Y10 Takoe XXY?

B kakaoi Ki1eTKe 4eJI0Be4eCKOro Tejia CoAepKUTCA 23 mapbl XpOMOCOM, U B KAKI0H U3
HHX €CTh IeHbl, KOTOpPbIE ONpeAe/sSIOT IIBeT HallleH KOKM M B0JIOC, HHAUBHAYaIbHbIE
0CO0EHHOCTH U YepPThl JINIA, 4 TAKKe HAlI M0J1. ZKeHIuHbI HACaeAyI0T 2 X-XPOMOCOMBI,
10 OJITHOI 0T KAKA0I0 U3 POAUTEJIeli; ITOT XPOMOCOMHBI HA00p 0003HaYaeTcs Kak 46XX.
MyK4YMHBI MOJYYAK0T M0 0AHO X-XpOMOCOMe OT MATEPH M 1O OJHOH Y-XpoMocoMe OT
otua; ux koa 46XY. OnHaKko y HeKOTOPbIX MY’KYMH B X XpPOMOCOMHOM Ha0ope umeeTcs
JOIOJIHUTEJIbHASI XPOMOCOMA, KOTOPYIO HA3bIBAKOT 47-1 XXV, nian npocto XXY. [Ipuyuna
3TOro siBJICHUS] HeM3BeCTHA, U OHO nposijisiercs: y 1 u3 500-1000 poauBIINXCA MYKYMH;
TaKUM 00pa3oM, 3TO OJIHO U3 HauOoJIee PACIPOCTPAHEHHBIX XPOMOCOMHBIX AHOMAJIUI.
Anomaiusa XXY onpeaeisiercs MyTeM aHAJINW3a HA KADUOTHIIL.

HcTopusa Bonpoca

Bam Bpa4, BO3M0KHO, HA3BIBAJ 3TO reHeTH4YecKoe cocTossHre XXY MJIH CHHAPOMOM
Kasiiingenbrepa. XoT 3TH TEPMHUHBI YACTO B3AUMHO 3aMEHAKTCH, (PAKTUYECKH OHU

0003HAYAI0T Pa3JIHYHbIE, XOTH H B3aUMOCBSI3aHHbIe cocTosiHust. B 1942 r. noxrop Iappu |

Kasiiindenbrep, padoraBmuii Toraa B 6obHuIe mrata Maccauycerc B bocrone
onmy0/IMKOBaJI BMecTe ¢ APYTMMH HCCJIE0BATEeIAMHU OTUYET O AeBATH MYKYMHAX,
00J1a1aBIIMX CJIeAYIOIIHMH CXOAHBIMH YePTAMuU:

*  BBICOKHIi pocT (0k0J10 183 cm)

¢ MaJIcHbKHE SUYKHU WJIH THIIOTrOHAaAM3M

*  HeCmocoOHOCTH MPOU3BOIUTH CIIEPMY
* HeI0CTATOYHOE OBOJIOCEHHE JIMLA U TeJIa

¢ THHEKOMACTHUA

K konny 50-x romoB uccieaoBarej i 00HAPYKUIH, YTO Y MYKIYNH
¢ BbllIenepeYncJIeHHbIMHU YepTamu (cunapoM KuasiingeabTep) Obli1a JUIIHASA 110JI0Bast
xpomocoMma X, M UX XpoMocoMHbIi Hadop 0b11 XXY, a He THIUYHBIN MYyaxkckoii Habop XY.
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XXY mwiam cuaapom KasiindeasTepa?

IMocaenyomue uccjieI0BaHUS PACHIMPUIIN U IIEPECMOTPeEH UCXOAHbII HA00P CHMIITOMOB
U CTAJIM BKJIIOYATH U BO3MOKHbIE CJIeAYyIOIIHEe COCTOSIHUS:

oecruioamne

HEIOoJIHASI MACKYJIUHU3AIUA (MYKCKHE YePThl); sKeHONoa00H0e (rpyneodpa3Hoe)
TeJI0CJI0KeHHe U paclpe/iesieHHe BOJI0C Ha TeJle

