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CxeMa aoKnaja

PacripocTpaHeHHOCTb

O6mue ceenenuda o oeske (AAT)
OCHOBBI T€eHETUYECKUX HAPYIIIEHUU
KiimHnuyeckasd KapTUHa
3mMeHeHNA CO CTOPOHBI JIETKUX
OO0111e cBeeHUA O JICUEeHUH

M cnosib30BaHHAA JIUTEpPaATypa



PacnpocTpaHeHHOCTb

EBpoma — 1 Ha 1 600 — 2 000 4eJIoBeK (125 000
YeJIOBEK)

AmepHka — 60-100 000 YeJI0BEK



a1-aHTUTPUINCHUH

OTHOCUTCS K CEMENCTBY CEPUHOBBIX IIPOTEA3 — CEPIINHAM

CuHTe3upyeTcs B IMEUEHH, a TaKKe B MEHBIIHNX KOJHNYECTBAX
— B MOHOHYKJIEAPHBIX (paronurax U HeUTpoduiaax, MoUKax,
TOHKOM KHUIIIKeE.

MHaKTUBUPYEeT pas3jUuuyHble TPYIIIbI IIPOT€a3 B PeakKIUAX
HecnenuprUIeCKOU 3alUThl OPraHu3Ma.

OTHOCAT K MapkepaM  ocCTpoda3oBOro  BocCHaJIeHUs
BCJIE€JICTBHE IIOBBIIIIEHUSA €r0 YPOBHS JI0 2-3 HOPM.

OCHOBHBIM CyOCTPaTOM SIBJISIETCS 3j1acTa3a HEUTPOQUIIOB.



OCHOBbl FreHeTUHECKMX HapyLUEeHUM

Hedpunut AAT saBisgeTCcA ayTOCOMHO-KOOMUHAHTHBIM
3a00JIeBaHUEM

OtBeTrcTBeHHBIM 3a cuHTe3 AAT sBJisieTcs reH Pi,
KOTOPBIM KaPTUPOBAH HAa AJIMHHOM ILJIeUe 14-0u1
XPOMOCOMBI.

05% MalueHTOB C HEAOCTATOYHOCTHIO Ol1-aHTUTPUIICHHA B
TOMO3UTOTHOM COCTOSHHUU UMEIOT aJIiesib reHa P1 — P17

PiZ-annensp ABJAETCA Pe3yJIbTATOM 3aMEHBI
IJIyTAMUHOBOU KMCJIOTHI HA JIN3HWH.



KAMHM4yeckaa KapTMHa

LHuppos neueHu

IMdusemMa JIETKNX, UANONATHUYECKN U
puoOpo3, OPOHXO0IKTA3HI

Hexporusupyromuny NaHHUKYJIUT,
IIOpaKEHUE KOXKH



[MNopa)<eHne nerkmx

Bo3HMKaeT Ipu CHUXKEHUU YPOBHA CBIBOPOTOUHOrO AAT 1o
0,81r/n1 (N =2—4 r/n).

IAMpu3eMa HOCUT NaHAITMHAPHBIU XapaKTep, PaCIIUPsIA BECh
alHycC.



MexaHu3M NnopakeHuA

bakTepuu, OJLIIOTAHTEHI

Hecnenmuduueckas peakysa HeEUTPOPUIOB

Br1Opoc mpoTteas 13 HeUTPOUIOB U aJIbBEOJIAPHBIX Makpodaros

AKTHBaIA aHTUOPOTea3 (MepUlle/UIIJIAPHBIX HHTHOUTOPOB)

YBenuueHne BpeMeHU JIENCTBUA

rpoTeas 710 80 Mc (n-20 mc)

PaspyiiieHue J1ero4Hou TKaH!

JleCTpyKIIHsI 3JIaCTUYECKHUX BOJIOKOH, 3aMeIleHHe COeTUHUTEIHbHON TKaHbIO

IMOUNSEMA



Koraa MOXHO 3anofo3puUTh

PanHee pa3BuTtre sMmdusema Jerkux (Bo3pacT 45 JeT UiIn
MEHBIIIE)

IMduseMa IMpUu OTCYTCTBHUH YCTAaHOBJIEHHOTO (paKTOpa prUcKa
(kypeHue, npodeccoHaIbHbIE BPETHOCTH, BO3I€HCTBHE IIHLIN

UT. 1.)
HeoObsicHeHHas 00JIe3HD ITIEUEHU
HekpoTu3upyoIinui NaHHUKYJIUT

AHTUIIpOTENHA3a 3-MOJIOKUTEIbHBIN BaCKYJIUT (IO3UTHBHBIE
cANCA aHTHHeUTpOQUIbHbIE IIUTOIJIA3MaTUUECKNE AaHTUTEJIA)



JleyeHue

* [IposiacTUH — OUMIIIEHHBIN YeI0BeYeCKUU aabdal-
aHTUTpUIicUH (60 Mr/Kr B/B — 1 pa3 B Hezenu MJIN 250 Mr/Kr
— 1 pa3 B MecsIIl)

* TpaHcmuianTanus Jerkux
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Mcnonb3oBaHHaA anTepartypa:

1. Anbpda 1-aHTUTPUIICHHOBAA HEJOCTATOUHOCTh COBPEMEHHBIN
B3TJIs1, Ha 1Ipo0Osiemy — E.B. Konecaukosa — I'Y « MHCTHUTYT
tepanuu um. JI.'T. Masiou AMH Ykpaunubi», XapbKOB

2. Jedunut aib@dal-aHTUTPUIICHHA -
http://www.europeanlung.org/ru/

3. Diagnosis and management of a 1-antitrypsin deficiency -
Department of Medicine, University of Florida, Gainesville,
Florida, USA - Clinical gastroenterology and hepatology: the
official clinical practice journal of the American
Gastroenterological Association
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