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Hedurut ansda-1-antutpurncuna (AATD) — penkoe HacleaCTBEHHOE 3a00IeBaHNE, XapaKTepU3y-
IolIeecs CHIKEHHEM YpoBHS anbda-1-antutpuncuna (AAT) (MUKOIpoTenHa-WHTHONTOpA CEPUHOBOM
IpoTeas3bl) B IU1a3Me KpoBHU (Koaupyercsi TeHoM SERPINAT).

AAT cHHTE3UPYIOTCS M CEKPETUPYIOTCS MPEUMYLIECTBEHHO IeNaTolUTaMH, B MEHBIICH CTEIEHU
MOHOIIUTAMH, Makpodaramu, HEUTPOUIAMU M JIETOYHBIMH STUTEIHATBHBIMU KieTKaMu. OCHOBHas
¢ynkuus AAT ocymecTBisercs: B mapeHxume Jerkux. Jlepuuut anbda-1-aHTUTpUTICHHA TIPOSBISIETCS
B BUJI€ SM(HU3EeMBbI, XpOHUYIECKOI 00cTpyKkTHUBHOM Oone3nu nerkux (XOBJI), mopaskeHus edueHu u ap.

AATD ocraeTcsi HEJOCTaTOYHO JUArHOCTUPYEMBIM CEPbE3HBIM I'€HETUYECKU JIE€TEPMUHHUPYEMBIM
3a00JeBaHNEM, HECMOTPSI Ha OCBEOMIIEHHOCTB O €T0 JJMarHOCTUKE U JICYCHUH.

Hens. MccnenoBath pacnpocTpaHeHrne HEOMArOMPUSATHBIX ajlIeNIbHBIX BapuaHTOB reHa SERPINAI
y Hacenenus PecryOnuku benapyce (B pa3nuyHbIX TpyIinax).

Marepuansl u meronbl. ToransHas JIHK sxureneit paznuaHbix pernoHoB PecnyOnuku benapych,
B TOM YHCJIE U MALMEHTOB C ONPEIEICHHBIMU aTOJIOTUAMHU, TOTEHLIUATIBHO CBSI3aHHBIMU C MyTalUsIMU
B rene SERPINA 1. Tenotunmposanue nposeneHo [TI[P-PB ¢ HaGopamu npaliMepoB 1 30HAOB JUTS KaXK-
noii u3 gerekrupyeMbix SNP — Pi*Z, Pi*S. Taxoke, ncrons30BaHbI HE OMyOJIMKOBAHHBIE paHEe JTaHHBIC,
MIOJIyYEHHBIE B XOJIE YK€ pPEaTU30BaAHHbBIX IIPOEKTOB.

Pesynbrarel u obcyxaenue. B pamkax coBmecTHoro mpoekra ¢ bI'MY usyueno 225 manueHToB
C XpOHUYECKUMH 3a0oneBaHusIMHU TieueHu. OOHapykeHo: 2 retepo3uroTsl Pi*S (0,9%), 3 reTepo3urorsl
Pi*Z (1,3%). Pi*Z annens BbIsBIEHA TOJBKO B TPYIIIE MAIMEHTOB C IIUPPO30M IedeHH (89 uenoBek u3
225), yactoTa HOCUTENbCTBA Pi*Z paccunTanHast TOIBKO st 3TOH rpynmsl — 3,4%.

Tak e, B paMKax NpoBeieHus yciIyr [uid HaceseHus 3a 2022-2024 rr., 1o HanpapIeHUIO ClIeLUaIH-
CTOB, uccnenoBano 193 yenoseka. Amtenu Pi*Z naiinenst y 14 uenosek (7,2%): rerepo3urotsl Pi*MZ
(10), romo3zuroter Pi*ZZ (3), xomnaynp rereposurora Pi*SZ (1). Amnenu Pi*S nerexrupoBansl y 8 ye-
noBex (5,2%).

Hauarbr pa®oThl M0 reHETUYECKOMY TECTUPOBAHHIO TMAIMEHTOB C KIMHHUYECKUM M J1aOOpaToOpHO
(OMoXMMHUYECKH) MOATBEPKIEHHBIM naedunuTom anbda-1-antutpuncuna (PHIIL Ilynsmonomornn
u Oruznarpun). Cpean 14 TeHOTUMMPOBAHHBIX MAIMEHTOB 3 uMenn aenu Pi*Z (21,4%).

Taxxe nposeaeHo nomynanuonHoe uccienoBanue JJHK, cobpannoit panee B xoae npoekra mo 3T-
HoreHomuke — 178 yenoBek xureneit benapycu (momysnsiiumn) Ha HocuTenbCTBO Pi*Z annens. Yacrora
BCTpedaeMocTu reHotuna ¢ Pi*Z annenem cocrasuina 1,68%.

BriBogbl. MOJEKynsipHO-TeHETHYECKOE TECTHPOBAHWE TI0 HEONAaronpusTHBIM ajUlesiM TeHa
SERPINAI nio3BossieT Bepu(UIIUPOBATH TUATHO3, BBIICIUTH IPYIITY MAIMEHTOB Y KOTOPBIX 3a00IieBa-
HUE TeHETUYECKH JIETEPMUHUPOBAHO.
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