IMMOHUKCHHOC IT0JI0OBOC BJICYCHHUC
0oCTECoIopo3

TayPOJAOHTHU3M

3200J1€BaHNsI BEHO3HOM CHCTEMbI

npo0JaeMbl 00VUE€HHSI, YMCTBEHHOI'0 M SMOIIMOHAJLHOI'0 PA3BUTHS

ayTOMMMYHHbIE 3a00J1eBaHNsl, TAKHE KAK BOJYAHKA

HEJ0CTATOK JHEPIruu

HHM3Kasi CAMOOLIEHKA

npooeMbl 001IeHUSA, 0COOEHHO B 00/1aCTH BHIPA3UTEJIbLHOM peun
BCHIBIIIKY FHEBA, 0CHOBAHHbIE HA YYBCTBE HEY/10BJIETBOPEHHOCTH
npoodJieMbl MOTOPUKH (T.€. JBUTATEIbLHON CUCTEMbI U KOOPIMNHAIIUN)

3aJICPKKU pasBUTUA

IIpumeyanue

HexoTopble ncejieqoBare/in BKJIKYAOT BCe BhllleNepeYyncieHHble CHMIITOMbI B CHHPOM
Kasiiingenbtepa. OnHako cpeau cOBpeMeHHbIX NPAKTUKYIONIUX Bpaydeid cylecTByeT
TeHJAEeHIUS OTAeJATh XPOMOCOMHBbIE OTKJIOHEHHUS OT JIIOOBIX IPYTUX NPOUCTEKAIIUX U3
HUX CHHAPOMOB, 3200/IeBAHMI M COCTOSTHUIA. BaskHO MOMHHMTB, YTO He y BeeX JIojei ¢
Habopom XXY 00s13aTe/1bHO NMPOABJISIIOTCA KaKMe-T1u00 WIN BCe U3 NMepeducaeHHbIX
coctostnmii. Tak kak Bama JumHsAA X-XpoMocoMa JuIIb 0HA U3 47,y Bac UMeeTcsi MHOTO
JAPYroro reHeTu4ecKoro MaTepuasia, KOTopblii BJIUsAET HA BAC PA3JIMYHbIMU APYTUMHU
NYTSIMU, U TeHeTHYEeCKOe KOANPOBaHUeE I0NOJHUTEIbHOI X-XpOMOCOMBI OTJIHYAETCS Y
Pa3HBIX JKOJei.



JledeHune

YacTHYHO B CBSI3M C HEOCTATOYHOCTHIO MPOBOAMMBIX MCCJI€OBAHUIA, YACTHYHO H3-32
00JIb1110¥i U3MEHYUBOCTH CUMIITOMOB M XapaKTEePUCTUK He cyllecTBYeT (popmyJibl
Jle4eHHsl, KOTOpasi MOAX0AMUIa Obl JJI KaXKI0ro YyeaoBeka ¢ Habopom XXYVY. Kak
cjaencreme, Kaxkablii XXY 10/2KeH NPUHATH OTBETCTBEHHOCTDH 32 CBOE JIeYeHHue U
HACTAMBATh HA HHAUBHAYAJBLHOM K HeMY MO/JX0/1€e 10 TeX Mop, NOKa He OyAyT obecneyeHbl
NMOAXOASIIAS CXeMa U PeKUM JIedeHHsl.

ITox6op moaxoasimiero AJ1s Bac Je4yeHus HAYMHAeTCs ¢ 10A00pa MeUKOB, KOTOPbIe
COBMECTHO OyayT padoTaTh ¢ BaMM JJIsl 10CTHKeHns1 3TOi nean. HauboJsiee BeposiTHbINM
creUaJIuCT 1A JdedeHuss XXY 3T0 JHAOKPHHOJIOL - Bpay, CleUAJIU3HPYIOIIMIicS Ha
JIeYeHUM IHIOKPUHHBIX 3a00J1eBaHMmii (T.e. 3a00J1eBaHNii 5KeJ1e3, IPOU3BOASILIINX TOPMOHBI).

