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B pabome npedcmaeneHsl 8apuaHmsl 8pOXOEHHO20 NepP8UYHO20 2unoeoHaduama y Manb4uKos, nokasaHbl OCHOBHbIe 8UdbI 2eHe-
mudeckux HapyweHull Mo108020 pa3euMusi, OMMeYeHbl OCHOBHbIE Kpumepuu dugghepeHyuanbHol OuaeHOCMUKU PasiuyHbIX 8apu-
aHmoeg 8pOXOeHHO20 NepP8UYHO20 2urno2oHadu3Ma, OCHO8aHHbIEe Ha OaHHbIX Kapuomura, 20pMOHalbHbIX nokazamerned, heHomunu-
yeckux ocobeHHocmel Npu HauboIee Yyacmo 8cCMpeYaroUUXCsl HO30/102U4eCKUX chopMax daHHOU namonoauu.
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Clinical variants of congenital primary

hypogonadism at boys

The paper presents variants of congenital primary hypogonadism at boys, shows the main types of genetic disorders of sexual
development, marked the basic criteria of differential diagnosis of different variants of congenital primary hypogonadism based on data
the karyotype, hormonal parameters, phenotypic characteristics with the most frequent nosological forms of this disease.
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K runoroHagmaMy oTHOCAT KOMMIEKC CUMMTOMOB, OTPaXatoLLmUX
HeJoCTaTOYHOCTb CTEPOMAOrEHHOM OYHKLIMM NOMOBbLIX Xenes. Pas-
NYatoT NePBUYHbIN (TMNEProHagoTPOMHbIM) U BTOPUYHbIN (TMMNoro-
HaJOoTPOMHbIiA) rMnoroHaamaMm. NepBruyHbIE HAPYLLEHWS NPOTEKaT
C KOMMEHCaTOpHOW rmnepcekpeumeit roHagoTPONHbIX TOPMOHOB,
BTOPUYHblE — B YCNOBUSIX AeduLlyTa roHagoTPOMNHON CTUMYTIALINK.
Takoe pasgeneHvne, OCHOBaHHOE Ha codepXaHUM TeCcToCTepoHa
1 rOHaf0TPOMHbLIX FOPMOHOB B KPOBM, BECbMa YCMOBHO, N60 B 060-
UX Criyqasix KMMHUYeCKMe NPOosIBNIEHNS TMMNOroHaan3ma He pasnu-
YatoTcsi. BmecTe ¢ Tem kapTuHa ropMoHarnbHOW HEAOCTATOYHOCTH
AINYEK, BNIOTb 40 hOPMMPOBAHMSI XKEHCKOMO (heHOTUMA Y MY>KUMHbI,
MOXeT BbITb NPV HOPMaribHOM BUOCUHTE3e aHAPOreHOB, eCnn UX
peuenuus HapylueHa. [lednumut roHagoTPONHbLIX FOPMOHOB MOXET
6bITb HE TOMNbKO NpU 3ab6oneBaHNsAX MNOGU3apPHOTo YPOBHS, HO
6bITb CneacTBUMEM M3BLITOHHON NPOAYKLUMM MOSIOBLIX CTEPOUAOB
BHE roHag nMbo 3K30reHHOro MpoucXoXxaeHus. B 1o xe Bpems
pasfeneHne Ha NepPBUYHBLIA U BTOPUYHBIA TMMOroHaan3m yaobHo
B NnaHe TONU4ecKow AUarHoCTUKM NaTonoruu.

[aHHble 0 pacnpoCcTpaHEHHOCTU CMHAPOMa FMrnoroHaaMama
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OCHOBaHbI Ha YaCTOTe BbISIBNEHNSI OCHOBHbIX MPUYKH €70 pasBUTHSI.
Tak, aHopxuto HabntogatoT y 3-5% Mans4MKoB C OTCYTCTBUEM SNYEK
B MOLLOHKe. CnHapom KnanHdenstepa gnarHoctupytoTy 1 n3 500
Marnb4mkoB, a cuHgpom Kannmana — y 1 13 5000. M'vnoroHagmawm,
CBSI3aHHbIN C APYrMMM NPUYMHaMK, BCTPEYaETCS ropas3ao pexe.

