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CuHapom MapdbaHa

e CuHpgpom (6one3Hb) MapdaHa — ayTOCOMHO-
OOMWHaHTHOE 3abonesaHune n3 rpynnbl
HacneaCTBEHHbIX NAaTONOrMn CoeanHUTENbHbIX
TKkaHen. CuUHOPOM Bbi3BaH MyTauuUsMU TEHOB,
KOOUPYHOLLMX CUHTE3 [MMKONpoTENHa
domnbpunnuHa-1, un 4aBNSETCAa MNNENOTPONHbLIM.
3aboneBaHne  XapaKTepusyeTtcs  pasfnmMyHou
NEHEHTPAHTHOCTLID U 9KCMpecuBHOCTLD . B
KrnacCcu4eckmx cryvyasx nmua C CUHOPOMOM
MapdraHa BbICOKU (OONMMXOCTEHOMENUSA), UMEIOT
YONMMHEHHbIE KOHEYHOCTW, BbITAHYTble nanbLubl
(apaxHogakTunna) W HeoopasBUTUE  XKUPOBOU
KreTyaTku.



* [lpenmyLlecTBeHHO aTa
bores3Hb HacneayeTcd no
OOMWHAHTHOMY MPU3HaKY u
Bbl3blBAETCH aHOManmem
reHa FBN1, kogunpytouiero
6enok pubpunun-1. Y
KaXXQou NMMYHOCTU eCTb Nnapa
Takux reHoB. [1oCKonbKy
HacnegoBaHWMe NPoncxoanT
N0 AOMMWHAHTHOMY TUNY, TO
Naun, YTo HacneayT oanH
aHoManbHbIW reH FBN1 oT
KOro nndo nu3 pogmutenen
ByayT nopaxeHbl yKkazaHHbIM
3aboneBaHuemMm.




la cerogHALWHNUY OEHb HE CYLLeCTBYET
HUKaKOoro neveHna ana cuHgpoma MapdaHa.
UToObI paspaboTartb Takoe nevyeHne, y4eHble
OOJTKHbI onpeaennuTb U UBMEHUTDL
KOHKPETHbIN reH, OTBETCTBEHHLIN 33
HapyLleHWne elle 00 poXxaeHuda. Tem He
MeHee, Uenbln psaa BapnaHToOB NeYeHuns
MOXET CBECTU K MMHUMYMY, a UHOraa U
npegoTBpPaTUTb OCITOXHEHUS.
CooTBeTCTBYOLLME cCneunanunucThbl
pa3paboTaloT MHAMBMAYaribHY0 nNporpamMmmy
neyeHums.



 CnHgpomom MapdraHa OonerT Kak MYXYMHbI, TakK W
XEHLMHbI, NPWU 3TOM HET HUKAKUX ISTHUYECKUX WIMKn
reorpaduyecknx ocobeHHocTen gaHHOro 3aboneBaHus.
CornacHo oueHKaM y4deHbIX oauH Yyenosek n3 3000-5000
yenoBek 6orneetr cuHgpomom MapdaHa. Yepes
ayTOCOMHO-AOMUHAHTHbIN ~ Xapaktep  3aboneBaHus
KaXObl U3 poauTenen MoXeT nepenatb AedoeKTHble
reHbl pebeHKy C BEpPOATHOCTbLIO 50%. BOonbLUMHCTBO
nogen ¢ cuHgpomom MapdaHa NMMELOT KOro TO B CEMbE,
KTO yXXe rnopaxeH aTum 3aboneBaHunem, a 15-30% BceX
Clly4yaeB cBdA3aHbl C HOBbIMW FEHETUYECKMMW MyTaLNamMu,
KOTOpPblE BO3HMKAKOT Yy ogHoro pebeHka Ha 20000
HOBOPOXOEHHbIX.