YeaoBeky ¢ HaOopoMm XXV, npexae Bcero, He00X0aUMO MPOBEPATH TAKUE MOKA3AaTeIH, KaK
awTenHusupywmmii ropmos (LH) u TectocrepoH. JIIOTeHHU3UPYOLIUI TOPMOH - 3TO
BeLIEeCTBO, BbIpadaTbiBaeMoe runogu3omM, KOTOPbIN JaeT CeMEHHBIM KeJie3aM KOMAaH1y Ha
BbIPa0OTKY TecTocTepoHa. Korna cemennbie :xese3bl XXY He MOTYT BBIIOJIHUTD 3Ty
¢yHkumio, To BoipadarbiBaeTcs 0oJibiee koJanvecTBo LH, 4To NpuBOAUT K NOIHATHIO €r0
ypoBHs. Y 00abmMHCTBA XXY YPOBHM TECTOCTEPOHA HAXOAATCS HA HUKHEH I'paHulle
HOpMBbI WiIu HUKe ee. [loBbimeHHble ypoBHU LH roBopsiT 0 HEI0CTATOYHOCTH
TecTocTepoHa. O0bIYHO ropMoHo3aMecTuTeNbHAs Tepanusa (HRT) nas mawaeit ¢ XXY
BKJIIOYAeT JieYeHHe TeCTOCTEPOHOM, MAKCHMAJIbHO HMHTHPYIOIIIee eCTeCTBEHHbIH
TeCTOCTEPOHOBBIN UK MY’KYNMHbI, YTOObI MPUBECTH ITY CUCTEMY B paBHOBECHeE.

MeTtoabl 10CTABKH TECTOCTEPOHA B OPraHU3M BKJIIOYAIOT:
* BHYTPHUMbILICYHbIE HHBEKIHUH
*  IJIACTBHIPH
*  reJm
*  HMILUIAHTHPOBAHHbIE KANCYJIbI
* TaljeTkn
B unciie HauboJ1ee 3(p(peKTUBHBIX METOI0B IJIACTHIPU U UHBEKIIHU.

HRT Takxe acconuupyeTrcs ¢ MOBBIIIEHHBIMU YPOBHSIMH XOJIECTEpPHUHA U KPACHBIX
KPOBAHBIX TCJICL, 3@ KOTOPBIMU CJICAYCT BHUMATCIIbHO Ha6HIOIIaTB.



CeKkcyaJabHOCTh M CIOCOOHOCTH K MPOM3BEACHUI0 MOTOMCTBA

B3pocabie XXY 00bI1YHO c1IOCOOHBI K HOPMAJILHOM 3PeKIMH U IAKYJISANNU. XOTS
CUYHTAETCS, YTO Y HUX He BbIpa0aThbIBaeTcsl KOJINYECTBO ClIepPMbl, KOTOPOE MO3BOJIUIIO ObI
HMeETb JIeTeil, Bbl He J0JKHbI ABTOMATHYECKH MPeANoJararb, YTo He ClIOCOOHBI CTAaTh
OTIIOM /10 POBEACHHUSA CIENHATBLHBIX aHAJIU30B. B ouenb peakux caydasax XXY nmenn
aereil. Tak:ke ceroHsi UMeIOTCS CJIOKHbIE, XOTSI U JOPOrOCTOSALIIHE METOAbI
PEeNpoOaAYKTHBHBIX TEXHOJOITUii, KOTOPbIE MOTYT NM03BOJIUTH XXY cTaTh OMOJOTMYeCKUM
otuoM. B s1r060M ciryuyae, Ba’KHO OCOBETOBATHLCS €O CNIENUATHCTOM MO 0ecIIoAuIo.

XPOMOCOMHBIC BAPUAHTHI

HHorma, npoucxoasiT Bapyauuu XpoMmocoMHoro Haoopa XXY; cpean HuX HanboJ1ee 4acTo
Berpeuaercsa mo3auka XY/XXY. B 3ToM BapuaHTe HEKOTOpPbIE KJIETKH HHAUBHIIYMA
XXY, a ocranbHbie - XY. BOJIBIIMHCTBO TAKMX MY:KYUH COBNAJAIOT O cuMnToMam ¢ XXY
U TPeOYIOT TOrOo :Ke JieueHusi. IMeroTcs coo01eHusi 0 HECKO0JIbKO 00JIbllIel BEPOSITHOCTH
NMOSIBJICHMS JIeTeH Y TAKUX MYKYHH.