Knaccudukaums

B 3aBMCMMOCTM OT YpPOBHSI MOpaxeHus ruvnortanamo-
rmnodu3apHor CUCTEMBI, pasnuyaroT cnegyowme gpopmbl 3abo-
neBaHus:

— MMNeproHagoTPONHbIN (NEPBUYHBIN) TMNOrOHaAN3M;

— MMNOroHago0TPOMHbIN (BTOPUYHBIN) TMNOrOHAAN3M;

— HOPMOrOHaAOTPOMHbIV TMNOTrOHaAN3M;

— rMNOroHaaun3m, 06yCnoBnNEHHbI PE3UCTEHTHOCTLIO OPraHoB-
MULLEHEN.

B 3aBMCMMOCTM OT BpeMeHU BO3HUKHOBEHUS:
— npenyGepTaTHbIN MMNOroHaan3M;
— nocTnyGepTaTHbIN rTMNOroHaan3m.
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B 3aBMCcUMOCTM OT 3aTMONOIUM:
— BPOXAEHHbIV rMNOroHaan3M;

— NpVOBPETEHHbIV MMNOroHaan3M;
— navonaTnYecKnii rMnoroHagn3m.

* [MepBUYHbIV BPOXAEHHbIN FMNOroOHaAN3m
HapylieHvne pa3Butusi roHag

[duncreHe3 ceMeHHbIX KaHanbLeB —

cuHppom KnanHdensrepa n ero BapyaHThbl

CuHapom KnanHdenstepa — pacnpocTpaHeHHas naTtonorus
(vacToTa B My>cKkow nonynauum 1 Ha 660 HOBOPOXAEHHbIX Marb-
YMKOB), SIBNSIETCA 4aCTOM NPUYMHOW rMnoroHagmMsma m 6ecnno-
ousa. 3aboneBaHue 00yCcnoBneHO HanU4Mem LONONHUTENbHON
X-xpomocoMmsl B kapuoTtune. B 90% cnyyaes B kapuoTune naum-
€HTOB ¢ cuHapoMoM KnariHdenbsTtepa BbiSBNSeTCs ogHa AOMNOSHN-
TenbHas X-xpomocoma — 47, XXY. B octanbHbix 10% nmetoTcs
Mo3anumam 46,XY/47,XXY, 6onee BblpaxeHHble X-XpOMOCOMHbIE
anaynnonamm (48,XXXY; 49, XXXXY, 47, XXY/48 XXXY) nnu cTpyk-
TYPHO aHoMarsbHble X-XpOMOCOMbI.

KntoueBbiM 3BeHOM B natoreHese cuHapoma KnamnHdpensrepa
ABNSIeTCSl HegocTaTovHasi NPoAyKUMS TECTOCTEPOHA KIeTkamu
Jlerigura (NepBUYHBIN MW TMNEPrOHAAOTPOMNHBIA MNOroHaAN3Mm).
OCHOBHbI€e KNMHWUYeCcKue NPosiIBNEHN AaHHO naTonorum (1 cooT-
BETCTBEHHO OCHOBHbIE Xanobbl nauneHToB) — Hecnnoaune, apek-
TUNbHasA AUCHYHKUMS, TMHEKOMACTUsSt U U3bbIToYHas Macca Tena.
deHoTUN TakMxX NaumeHToB pa3HOO6pasHbIv, Kak NpaBuUo, OHU
BbICOKOIO POCTa, C €BHYXOMAHLIMW NPONOPLMSIMU Tena, MarneHb-
KAMMW MAOTHbIMK findkamu. OTMeYaloT Takke HapyLlleHus peyn
N CHWKEHWNE UHTENNeKTa.

