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ToBu ytra: YymruHsl apxar Oeriepedr eBuMH (ya0e) Hb JIJIXUNAH
XOMIKIIH/I TapXaJT O0JIOH Hac OapaiT eHaep eBYNH 06ree,| HUHrIM UHH
3aCTUIH OJIOH ceper Yp JaraBpyynbIr naryymk OaiiHa. Cymnaauupa apxar
TaMXuuuaaa yabe-uil TapXaiT XapbLaHryd Oara Oaiiraa Hb yAaMIIUIBIH
OHIUIOT00C XaMaapu TaMXHMHBI yTaa OOJIOH Oycaj| rajaaj OpuHbI PCAIIT
XYYHH 3YHICHI MAIpaIr Oaiiian yycadrTail Xon00oTol K y3nar. bunnuit
TOXMOJJIONJ] YT CyAajraanj OpoJord XMMUHH Oari MIpraKUITIH, TaMXU
35 sxuit TarcaH Hb SM(U3EM YYCIXdI HOJeelcoH Oaik Oomox oM. Uitmanc
L@aIIH]] SMIIT TEHOTUI OYXHUH XYMYYCHHT 3pT WIIPYYIDK YAaM3YHH 360BJI6Tree
ord, YYCOX 3pCIUIIAC COPTUMIDXUIH Ty @XKJIBIH OPYMH, aMbJpax OpPYHbI
HOJI06JI6X APCIUIMHT TOOLIOK TaMXH Targar 0ol 3pT TaMXHMHAaac raprax,

OpJ1yyJjax SMYHJIITI9 XHHMITIX Hb HOH qyXaJl oM.

Yumacma: Yyoruasl apxar Oerepent eBunH (YABO)
Hb JIIXUAH XOMXKIOHA TapxaiaT OomoH Hac Oapant
OHIOp OBUMH 06reej HHUIIM 3IUIH 3aCTHIH OJIOH COPOT
Yp JaraBpyyaeIr maryyiok Oaiima.! Cymmaauwn apxar
tamxnynan YABO-mii TapxanTt xapelaHryid Oara Oaifraa
Hb yAaMIIUTBIH OHIIOTOOC Xamaapd TaMXHHBI yTaa 00IoH
Oycan rajaaz OpUHBI IPCAINT XYUWMH 3YWICOO MAAPAT
Gaiiman yycasrTait Xoin600Toi Tax y3a9r>* Xamruiin cail
CyIUTar[iIcaH TeHETHUKUIH SPCIdIT XYUuH 3yin 6on al-at-
Wi XYHA XAIO3pHUIH YOAMIUTBIH TyTargan oM. Al-at-mit
JyTargan Hb AJIXUAH XYH aMblH [166H XyBHHT Xamapar
00NOBY SMIAT TEHOTHN OYXHMH XYMYYCT OBYHMH XYHI
X37103p33p ABarAmar.

OMrar amrenb Oyxwii XYHHHT yabe-eec
YPBAUYMIAH COPTUMIAX Hb uyxai.’ MM, 9H? IMIITHIT 3pT
WIPYYIIX, OpIyylax SMUYMIT3AT Lar ajJalryd s3Xiayymasx
Hb T[aaluJ Tapax OYTIUHH JPINTYH eepusenT O0IoH
XYHIPAI33C YphAUMIIAH COPTUIIIDX, yaHapTail aMmblapax
Xyramaar ypracrax, aMbpApaliblH YaHaphIl Caibkpyyrnax
39par a4 xombormonTtod. YABO-mit  oHOmmMIITOO,
SMUMIT??, copruimntuits  gold-2019  ymmpmamvoxuazg
ya0e OHONUIOTJCOH XYH OYpT mycaHm ol-at—uil XaMKdIT
TOOPXOMIIOXBIT 30BJIOCOH OaiiHa.> B XOBOp TOXHOIIIOT
al-at-mit myrarmantait XyHI ya0e YYCCOH OSMHAI3YHH
TOXHOJUIBIT TAHWIIIYYJDK OaifHa.

