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Myxxckoun ncesgorepmacdppoamnTU3M — COCTOSIHUE,
Korga MMerTCa ANYKN, HO PEHOTUMN HapYyXHbIX (MHOrAa
N BHYTPEHHUX) MONOBbLIX OPraHoOB XXEHCKUK, Npu
OTCYTCTBUU CTPYKTYPHbLIX MPOU3BOAHbIX
napame3oHedparnbHbIX NPOTOKOB. My>KCKkou
ncesgorepmadpoanTM3M pa3BnUBaETCH B pesyrbraTte
BHYTPUYTPOOHbLIX FOPMOHarbHbIX HapyLUEHUN:
CHMXEHMEe NN OTCYyTCTBUE NPOaYKLUN TECTOCTEPOHA, a
TakKe Hed(PEKTUBHOCTb AENCTBUSA TECTOCTEPOHA Ha
KNEeTKNU opraHoB-MuLLIEHEN NP HOPpMaNbHOM YPOBHE
cekpeunn aHOporeHoB n/unn edPeKToB HEKOTOPbLIX
reHoB. B 3aBMCMMOCTU OT CTENEHU HapYyLLUEHNS CNEeKTP
aHoOManum HapyXHblX reHUTanun npeacTaBrieH oT
HOPMaribHO XXEeHCKUX (C YKOPOYEHHbLIM, Creno
3aKaH4YMBatloLLMMCS Bnaranuuiem 6es Lenkn matkum) o
NOYTU HOPMaribHbIX MYXXCKUX C rmnocnagmen nnu
KPUNTOPXU3MOM.









CropHO NpUMeEHEHNe TEPMUHA
«ncesgorepmappoantTnuam». TepmMuH
«ncesaorepmadpoanTnN3amMm» bblin

npunaoymaH SasnHom Knebcom B 1876 roay,
3a0Mro 4o Toro Kak, reHeTtudeckas ponb X n'Y
XPOMOCOMbI, a TakKXXe counarnbHble

KOMMOHEHTbI FreHOEPHOW NOEHTUYHOCTM BbINN
onucaHsbl. ['1o aTon npnymnHe TepMUH, Kak NnpaBuno,
MCMNOJSIb3YETCH B CNyYadax HECOOTBETCTBUS
roHagHoOW TKaHU BHELLIHEMY BUOY reHUTanumun.

[1>koH MyHWN, BEpOATHO, O4NH K3 NEPBbLIX LUMPOKO
N3BECTHbIX nccnenoBartenen eHomMmeHa
ncesgorepmadpoauTmnama. (Jokrtopckas
oucceptauusa «l epmadppoauTmam: nsyvyeHue
CYLLIHOCTW YernoBe4vyecKkoro napagokca» 1952)






[lceBoorepmadpoanTnamMm — pegkasa naTtoriornsd, Ho
ee 3TUonorusg KpamHe pasHoobpasHa:

* CUHOPOMbI HEYYBCTBUTENBHOCTU K aHApOreHam,
* HeQOCTAaTOMHOCTb 5a-peayKrassbl,
* HApyLIeHNs DMOCUHTE3A TECTOCTEPOHA,

® BpOXXAEHHaa nmnonagHaa rmnepnnasung
Hagno4Ye4yHUKOB [MyTaLma reHa STAR (Steroidogenic
Acute Regulatory Protein), 8pl 1.2];

* HEJOCTaTO4YHOCTb 3p-
rmapoKkcucTepounaaernaporeHassl,

e HEJOCTATOYHOCTb 1/a-rmapoKcunasbl,

* HEJOCTAaTOYHOCTb 17p-
rmgpokcucTepongaerngporeHassi,

e MyTauun reHa MUD.
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[1pn nedpekTax 5a-peaykKrasbl TECTUKYbI
NpoayLMPYIOT KaK TECTOCTEPOH, TaK U MIOSIJIEPOBCKUUN
MHrMoupyrowmmn dakrop, 4To obecnednBaet
PErpeccuo MHNNePOBCKUX CTPYKTYP U pasBuTune
BONbMOBbLIX CTPYKTYP, KaKk U B HOpMe. HapyXHble Xe
NONoOBble OpraHbl Ppa3BMBaAKTCA MO MY>XXCKOMY TUMNY
TONbKO Npu goctatodHoM ypoBHe I T, koTopbin npu
9TOM CUHOPOME OTCYTCTBYET, B peaynkraTe HapyXHble
NonoBble opraHbl POPMUPYHOTCA MO XKEHCKOMY TUMY:
Briaranvilie 3akaH4MBaeTCA crneno, NosioBoOn YneH
MarneHbKNU N UCKPUBIEHHbIW, C 3aKPbITON KpanHeu
NAOTb U 3HAaYUTENBLHOW rMnocnagnen. B nepuoge
NOMOBOro CO3peBaHMs Ha (POHE NOBbILLEHUS]
4yBCTBUTENBHOCTU TKAHEN K TECTOCTEPOHY NPOUCXOANT
MacKynnHu3aums (passmtme MbllLEYHOW CUCTEMbI U
TENOCNOXEHUA MO MY>XXCKOMY TUM asBuTme