HecmoTpsi Ha BbICOKYIO pacnpoCTpaHeHHOCTb, 3Ta maTonorus
6ornee Yem y NONOBUHbBI 6OSbHBIX HA NPOTSXKEHNN BCEW XU3HU OCTa-
eTcs HepacnosHaHHon. bonee Toro, nuwb y 10% nauneHToB ana-
rHO3 yCTaHaBMNMBatoT 40 NEPVOAaA NONOBOro co3peBaHust. MpuymnHbI
CTOMb NO3AHEN ANarHOCTUKN MoryT BbITb 0OyCnoBneHbl Bapnabernb-
HOCTbIO heHOTUNA, NO3AHUM KIMHUYECKUM NPOSIBIIEHNEM CUMMTO-
MOB 3aboneBaHusi, a Takke HeJOCTaTOYHOW OCBEAOMIIEHHOCTbLIO
Bpayeit. lNocneacTBUsAMM NO3aHEN MOCTaHOBKM AMarHo3a siBnsieTcst
HecBOEeBPEMEHHOE Ha3HayYeHWe 3aMeCcTUTENBHON Tepanumn npena-
paTamy TECTOCTEPOHAa W Kak criecTBue TOro nNporpeccupoBaHne
CMMMNTOMOB MMNOroHaan3ma u pa3BuTue OCNOXHEHWUIA, aCCOLMUPO-
BaHHbIX C FMMOroHaau3mMoM. Hanuuve anutenbHOro nepcucTupyto-
LLero runoroHagM3ama y Takux naumMeHToB siBNSETCS MoAenbio Ans
U3y4eHuUs BNusHUS geduumTa aHaporeHoB Ha NonoBy OYHKLMIO,
npeacTaTenbHYyHo Xerneay, KOCTHYIO TKaHb, YINIeBOAHBIV U XKUPOBOW
0OMEH, KOTHUTUBHYHO (DYHKLIMIO.

Annasus repMMHaTUBHBbIX KNETOK

(cMHApom Hanuuus TonbkKo knetok Ceptonu),

unu cuigpom fenb Kactunso

OTOT CMHAPOM M3BECTEH TaKKe Kak CUHAPOM «OLHWX KIeToK
CepTtonmy». OH 06ycrnoBreH BpOXAEHHbIM OTCYTCTBMEM 3apOfbl-
LIEBbIX KNETOK — FOHOLUTOB, BO3HUKAET B pesynbrate rubenu
repMUHaTUBHbBIX KIETOK B HOPMarnbHO ChOPMUPOBAHHOW roHaae.
Mopo6Hble COCTOSIHWSA ONUCaHbI B NUTepaType Npy pagnoakTUBHOM
obnyyeHnn n HekoTopbix Apyrux 3abonesaHusix. OCHOBHbIE Mpu-
3HaKM CMHOPOMA: Marble pa3mepbl sM4eK, HopMarbHble pa3vepbl
MOMOBOro YrieHa M MOLLUOHKM, JOCTATOYHOE Pa3BUTUE MYXKCKUX
BTOPUYHbIX MOMOBbIX NPU3HAKOB, HOPManbHbI (PU3NYECKMIA CTaTYC,
B 35IKynaTEe — asoocnepmMusi.

[Mpw rucTonornyeckomM uccnegoBaHUu: Marble pa3mMepbl CEMEH-
HbIX KaHanbLEB, NOMHOE OTCYTCTBUE CNEPMATOreHHOro anuMTenus
npy HanNU4YMKU CyCcTeHTOUMTOB, HOpManbHas 6asanbHas MeMmbpaHa,
kneTku Jlengura.