IMHJIBYIH TOXHOUIBIH TAHWIIYYJIra: DMUWIYYJIdrd C,
60 macraii, sparToii. buenitn enmep 169 cwm, xuH 82 KT,
OMEWIH KUHTUNH UHACKC 28,7 Kr/M>.
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Oodoozuiin 3068yypb: ©16p TyTMBIH a4aaluTbIH YeJl, XyBIIac
OMCOX Taljlax TOIWNA ambcraagHa. bara XdMIKdIIHHHI
IfaraaH XeecT>| PP rapHa, 3apuM/iaa 3ypX OpUlM ©BJIOH6.
AwMbcran maBugax Oernmex rak Oyif MIT caHaraHa.
Amvopanvin myyx: TaMxu 35 xxun egept 7-10 mmpxaTIsp
TaTax Oaiiraa. XuMHAH Oarm  MAIPrRKUATIA. 21
KA MAPIAIIDAIPID  aKWlacaH. XapUWwiryn. Apxu
XOPATIIAITYH. ApxaHrail aiimart ampmapmar. Tm =(8x
35)/20=14 xatipuar/sxun. Mmrc-4 oHOO, caT- 35 0HOO.
OBunmii Tyyx: anx 40 HacTaifraac ambcraagaxk 3XdJICHH,
2018 oHOOC aMBCTaaIaNT WIDPXUNA HIMATICHH 0a CYYITHITH
2 JKWII TOTTMOJ aMbCcraagax OoJicoH. XaHWanra eApHilH
mart mwiyy Oaiinar. L{»p 3apum yex HOTOOH TysiaTaii rapaar.
Ipa3p ondpe3 300 mxr emep O6yp copmor. Kiommmorpen
75 mr-aap emept 1 ymaa yymar. 2008 oHOOC mapaiT MXCIX
6omncon, ammonunuH 10 Mr-aap yyzaar.

Yanvem: OwewiiH epeHXUi Oaifmanm XyHA. YxXaaH capyyd,
OpYMHIOO XaphllaaTai, WK OHIepIIeceH OalmanTaii,
HYYp OOp XYp3H, IapaifHbl WIPAJ MIaHANAHTYH, aMbCTal
Tycnax OyITIMHTYY/] HIA3BXHUTIH OPOIIIOHO, XaMap yPYYIIbIH
TYPBAIDKMH XOXONOWH TysaTail. XY4HITOperd XaMpbIH
ryypcaap 3 n/MuHyTaap ambcramk Oabixan SpO, 88%.
AMmbCranbslH TOO MUHYTaHA 22 ynaa. YYIITH TOTIIHNXOJ
XO0E€p Tajl TOA YUMIITIM, yarHaxaj LyJIlaHTuiH cyJapcaH
aMbCTJIBIH CYYPHH A33p XOEp YYLITHHJ TapXmall Xyypal
XOPKUTHYYPTIH, 3YYH Taix CyraHel ap OOJIOH JaJIHBI
oryramyygaap IapXUTHyypTail. 3ypxHW aBHa TOf,
XoM KHUTH, TypraccaH. A/Il 130/80 mm wmy0, 3ypxHuit
HOXWJITBIH TOO MHMHYTaHJ 94 ymaa. X211 HUMISH HaiBap
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OHIOPTAIN, XOBIHUM 300JI0H dM3IIIT

33par xaBaHTai. [1I33cHui rapi xaBuitH.
Jlabopamopuiin  wuncuness  (2020.02.03-n0):  LycHbl

JNITAPIHTYH  IIHHKUITIIH]T
OMOXUMUMH IIUHKUAIITID XOBUNH.

anryi. Iunbasp Gara

TOZOPXOMIIOTIOHO (3ypar 1).
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3ypar 1. P-pulmonalis, 3ypxHuii maxujiaraad TI3HXJIII 6apyyH THIM

xaszaiican, stiii, avf noommuJsicon.

