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YPOBEHDb I ®EHOTUIIbI AJIb®A-1-AHTUTPUIICHA

Y JINL C XPOHNYECKUMU OBCTPYKTMBHBIMU 3ABO/TEBAHNAMMI JTETKNX

B KbIPTBI3CKOM IO Y/IAIINU

C.K. Col0vix06a - aciiipaHT,

MUK, Anvimbaesa — aciipaHT,

H.H. Bpumixynoe - [OKT. Mefi. HayK, mpodeccop

Mpw n3yueHnn ypoBHsa 1 deHoTUNoB anbda-1-aHTuTprncrHa (AAT) y 41 naymeHTa ¢ XpOHUYECKMUN OBCTPYKTHB-
HbIMW 326051€BaHNAMM NIEFKMX B KblPrbI3CKOW MNOMyNALMY BbiABNEHbI cyyaun aeduunTa anbda-1-aHTUTPUNCKHA.

Kntoueswle cnosa: peduumnt anbda-1-aHTUTPUNCHUHA; XPOHUYECKUe abCTPyKTUBHbIe 3aboneBaHuaA nerkux; ¢eHo-

TN; KbIPrbI3CKaA nonynauva.

Hedunut anbda-1-anturpuncuna (AAT) sBis-
eTCsl JTHOMATOTCHETHYECKUM (DaKTOpOM pa3BUTHUS
XO3JI ¢ noka3aHHOW TeHETUYECKON 00YCIIOBICHHO-
cteio (epmenta [1-3]. [lomaBmsist M30BITOYHYIO aK-
TUBHOCTbH MTPOTEOIUTHUECKUX (PEPMEHTOB, OCOOCHHO
HeUTpohuIbHOH 371acTtaspl, AAT 3aIIMIIaeT TKaHH
Opranu3Ma, B IIEPBYIO OUYepeIb — JETKHX, OT IIPO-
Teonu3a [4, 5]. B eBponelckux cTpaHax cpemu Oe-
no# nomyssun gactora nedumura AAT nocrturaer
0,02-0,06% [6, 7]. UccnenoBanuii AAT B a3uarckux
MOMYJISIIUSIX MPOBEICHO 3HAYUTENBHO MeHbIIe [§, 9].
Opnnaxo de Serres F. 3asgBiser o mroGaisHOH pacmpo-
CTpaHEeHHOCTH reHeTndeckoro neduuura AAT [9].

Kblpreizcran  oTauuaeTcst OT APYruX CTpaH
EBponeiickoro peruoHa caMbIMU BBICOKMMH I1OKa-
3aTesIMA CMEPTHOCTH OT XPOHMYECKHX Ooie3Hei
opranoB japixanus [10]. Haumenee nzyueHHo#H npu-
yuHOH BbIcOKOM cmepTHOCTH 0T bO/] B KbIpreizcra-
He sBJsieTcs reHeTndeckuil dakrtop. [losTomy mis
pecnyOonuKy u3ydeHue npodiemsl aeduiuta AAT
uMeeT 0co0oe 3HAUYCHHE.

Lenp uccnenoBaHus: u3yuyeHUue YpoBHS U (e-
HoTUNOB AAT y manueHToB ¢ XPOHUYECKUMH 00-
CTPYKTHUBHBIMH PECIHMPATOPHBIMU 3a00JIEBAaHUSAMU
B KbIPI'bI3CKOW MOITYJISILIUM.

Marepuansl U MeToabl McciaenoBanus. [la-
IIIECHTOB BKJIIOYAIU B UCCIEAOBaHUE TOCIe HHPOP-
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MHUPOBaHUSI O €ro IeNsX M CYTH W NMHUCHhMEHHOTO
cornacua Ha ydactue. OOcnenoBanbl 41 manueHt
KBIPTBI3CKOM HAI[MOHATBHOCTH, W3 HUX MYKUHH —
21 u xenmmH — 20 (cpemnuit Bo3pact 58,4+11,9
JIET) C XPOHUYECKUMH OOCTPYKTHBHBIMH 3a00JI€Ba-
HUsAMU JierkuX. Cpenn HUX 43 OONBHBIX CTpaaain
XPOHHYECKOH OOCTPYKTUBHOH OOJE3HBIO JIETKUX
(XOBJI), nuarHo3 KOTOPOH OCHOBBIBAJICSI Ha KpH-
tepussx GOLD-2006 [2]. ¥ 5 GonbHBIX BBISIBIICHA
Oponxoskrarnyeckas Oone3nnp (bDb), momrBepk-
JICHHas: OPOHXOJIOTHYECKUM HUCCIIEIOBAHUEM.