Mpw onncbiBaeMOM CHHAPOME B OTNIMYME OT cuHAapoma Knaiih-
chenbTepa OTCYTCTBYET FTMHEKOMACTHsl, OTMEYaeTCs1 HOpMarbHbIi
MYy>XCKom reHoTun 46 XY, npoba Ha NonoBow XxpomaTuH oTpuLiaTens-
Hasl. KonynsiTvBHble yHKUUW, CMIOHTaHHbIE U aleKBaTHblE 3PEK-
LmK, 3IKynsiLmMmM, opra3m, NornoBoe BeYeHne coxpaHeHbl, 6orbHble
He UCMbITbIBAOT 3aTPyAHEHWUI B NMOSIOBOW XKMU3HW, XanytoTcsi TOfbKO
Ha 6ecnnogue. B neyeHun ropmoHamu He Hyxgatotcs. [porHos
B OTHOLLIEHWM CNOCOBHOCTU K ONMOAOTBOPEHMIO HEBNAronpUSTHLIN.
IleyeHre Takum GONbHBIM Ha3Ha4aloT TOMBKO MPU HANUYMKU Npu-
3HaKOB HEOCTaTOYHON aHAPOreHn3auum.

AHopxu3m (CUHAPOM MCYE3HYBLUNX ANYEK)

OTOT CUHOPOM XapaKTepmayeTcs OTCYTCTBMEM sidek. Mansumku
pPOXAAKTCA C MYXXCKUM (DEHOTUMNOM, CO CHOPMUPOBAHHBIMU MYX-
CKVMMM NOMOBbLIMW OpraHamu, HO SINYKM B MOLLIOHKE OTCYTCTBYIOT, UTO
MOXET pacLeHnBaTbcs Kak kpuntopxmam. Kapuotun 46 XY. Poct
1 pasBuWTUE OO NOMOBOro CO3peBaHWs HopManbHble. B nepvopn
rMoJI0BOrO CO3PEBAHNS HE Pa3BMBAOTCS BTOPUYHbIE MOMOBbLIE NPU-
3Haku. He nponcxoauTt pocT Bomnoc Ha nobke, B NOAMbILLEYHOM 06-
nacTtu, Ha nuue. PopMupyeTcsl €BHYXOUAHBIV TUM TENOCMOXEHUSI.
MoxeT pasBMTbCA OCTEONOPO3, MHOTAA OYeHb TshxenbIn. [onoson
YNEeH ManeHbKWIN, MOLLIOHKA He pa3BuTa, IMYEK B MOLLIOHKE HeT. [Npu
onepaTMBHOM BMeELLATENbCTBE MO NOBOAY KPUMTOpPXU3Ma sindek
He HaxoasT.

MonaratoT, YTO NPUYMHON UCHE3HOBEHUS SINYEK SIBMSIETCS MYy-
Tauus reHa TeECTUC-CTUMYMUPYIOLLLEro dhakTopa B KOPOTKOM Mrieve
Y-xpomocoMmbl. [NpekpallieHne BbipaboTkn 3TOro dhaktopa BegeT
K perpeccum n ncHe3HoBeHwIo sindek. MNpeanonaraeTcs, YTo perpec-
CUS1 U UCHE3HOBEHWE SIMYEK NPOMCXOAMT Nocne Toro, Kak y nnoga
cchopmmupyeTca Myxckon deHoTun, To ectb cnycta 70 n 6onee
AHel nocne 3ayatus.

Kpuntopxuam

Kpuntopxuam o3Ha4yaeT OTCyTCTBME ABYX UMM OAHOIO siNYKa
B MOLWOHKe. OH BcTpeyaeTcs Y 5% manbyivkoB Npu PoOXAEHU.
Y 60nbLUMHCTBA U3 HUX SIUYKM OMYCKalTCS B MOLLOHKY B Te4EHNe
nepBoro roga Xm3Hu. Y 1% mMans4nkoB KpUNTOPXM3M COXpaHSeTcs
1 B ganbHenwem. B Hopme simukmn onyckatoTcs B MOLIOHKY 20-1
Hefernen aMOGpPUOHaNbHOIO PasBUTUS U pogamMu.