3ypxnuit yaxuneaan o6uunsze (2020.02.05-n0): Cunycuitn
XOMT3H, OapyyH TaJlblH adaajal WXICCOH MIHHKYY]L

Cnupoepamm (2016.11.02-10): 6ernepent X3I03pHiiH XYH/T 39PTHIH araap KWIThIH ajlIaraai HIdPCIH, TYYypCcaH X000l

TJIIX 3MUi coput ceper (3ypar 2).
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3ypar 2. BeruiepeJitT x3J103pHiiH XYH/ 33PrHiiH araap:KMJIThIH

ajgaraaj, ryypcaH X000 T3J13X 3MHIH copui] (BeHTo1uH 200 MKT-
aap X3PIMIICHIIC XOHI 15 MMHYTBIH 1apaa JaXyuH CIHPOMETPHIiH

INMHKAIM) XHAXI) calkpanryi.

L]3901cHuti 6HOOP HAPUIIBYNATMALI KOMILIOMEP MOMOPAMMbIH WiuHN CUA293 (2020.01.27-10): TleHTpUaHAD SM(pH3EM,
araap aryyJcaH XeHIUHHYY (Oy/UTyya), TYypcaH XOOJIOWH TAIATIRI HIDPCAH (3ypar 3).
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E

3ypar 3. Xoép yymruHbl 1001 13J03H/1 IIFKHUNH XaHA Jaryy /apbiH 00JIOH CYypb CeITeHTYYA/ HUMIOH
xaHaraii, 4,0 cM XypT3J1 XaMIKIITIH, 0J10H TOOHBI XOHAMIT 06pUIeJTYYATIi (0y/L1yyn). TeBuiin
OpoHxyya 0ara 33par TAIIIICIH.

MT'Y-p mumkuar? (2020.01.08-11): Ms SMIar amiens
WIPCOH (3ypar 4)

3ypar 4. Serpinal renuiin ms ss noJuMop¢u3MbIr
WIPYYJI3X 30pHJIroop 98 xu-miiH yprraii
OYT33rIIXYYHHUIAT 3yccdH Oaiinan:
1, 2-p GaraHa - TeTEepO3UToT (MS) TCHOTHUII
3, 4-p GaraHa- TOMO3UTOT § (SS) TCHOTHIT
S-p GaraHa - rOMO3UroT m (mm) TeHOTHIIHHT XapyyimK

OaifHa.

Onow: yymruHel apxar Oeriepent eBuHuii d miar,
aMbCTalbIH IyTarjblH 2-p ye, apTepuiiH AapaiT HXCIX
©BYHMH 2-p mIaT.

Omuunesdnd: Xydunreperd, OpOHXOJIUTHK, B2 aroHHUCT,
yTJIarblH TOPMOH, aHTHArperant, aja Oyypyyliax oM OOJIOH
Oycaj MMMHX TAOMATMHH ©IM CTaHAapT AMYMIIIIIIIp
SMUMJICOH.

Xommpmik 6a ayrmar: YABO 00J0H ynaMIuIblH XY4HH
3YWJICHIH XOOpOHA Xy4Td3il Xx01a600 xamaapan Oaiigar.’
AHY-bH YHascHuid Opyyn Mana Masasumniin andanaac
rapracaH M3I33JuIp Tyc yincan smduzemTsid 3.1 cast XyH
Gaiiraaraac 59000 Hb al-AT-uif gyTaruiblH maxTraaHTan
OaitHa rk33.” al-AT-uil ayTarmantaii XyMyYCHIH HX9HX
Hb OHOLUIOTAOXK amykaaryd simk Oaiiraar OarajicaH OJIOH
cynanraa Oaiinar. AHY-1 XuirncoH XyH amj cyypuicaH
CKpUHUHT cyfanraa, YAbBO-1aiixyMyycuiryHasx cyjanraa
OOJIOH TEHETHK OIUAEMHOJIOTHHH CylairaaHyyablH Yp
JYHTUHH Xapblyynanraac xapaxaz PI ZZ renorun 60000-
90000 xyH Oaiiraaraac 3eBxeH 6000 XYH OHONIIOIICOH
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mCcdH yp ayH rapud.®!' Opooruitn Oaiipmaap al-AT-

