMuelt DaHKOHH, HATIPABIEHHOM B OT/IEJIEHHE TMHEKOIOTHH JIETEH U MOJPO-
crkoB ®TBY «<HMHUII AI'TI um. akaj. B.M. Kynakosa» [ yaleHus HOJIOBBIX JKeJle3 B CBA3H ¢ 0OHAPYKEHUEM IPU 00CIEJOBAHUH TIO MECTY KHTE/IbCTBA Y-XPOMOCOMBI B Ka-
puorune. IlepconnduIMPOBAHHbIA MyIBTHAMCIMIIMHAPHBINA HOJXO/! K BEICHHIO MAIIMEHTKH ¢ aHeMueld PaHKOHM U HaIMYueM Y-XPOMOCOMbI B KapHoTuIe Ha (oue 3a-
JEPKKH [I0JIOBOTO PA3BUTHUA IO3BOJIII BBIABUTD ATPOICHHBIIM XMMEPU3M H H30€KATh HEOOOCHOBAHHOM KACTPALUH 13-1€THEH /ICBOYKM.

KimoueBkie C/I0Ba: 32/1epiKKa OMOBOTO Pa3BUTHA, aHeMusA PAHKOHH, ATPOTEHHBIH XHMEPH3M.

Jna nurupoBanua: Kymbikosa 3.X., Kucenesa MLA., batbiposa 3 K., BysHosckas O.A. ATpOreHHbIit XMMEPU3M y IALUEHTKY ¢ aHeMuel PaHKOHU U 3a[IePAKKOM I10JI0BOIO pas-
srrust. Tunexonornst. 2020; 22 (2): e. 35. DOL 10.26442/20795696.2020.2.200108

Clinical Case

latrogenic chimerism in a patient with Fanconi anemia and delayed
puberty
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Abstract

The article presents a clinical case of delayed puberty in a 13-year-old girl with Fanconi anemia who was sent to the Department of gynecology of children and adolescents
for removal of the sexual glands due to the detection of a Y-chromosome in the karyotype at the place of residence. A personalized multidisciplinary approach to the mana-
gement of a patient with Fanconi anemia with the presence of the Y-chromosome in the karyotype against the background of delayed puberty allowed to identify iatroge-

nic chimerism and avoid unjustified castration.
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AKTYyaJIBHOCTB

3azeprkka 1osoBoro passurus (3I1P) nHabmogaercs npu pas-
JIMYHBIX COCTOSIHUAX, BKIIOYAS HAPYIIEHHUA (POPMUPOBAHUA
I10J14, IIPU KOTOPOM UMEET MECTO HECOOTBETCTBUE JKEHCKOI'O
deHoTHNA MAIUEHTKA UMEIOMEMYCS Y HEE MYKCKOMY KapHO-
Tuny. Hanbosee OnacHbIM OCJIOKHEHMEM IMO3/IHEN JUATHO-
CTHUKHM HApyIIEHUA (POPMHMPOBAHUA IIOJAd M OTCPOUYEHHOI'O
OINEPATUBHOI'O JIEYEHUS ABJIACTCA MATMIHA3ALUA ITOJIOBBIX JKE-
s1e3 (mo4utu B 50% CIIy4aen), HAXOAAIUXCA B OPIOIIHOM MOJIO-
CcTH (TOHA/106/1ACTOMBI, JUCTEPMUHOMBI, CepTronu—Jlenanuro-
BBIE OIYXOJIM). B CBA3M CO CKA3aHHBIM NPU OOHAPYKEHHUU B
KPOBU HNALMEHTKH C JKEHCKUM (PEHOTHUIIOM Y-XPOMOCOMBI I1€-
pea HAa3HAYEHUEM 3AMECTUTEIBHON TOPMOHAIBHON TEPAIuun
IOKa3aHa 6uwiarepaibHasd roHagaKToMus. 3I1P TarKe npucya
nanyeHTam ¢ anemued @ankonu — A® (y 3% aeBodek u 37%
MaJIbYUKOB).