CunTtaetcs, 4TO NPUYMHON KpUNTOpPXM3mMa MOXET OblTb AedeKT
B CMHTE3€e TeCTOCTEPOHA U AerMapoTecTocTepoHa. OTO NOATBEPX-
[AEHO 3KCrnepuMeHTamu, B KOTOPbIX Gblno NPoAeMOHCTPUPOBAHO,
YTO AErMapPOTECTOCTEPOH HeOBX0AMM ANl HOPManbHOO OMyCKaHWs!
AINYEK B MOLLIOHKY. AMYKO UM AMYKM MOTYT HaXoAUTbCS B NAaXOBOM
KaHarne, n Ux Hepefko yaaeTcs nanbnupoBaTh. B apyrux cnyyasx
06a 1Ny ogHO ANYKO HaxoaaTCs B GPIOLLHON NOMOCTH.

B sinukax yMeHbLUEHO KONMMYEeCTBO CEMEHHbIX KaHanbLeB
1 crnepmMaToroHueB. MNo3xe MOXeT pa3BUTbCS CKIepOo3 TKaHW SnYKa.
Ecnu ainukm He onycTunmnch B MOLLOHKY A0 4-5 neT. Bo3HukaeT puck
6ecnnogus. B 12% cny4yaeB y nuu, ¢ KpUNTOPXM3MOM, €CIN SUYKM
HaxoasTcsi B GPIOLLHON NONOCTH, Pa3BUBAKOTCS 3110Ka4YECTBEHHbIE
OMyXOnu HEOMYCTUBLLEroCst IMYKa, Yalle BCero CeMUHOMbI. Cuuta-
10T, UTO STOMY cnoco6CTBYET HeobblYHas Ans andek cpeaa, bonee
BblCOKasi TemnepaTtypa B OpIOLWHON NONOCTU, YEM B MOLLIOHKE,
KoTopasi iBnsieTcs hakTopom pucka pa3BuTUs HoBoobpasoBaHuii
AnYKa.

CuHapowm Ynbpuxa-HyHah,

unu cuHpgpom TepHepa y MyX4uH

My>xckoi cuHgpom TepHepa He UMEeT B OTIINYME OT XKEHCKOTo
XPOMOCOMHbIX HapyweHuin. Kaprnotun 46 XY, heHOTMN MY>XCKOW.
CXO0ACTBO C XEHCKUM CMHAPOMOM TepHepa COCTOMT B Hanuuuu
Lenoro psiga KMMHUYECKUX NOSIBIIEHWI, XapaKTepHbIX Ans oboux
3aboneBaHuin: ManeHbKn pocT, «KyOUTYC Banbryc», CKNagkm Ha
Lee («ronoBa CUHKCa»), Hepedko BPOXAEHHble MOPOKU cepaua,
B OCHOBHOM MNpaBbIX OTAENOB. ANYKM ManeHbK1e, B HUX YMEHbLLEHO
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KONMYECTBO CEMEHHbIX KaHasbLEB, MHOMAA pasBMBaETCS CKIepo3
N YMEHbLUAETCS KONMYECTBO, BNSOTH 4O NMOMHOIO MCYE3HOBEHMUS,
3apogbllleBbIx kKnetok. Knetku Nlengura runepnnasvpoBaHbl. Ya-
CTO BCTpeYaeTcs Kpuntopxmam. MoTeHums n nMbuao CHUKEHbI.
Y HekoTopbIX GOMbHLIX pasMepbl ANYEK HOpPMaribHbIe U MOXET
CcoXpaHUTbCst hepTUNbHOCTb.