uit 123 HAr HYKICOTHABIH TOTUMOP(GUIMBIT WIPYYIIIII
Gaitna.'? Yymaoc [my>J1uz342 xoB mmmkuiia yen o 1-AT-
Ui qyrarman Oyxuid Z ajuleTuiT YYCTIHD. DHD X9B IMIMHXK
Hb cUiB3H 19X ol-AT-uil XyHJ AyTaruibll yycraasr. Z
autenuitn yen o 1-AT X9BUHH XOMXKIIT3U HUMIBHKHX
60JI0BY TenaTONUTHIH Oap3rap SHAOMIAMMBIH TOPOHI
xypumtaarajar. ol-AT Hb X3CTUHH TMKOJIN3KUITI OPOX
&cToil OaliTasr MAaHHO3BIH OHOD aryylaMKTaid OOJICHOOD
YYPTHIHH OpOH 3aiiH OYTIR/ HOJIeeIK IOJIbKUIH armapar
PYY TI9BIPISTIAPKUNT CaaTyyiDK, YYPrHHH XypHUMTIal
YYCI2XK 2JI3THHUI SCHIH MIMTAI XYpramor. '

OMHAII3YHH cynmanraaraap 7 ajuleldb OYXHid
xymyycuitn 10% »marHnil Yl axwiiaraaHsl angarga,
AUTHUN  xaryypantail Oaiigar Oaina.'t  ol-AT-uii
JlyTarajblH eep HAT wantraad Hb Bam>1ny264 x5B mmHx
FOM. DH) X3B MIAHXHAUT S aiiens XoM%H HApiax 0a o 1-AT
-1 XOHTOH OOJIOH AyH]I 33PTHHH Ty TaryUIbIl YYCTHIAT. ol -
AT up SERPINAI renn xommoranor. Yr reHuiiH Z Oyroy
1rs28929474 momumoppu3MBIH eI HinacoH 13X ol -AT-uit
xaMx33 9pc Oaraca YABO-nxypranar. Xapurrs1 7580 Oyroy
S nonmumophusmerH yen ol-AT-uit xamxas 60-80% xypTan
Oyypaar 6ereej IyypcaHLIpPBIH YPAIBCIII, YYIITH TAJISTAX
OBUYHOOD OBIOX SPCAIMUAT HAIMATAYYIIdr Oaiina.’> SER-
PINAT renuiiH smrar ajuienuiir TogopxoisicHoop YABO-
©6p OBWIOX HPCIIUHAT YHNIPH, YT ©BUYHOOC ypbAUMIAH
COPruitdX  OomoMkToH. MaHail yJICHIH —cyajaadgaac
b.barcapanasns yywruasl sMrarmi xymyycer ol-AT-uit
nmyTargan 6,5 maxuwH uxX 6alraar TOrTOOX?).