UccnenoBanme ypoBasi AAT B CBhIBOpOTKE
KPOBH TIPOBOAMIM IO METOJHMKE TYpOUJIUMETpPUH,
OCHOBAaHHOM Ha M3MEpPEHHH M3MEHEHUS MHTECHCHUB-
HOCTH TIOTOKa CBETOBON DHEPTHH, IPOLICIIIECTO Ye-
pe3 aucnepcHyro cucteMy. s uccaenoBanus Opa-
JIM 5 MJT BEHO3HOW KPOBM HATOIIAK, BBIJCISIIM Chl-
BOPOTKY MeTonoM IeHTpudyruposanus. [lanee Ha
cnekTpodoromerpe (Beckman) npoBogunu TypOu-
JUMETPUYECKHUN aHAJIU3 C UCIIOJIb30BaHUEM Habopa
¢upmbl SPINREACT (Mcnanwust). HaGop cocrout
u3 TpoitHoro Oydepa (pactBopurenb, R1), pactBopa
AQHTUTEJ K YEJIOBCUCCKOMY aib(da-1-aHTUTPUIICHHY
(R2) u kamubparopa. [IpenBapuTeIbHO CTPOMIIN Ka-
TUOPOBOYHYIO KPUBYIO C IOMOINBIO Pa3BEICHUS
TOTOBOTO KanmuOparopa anb(a-l-aHTUTPUIICHHA B
pactBopurene (0,9% p-p NaCl) B pa3migHbIX KOH-
LEHTPAIUAX ¥ pacuyeTa KOHIICHTPALUHU C TIOMOIIBIO
(hakTopa pa3BeleHHs. YCIOBUS MPOBEACHUS HC-
CIICIOBAHUS: PEAKTUBHl B TEPMOCTATE JTOBOIIIH
no Temreparypsl 37°C, pabouas JUIMHA BOJHBI —
340 uMm, mmHa onTuyeckoro mytu — 1 cm. Ilocne
HACTPOMKH (poTOMETpa B KIOBETY JOOABISUIM pac-
tBOpHUTENh (R1) 1 MccnenyeMyto ChIBOPOTKY, 3aTeM
CUMTBIBAJIM 3HAUYEHUE ONTUYECKOH MIIOTHOCTH 3TOTO
pactBopa (Al). Ilocie 3Toro B KrOBETY J00aBIISUITH
peaktuB (R2) W cuMTHIBaIM 3HAYCHHE ONTHUYECKON
mwiotHocTH (A2). Konnenrpauuto AAT paccuuThl-
BaJIM METOIOM HMHTEPHONSAUN PAa3HUIB! BEITHIHH
onTu4eckoi miotHocTh (Al1-A2) Ha KamuOpoBOU-
HYIO KPUBYIO.

Js  onpenenenust ¢peHoruna AAT  karum
[IETBHOM KPOBHM HAHOCWIIM HA CTCIUATBHYIO (HITb-
TPOBAJIBHYIO Oymary, BBICYIIMBAJIN, OTIPABISIIA B
nabopatopuro 1o uccienoBannio AAT B YHusep-
cuteTckoi kiamHuMKe MapOypra (I'epmanus). Ilpu
TeHETUYECKOM MCCIIEJOBAHUHM UCIIOJIb30BAIM METO
nonimMepazHoit nemnoi peaxuu (ITLP).

