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[ns onpegeneHust ponu SHAOrEHHbIX U 3K30reHHbIX PaKTOpoB B POPMMPOBAHUN XPOHUYECKON 0B6CTPYKTUBHOMN 6O-
nesHn nerkux (XOBI) y 100 naumeHToB (50 — rpynna cpaBHeHWs1) NPOBEAEHO KIMHMKO-reHeanornyeckoe obcnegosa-
HVe, BKMoYaloLLee CocTaBrieHe poaoCNOBHbIX C aHann3oM 3—4 NOKONeHWI, reHOTUNMpPOBaHne Ha Havbonee pacnpo-
CTpaHeHHble annenu reHa o1-npotenHasHoro nHruéutopa (a1-MA) (M, S, Z), onpeaenenve yposHsi a1-MNA B cbiBOpoT-
ke kpoBu. B cdopmunposannm XOBJ1 noatBepxaeHa pornb 3K30TeHHbIX hakTopoB (KypeHue, NomnnioTaHTbl), B TO BpeMs
Kak nepBuYHbin aecdouunt al1-NN umen mecto Tonbko y 6% 6onbHbix XOBJ1. Taknm o6pasom, HeobxoamMmo AanbHen-
Liee n3y4deHne Opyrnx reHeTU4ecKmx NokycoB y 6omnbHbIx XOBJ1.

KnioueBble cnoBa: XOBJ, kypeHue, nonntoTaHTbl, nonumopdunsm reHa ¢1-Mn.

To determine the role of exogenic and endogenic factors in chronic obstructive pulmonary disease (COPD) forming
100 patients (50 patients are control group) were examined by means of clinical and genealogical researches, including
family tree composition with analisis of 3—4 generations, genotyping on the most wide-spread a.1-proteinase inhibitor (o.1-
Pl) gene alleles (M, S, Z), definition of the a1-Pl level in the serum. The role of exogenic factors (smoking, pollutants)
have been confirmed in COPD forming, while primery o1-P| deficiency have been revealed only in 6% COPD patients.
Therefore, further investigations of other
genetic alleles in COPD patients are necessary.

Key words: COPD, smoking, pollutants, o.1-Pl gene polymorphism.
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BBepeHue

B XXI B. 4enoBe4yecTBO BXOAUT C HOBOW Mpobrie-
MO/ — WMEeT MeCTO pe3Koe YBenuyeHue yucrna
BONbHbLIX XPOHUYECKON OBCTPYKTUBHON BOMNEe3HbLo
nerkux (XOBJT). B ycnosusix yxyalwaroLwencs aKono-
ru, pacnpocTpaHeHnss TabakoKypeHusi yBenuuuBa-
eTca He Tombko pacnpocTpaHeHHocTb XOBJ1, Ho un
cmeptHoctb  [3, 10]. Tlo nporHozam BO3,
B XXI B. CMepTHOCTb BCneacTBue naTonorum opraHos
AblxaHusa 6ygeT 3aHumaTb BTOpoe MecTo B obLien
CTPYKTYpe MpUYMH cMmepTu. Tak, no gaHHbiM Ameri-
can Thoracic Society, uicno 6onbHbix XOBJ1 B nepu-
on ¢ 1982 no 1995 r. Bo3pocrno Ha 41,5% n cocTtaBu-
no 14 MnH. Yenosex [2].

B Poccun npubnuautenbHo 11 MIH. YenoBek
ctpagatot XOBJ1 [1], cmepTHOCTe 0T XOBJ1 pactet
BbICTpee CMEePTHOCTU OT APYIUX MPUYKH, 38 UCKITHoYe-
Hnem ClMNWOa, n 3aHumaeT B Poccun yetBepToe —
naToe MecTo.