AD — HACIEACTBEHHOE, STHUYECKH 3aKPEIJIEHHOE 3260/1€Ba-
HHUE, OOYCJIOBJIEHHOE I'€HETUYECKUM JIE(DEKTOM I'PYIIIbI O€sI-
KOB, OTBEYAIOIMX 32 penapanuio Mmonekyn JHK. Hapymaerca
CIIOCOOHOCTb KJIETKU HCIPABIATL ONPEAEAEHHbBIA TUIl I10-
BpexacHuil JHK — monepednble MEXXPOMATUAHbBIE CIINBKHU
(DNA interstrand crosslink), KOTOpbl€ NIPENATCTBYIOT padboTe
PEIUIMKAIMOHHOM BUWIKM. Hanmudue AaHHOIro IeéHETHYECKOIO
JedeKTa IPUBOJUT K IIOBBIIIEHHOM JIOMKOCTH XPOMOCOM, B pe-
3YJIBTATE YETO y MAIMEHTOB C BO3PACTOM Pa3BUBAIOTCA MAHIIU-
TOIIEHMA, AIUIACTUYECKA AHEMUA M 3AITyCKAIOTCA HEOIIACTH-
YECKUE TIPOIIECCHI [1]. DTH MyTaIIUK SIBIAIOTCS STHUYECKH 3a-
KPEIVIEHHBIMHM, B OCHOBE HUX PACHPOCTPAHEHMSA JIEKUT «d(P-
(PEKT OCHOBATENA> — IIOTEPS I'EHETUYECKOI BAPUAOETILHOCTH B
pesynsrare (OPMHUPOBAHUA IIOIYIALINH HEOONBIIUM YHUCIOM
NPeAKOB. 3260/1EBAHNUE AYTOCOMHO-PELECCUBHOE, OTINYAIO-
eecs FEHETHYECKOH I'€TEPOI€HHOCTDIO.

Ilepspie cnydyan AD 1on0KeHBI B0 PaHKOHU — IHIBEHITAP-
CKMM II€JMATPOM, KOTOPbI B 1927 1. onmcan Tpex 6paTbes C
HU3KOPOCIOCTBIO, (PUBNIECKMMU AaHOMAJIUAMU U aHEMHUEH. [1-
TONEHUS, BBI3BAHHAA HEAOCTATOYHOCTBIO KOCTHOI'O MO3Id, —
HauOoJIeE PACIIPOCTPAHEHHOE NpoaBieHue AD. [emaTonoruye-
CKasd MaHUQECTAUNA BKIIOYAET ATUIACTHYECKYIO dHEMMIO, MHE-
JIOJUCIUIACTUYECKHI CHH/IPOM H JIEUKEMUIO. Y 79% MallMEHTOB
BBISIBJIIETCS 1TO KPAMHEN MEPE O/JHA AHOMAJINS Pa3BUTHsA. DeHO-
THUII Y MAOUEHTOK C AD CyIECTBEHHO PA3IMYACTCA U MOKET
BKJIIOYATD ITIOPAKEHUE MHOKECTBA CUCTEM Opranmsma. Kinaccu-
YECKUE BPOXKJIECHHBIE AHOMAJIMM BKJIIOYAIOT OIMCAHHBIE B
VACTERL-H-accoranum (1o3BoHO4YHHKA — Vertebral, ananb-
HOWM obmactu — Anal, cepaeunslie — Cardiac, Tpaxeoasodareanb-
HbIM cBull — Tracheo-esophageal fistula, arpe3us nuiesBoga —
Esophageal atresia, moueunble — Renal, BEpXHMX KOHEUHOCTEN —
upper Limb u runponedanus — Hydrocephalus). Ot 5 o 30%
nanueHToK ¢ AP coorBercTByloT Kpurepusm VACTERL-H u
MMEIOT I10 KPAHHEN Mepe 3 U3 8 XapaKTEPHBIX IPHU3HAKOB. [Ipy-
THU€ AaHOMAJINU, XapakTepHble 151 AD, He Bxozsmnue B VACTERL-H,
HEJ/IaBHO CIPYHIIMPOBAHBI B CUMIITOMOKOMIUIEKC PHENOS
(murmeHTanysa Koxku — skin Pigmentation, muxkpouedanus —
small Head, masnienbkue 1rma3za — small Eyes, maTtosorust HeppHOMU
cucrembl — Nervous system, oprana ciayxa — Otology, HU3KOpOC-
J0cTh — Short stature) [2]. ITo kpaiiHeit mepe 4 u3 6 NMPU3HAKOB
PHENOS 6o071€€ 4acTo BCTPEUYAIOTCS Y MAIIMEHTOB ¢ AD, KOTO-
peie Tawke umeroT npusHaku VACTERL-H-acconmanuun. Ipu-
3Haku VACTERL-H-acconmanuu (>3/8) UMEIOT MeCTO 'y 12%,
PHENOS (>4/6) — y 9% marueHToB 1 UX COYETAHUE — B 4% CIIy-
4aeB. BOJBIIMHCTBO NAIIMEHTOB UMEIOT HU3KOPOCWIOCTD (43%),
AHOMAJIMU BEPXHUX KOHEYHOCTEN (40%), TAIMEHTALMIO KOKIA
o THUITy KO(MENHBIX IATeH (37%), NOPOKU PA3BUTUA ITOYEK
(27%) n muxpouedanuio (27%). OcrajbHble aHOMAJINU TIPE/I-
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Puc. 1. BHeWHUi BUA NaLMEHTKN NpY NOCTYMN/IEHUN B CTALMOHAP.
Fig. 1. The patient’s general appearance at the moment of admission to the hospital.