B ocnoBe metoma IIIIP nexxuT komIieMeH-
tapHoe noctpanBanue JHK-marpunel, ocymect-
BIsieMoe in vitro ¢ momorbto ¢epmenta JIHK-
noiuMepasel. OToOpaHHBI MaTepuai, obpadoTaH-
Hblid B neHTpudyre (15 pin obpasua), nepeHocsT B
MHUKpOLECHTpU(BYX)HYIO Tpodupky. B Hee mobas-

JISIOT aMIUTU(UKAIIMOHHYI0 CMECh W TOMEIIaloT
B IIpOrpaMMHpyeMbIi TepMmocTar. Kaablil UK
amIQuKaMy BKITIOYAaeT 3 JTama: JeHaTyparus,
MIPUCOCANHECHNE TPaliMepoB (OTXKWI) U JOCTpau-
Banue nueneit JJHK. Beck mpomecc ammmduka-
nuu 3aHumaet 20 MuH. 151 TOTOBOTO Marepuana
MOJIBEPraroT 3MekTpodopesy ¢ nomonipio 1,4%-1o
araposHoro rens. B 3aBucumoctu ot anexrpodo-
pEeTHUYECKOW TIOABMKHOCTH ayliesiell 0003HavatoTCs
OyKBEHHBIM KofioM OT A no Z. HambGonee Omu3ko
MpUOJIMKAIOIIMICS K aHOLY MPOTEUH 0003HAYAETCS
OykBOil M, HauMeHee MEIJICHHO JIBUTAOIIHICS all-
nens — OykBoi Z.

B xadecTBe KOHTPOJIBHOM IPyMITbl 00CIeI0BaHbI
11 300pOBBIX JHII (B TOM YHCIe — MyX4uH 4), cpea-
HUI BO3pacT KOTopeIx cocrasuil 24,45+1,85 nert.

[Tonyuyennble naHHbIE 00paOOTaHBI CTATUCTHU-
YECKMMHU METOJaMM C PacyeToOM CPEeIHUX BEIMYUH
u xpurepust CTbloieHTa.

Pe3yabrarsl u ux o0cy:kaenue. Mccnenosanue
ypoBHs AAT y manmentoB XOBJI o6Hapy)uio xo-
nebanus ot 24 1o 308 Mr/mmn, cpenHuil ypoBEeHb CO-
craBun 148,0+69,5 mr/an (tabn. 1). Yposeno AAT
Y 3I0POBBIX JIMII BapbUpOBai OT 147 mo 272 mr/mn
wim B cpenHem 236,0+36,8 mr/an, yto ObUIO J10-
CTOBEpHO BhIIIe, yeM y 6onbHbIX XOBJI (p<0,001).
3nech cienyeT OTMETUTh, YTO HOpPMajbHOE CoAep-
kanue AAT B CBIBOPOTKE KPOBH IPEICTABIEHO J10-
CTaTOYHO LIMPOKHUM pazdpocom BenuuuH [3, 11-13].
[To “CranmapraM AMarHOCTUKHU W BEACHUS aeduIu-
Ta anbda-l-aHTUTPUIICHHA”, HOpPMAJIbHAs KOHIICH-
Tpauuss AAT B kpoBu coorBercTByeT 150-350 mr/
1t [3]. AAT sBisiercst ocTpoda3oBbIM IMOKa3aTeleM
BOCHIQJICHUS, MOXKET 3HAYMTEIBHO MOBBIIIATHCS BO
BpeMsi 000CTpEeHU XPOHUYECKHX 3a00JIeBaHUM, y
KypALIMX JIML U T.1. bojee Toro, pa3ianyHble UCTOY-
HUKHM YKa3blBalOT Ha Pa3IMYHBIA MOPOTOBBIA ypo-
Benb AAT [3, 11, 14, 15].

