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Anbda-1-antutpuncunoBas HepoctaTouHocTh (AATH) — HacneactBeHHoe 3aboieBaHue,
00yCIIOBJIGHHOE CHM)KEHHOW KOHIIeHTpalnueld anb(pa-l-aHTUTPUIICMHA B CHIBOPOTKE KpPOBU
BCJIECTBUE MyTanuii B reHe Pi, mposBisitonieecss B BHJAE XPOHUYECKHUX HecHeU(PUIECKHX
3a00J1€BaHUH JIETKUX C Pa3BUTHEM dM(U3EMBI, TOPAKEHUEM TIEYEHH, COCYIO0B U JIPYTUX OPraHOB H
cucteM. [laToreHernyeckne MeXaHU3Mbl Pa3BUTHSI TOPAKEHUS PA3INYHBIX OPraHOB U CHUCTEM IIPU
nedurute anpda-1 aHTUTPUIICHHA HEOTUHAKOBBI.

[TaTonorust meyeHu — BTOPOH IO YACTOTE BCTPEUAEMOCTH Y JeTel KIMHUYECKUI CHUHAPOM
nedunuTa anb@a-1 aHTUTPUIICHHA, OJTHAKO B MJIAZIEHUECKOM M JJETCKOM Bo3pacTe AeduuuT anbda-1
AHTUTPUIICMHA MaHU(PECTUPYET UMEHHO C IaHHOT'O CHHJIpOMA.

¥ 20 % HOBOPOXACHHBIX NPH AePUIUTE alib(a-1 aHTUTPUIICHHA Pa3BUBAETCS HEOHATAIbHBIN
XO0JIeCTas3.

OO0mmii pucK pa3BUTHUS LUPPO3a U CMEPTH OT 3a00JIeBaHUS TICUCHH Y OOJBHBIX C
HEOHATAJILHBIM ~ XoJiecTa3oM cocraBisieT okojdo 60 %. Y 20 % OONbHBIX TPOUCXOIUT
CaMOCTOSITENIbHOE pa3pelieHne 3a001eBaHNs IEYEHH.

10 % HOBOPOXXJEHHBIX M MJIaJICHIIEB, TOMO3UIOTHBIX 110 TeHOTHITY PiZ UMEIOT KIMHUYeCKue
IPOSIBJICHUSI FenaTUTa U LUPpPO3.

Hamu npoananu3upoBaH KIMHUYECKUN ciaydail 60ie3HH pebeHKa ¢ CHHAPOMOM AeuuuTa
anb(da-1 aHTUTpUIICHHA IO pe3yJibTaTaM HAOII0ACHUs B KaTaMHe3€ Ha mpoTsbkeHuu 10 ser.
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