CUHAPOM PyAMMEHTaPHbIX ANYEK

CUHAPOM pyAMMEHTapHbIX SUYeK BO3HUKAET B CBSA3U C TeM,
YTO BHYTPEHHME MOSIOBbLIE OpraHbl 06Pa3yloTcs cpasy U3 ABYX 3a-
YaTKOB — MIOMNJIEPOBbLIX U BOMb(OBLIX MPOTOKOB, MPUYEM NepBable
06pasyloT pesko HeJopPas3BUTYIO MaTky ¥ MaTouHble Tpy6bl, a BTO-
pble — pyOMMEHTapHbIe SUYKW 1 UX NpuaaTku. BonbHble uMetoT
€BHYXOUAHbIN BUA, HapYXHble NMOMOBbIE OpPraHbl — MYXCKUE, M-
NoTPO(PUPOBaHbI; BTOPUYHLIE MOMOBbLIE NMPU3HaKW HEeLOPa3BMUTLI.
PyovmeHTapHble MUKW HepeaKo CryxaT Nno4yBoi Ansa 3nokadve-
CTBEHHbIX Onyxose.

OucreHes roHaa, unu cuHapom Ceanepa

OucreHesns roHag npu 46XY («unctaa» AMcreHesns roHag, unu
cnHgpom Ceariepa) onmcana G.I.M. Swyer B 1955 rogy kak crnyyai
MY>KCKOro ncesaorepmadpoamTama. bonbHble xapaktepumaytotcst
KEHCKUM (DEHOTUMNOM, HOPManbHbIM UMK Crierka NoBbILLEHHbBIM
POCTOM, HEOCTaTOYHbIM Pa3BUTUEM BTOPUYHBLIX MOMOBLIX NPU-
3HaKOB W MepPBUYHON aMeHopeei, KoTopasi codeTaeTcsl ¢ runep-
roHaZoTPOMNHbLIM MOSI0BLIM UHpaHTUNM3MOM. Npu obcnepgosaHuK
onpepensietcst kapuotun 46XY, a npu nanapoToMnn BbISIBNSATCA
«CTPeKOBble roHaAbl», KOTOPbIE HE CEKPETUPYIOT HU TECTOCTEPOH,
HW aHTUMIONNIEPOB FOPMOH, YTO M CO34aeT YCloBUS AN pas-
BUTUSI NpoTOKoB Mionnepa B nepuog BHYTPUYTPOGHON XU3HW.
MonekynsipHo-reHeTMyecKk1e uccrnegoBaHuns MokasbiBatoT, YTO B Ta-
KMX Cryyasix MMeeTcs AeneLust Ha KOpoTKOM nnede Y XpoMOCOMbI
(Yp) unn nmeetca 46Yxp Kak pesynsraTt TpaHcrnokauumn pparmeHTa
XP Ha HopmanbHyto Y-xpomocomy (T. Ogata n coasr., 1992). Jlnwb
y HebonbLOro Ymcna 6onbHbIX C AaHHOW NaToNorMen BoisBnseTcs
Aeneumst KOpoTKOro nreya Y-XpoMOCOMbI, Fe NoKanuayeTcsi reH
SRY (reH, onpegensowun passutne simdek). MNMpu nposegeHnn
MOMEKYNSIPHO-TEHETUYECKNX UCCNENOBAHUIA CEMEHbBIX CryyaeB
yacTnyHon 46XY aucreHesun roHag P. Fechner n coast. (1993)
MPULLNK K 3aKIIOYEHWI0, YTO, BEPOSTHO, NMpU 3TOW natonoruv B
natoreHe3 3aboneBaHusi BOBMEYEHbI HE reHbl, onpeaensioLue non
1 pacnonoxeHHble Ha Y-xpOMOCOMe, a Kakue-To Apyrue onpege-
nsoLLMe MNoN reHbl, HO NoKanu3oBaHHble Ha X-xpoMocome. [ns
3aboneBaHnsa xapakTepeH HU3KUMA YpOBEHb MOMOBLIX CTEPOMOOB
B CbIBOPOTKE KPOBM ¥ NOBLILLEHHOE COAepXaHne roHafoTPONNHOB.
B nyGepTaTHbIii neprof 1 No3xe peKoMeHAyeTCs 3aMecTUTeNnbHas
Tepanus acTporeHamu. B cBa3u ¢ 6onbLIMM pUCKOM nepepoxae-
HUS1 «CTPEKOBbLIX rOHaA» B roHagobnactomy, AUCrepMrHOMy unu
CEeMVHOMY pPEKOMEHAYETCS UX XUPYpruyeckoe yaaneHue.