Mpbl  pPYKOBOJACTBOBAJIMCH PEKOMEHAALUIMU
npousBoauTeNs peareHToB AAT, cortacHO KOTOPBIM
HOpMalibHOE coaepkanue AAT MOXXET BapbUPOBaTh
or 90 no 270 wmr/an. CHMXEHHE CBHIBOPOTOYHOTO
ypoBHs AAT menee 90 Mr/an sBIseTCS IPU3HAKOM
nepunura AAT. Cpenu Hammx OOJNBHBIX OKa3aJI0Ch
7 (wmm 17%) manueHToB ¢ AeUIUTOM, Y KOTOPBIX
yposeHb AAT BapeupoBan ot 24,0 mo 89,0 mr/mn
(B cpennem 66,7+25,6 Mr/mm), 1OCTOBEpHO OTIIH-
4asich OT OCcTalbHBIX ManueHToB ¢ XOBJI (Tadm. 1).
B 1iesiom 3T0 0OueHB BBICOKHH MOKa3aTelb, TaK Kak,
[0 JIUTepaTypHbIM JaHHBIM, B OOLIEH MOMyNIsSIUH
0emol packl paclpoOCTPAHEHHOCTD TSKEJIOTO Jehu-
nuTa anb(ha-1-aHTUTPUIICHHA, COOTBETCTBYIOIIETO
¢denoruny PiZZ, cocraBuser menee 1% [3, 6, 7].
Bricokuil mmokasareib, BHISBICHHBIA HAMU, MOXKET
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Tepanus

OOBSICHATBCSA TEM, YTO HCCIEAYEMYIO TPYIIY CO-
CTAaBUJIM MALMEHThl C XPOHUYECKHUMH 3a0oJieBa-
HUSMHU JIETKUX, YTO 3HAYUTEJIbHO IOBBILIAET Be-
posiTHOCTB Hanmuuus nepunura AAT B 1anHOHU 1O-
nyasiuun. Cpean nauuventoB ¢ XO3JI pasnuyHoii
CTENEHU TXKECTHU ITOT I0Ka3aresb BapbUpyeT oT |
o 17,8% [3, 16, 17].

W3zBectHO, uTo ypoBeHb AAT ompenensiercs ero
¢denorumnom (Tadi. 2), 0003HAYaeMbIM CHMBOJIOM Pi
(ot anm. proteinase inhibitor). HopmanbsHOe conep-
skaHre AAT B CBIBOPOTKE KPOBH CBSI3aHO C aJIIEIIbIO,
obo3HaueHHoi OykBod M (PiM). Bapuant PIMM B
o0rIeit momyIsuy 0esiol packl BCTpEYaeTcs ¢ 4acTo-
toit 95%, Bapuant PiMS — 3—-11%, PiSS — 0,01-2%,
PiMZ — 2-5%, PiZZ — 0,02-0,06% [3].

PesynbraThl reHETHYECKOTO aHalTu3a BBISBUIIH,
yt0o HOocutesiMu MM amnenei sBistroTes 39 manu-
€HTOB, ofWH marueHT (2,4%) umen Gpenorun ZZ u
ente oauH (2,4%) — dpenorunn MZ. Ilpu 3Tom y ma-
uuenra ¢ heHorunom ZZ yposeb AAT OblT caMbIM
HU3KHM — 24 M1/, ¢ ¢peHotuniom MZ — 42 mr/m.
VYV ocranbHbIX 5 mnauueHToB ¢ YypoBHEM AAT
<90 mr/nn ObLn BeIsiBICH (heHOTUT MM.

[To maHHBIM psiia SMUAEMHOIOIMYECKUX HC-
CIIeZIOBaHUM, 4YacToTa (eHoTHma ZZ B Tpymmmax
¢ XO3JI Bapwupyer ot | 5o 4,5% [16, 17]. B Ha-
IIIeM HCCIIEOBaHUM IIPU MMEIOIIEMCsT HeOOIbIIOM
o0beMe BBIOOPKHM paHO JenaTh BBIBOABI O pac-
MPOCTpaHEHHOCTH (eHoTuna ZZ B KbIPTBI3CKOM

MOMYJISIIMYA, HO MOXKHO 3aBUTh O €r0 HAJIWYUU U
MPE/IOI0KUTE POJIb €r0 BKJIa/la B Pa3BUTHE XPO-
HUYECKUX OOCTPYKTHBHBIX 3a00JICBAHHN JIETKHX.
[IpumeuaTensHO, YTO TPH JaHHOM HEOOJIBIIOM
00beMe BBIOOPKH yKe OOHAPYKEHBI CIIydan TsKe-
noro nedunmra AAT, B To Bpems Kak B psijie pa-
00T, MPOBEJICHHBIX B CTpaHax A3uH, Ne(HUIUTHOTO
(henoruna He oOHapyxeHo BoBce [18-22].