CTaBJIEHBI MEHeE YeM y 20% MarueHTOoB; 4% NI, UMEIOT HU3KO-
POCIIOCTD B BHU/IE N30JIMPOBAHHOIO CUHAPOMA, U 21% HE NUMEIOT
AHOMAINM pa3suTuA [1].

V manuyeHToB ¢ AP OTMEYCH YPE3BLIYANHO BBICOKMM PUCK
Pa3BUTHUS OHKOJIOTUYECKUX 3400JIEBAHUI B MOJIOJJOM BO3-
pacre, HandoJIe€ YACTHIMU U3 KOTOPBIX SBJISIIOTCSI OCTPBIA MU€E-
JIOWIHBIA JIEMKO3 M IUIOCKOKJIETOYHAA KAPIIMHOMA TI'OJIOBBI,
IIEU, JKEHCKHUX ITOJIOBBIX OPraHOB |2, 3].

[TaToreHeTMYECKUE BAPUAHTHI IO KPAMHEN Mepe 22 reHOB
UIEHTU(MUIMPOBAHBI y ManueHToB ¢ AD [4]. Bce onm ayro-
COMHO-PENECCUBHBIE, 32 UCKIOUYeHneM FANCB, KOTOPBIN AB-
naercsa X-crerieHHbIM, 1 FANCR — ayTOCOMHO-IOMUHAHTHBIH.

[leGioT 3260/1€BaHMsT HAGIIOAETCS B BO3pacTe 6—7 JIeT, KaK
MPAaBUWIO, IOCJIE PECITMPATOPHO-BUPYCHBIX 3A00JIEBAHUH, TIPO-
(PWIAKTUYECKUX NPHUBHBOK, NIEPEHECEHHBIX I'€NaTUTOB. I1po-
I'HO3 320071€BaHUA 6€3 JIedeHUs HeOIaronpUsaATHBIA, CPEAHNNI
CPOK JKU3HM MAIUEHTOB HE npeBbimaeT 40 j1eT.

EauvHCTBEHHBIM JEUCTBEHHBIM METOJOM BOCCTAHOBJICHUS
KPOBETBOPEHHUSI CUHUTAETCS TPAHCIUIAHTAIIUS JOHOPCKOTO
KOCTHOI'O MO3I'd. AJUIOT€HHAsl TPAHCIUIAHTAIMS T€MOIIO9THYE-
CKHX CTBOJIOBBIX KaI€TOK (ainoTTCK) cumraercsa noreHuu-
AJIbHO U3JIEYUBAIONTUM METO/IOM IIPU PA3TUYHBIX I'E€MATOJIOTU-
4YECKMUX 32601€BaHMAX. [IpU TPAHCIUIAHTAIIUU KOCTHOT'O MO3Id
YYHUTBIBAETCS TOJIIBKO CTENEHb COBMECTUMOCTHU 11O reHam HLA-
CUCTEMBI MEX/IY JIOHOPOM U PEIUNNUEHTOM. [Ipu 3TOM COBME-
CTHMOCTD JJOHOPA U PEIUNMUEHTA 110 antureHam ABO, pesyc-
(pakTOpy M IOy HE ABIAETCA 00a3aTENbHONH. COOCTBEHHOE
KPOBETBOPEHUE OOIBHOTO (KJIETKU KOCTHOI'O MO3I'd) YHHUUTO-
JKAIOT CIICITUAJIBHBIMHU IIPCTIAPATAMU UJIN O6J'[Y‘116HI/ICM7 1 Ha UX
MECTO BBOJSIT JJOHOPCKHE KPOBETBOPHBIE KIETKU. [Tpoucxoaut
YCTAHOBJIEHHE JIOHOPCKOT'O KPOBETBOPEHMS, U MAITUEHT IIpe-
BPAIIACTCA B «XUMEPY» C TKAHCBBIM MO3AUIIN3MOM, Y KOTOPOI'O
MIEPECAKEHHBIE KJIETKH PA0OTAIOT BMECTO XO3ANCKHUX.