XOBJ1 oTHOCAT K MynbTudakTopuanbHeiM 3abo-
neBaHNsM, U ee pasBUTME OMpeaensaeTcs CrOKHbLIM
B3aMMOENCTBUEM FreHETUYECKNX NOKYCOB APYr C ApY-
roMm u paktopamm BHewHen cpedbl. Ponb KypeHus,
KaKk OAHOro M3 rMaBHbIX 3TMOMNOMMYECKUX (haKTopoB
XOBJ1, pokasaHa B pesynbTate 6Oonee uvem 45-
neTHero u3dyyeHus aton npobriembl. Bmecte ¢ Tem
nokasaHo, 4to XOBJ1 passuBaetcs nuwb y 15—20%
KYPUINbLUMKOB, Y KOTOPbLIX, BEPOATHO, UMEETCSA MNOBbI-
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LUEeHHast YyBCTBUTENbHOCTb K TabayHoMy Abimy [8, 11];
a 5—10% 6onbHbix XOBJ1 HMKOraa He Kypwunu, YTo
CMYXUT [0Ka3aTenbCTBOM BaXHOCTU W ApYrnx npu-
YMHHBIX MeXaHM3MOB, Kpome KypeHus [7]. B nocneg-
Hve rogbl nNpu mdyvyeHun passutns XOBJ1 Bce 6onb-
LWas porb OTBOAMTCS HacreACTBEHHbIM NpuyMHam [5,
8], ogHako ybeautenbHble JoKa3aTenbCTBa NOMyYeHbl
TONbKO B OTHOLIEHUWN reHa o1-NPOTEMHA3HOro WHrun-
butopa (a1-MN) [3, 4, 8, 9, 12].

Llenb nccnegoBaHua — onpegeneHve Bknaga
N BECOMOCTU 3K30reHHbIX (KypeHune, NPOMbILLMEHHbIE
NONMIOTaHTbI) N AHOOTEHHbLIX PaKTOPOB B hOPMUPO-
BaHum XOBJI.

MaTtepuan n metoabl

[MpoBedeHoO KIWHMKO-reHeanornyeckoe obcneno-
BaHve AByx rpynn 6onbHbiX. [epBas rpynna coctosina
n3 GonbHbix XOBJ1 (n=50, cpegHwii Bo3pacT —
54,5+3,43 r.), Npoxogsawmx KrnMHn4yeckoe obcrienosa-
HVe N neyeHne Ha 6ase NynbMOHOOrMYECKOro oTAe-
neHus ropoackon 6onbHULpI < 3 1. Tomcka. Becem 6ornb-
HbIM MPOBOAUIIOCH OBLLEKNNHMYEeckoe obcneaoBaHue,
uccnegoBanach PyHKUMSA BHELLIHETO AbIXaHWs HA KOM-
nbloTepHOM cnuporpade «Spirovision Il», B cbiBOpoTKe
KPOBW OMPEAENnsnMCb akTMBHOCTb 3aracTtasbl, TPUMCK-
HoMoJobHbIX NpoTeas u ux uHrmbutopos: al-MNMA, a2-
MaKpornodynmHa u KUCNoTOCTabUIbHbIX MHIMOUTOPOB
(KCW); peHTreHorpacduss nerkMx u Mo nokasaHusim
©poHxodunbpockonus.

B kayecTBe rpynnbl cpaBHeHUs (BTopas rpynna)
Obinn obcnenoBaHbl 50 nauneHToB 1 TepaneBTUYe-
CKOro  oTgeneHuss ropoackon  GonbHMUbl <3
r. Tomcka, He CcTpajarLmx Kakon-nmbo GpoHxone-
royHon natosiornen. KnuHuyeckaa xapakrepuctuka
N1y, BTOPOW rpynnbl  AaHa B Tabn. 1. YunTtbiBas, 4To
XOBJ1 yacto mMaHuecTUpyeT B CpedHEM U MOXU-
noM BO3pacTe, B Trpynny CpPaBHEHUS BOLUMM nvua
NpPenmyLLecTBEHHO CcTapyeckoro Bo3pacta (86%).
OT160p NaumMeHToB B rpymnny Npou3BoauIICA C y4ETOM
[OaHHbIX UCTopMM BonesHu ¢ nocnegyowmm cobece-
JoBaHMeM: TwaTenbHo cobupanca aHamHe3 (oco-
OeHHO KaluneBoW), NPOBOAMIIOCL WCCrieoBaHue
0ObEKTUBHOIO cTaTyca, peHTreHorpaduyeckoe wuc-
crnefoBaHve, onpedensnacb akTMBHOCTb MpoTeas u
UX MHIMOMTOPOB B CbIBOPOTKE KpOBU. Y BOrb-

OKk302eHHbLIe U 3HO02eHHbIe ¢pakmopbl...