[TonmydyenHble HaMM JTaHHBIE WMEIOT Ba)XHOE
MpakTHueckoe 3HaueHue st Kelpreizcrana, Tak Kak
OOBSICHSIIOT OJTHY M3 BO3MOXHBIX MPUYUH BBICOKOU
CMEpPTHOCTH OT Oojie3Hel opraHoB nwixaHus. On-
HAaKO, OHU MPEACTABISIOT TEOPETUUECKYIO HOBU3HY,
MOJITBEPIKAAsl ITI00ATBHYIO PACIPOCTPAHEHHOCTb JIe-
¢uura AAT B pasnuuHbIX nomyssiiusx. [Ipeacras-
JISIeTCST BAYKHBIM ITPOBEJICHHUE JAIIbHEHUIIINX HUCCIIE10-
Banuil nepunura AAT B KbIPTBI3CKOW TOIYJISIIUH,
YTO TIO3BOJIUT YTOUHUTH BKIJIA]] 3TOTO TEHETHIECKOTO
(baxTopa B passutHe u nporpeccuposanne XOBJI B
ycnoBusix Kelpreizcrana, a Takyke yTOYHHUTH 3aKOHO-
MEpPHOCTH PaCIpOCTPaHEHHsI BapUAHTOB (peHOTHTIA
AAT B pa3JIM4HBIX a3UMaTCKUX IOMYJIALUIX.

BriBoanl

VYposenr AAT y mammentoB ¢ XO3JI B Kkbip-
T'BI3CKOM TIOMYJISIITUU JOCTOBEPHO OoJiee HU3KHMA
[0 CPAaBHEHUIO C KOHTPOJBHON Tpymmou 3a0po-
BBIX JIHII.

Cpenu manueHToB-KeIprbi3oB ¢ XO3JI BbIsAB-
neHbl GeHorunsl Pi ZZ u MZ, 4To NOATBEpKIAACT

Tabmuua 1

YpoBEHb CBIBOPOTOYHOTO O~ | -aHTUTPUIICHHA B PA3IMUHBIX TPYyMIaxX KbIPrbI3ckoi momynanuu (M+c)

TTanmenTnI
I'pymima 310pOBBIX JIHIL
Iloxazareb ¢ XOBJI 6e3 neduuuTa ¢ neduruTom (n=11)
(n=41) (n=34) (n=7)
ChIBOpOTOUHEIT 148,0 + 69,5 1684+ 61,6 66,7 21,1 236,0 + 36,8
AAT, mr/on
Tabmnuna 2
YpoBers AAT CBIBOPOTKH KpOBH IpH pa3nudHbix Gpenotunax AAT [3]
YpoBers AAT B CBIBOPOTKE KPOBU
% OT HOpPMaJILHOTO YPOBHS CBIBO-
PI penotum OuHOr0 AAT
uM mr/mt (mr/an X 0,1923 =uM) POTOTHOTO
MM 20-48 150-350 100
MZ 17-33 90-210 57
SS 15-33 100-200 60
Sz 8-16 75-120 37
77 2.5-7 20-45 15
Z0 <2.5 <20 8
00 0 0 0
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TUIOTE3Y MI00ANIBHON pacipoCTpaHeHHOCTH Jieu-
nura AAT.

ABTOpBI BBIPAXAOT OJIATOIAPHOCTH Tpodec-

copy Claus Vogelmeier, pyKOBOJMTEIIO IIEHTPA
AAT-Labor no uccnenosanuio AAT npu KIMHUKE
yHuBepcutera MapOypra (MapOypr, ['epmanus) 3a
COﬂeﬁCTBHe B BBIIIOJIHEHHUH T'€HCTHYCCKOI'O q)CHO-
TUIHPOBAHUSL.
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