CVMHOPOMbI HEYYBCTBUTESTILHOCTMU K
aHaporeHam — rpyrnna HapyLwieHun,
CBA3aHHbIX C X-XPOMOCOMOUW U NPUBOOSALLNX K
doOpMUPOBAHUIO HACTUYHO
BUPUNn3npoBaHHoro goeHotuna. Camas
TAXenaa doopma — nosiHag
HEeYyBCTBUTENLHOCTb K aHAPOreHam —
npexae oblna n3BecTHa Kak
mecmukynspHasa gpemMmuHu3sayus. ['lpv
NONHOW HEYYBCTBUTENBLHOCTU K aHOPOreHam
BHYTPUKIETOYHbLIE peLenTopbl K aHaporeHam
OTCYTCTBYIOT UINUN HE PYHKLMOHUPYIOT. B ntore
He NPonCXoauT pa3BUTUA BorbdoBa NMPOTOKa,
nHayumpyemoro aHgporeHom. MO, ogHako,
CUHTE3NpYyeTCcs, NO3TOMY MIONNIEPOBLI
MNPOTOKM PErPECCUPYIOT, a ANYKMN OMNYCKaOTCH
00 NaxoBOro KonbLa.



YHacTuyHyO HEYYBCTBUTENBLHOCTb K aHOpOreHam
(cuHapom PaneHcTanHa) BCTpeyatoT ropasao
pexxe, YeM MOSHYK HEYYBCTBUTENBLHOCTb K
aHgporeHam. [1pu cnHaopome PandeHcTanHa
HabnogarT pasHble PEHOTUMNbI: OT NOYTU MOSTHOIO
OTCYTCTBUA BUPUNnN3aLmm Ao NpakTU4eCcKu
3aBepLUEHHOW (PeHOTUNNYECKON MACKyNMHN3aL M.
Mexay aTMMn KpanHuMuy BapuaHTaMmum NpoaBneHns
BapbUPYHOT OT HE3HAYUTENBLHOW KNUTOPOMEranuu
N HEDOMbLLIOro cpaLleHus NoroBbIX ryd 40 ABHOMO
COYETaHUSA MPU3HAKOB MYXKCKUX U XKEHCKUX
reHuTannn. HeagasHo ObISIM ONUCaAHbI HECKOMNBKO
MY>KUYUMH, Y KOTOPbIX €4UHCTBEHHBIM NPU3HAKOM
HEYyBCTBUTENBLHOCTU K aHOpOreHam oObina
CTEPUNBLHOCTbL 13-3a Manoro KonmMyecTtea nnu
OTCYTCTBUSA CNepMaTo30Ma0B.



Cunppom Xunbbepa-Apeundyca.
OCHOBHbIM CUMIMTOMOM 3TOr0 CEMEWNHOIO
3aboneBaHns ABNSIETCA BblpaXXeHHas
rmnocnagusi Npy mMasiomM norioBOM YJieHe.
[TocneaHnn KaXkeTcst CMELLLEHHbBIM
OopcaribHO, HaxoauTCca Mexay
BEHTpParibHbIMU YaCTAMU pa3BOEHHOMN
MOLLIOHKM N YAaCTUYHO MPUKPBLIT UMU. ANYKM
onyLUEHbI, HOpMarbHbIX pa3MeEpPOB



[MepcucrteHuusa oBuaykTa. Peyb nget o
doeHOoTUNMYECKM HOpMarbHbIX MYXXYMHAX, Y
KOTOPbIX HEpPEeOAKO NMEET MeCTO HapyLLeHne
OonycKaHUa an4ka, XoTd B OCTallbHOM
Hapy>XXHble reHuTannm 6e3 ocobeHHOCTEN.
Ecnu B cembe NogobHble 3aboneBaHns He
BCTpeYanucb, To B OONbLUNHCTBE Cly4YyaeB
OuarHo3 CTaBAT BO BpeMs ornepaumm no
NoBOAY rPbiXXK UNun Kpuntopxmama. [1pn aTom
HaxoOdaT (Hanpumep, B rpbiXKeBOM MeLLKe)
rmnonsiasampoBaHHYO MaTKy C 3a4aTkamu Tpyo.
[TonaratoT, 4TO NPUYNHOWN 3aboneBaHns
ABnseTca 4edPULUUT aHTUMIONTEPOBCKOIO
ropmoHa (AMI', dpakTopa X) nnu
PE3UCTEHTHOCTbL K HEMY
napame3oHedparnbHbIX MPOTOKOB.






Ho nvbeprara



JleyeHue NOXXHOrO My>XCKOro
repmacppoanTUmMa

[lceBgorepmadpogmnTmnam TpebyeT CpOYHHOro
neyeHuqa. XXenarenbHO Ha4YaTb Tepanuio cpasy xe
rnocne Toro, Kak OyaeT BbisiBrieHa naTosiorus,
MHa4ye B OyayLlEM OYEHb BbICOKA BEPOATHOCTb
Pa3BUTUSA HE TONbKO NCUXONOrMYECKNX npobnem,
HO N TPYOHOCTEN PENPOAYKTUBHOIO Xapakrepa.

OBbIYHO KypC NeYyeHus
ncesgorepmadpogmnTmnma BKNoYaeT B cebs
NOXXNU3HEHHYI0 TOPMOHAanbHYI0 Tepanuio,
reHnTanbHy NNnacTuky (ecrnu B 3TOM €CTb
HeobxoaMMOCTb U3-3a AedPEKTOB BHELLHNX
NOJIOBbIX OpraHoB).