HbIX MEPBON U BTOPOW rpynn cobupancsa reHeano-
rMYyeckMin aHamHes 1 BbiCTpamBanacb pOAOCMOBHas
c nocrnepywowmm aHanusom 3—4 nokoneHun. Cra-
TMCTMYeckasa obpaboTka npoBoaunacb NpU NOMOLLN
HenapameTpuyeckoro kputepus MaHHa YWUTHU n
TOYHOro Tecta duwepa.

Pe3ynbTaTthl U 06CcyxaeHue

Cpean GonbHbix XOBJ1, B oTnuune OT rpynnbl
cpaBHeHus (puc. 1), npeobnagany My>X4YWHbI, Ky-
PUMbLLUKN
c GonblMM CTaxXeM U OTAroweHHble npodeccno-
HanbHbIM
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B Bonbupie XOBJI (n=50) MTpymna cpasrenus (n = 50)

Puc. 1. CpaBHutenbHas xapaktepuctuka 6onbHbix XOBJ1 v rpyn-
Nbl CPaBHEHUSI

Kypenne

aHaMHe3oM (72% v 38%; 78% wn 32%; 60% n 34%
COOTBETCTBEHHO). AHanu3 cobpaHHbIX POOOCMOBHbIX
BbISIBUIT CTATUCTUYECKN 3HAUMMOE YBENNYEHNE YPOBHS
3abonesaeMoCcT pa3nnMyHbIMM HOPMamMm XPOHUYECKO-
ro 6ponxuta (XB) y poactBeHHMKoB 60bHbIX XOBJ1 no
CpaBHEHWIO C rpynnon cpaBHeHns (89 n 9 yenosek co-
OTBETCTBEHHO, P <0,001) (puc. 2).

Tabnuua 1

KnuHunueckas xapakTepucTuka nuu rpynnbl cpaBHeHus (n = 50)
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Mpod. BpeaHoCTU (MPOM. NonsoTaH-
DS Bospact Mon KypeHue Tol)
60—69 neT|70 neT 1 Gonee| MyX. XKEH. aa HeT aa | HeT
MBC 1 12% 7 88% 7 88% 1 12% 6 75% 2 25% 1 12% 7 88%
(N>) 1 9% 10 91% 2 18% 9 82% 1 9% 10 91% 3 27% 8 73%
MBC+IB| 5 18% 23 82% 8 17% 20 83% 7 16% 21 84% 12 43% 16 57%
XLBB 0 — 3 100% 2 67% 1 33% 2 67% 1 33% 1 33% 2 67%
BCEIO 7 14% 43 86% 19 38% 31 62% 16 32% 34 68% 17 34% 33 66%
Ta6nunuya 2

YacToTa nero4yHou naTonorum u cepaevyHo-cocyamncTbix 3aboneBaHui y poacTBEHHMKOB nUL rpynnbl cpaBHeHus (n = 50)

TNeroyHble 3a6onesaHust
XB EA MBC =)
na | et aa | wer aa | et aa HeT
6(9 12% 44 88% 8(10)* 16% 42 84% 47 94% 3 6% 45 90% 5 10%
(128)* (119)*

* — B ckobkax YKa3aHO KOnn4ecTBo OO0nbHbIX POACTBEHHUKOB.

1007
0]
707
| B Poncreennnkn Gonprbix XOBJI
607 B PoJICTBEHHUKH HaLlHCjHTOB
30 I TpYIIbI CPAaBHEHUS
21
0]
207
0

Puc. 2. Yncno 60mbHbIX XpPOHUYECKUM BPOHXMTOM Cpeamn PoACT-
BeHHUKOB 60nbHbIX XOBJ1 v rpynnel cpaBHeHUs

YUucno 6onbHbIX POACTBEHHUKOB y NpobaHaoB, cTpa-
patowmx XOBJ1, Bapbuposano oTr 1 Ao 6 4yenosek B
ogHol cembe. Torga kak B rpynne CpaBHEHWUs
(Tabn. 2) Xb vmen MecTo TONbKO Y pOACTBEHHMKOB 6
npob6aHaoB, Bcero 9 yenosek. Ho B aton rpynne 6bino
BbISIBMIEHO 3HAYUTENbHOE YUCIIO POACTBEHHUKOB,
cTpajawwux CcepaeyHo-COCYAMCTON  naTorornen
(128 yenosek y 47 npobaHgos ¢ MBC n 119 y 45
npo6aHaoB € runepToHnYeckon 6onesHbH0).