TepMHH «XHMEPA» MPOUCXOAUT U3 IPEBHEIPEUECKON MU(O-
JIOTHH, I7I€ OO03HAYAET UYJOBUIIE C IOJIOBOM U IIEEH JIbBA, TY-
JIOBUIIIEM KO3bl M XBOCTOM JIPAKOHA, IOopoxaeHue Tudona u
Exuanel B MeauIMHe NOHATHE XUMEPU3MA HUCTIOIb3YETCA I
XAPAKTEPUCTUKU OPraHM3M4, COJIEP/KAIIEIO KIETOYHBIE I10-
IyJIALAM JIPYTOIO MHAMBUJIYYMa TOTO YK€ MJIM JIDYTOro BHJA [5].
CIIOHTAHHBINA XMMEPH3M BO3HUKAET Y JU3UTOTHDIX OJIM3HELIOB
BCJIEJICTBUE OOMEHA I'EMOIOTUYECKHMH KIETKAMH B AMOPHO-
HAJIbHBINI Iepuof [6]. B 1956 1. K. @OpIOM U COABT. TEPMHH «XH-
MEpPa» BIIEPBbIE UCIOIB30BAH B TPAHCIUIAHTOJIOTUH IIPU OIU-
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Puc. 2. BHewHuiA BUA nauveHTKK cnycTa 1 M 2 Mec nocne BbINUCKM U3 CTauMoHapa
(nyGepTartHblii cnypr).

Fig. 2. The patient’s general appearance in 1 and 2 months after discharge from
the hospital (pubertal spurt).

CAHHUU MBIIIEH, KOTOPBIM MOCJIE O6JIy4EHUA BBEJIEHBI I'€MOII03-
THUYECKUE KIETKUA JIPYroro >KMBOTHOTO. TepMUH «CMEIIaHHbIN
xuMmepusM» (CX) HUCIIONb3YETCA I ONHUCAHUA CUTYyAILUH
nocsie au1oTT'CK; Kor/1a 0OHAPYKMBAIOTCS KJIETKHA PEITATHEHTA
U JIOHOPA OAHOBPEMEHHO. CX BIIEPBLIC OIUCAH Y YEJIOBEKA B
1972 . mo pesynsraraM IIUTOTCHETUYECKOTO MCCIIEOBAHUA Y
OOJIbHBIX OCTPBIMU JIEMKO3AMH. PazBuTHe JOHOPCKOI'O XHUMeE-
pU3Ma SABJIAETCA BAKHBIM IPOIHOCTUYECKUM ITOKA3ATEJIEM,
MO3BOJIAIOMNM OLIEHUTDL 3(MMOEKTUBHOCTD IIPOBEJECHHON aJl-
n0TI'CK 1 aIEKBATHO IUIAHUPOBATH JIAIbHENIIIEE JIECUEHUE T1a-
IIMEHTOB B MOCTTPAHCIVIAHTAIIMOHHBIN niepuoy [7]. Crabuib-
HBIA JUIMTEIBHBIA MTOJHBIA XUMEPHU3M U OTCYTCTBUC M3MCHC-
HMI KAPUOTHUIIA, KOTOPBIE 3A(DUKCHPOBAHBI B HA4YajIe 3a0071€e-
BAHMS, KOPPEJUPYIOT C IOJHOU I'e€MaTOJIOIMYECKOM PEMUC-
cuert. CX OOBIYHO COYETAETCS C PEIUUBOM 3200JIEBAHUS WIN
HEJIOCTATOYHOCTBIO TPAHCIIAHTATA.