Anna3usa kneTtok Jlengura

MpuynHbl annasuu knetok Jlengura He yctaHoBneHbl. MNpy aTom
OeekTe MUKM CoOXpaHeHbI, HO B HUX OTCYTCTBYHOT krneTku fleiaura,
B KOTOPbIX CUHTE3NPYETCH TECTOCTEPOH. B oTCyTCTBMM TecTocTe-
pOHa He NMPOUCXOAUT OOMKHOIO Pas3BUTUSI CEMEHHBIX KaHanbLeB,
1 kneTkn CepTonu HeQOCTaTOMHO CUHTE3NPYHOT MIONIEPOB — KaHar
NMHrMOVpytoWwnii cakTop. B cBA3WM C 3TMM HapyluaeTcs Myxckasi
anddepeHUMpoBKa U ManbYmK POXKAAETCS C XKEHCKUM (DEHOTM-
NMoM — MY>KCKOW nceegorepmadpoanTnam. MNpu poxaeHn manb-
Ynka NpMHUMaLoT 3a AeBoyky. OgHako kapuoTun Myxckom 46 XY.

Ecnu rmbenb knetok Jlengura npousowna nocne 10-12 He-
Oenb 3MOpPMOHANbHOMO PasBUTUSA, KOraa MYXKCKUE opraHbl yke
chopmMupoBanncb, peGeHOK POXKAAETCSH C MYXXCKUM PEHOTUMNOM.
B atux cnyyasx 3aboneBaHve AMarHOCTMPYETCS TOMbKO B Nepuog
MOSOBOrO CO3PEBaAHUS, KOraa He MPOUCXOAUT PasBUTUS BTOPUYHBIX
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MoNoBbIX MPWU3HaKOB — OTCYTCTBYET POCT BOIOC Ha No6Gke, B akCur-
NAPHbIX 06nacTsax, Ha nuue. FNYKKU 1 NOSIOBO YNeH MarneHbkue,
MOLLOHKa He pa3uTta. OTCyTCTBYIOT NMBUAO M NoTeHuus. Y nuy
C MYXCKMM nceBaorepmadpoamTu3MoM, NPUHATLIX 3@ OEBOYKY,
B Mepuog NnosioBoro Co3peBaHusi UMeeT MecTo NepBuYHas aMeHo-
pesi, He pa3BKBaOTCS MOJIOYHbIE XKene3bl, He NPOUCXoANUT EMUHM-
3auus curypel. Mpu obcnegoBaHnm obHapyXXMBaeTCA OTCYTCTBUE
MaTku U ANYHUKOB. B naxoBom kaHane vunu B GproLwHON NomnocTu
o6HapyxuBaloT Hepa3BuTble andkn. Kapuotun XY.

CuHapom 46XX y MyK4uH, unu cuHgpom ae nsa Wanens

XX — HapyLleHne nnm CUHAPOM NOMoOBOW PeBEPCUN — Bapu-
aHT cuHgpoma KnaviHdpenesrepa. KnmHnyeckne CUMNTOMbI MOXOXM,
Kpome Gornee HM3KOro pocTa U rMnocnagum; criydam yMCTBEHHOM
HEMOSTHOLEHHOCTM BCTpeYatoTes pexe. MNauneHTbl MIMEKT KapuoTun
46XX. Takon napagokc OObSICHSETCHA 3KCNpeccuen Ha KneTkax
H-Y aHTureHa v npegnonoXuTenbsHO HanMyYMem B COCTaBe reHoMa
CTPYKTYP Y-XpOMOCOMbI.

