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BAPWAHTDI MYTALI,V!VI F'EHA PI'Y NMAUMEHTOB
C BPOHXUAJIbHOU ACTMOMW, NPOXUBAIOLLUX B BEJIAPYCU

Anbda-1-antutpuncun (A1AT) aBnsetcs MHrUGHTOpOM npoTeas. 3a npoaykunio A 1 AT oteeuaer ren Pl (Protein-
ase Inhibitor), pacnonoxeHHblii Ha XxpomocoMe 14q32.1. OH BbICOKO NONMUMOpdeH: H3BeCTHO Golee 123 ero ajuteNbHbIX
BApHaHTOB, U3 HUX OK0JIO 30 MMEIOT KITMHUYECKOE 3HaYeHHE. MyTauuH B reHe P/ MoryT nosneds 3a coboii nopaxenue
JIETKHX, TIEYEHH, N3MEHEHHE FeMOCTa3a, OpakeHNe KOXKH U T.A. OnucaHbl AeULUTHbIE, HYNEBble U TUCPYHKLUHOHAIb-
HbIE aJLIENIN ITOrO IeHa, CBA3aHHbIE COOTBETCTBEHHO C Ae(HUNTOM A1AT, ero NoJIHBIM OTCYTCTBHEM HIIM HECTIOCOOHO-
CTbIO BBIMOJNHATL YHKLHH. AJIeNb M sBIsSE€TCS HOPMaJibHbIM BapHaHTOM resa P/ U BcTpeuaetcs y 95% Hacenenus.
OnucaHo Heckonbko cyOTHNOB annens M (M1V, MIA, M2, M3).

LEJIb: ycTaHOBATL BapuaHThI 'eHa P/ M X 4acTOTy y MAaLIMEHTOB ¢ GpOHXHNabHOM acTMO, MpoXHBalolux B be-
napycu.

MATEPHAJIBI U METO/IbI. MeTtonom npsMoro cekBeHHpOBaHHs 3K30HOB reHa P/ ObuM MccnenoBaHsl 39 ma-
LIMEHTOB ¢ OpOHXHaNbHOMN acTMOIi (14 MyXuHH U 25 keHlHH B Bo3pacTe oT 21 no 74 (Me = 44) j1eT) Ha HOCHTENLCTBO
Je(ULHTHBIX, HyIEBbIX H IUC(YHKLIHOHANbHBIX aJulenei.

PE3VJIbTATBI. B uccrenoBannoit rpynme BbisBleHbl 6 Hocuteneil (15%; 95% U 4-27) mednuntheix Z-
u S-anneneii rena PI. YacTtoTa BcTpedaeMocTd renotuna MZ coctasuna 3%, renotuna MS — 10%, SZ — 3%. Cuuxenne
ypoBHs A1AT y 3Tnx naunentos Habmopnanocs g0 0,4 r/n npu Hopme 0,9 — 2,0 r/n. HocutenscTBo Apyrux aedpuuuT-
HbIX, HYJIEBBIX M INC(YHKLHMOHANbHLIX ajiesed rena Pl BbIABIEHO He GbLIO.

Bnepssie Ha BbIGOpKe JIHL GJI0PYCCKOTO NPOUCXOKIEHHUs ObLTH ONpeleteHbl CyGTHIIBI HOpMabHOTO ajnens M.
MI1A - 66,6%, MIV.— 16,7% n M2 — 16,7%. XapakTep pacrpeze/ieH!sl YaCTOT ITHX BapHaHTOB P/ reHa cxoeH ¢ JaH-
HbIMH 17151 Hacentenus ITonbiun U Pocenn.

3AKJIIOYEHHE. Takum obpazom, 15% mnaumeHToB ¢ OpoHXHanbHON acTMOil MMelOT HeGnaronpuaTHbii Pl-
renotHn (MS, MZ, SZ), uTo Moo oka3aTh Bkjal B pa3BUTHe OpoHxuanbHo# acTMbl. HauGonee pacnpoctpaHeHHbIM
M-cy6Tunom ssnsetcas MIA.
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