B nocneanue roapl pazpaboTaHO MHOMKECTBO METOJOB UL
HU3y4eHHs XUMepru3Ma y 60nbHbIX nocsie autoTTCK. OpnuM u3
IIEPBBIX METOMAOB, UCIIOIb3YEMBIX I BEPU(PUKALIMUA XHME-
pusma noaie anoTTCK, 6bu1 uToreHeTndecKuit. OJJHaKO OH
He O0Ia/IAET IOCTATOYHON YyBCTBUTEIBHOCTBIO M MOXKET OBITh
HCIOJIb30BAH TOJIBKO B TEX CUTYALIHAX, KOIZIA MEXKITY JOHOPOM 1
PCIUIIMCHTOM C€CTh PA3INYNA 110 IOy WIN JPYT'UC MHAUBU/TY-
JIbHBIE OCOOEHHOCTH XPOMOCOM. DIII0OPECHEHTHASA THOPH/IN-
sanus in situ (FISH) uMeer psag npenmyIiecTs Iepest CTaHaapT-
HOM LIUTOT€HETUKOI, ITOCKOJIbKY HET HEOOXOUMOCTHU B KYJIBIU-
BUPOBAHMUU KIETOK. OJHAKO 064 3TUX METOJA MOTYT IIpUME-
HATDHCS 11 OIIPCAC/ICHUS XUMCPH3Ma TOJIBKO B TCX CUTYAIVAX,
KOI'/Ia JIOHOP M PELUIIMEHT PA3HOI0 NOJIA. [IjId 9THX LeIed MO-
JKET OBITb MCIIOJb30BAH TAKKE BbICOKOYYBCTBUTEIBHBIA METOZ,
OIIpesie/IEHNA XUMEPU3Ma TI0 Y-XPOMOCOME, OCHOBAHHBIN Ha
KOJIMYECTBCHHOM MOJIMMEPA3HOM IIEITHOM PEAKIIMIL

KinHuuyeckoe HaOIr0JeHHe

I1pHUBOINTCS KIIMHUYECKOE HAOJIIO/IEHUE JIEBOYKH 13 JIeT, Ha-
npasneHHon B PI'BY «<HMUILI AI'TI nm. akaz. B.M. Kymakosa» g
Y/1aJIEHUS TIOJIOBBIX JKEJIE3 B CBSA3U C OOHAPYKEHUEM Y-XPOMO-
COMBI B KAPUOTHUIIE IIPH OOCIENOBAHNU 110 MECTY SKUTEBCTBA.
Iepen nybaukanyen JaHHOI'O KIMHHUYECKOI'O CIydas IOJIy-
YEHO MH(MOPMHUPOBAHHOE COITIACUE 3AKOHHOI'O IPE/ICTABU-
TEA (MATEPU) NMAIUCHTKH.

I1pu 06C1eJOBAHNY MAIUEHTKH IO MECTY JKUTEILCTBA I10 ITO-
BO/ly OTCYTCTBHSA IIOJIOBOT'O PA3BUTHA U MEHCTPYAILUH, HU3KOI'O
pocTa U 3aEPKKA (PU3UUECKOTO PA3BUTUSL OOHAPYKEHBI Ka-
puorun 46,XY, TUIOIUIA3UST MATKH U TIOJOBBIX JKEJIE3, THII

)
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CTPOEHMSA KOTOPBIX OIPEAE/IUTh HE YJAJIOCh KAK IO JIAHHBIM
39XOrpapruUIECKOro, TaK 1 M0 JAHHBIM MArHUTHO-PE3OHAHCHOI'O
uccnenopanuit. Hanpasnena B I'BY «HMUIL AI'TI mm. akaj,. B.A.
KynmakoBa» € JUAarHoO30M <«HapymeHue (POPMUPOBAHUA 101>
JUISL OIIEPATHUBHOIO JIEYEHUSI B OOBbEME OMIATEPAIBHON I'OHA-
JIDKTOMMH.