B MeauuuMHCKO JTMTEpaType TaK:Ke ONMCbIBAETCH HECKOJIBKO CJIy4YaeB, KOra y My»KUYMH
HMeeTCs IBe HJIM 1asKe TPH J0NOJHUTeIbHbIe X- MM Y-XpoMocoMbl (HanpuMmep, XXXY,
XXXXY, XXYY). XoTsl B OTHOIIEHUH ITHX XPOMOCOMHBIX BApUALIMIA MMeeTCsl elnle
MEeHbIIIe HCCIeA0BATEIbCKUX JaHHBIX, IIPEANoJiaraercs, 4YTo y TAKMX MHANBUAYYMOB
MOZKeT NMPOSABJIATHCH OT CPEJAHEro 10 CHJIbHOI0 HAPYIIEHUs CIIOCOOHOCTEN K MO3HAHHUIO.
HNmeercst menbie cBeieHUit 00 3¢ (peKTHBHOCTH paHHEr0 BMEIIATEbCTBA Y TAKUX
UHAUBHIYYMOB, XOTSI MaJI0O M HH(POPMALMH, OCHOBAHHOI HA KOHKPETHBIX HCCJIeI0BAHUSAX,
CBHM/IETEJILCTBYIOMIEH O TOM, UTO JiedeHue JJIA HUX OyJdeT OTJIMYATHCA OT JiedeHuss XXY.

Jlast poauTeied pedoeHka ¢ Habopom XXY

"SI HUKoOI1a He TOBOPIO, YTO y AeTeil ¢ XpoMOCOMHBIM Habopom XXY - cuHApOM
KasiiingenbTepa, MOCKOJbKY Y HUX HET HUKAKOr0 cuHApoMa' roBoput Aptyp Poduncon,
AOKTOP MeAMUMHBI, neauaTp MeauuuHckoi mkoabl YHuBepcuTera Konopano B /lensepe




u qupekTop ucciaenoanus XXY npu nogaep:xxke NICHD. "IlpennosioxkureibHO,

Y HEKOTOPBIX U3 HUX CO BPeMEeHeM Pa30BbeTCsl CHHAPOM, KOTOPbI ONKcaJ 10KTOP
Kasiiingenbtep, Ho y MHOrUX ero He Oyaet". IIpu Takoii o0HagekMBaloIeil NepcneKTuBe
XOPOIUIUii MeIUaTP MOKeT CTATh JYUYIIMM MOMOIIHUKOM pouTeiell B BOCIMTAHUM ChIHA
XXY TakuM 00pa3omM, KOTOPbIii COOTBETCTBOBAJ Obl MHAMBUAYAJIbHBIM NOTPEOHOCTAM
pedenka. Ilpu 3TOM poauTessiM He CTOMT BOJTHOBATHCH MOHANPACHY; JIIOOUTE CBOET0
pedeHKa TAKUM, KaKOH OH eCTh, TAK K€ KaK BbI JIIOOWIH ObI JIIOOOT0 J1000r0 Apyroro,
LIeHsl er0 YHUKAJIbHOCTb U 0CO0ble CITIOCOOHOCTH.

IHoapocTKOBBIH BO3paCT

O0b14HO, Masbunku XXY BXOIAT B IEPUO/I M10JI0BOI0 CO3PEBAHUS HOPMAJIbHO, 0€3 KaKNX-
Jau00 3aaepxek B pusndeckoM co3peBannu. OJHAKO UM He YAaeTCH MOCNeBaTh 32 IPYyruMu
IOHOLIAMM 110 Mepe UX I0JIOBOr0 Pa3sBUTHSA. Y JAPYIrUX MOJAPOCTKOB (C XPOMOCOMHBIM
HatopoM XY) IMYKM NMOCTENEHHO YBEJINYNBAIOTCS B pa3Mepe OT NPUMEPHO 2 MJI 10 OYTH
15 ma. Y manbuukoB XXY pazMep inueKk ocTaeTcsi Ha ypoBHe 2 MJI, H OHM He MOTYT
NPOM3BOAUTH I0CTATOYHOE KOJIUYECTBO MY’KCKOI0 TOPMOHA TecTOCTepoHa. B pe3dyabrare,
MHorue noApocTku XXY ObICTPO yCTAIOT, Y HUX HA0JII01aeTCsl HEJOCTATOYHOCTh
MBIIIEYHOI MacChl, BOJIOC HA JIMIE WM HA Tejle, 2 HeI0OCTATOYHOCTh APYTMX BTOPHYHBIX
MY’KCKHMX NO0JIOBBIX Npu3HaKoB. [lenuc y manbunkoB XXY 00bIYHO HOPMAJIBHOIO
pa3mepa.

