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MceBoorunepanbOoCTEPOHU3M, UM CUHOPOM Jlnanns — HacnencTBeHHas Tybynonatus,
NPOSBNSAOWASCA B paHHEM OETCKOM BO3pacTe. XapakTepHO MOBbIWEHNE YYBCTBUTENbHOCTH
PELIEeNTOPOB MOYEYHbIX KaHaNbLEB K afbA0CTEPOHY, YPOBEHb €ro B Npeaenax HopMbl.

BpoXxaéHHble agpeHOoreHUTaNnbHble CUHAPOMbI

BpoxnéHHble agpeHoreHnTanbHble CUHOPOMbI (BPOXOEHHAS runepnnasns Haano4eyHnKoB)
— ayTOCOMHO-peLeccuBHble 3ab60neBaHns, Bbi3bIBAEMbIMUA BPOX AEHHBIMU (DEPMEHTOMNATUSMN.
BosHukaowunin n3-3a gepuumta dpepmMeHTa HefoCcTaTokK rIlOKOKOPTUKOUOO0B NPUBOAMUT K
yBenunyeHunto cuHtesa AKTI ¢ nocnepytowen 3Ha4MTeNbHOM OBYCTOPOHHEN rmnepnnasmven
KOPKOBOro CNnost Haano4e4yHnkos. CpefHUin BEC HaANOYEYHUKOB yBenu4yeH B 5—-10 pa3 u
npesbiwaeT 60 r. Xeneabl 6ypoBaToro uBeTta, KNeTky nx cogepxar Mano nunuaos, BUL4HbI
BKMKOYEHNS nunodpycunHa. CUMHTE3 OCHOBHbIX CTEPOMAHbLIX FOPMOHOB HApPYLWeH, 4TO cO34aéT
N36bITOK aHAPOreHHbIX TOPMOHOB, NPUBOASAWMIA K BUpnnmn3my. B 90% cnyyaes npuynHa
natonorum — geduunt 21-rugpokcmnnasnbl, otMmevyaembin y 0,01% HaceneHns. Boigensior
BUPVNN3UNPYIOLWLYIO N CONMbTEpPSAIOLLY0 hopMbl 3abonesaHms.

0 Bupunuampyowas dpopma. 3a CHET runepnnasmm Kopbl BbISBASOT HOPMabHbIA UK
HECKOJIbKO NMOHWXEHHbI YPOBEHb KOPTU30M1a B COYETAHUM CO 3HAYUTENbHBIM POCTOM YPOBHS
TecTocTepoHa. B peaynbTate y AeBOYEK NPOMCXOANT YBENNYEHME KNNTOPA, YBENNYEHNE N
cpauleHune 60nblKxX NonoBbix ryb (NOXHbIA repMadpPoanT3M), BUPUIN3aLmMs, OTCYTCTBIE
MEHCTpyauuii, a y Manb4nkoB — MakporeHnTocomus. Y netem oTMeyaroT YCKOPEHHbIN POCT,
N36bITOYHOE PaA3BMTME CKENETHBIX MbiliL, PAHHEE OBOJIOCEHMNE MO MY>XXCKOMY TUMY.

Y CKOpeHHOEe Co3peBaHne KOCTE NPUBOANT K NPEXAEBPEMEHHO OCTAHOBKE pocTa pebéHka K
10-12 ronam, B peaynbtarte AeTu OCTATCHA HU3KOPOCIbIMU.

0 ConbTepsitowasn copma boiBaeT B 10% cnyyaes, Kak npaeuno, y Hocutenein HLA-Bw47 n
npoTeKaeT OYEHb TAXENO, YTO CBA3AHO C MOJHbIM OTCYTCTBUEM HA3BaHHOro doepmeHTa. Y

60NbHbIX BO3HMKAET HE TONbKO BUPUIM3M, HO U 3HAYUTENbHbIE 3NEKTPONUTHbBIE HapYLEeHUS
(BedonumT HaTpUS 1 XNOPUOOB N3-32 UX YCUEHHOIO BbIBEAEHNSI C MO4YOi1), 06YCNOBNEHHbIE
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neduuMTOM anbhoctepoHa. bes 3amecTTebHOM ropMoHanbHoM Tepanuy 3abonesaHve
ObICTPO 3aKaH4YMBAETCS NeTanbHbIM UCXOA0M.

Hedonunt 11B-rugpokcmnasbl coctaBnsaet NpuMepHo 5—-8% cnyyaes agpeHoreHnTanbHoOro
cmHapoma. BosHukaeT nsbbiToyHas npoaykums 11-ge3okcukopTnaona um
11-0e30KCUKOPTUKOCTEPOHA, 0bnaaatowwmnx Bbipak eHHbIM MUHEPANKOPTUKONOHBIM 300 PEKTOM,
4TO NPMBOAUT MOMMMO BUPUIN3ALIMKN K CTOWNKON apTepuanbHOM rmnepTeH3num, runokanmemmm u
runepnurMeHTaumm Koxu. lNpaemnbHoe N CBOEBPEMEHHOE NEeYeHMEe MIKOKOPTUKonaamm (Kak
N NpY BUPUAN3NPYIOLWER popMe HelocTaTo4yHoCTM 21-rnapokcnnasbl) obecneynsaeT
HOopManbHoe (PM3nyeckoe 1 nosioBoe passuTure.