M3 ceMeNMHOro aHaMHe3a 00paIaIo Ha ce6s BHUMAHHUE TO, YTO
POAUTENN TIAIMEHTKUA IIPHUHAJICKAUIN K Y3KON ITHUYECKOMN
TPYIIIE M UIMEIN OOIINX POICTBEHHHUKOB. ITepBast 6epeMEHHOCTD Y
MAaTEPU 3aKOHYMWIACH MHYLIMPOBAHHBIMH IIPEKIEBPEMEHHBIMI
poamu Ha 32-11 HEJIENIE TECTAIIUU B CBA3U C IIOPOKAMH PA3BUTUS
IUIO/IA, HECOBMECTHUMBIMM C JKU3HBIO (IMIIOIUIA3MSA KOCTCH 4Ye-
pera). Bropas 6epeMeHHOCTb 3aBEPIINIACH POKIAEHUEM 3710PO-
BOTI'O Ma/buyuKa. Habmogaemas narueHTKa pox/ieHa ot 3-i1 6epe-
MEHHOCTH U POJIOB, ITPOTEKABIINX 6€3 OCOOEHHOCTEN.

B BO3pacre 5 ner 1eBoYKa IepeHecIa ONepaTuBHOE BMENIA-
TEJIbCTBO I10 MOBOJY JUBEPTUKY/IA MOYETOUYHHKA, IIOCJIE YETO Y
HEE Pa3BUJIACH CKJIOHHOCTb K KDOBOHM3JIMAHHAM Ha KOXE.
B 6 neT nmocie MacCHBHOTI'O HOCOBOTO KDOBOTECUCHMUS JICTAIBHO
06CIe0BaHa, JUArHOCTUPOBaHa AD. B Bozpacre 7 JIeT pEGEHKY
MNPOM3BEACHA A/UIOI'€HHAA TPAHCIUIAHTALIUA KOCTHOI'O MO3I'd
oT HLA-COBMECTUMOI'O HEPOJACTBEHHOIO JIOHOPA MYKCKOI'O
10J14 U3 MEXKIYHAPOJHOI'O PEIMCTPA.

IIpu PUBUKAIBHOM OCMOTPE B OTAEIEHUN OOpaIla/Iv Ha ceOst
BHHMAHHE NPHU3HAKU 3a/I€PKKH KAK ITOJIOBOI'O, TAK U (pu3rye-
CKOI'O pa3BuTHA pebeHKa. JJeBOYKa HM3KOI'O POCTA, CYOTWIb-
HOT'O TEJIOCTIOKEHMST: Macca Tesa — 30 Kry poct — 136 e (puc. 1).

B kpoBu onpeensics NOBbIIEHHBIN YPOBEHD (POJUIMKYJIO-
CTHMYJIMPYIOIIETO TOpMOHa (23,9 ME /1) Ha (pOHE OTHOCUTENb-
HOI TUnoacrporenuu (105 mMosb/i1), OMOJOIMYECKUIN BO3-
pacT OTCTaBal OT KAJEHJAPHOI'O JMIb Ha 2 roja. IIpu xupu-
KOCTHOM BArMHOCKOIIUM YCTAHOBJIEHO HAJIMYME JUIMHHOIO Y3-
KOTI'O BJIAI'4/IMIIA IIPOTKEHHOCTHIO OKOJIO 10 €M € TOHKOI I'-
TIO3CTPOrEHHON CJIM3UCTON U IMIEMKU MATKU MAJIEHBKOI'O Pas-
Mepa. DXOrpaprUIecKr MaTKa I'MIOIIACTUYHA, JIEBBIA IMYHUK
B BUJIE TsDKA C AHIXOI'€HHBIM BKIIOYEHUEM, NPABBIM HE BU3ya-
JINBUPYETCA. MarHUTHO-PE30OHAHCHAA TOMOTrpadusa OPraHoB
MaJIOr'O Ta3a BbIABM/IA MP-KapTUHY I'MIIOIUIA3UU MATKU, B CBA3U
C IUIOXOM BU3YyAJIM3ALMEN JOCTOBEPHO OLIEHUTD CTPOEHUE T'O-
Ha/l HE NPEJICTAB/IAIOCH BO3MOKHBIM.

