[lopoku pa3BuTnsa roHaa.
AucreHesnsa roHaa.

BbinoAHWAM cTyaeHTl MA-404
Bapamos Baaex
Aasyasos Mypaa
NAsanyHoBa Aapbs



[ lopoKu pa3BuTUA SUMHUKOB

AnAazmna AMYHUKOB.
® BpoxkaeHHoe oTcyTCcTBME IMYHMKOB;

® BcTpeyaeTcsa o4eHb peAKO Y HEXU3HECMOCOOHbBIX MAOAOB C
APYTMMM NMOPOKaMM Pa3BUTUSA, HECOBMECTUMbBIMU C >KU3HbIO.

AuvcreHesunsa roHaa.

® PeaKui NOpoOK pa3BUTUSA, BO3HMKAIOLLUM B pe3yAbTaTe
XPOMOCOMHbIX HapyLleHUN. ANYHUKM NPU 3TOM MOpPOKe
NPeACTaBAEHbl COEAUHUTEABHOTKAHHbIMU TSXKaMMU.

® ®DopMmbl AUCTEHE3NM TOHAA!

- TunuuHas (cuHapom Lepiesckoro - TepHepa);
- Crepras;

- Yucras;

- CwMmellaHHas.



TununyHaa popma
Cunapom Lepwesckoro-TepHepa

Kapunotun 45 XO

Huskui poct (Ao 150 cm)

LLInpokue naeuum, yskmi Tas

KopoTkas wes ¢ KpbIAOBUAHBIMU CKAAAKAMM

BaAbrycHas aepopmanmsi AOKTEBBIX U KOAEHHbIX CYCTaBOB
[Mopoku paseutns CCC, noveK, MUKpPOrHaTus, BbICOKoe HEBO
MoAouHble KeAe3bl He pa3BUTHI

[MoAroBOe oBOAOCEHME OTCYTCTBYET

[MoAoBble opraHbl pe3Ko rMMOMNAaCTUYHbI

COEAMHMTeAbHOTKaHHbIe TAXU BMECTO ANYHUKOB



Cunapom LWepewesckoro-Teprepa, 45/ X0
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CuHgpom LWepewesckoro-TepHepa, 45,X0

Short stature '{‘%
Characteristic
Low hairline facial features
V) — Fold of skin

2 Constriction
Shield-shaped ‘ of aorta
thorax . b Poor breast
Widely spaced y development
e ; T Elbow

¢ .

Shortened \ deformity
metacarpal IV < v

Small - \0/ \ ,5 Rudimentary

fingernails ——Y ; i ovaries
Gonadal streak
(underdeveloped
e L gonadal
structures)

Brown spots (nevi)

No menstruation




L)
2)
3)

AnarHocTukKa

[lpy poXAEHUM AeTU OTAMYAIOTCA MAAOM MacCoM TeAa M
cBOeoOpa3HbIMM  OTEKAMW  KOHEYHOCTEM, KOTOpble BCKOpe
NMPOXOAAT 6e3 AeUeHus.

Y AeTen, NMOAPOCTKOB, B3POCAbIX AMArHO3 YCTaHAaBAMBAIOT Ha
OCHOBAHWM:

TunuyHoro BHewHero BUAA MAUUEHTKHU
OTC)’TCTBMH MOAOBOIo XpOMaTHHa B 6)’KKaAbeIX Ma3KaX

OnpeaeAenuns kapuotuna 45 XO



CuHapom
LLlepeLuescKoro-
TepHepa
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Tenbua bappa, wiu monoBoi XpoMaTH (YKa3aHO CTPEIKAMH)
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Puc. X.12. Kapuorun 60sibHoii ¢ curapomom Lllepewesckoro—Teprepa
(45, X0)



KAMHUKA U naToreHes

® [lepBuyHas rMneproHaAOTponHas ameHopes

Mnodus.
MoBbiweHne BbipaboTKM
OCIr U Al

XpoMocoMHas MyTaLus,
kapuoTtun 45 XO

MoAoxKnTeAbHasn 06PaTHaF| CBA3b

AUYHUKM.
CHuxeHue
BbIpa6oTKM
3CTPOreHoB




Creptas ¢opma

MoszanyHbit kapuoTtun 45 XO/46 XX

PocT 06bI4HbIM MAK HUXKE CpeAHero

MoAouHble »KeAe3bl pa3BUTbl HE3HAYUTEABHO

[MoAroBOe oBOAOCEHME CKyAHOE

Hapy>kHble MoAOBble OpraHbl, BAAraAULLLE M MaTKa HEAOPa3BUTDI
AVYHUKM pyAUMEHTapHble