Decunumnt 3B-rmapokcnucTeponinermaporeHasbl HapywaeT CUHTE3 CTePOUAHbIX TOPMOHOB Ha
camblx paHHUX aTanax. OTMeyatoT NOIHOE OTCYTCTBUE KOPTM30Na 1 anbAoCTepoHa npw
He3Ha4yMTenbHOM 06pa3oBaHUM aHAPOreHoB. 3aboneBaHne NPoTeKaeT TSXeno, o Tuny
conbTepsitowei opMbl 63 BUPUIM3ALIMN Y OEBOYEK UMK C TOXKHBIM repMacpoaMTU3MOM Y
ManbyuKkoB, 1, Kak NpaBunno, BbICTPO 3aKaH4YMBaAETCS CMEPTbIO.

Dedovunt 17a-rnppokcmnasbl 6biBaeT penko. BosHnkaeT HapylweHne cCuHTe3a Koptmaona u
LpYrux 17-rmapoKCUKOPTMKOCTEPOMLOB, @ TakXe SCTPOreHOB 1 aHapPoreHoB. ¥ 60bHbIX
pasBMBAOTCA apTepuanbHas runepTeH3ns, My>XCKo NncesaorepMacppoamTam, 3agepxka
NOMOBOro Pa3BUTUS Y AEBOYEK, OTCYTCTBME NOAMBILEYHOrO U TOOKOBOro OBONOCEHNS,
runokanuemms. Ecnn 3abonesaHve He 6biNo BbISBNEHO B HEOHATANbHOM MEPUOLE , BO3SMOXHO
BOCMPUSATE MaNb4yMKOB KakK AEBOYEK. DTO CBS3aHO C DOPMUPOBAHUEM Y HUX BHELIHE
HOPMAarbHbIX XEHCKMNX MONOBbIX OPraHoOB, TOrAa Kak SM4ky OCTalTCs B OPIOWHOM NONOCTN NN
naxoBblX KaHanax.

Hedomunt 18-rmapokcunasbl HapylwaeTt obpasoBaHne anbaocTepoHa. boneaHb npoTtekaet no
TNy conbTepsiollein opMbl (HO 6e3 apTepuanbHOW rMNepTeH3nn) N 3aKaH4YMBaeTCs
ObICTPLIM NeTanbHbIM UCX0A0M. CYHTE3 KOPTN30Na He HapylleH, No3ToOMy runepnnasumn
PETVKYNSIPHOW 30HbI HAAMNOYEYHMKOB M FMNEpPnpPoAyKLM afpeHanoBbiX TOPMOHOB He
MPOMCXOaUT.

Penko BcTpeyatoT nedoumumnt 20,22-necmonasbl, 3aTpyaHsOWMn 06pa3oBaHne ak TUBHbBIX OOPM
CTepOouIHbIX TOPMOHOB (aNb40CTEepPOHa, KOPTN30Na, aHAPOreHOB) U3 XONecTepuHa.
dopmmpyeTCs BPOX OEHHAS NUNonaHAs runepnnasns Kopbl Haono4e4yHNKoB (CUHAPOM
Mpanepa), korna KneTkm KOPKOBOro Cnos nepenonHeHbl nunugamMm (XonecTepuHoM 1 ero
apupamum). OTMeHaT pa3BUTUE HAPYXHbIX MOIOBLIX OPraHOB MO XEHCKOMY Tuny y
Manb4yMKOB 1 BUPUAN3ALMIO Y OeBOYeK. 3aboneBaHne NnpoTekaeT TAXeno, 06blYHO
3aKaH4yuBaeTcsa netanbHbIM UCXOO0M yXe B NepBble AHW NOoCcne Poaos.
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CHuxeHue (pyHKLIMI/I KOpbl HAaANo4Yye4HKoB

CHUXeHne pyHKUNN KOPbl HAANOYEYHNKOB (TMMNOKOPTULN3M) BbI3BAHO NOPaXeHNeM He MeHee
80—90% KOpPKOBOro cnost 060Mx HaANOYEYHNKOB, MOXET OblTb BPOXAEHHbLIM 1
NPUMOBpPETEHHBIM, MEPBMNYHBIM U BTOPUYHBIM, OCTPbIM (aAPEHANOBbIV KPU3) N XPOHNYECKUM
(6one3Hb ApaucoHa).

WHTepecHble cTaTbu:

1) OcCHOBbl MIMMYHHOIO OTBETA
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2) JleroyHas perynsums KOC

3) [laTtoreHes anonTosa
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