DCHOTHITUIH ~ XANIOIPYYAUUT  TOMOPXOUIOXOX
XapbUaHryi spyys xymyyct Pi MS 4.45% wnmapu 6aiixan.
4 yypxaitunHz retepo3uroT x3103p (Pi MZ), tamxumanr,
TOOCTON HOXIIOJ YAaaH aKUILTacaH 33p3T I'ypBaH 3PCAdIT
XYUHH 3YHI Widpuds. TYYHUISH ryypcaH XOOJNOHH apxar
OerepenT YpaIBCONTIH eBUTOHA S 0a Z x3103p mWiIyy
TOIOPXOHIOTIOXK 0alB. 0.1 -AT-nit Ay TarmIbIH TeTepo3UroT
x37109p MS MZ x3103p ryypcaH XOOJOWH apXar YpIBCAI
YYCI3X 3pCIOdIT XYYHH 3YWI OOJDK Oaiiraar TOrTo0X?3.'¢
1980-aax onooc xoim ol-AT Hexex >SMUYMITIIHUHI
TajaapxX Cyganraa 3p4uMTIH xuirna»k OaifiHa. ol-AT-wmit
IyTaraiablH mantraauit YABO-Tail XymyycuilH eBUHMIA
ABLBIT OaracraxaJl YMIIACOH YHJACOH SMUMIT? Hb ol-
AT Hexex IOM. AHTUTPUICHH HOXOX OSMUYMITIIHUNI
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30pWITO Hb YYIITHHBI YW akuiuiaraa, OyTHUHr Xaaranax
IOM. YT SMUWITIII TaMXHMHAac TapcHBl Jlapaa XWHX Hb
uiyy yp nyHTai. Uitaxyy al-AT-uil xyrargan Hb XOBOD
TOXHOJIJOX OOJIOBY 9HD OMIAI T€HOTHIT OYXMH XyMyycT
YABO sMH2113Yi111 30BYyph UXTAH XYH/ X2J03p33p Widp4
Oaitna. Huiir YABO-eep eBunercamiin 2-5% ol-AT-nit
nyTargantail Oaiinar Oaitra. Darasp xymyycuiin 80% Hb
xapbllanryi 3pT Oyroy 30-40 HacaHIaa yyUIrHHBI TR,
YABO-eep oBUWIDK, Iaallldj] ambCrajblH JIyTarjanij
XYpramar. bumHui TOXHONIoN yr cyfanraat Oposord
XMMHUHH 0armn MIpraKuwiT i, TaMxu 35 KU TarcaH Hb
AMQU3EM YYCIXII HOJIOOJICOH Oaik 000X oM. MitMaac
L@aIIH]] 3MIIT TeHOTHIT OYXUI XYMYYCHIT 3pT WIPYYIDK
yIaM3YiH 36BJIOree erd, YYCiX 3PCANIAC COPTUMIIXUNH
TYJT @XKIIBIH OPYHH, aMbJIpax OPYHbBI HOJIOOJIOX dPCIUINIT
TOOLIOXK TaMXH Taraar OO0J JpPT TaMxHHaac Traprax,
OpITyyJax AMYMITI XUHIIX Hb HOH UyXall FOM.

Tanapxan:  Mbomoumidr — cyganraasj — allunIaxbir
36BIIEOPCOH OBYTOH]I OOJIOH XaMTpaH aXHJUTAaCaH MY
HapTaa Tajapxall WIdPXUHie.
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aol-Antitrypsin deficiency in a patient diagnosed with
chronic obstructive pulmonary disease and emphysema
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Abstract: Chronic obstructive pulmonary disease (copd) is a disease with a high prevalence and mortality worldwide
and has many negative socio-economic consequences.! researchers conclude that the relatively low prevalence of copd in
chronic smokers is due to a genetic predisposition to tobacco smoke and other environmental risk factors.** it is important
to prevent people with a pathogenic allele from copd.’ The best-studied genetic risk factor is severe hereditary deficiency
of al-at. Although al- at deficiency affects a small percentage of the world's population, the disease is more severe in peo-
ple with the pathological genotype. Therefore, early detection and early initiation of replacement therapy are important to
prevent further structural changes and complications, prolong life, and improve quality of life. The gold 2020 guidelines
for the diagnosis, treatment, and prevention of copd recommend to measure the level of al-at for each person diagnosed
with copd.? we present a clinical case of al-at deficiency in patient with copd.

Key word: al-antitrypsin deficiency, chronic obstructive pulmonary disease, emphysema, serpinal gene polymorphism

-207 -

Vol.17, Ne 2, (56) 2020