IMpyHuMasg BO BHUMAHHE OTCYTCTBHE YETKMX KIMHHUYECKMX
JIAHHBIX, CBUJIETEILCTBYIONIMX O IIEPBUYHOM I'OHA/IAIbHOM JIHC-
reHese, Py MMEIOMEMCA Y TTAIMEHTKA MY)KCKOM KAPHOTHIIE, 4
TAKKE AHAMHE3 TAIMEHTKHA, OCHOBHOM /IMATHOCTHYECKUM aK-
LEHT CJEJIAaH HA FeHETUYECKUE METObI 06CIe0BanmA. i onpe-
JIEJIEHUA JANbHENIIEH TAKTUKN BEJEHUA — YJAJIEHNs IIOJIOBBIX
JKEJIE3 WM KOHCEPBATUBHOIO JIEYEHHS — HA3HAYEHO I'€HETUYE-
CKO€ KOHCYJIBTUPOBAHHE C LIE/IbIO YTOYHEHHMA HCTHHHOT'O, TKAHE-
BOI'O KAPHUOTUIIA ITAMEHTKU U IPUHAJIEKHOCTH Y -XPOMOCOMBIL:
JIOHOPCKA WJIU IIPHUHAJIEKAIASA HEIOCPEACTBEHHO MALIMEHTKE.

ITocneanee BBIABUIO TKAHEBOU MO3anUM3M. KapuoTum 1o

HHO®OPMAIIMA OB ABTOPAX / INFORMATION ABOUT THE AUTHORS

sumdonuTaM rneprudepudeckor Kposu 46,XY, B TO BpeMst KakK
FISH B 100 K1€TKax OYKKaIbHOT'O MUATENHS OOHAPYKIJI 10 2 CHT'-
HaJI4, COOTBETCTBYIOIUX X-XPOMOCOME, YTO IOATBEPIMIO HC-
TUHHBII KAPUOTHIT JICBOYKH — 46,XX.

B TeueHne Mecana nayueHTKe NpOBOJUIACh Heceluduue-
CKag OOmEeyKpemdomas repanud. IIpy  KOHTPOJbHOM
OCMOTPE CITYCTS MECAL] IIOCJIE BBIIIHMCKH M3 CTAIMOHAPA Y JIe-
BOUYKHM OTMEYEH IyOEePTATHBIM CITypT: YBEJIMYEHHUE MACCO-PO-
CTOBBIX NOKazaresnen (macca tena — 31 ki, poct — 141 cm),
CTAPT PA3BUTUA BTOPUYHBIX ITOJIOBBIX HPHU3HAKOB (POCT MO-
JIOYHBIX JKEJIE3, MOSABIEHUE TI0JIOBOIO OBOJIOCEHHMS), ITOJTBED-
JKJIEHHBIN JITAHHBIMU YJIBTPA3BYKOBOI'O MCCIIETOBAHUSA (JKEJIE31-
CTasg TKAHb B BHJIE 3aY4TKOB CTPOMBI B I103a/1UAPEOJIAPHON
006J1aCTH Pa3MEPOM CIIPaBA — 7x4 MM U CJIeBA — 8x4 MM, pa3Mep
MaTKH — 46x10x20 MM, 0O6BEM TMOJIOBBIX ene3 — 1o 0,5 cm?);
puc. 2. Ciiycrd enie 1 MeC 1O IAaHHBIM JIMHAMUYECKOTO yIBIPa-
3BYKOBOI'O HCCJIEJOBAHHSA OTMEYEHO JaJbHEHIIEE PA3BUTHE
MOJIOYHBIX JKEJIE3 M OPI'AHOB MAJIOr'O Ta3d: CTPYKTYypPa MOJIOY-
HBIX JKEJI€3 MPEJCTABIEHA JKEJIE3UCTON TKAHBbIO Pa3MEPOM
40x11 MM ¢ OOEHUX CTOPOH, pazMep MATKU — 49x12x22 Mm,
OOBEM TIOJIOBBIX JKEJIE3 — MO 1,5 CM?, B UX CTPYKTypPE BU3YaAIH-
3UPYIOTCA MEJIKAE TUIIOIXOI'€HHbIE BKIIOYEHMSA — (DOJUIUKYIIbL.
B mocneayiomem y JI€BOYKM YCTAHOBWIICA PETYIAPHbBIA MEH-
CTPYAJIbHBIN ITUKIL

Takum 06pa3oM, NEPCOHUPUITMPOBAHHBINA MYJIBIW/IUCITHII-
JIMHAPHBIA MOJAXO0/] K BEACHUIO NALUEHTKU ¢ AD 1 HAIMYUEM
Y-XpoMOCOMBI B Kapuoturne Ha (pone 3I1P no3Bonni ycTaHo-
BUTbH TIPABWIBHBINA JUATHO3 U H30€XaTb HEOOOCHOBAHHOM
KacTpauuu 13-j1eTHEN JJEBOYKH.
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