B orHomenun Mab4uKkoB XXY TeCTOCTEPOHOBAsI Tepanus J0/KHA HAUMHATHCHA KaK
TOJILKO OHU BCTYNAKT B IePUO/ M0JIOBOT0 co3peBaHus. PeryjisipHoe npumeHneHue
TECTOCTEPOHOBOI TepaNuM 10/LKHO CIIOCOOCTBOBATH PA3BUTHIO BTOPUYHBIX MYKCKHX
MOJIOBBIX MpU3HaKoB y XXY mo Mepe uX BXO:KI€HHS B MOJIOBYIO 3pesiocTh. B pe3yabTarte
YBeJIMYHMBAETCSl X YBEPEHHOCTH B ce0e U JHePrus, CTA0MJIN3MPYeTCsl HACTPOeHue,
yMeHbIIAeTCcHA NOTPeOHOCTH B M30LITOYHOM CHE, OBbINIAETCH BHUMATEIbHOCTH H
YJIY4YIIAI0TCS HABBIKM 001IeHH.

N BHOBB MBI XOTHM NOA4YEePKHYTh HHAMBHUAYAJIBHOCTH NoTpedHocTeil y XXY n
HEO00XO0IMMOCTh HAXO0K/IEHNSI XOPOIIero Bpa4a, KOTOpbIii JIH00 Xopoiio pa3oupaercsi B
coctosinnu XXY, 1100 roToB yYuTHCSI BMeCTe ¢ BAMH U IKCIIEPUMEHTHPOBATD.



B 3akjaoueHue

Ecau Bam, 1400 4jieHy Bamieii ceMbU HeIaBHO ObLJI MOCTABJIEH COOTBETCTBEHHbII INATHO3,
Ba’KHO MOMHHUTH 0 TOM, YTO HECMOTPS HA BCIO CJIOKHOCTH MP00JIeMbI ITO COCTOSIHHE
aajexo He 0e3Haae:xuo. [Ipu Hanuunu xopoueil HHPOPMALMHE ¥ MOAEPKKH, a TAKKE
3HAKIIEro MeuKa, KOTOPBI roTOB padoTaTh ¢ BAMHU MJIH BAIIMM CHIHOM CEroHsI MOKHO
YCHENIHO CIPABJISATHCA € JIIOOBIM COCTOSIHHEM, CBSI3AHHBIM € HAJIMYMEM JINIIHeH X-
xpomMocombl. [1o3TOMY, BO3bMHUTE HA ce0sl 0OTBETCTBEHHOCTH 32 CBOE 310POBbE H U3y4YHUTe
BC€ YTO MOKHO 0 TOM, KaK HAJIM4YHe XPOMOCOMHOro Habopa XXY BJiusieT HA BaC WM
Bamero cbina. Qoparurech yxe ceifuac 3a MeIMIIUHCKUAM WJIM MICUXOJOTHYECKUM
JleYyeHHeM U B OUCKAX HEOOX0AMMOM CeTH MONIEPKKH.

J{aHHBIH JOKYMeHT, 0€3 rHNepcchlIOK, MOKHO 3arpy3uTh B ABYX pa3an4yHbix PDF-

¢popmarax nus pacnpocrpaHenus. Bol MoxkeTe HaAliTH onMcaHue OPOLIIOPHI 31€Ch.
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IepBoe n3nanue

ITOT JOKYMEHT ObLI MOATOTOBJIEH ¢ MOMOINbIO HH(OPMALMH U3 COOTBETCBYIOIMX My0IuKanuii u uccaenoBanunii. Cpean naungoee
MpHBJIEKAaeMbIX HCTOUHUKOB: PodepT Bilok, "[lonumanue cungpoma KnsiindenanTepa: pykoBoacTso st My:kuuH XXY H 11 HX

cemeii" (Robert Bock, "Understanding Klinefelter syndrome: A Guide for XXY Males and Their Families') n pa6orsi Hoxanueca

Huabcena (Johannes Nielsen).

IIpuBoauMBbIe B JaHHOK CTaTbe HH(OPMALMA U CNIPABOYHBbIC MATEPHAIBI NIPEJIHA3HAYCHBI HCKJIIOUUTEIbHO /1 CBeJCHHs ee YuTaTeJei.
OHH J0JKHBI HCTIOJIb30BAThLCS He B JIe4eOHBIX IeJIsIX, a 15 00CyKAeHHs ¢ JedyaliM BPayoM NanueHTa.
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