TunuyHa nepsryHas ameHopes

Bo3smoxkHa BTopuYHas ameHopes BCKOpe MOCAE MeHapxe

Y 10 % OGOAbHbIX peryAsipHble MeHCTpyauun B TedeHue |0 aeT
MOCA€ MeHapxe, KOTOpble 3aTeM CMEHSIIOTCA  BTOPUYHOM
aMeHopeeMu.



Ynucras dpopma

Kapunotun 46 XX nan 46 XY, MoHoreHHas MyTtaums
ComaTnyeckme NopoKu pasBUTUS OTCYTCTBYIOT
BTopuyHbie noAoBble NMPU3HAKK OTCYTCTBYIOT
[NloAoBOM MHPaHTUAMIM

[pu kapuotune 46 XY (cuHapom Caarepa) B AUCrE€HETUYHbIX
roHapAaxX BbICOK PUCK BO3HWKHOBEHWUS TOPMOHAAbHO-aKTUBHbIX
OMYXOAEM



CMeluaHHas ¢opma

MoszanyHbit kapuoTtun 45 XO/46 XY
HopmaabHbIl pocT

NHTepcekcyaAbHOe TEAOCAOXKEHUE

CoMmaTuyeckne OTKAOHEHUs (KOpoTKas Lesi, 6o4vkoobpasHas

rpyAHas KAeTKa)
ABAeHUA BUPUAM3ALUM
3aAeprKKa pa3BUTMS MOAOYHBIX YKEAE3

MHoraa  —  cAMSHME  HWXKHEN  TpeTu
MOYEUCNYCKAaTEAbHOIO KaHaAa

BAalraAuvila n

[lpy AanapocKkonmMM M TUCTOAOTMYECKOM MUCCAEAOBAHUM TOHAA:
$UOPO3HBIN TAXK BMECTO OAHOM U3 HUX U HEAOPa3BUTbIE SAEMEHTbI

TECTUKYAAPHOU TKaHU BMECTO ApPYrom

Y 75 % 60AbHbIX K 20-25 roaaM B roHaAax BO3HUKAIOT OMYXOAM



/\eyeHue

® CwMmewaHHas n ynctasa popma (kapmnotun 46 XV):
YAaAeHMe roHaA B CBSA3M C BICOKMM PUCKOM MaAUTHU3ALMUMU.
® TwunuyHas u unctas ¢opma (kapuotmn 46 XX):
3aMeCTUTEAbHYIO Tepanuio NMPOBOAST 3CTPOreHamu .

I. 3TUHMA3CTPaAMOA, 0,02—0,05 mr/cyT, AU KOHBIOTMPOBaHHbIE
acTporeHbl, 0,3 Mr/cyT yepes aeHb.

BI'IOCAGACTBMM NEPEXOCAAT Ha LLUKAUYECKUM pEeXUM AE€YHEHUA.

LIMkA npoaoArkaeTca 28 aHen: nepeble | | AHel NpUHUMAIOT TOABKO
3CTporeHbl; B nocAeayiowme |0 AHel AOMOAHUTEABHO Ha3HavaloT
MeApoOKcunporectepoHa auetat, 5—I10 mr/cyT; AeaaloT nepepbiB Ha 7 AHEMN.

LleAn AeyeHus:

)  ®emuHuzaunsA PUrypbl, pasBUTME MOAOYHbLIX >KEAE3, HAPYXKHbIX W
BHYTPEHHUX  TMOAOBbIX  OPraHoB,  TMOSIBAEHME  LIMKAUYECKMX
MEHCTPYaAbHOMOAOBHbBIX BbIAEAEHUM.

2) nOAaBAeHMe BbIAEAEHUA TOHAAOTPOINMMNHOB I'MFIO(I)M3OM, YTO CHMXKaAET
PUCK pa3BUTUA 3AOKAYECTBEHHbIX onyxor\eﬁ FOHaA.

3)  [lpoduraakTUKa ocTeonoposa, KAPAMOBACKYASIPHOM MAaTOAOTUM.



Cnacubo 3a BHUMaHHUe
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