AHanuns npoTeonnTUYECKON U aHTUNPOTEONNTHYE-
CKOW aKTMBHOCTU Y BornbHbIX XOBJ1, no cpaBHeHMO co
BTOPOW IPYMMon, BbISBAN JOCTOBEPHO 3HAYMMOE MO-
BblLLEHWE 3NnacTasbl B CbIBOPOTKE KPOBM Y OOMbHbIX
XOBJ1 (Tabn. 3). Bmecte ¢ TeM OTCYTCTBYIOT 4OCTO-
BEPHO 3HaYMMble pa3nunyns B aktueHocTn a1-MNMA mex-
4y rpynnamMu, 4to MoxeT ObiTb 0byCcnoBneHo nepsuy-
HbIM B0 BTOPUYHO BO3HWKLLMM OEDULMTOM UHTMOW-
TOopa U, COOTBETCTBEHHO, HEOOCTATOYHOW €ro NpoayK-

uven npu oboctpennn XOBJI. B rpynne ©GonbHbIx
XOBJ1 ncxogHo Huskas aktmBHocTb o1-INA Bbina 06-
HapyxeHa

y 51,4%, Torga kak B rpynne CpaBHEHUS — TOMbKO Y
21,9%.

Tabnuua 3

AKTUBHOCTb NPOTENHA3 U UX UHTMOUTOPOB B CLIBOPOTKE
KkpoBu 6onbHbIX XOBJ1 1 B rpynne cpaBHeHUs

BonbHble XOBJ1 |Fpynna cpaBHeHus
Mokaszatens (n = 50) (n = 50) P
TpuncuH 113,82+14,01 106,57+8,62 0,29
Onactasa 127,32+£10,72 90,23+5,81 0,01*
al-Mn 26,55+3,54 23,85+2,56 0,92
o2-MakpornobynuH 3,83+0,28 3,59+0,17 0,52
KCW 382,49+39,93  296,65+36,52 0,52

*— [OCTOBEPHOCTb Pasnuyun MeXay rpynnamu.

[Onsa BbisBneHns nepsuyHon ol1-NM HegocTaTou-
HOCTW, OOBYCMNOBIEHHON TreHETUYECKUM OedeKkToMm,
ObIn npo-
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BEAEH CKPWMHUWHI nccrnegyemblx BbIbopok. MeHoTunu-
poBaHWe NMPOBOAMIMM Ha Haubonee pacnpocTpaHeH-
Hble annenu M, S n Z ¢ ucnonb3oBaHUeM CTPYKTYpbl
npanMepoB, ONUCaHHbIX B nuTepaType [6, 7]. B pe-
3ynbTaTe B Bblbopke 60nbHbIX XOBJ1 Obinin 06Hapy-
XeHbl 3 yenoseka, umetowme S-annens, YTO cocTa-
BUNO 6%. Y AaHHbIX GOMbHbBIX CHMKEHWE KOHLIEH-
Tpauum cbiBopoToyHoro o1-NMA morno 6biTb 00Y-
CMNOBIIEHO HanMUuMeMm CTPYKTYPHOro aeduunuta rexa,
OTBETCTBEHHOMO 3@ CMHTE3 JaHHOro rMnKONpoTenHa,
TOorga Kak B rpynne CpaBHEHMS Yy BCEX MMeN MeCTO
OCHOBHOW BapuaHT reHoTuna MM.

Takum obpasom, B popmmpoBaHumn XOBJT noa-
TBEPXKAEHA 3HAYMTENbHAsl POSib TakMX 3K3OTEHHbIX
(PaKToOpOB, KaK KypeHWe W MpOMbILLIIEHHbLIE MOSIIHO-
TaHTbl, B TO BPEMS KaK porib 3HOOreHHbIX hakTopoB
(reHeTu4eckMx NoKycoB) TpebyeT JanbHENLWero nsy-
YeHus.
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