CuHgpom XYY

deHoTunmyeckme nposenennst XYY cnuHapoma CXogHbl C CUH-
apomoM KnanHdenstepa, Ho 6onee BapuabenbHbl. MokasaTtenu
cnepMbl y 3TUX MY>KYUH BapbUPYHOT OT HOpMarbHbIX 40 a300cnep-
MuK. BonbHble ¢ Hanmumem XXY-CUHAPOMa OTNMYATCS BbICOKMM
POCTOM, HEPEAKO MbILLIEYHOW CUITON, HaNM4Ynem yrpeBoi Chinu,
a TaKkKe CHWXEHWEM YMCTBEHHOrO pPasBUTUSI U HAKITOHHOCTbIO
K COBEPLUEHUIO KpUMUHAMbHbIX AeicTBMin. CUMNTOMbI FMMNOroHa-
A13Ma BblpaXkeHbl yMepeHHO (rMnonsa3vpoBaHHbIe TECTUKYILI MPK
HopMaribHOM MofioBoM 4neHe). OBornoceHne Ha nuue ckyaHoe. B
cnepmMorpamMme — OfMro300CMNEPMUSI U Y HE3HAYUTENBHOW Ya-
CTM B60nbHbIX — HOpManbHbIV cnepMaToreHes. Y MHOrMx 60MnbHbIX
OoTMeYaeTcs FMMNoTOHUS U 3ameneHHasi pedb. CogepikaHue roHa-
LOTPOMMHOB YMEPEHHO MOBLILLIEHO, @ TECTOCTEPOHA B Niiasme —
CcHWXeHo. MeToaa neyeHns becnnoausi He CyLecTBYeT.

NIMTEPATYPA

1. Angponorus. Myxckoe 3q0poBbe Y ANCHYHKUUSA PenpoayK-
TMBHOW cuctemsbl. Mog obw. pea. Huwnara 3., bepe M. M.: 2005.
554 c.

2. bBnarocknonHas A.B. 3HgokpuHonorus. 000 « UspatenbcTBo
CneuJlnty», 2004. c. 223-226.

3. Bakc B.B. 'MnoroHagoTponHbIA runoroHagnaM y MyxumH: Ma-
Tepuanbl KoHpepeHuun «AKkTyanbHble NpobnemMbl HEMPO3HAOKPUHO-
norun». 13-14 gek. 2001. C. 73-84.

4. Bacune4yeHko I.C . Obwas cekconatonorusa. M.: MeanuuHa,
2005. c. 512.

5. TycakoBa [1.A., KanunueHko C.1O., Kypuno J1.®. MNepBu4HbIi
rMNOroHagn3M Kak npuymnHa metabonvyeckoro cuHgpoma (Ha npuve-
pe cuHgpoma KnaiiHdenstepa). XKypHan «[pobnembl Penpogykuum»
2008; 3.

6. [Oenos WN.U. n gp. Nonosoe passutue geten: HopMma 1 naToso-
ma. M., 2002. 232 c.

7. TNaBwH J1. QHOOKpUHONornsa. MeauumHckmin cnpaBodHmKk. Mo-
ckBa, 1999. Maea 15. BpoxaeHHas runepnnasns Kopbl Hagno4Ye4YHNKOB.
C. 222-242.

8. HukynuH B.A. Myxckoe 6ecnnogne. OueHka, AuarHocTuka,
neyexue. 14 c.

9. PauwuoHanbHasn dapmakoTepanus 3aborneBaHni 3HOOKPUHHOM
cucTeMbl U HapyLueHuii obmeHa BelecTB. Mo pea. U.W. Oeposa, A,
MenbHu4yeHko. Mocksa, 2006. Maea 47. c. 716-747.

10. YctnHoBa T./. QHAOKPMHONOIUSI MY>KCKOW NOMOBON CUCTEMBI.
C.- Metepbypr, 2007. c. 113-128.

11. Morales A., Lunenfeld B. Investigation, treatment and monitoring
of late-onset hypogonadism in males. Aging Male. 2002; 5: 74-86.



