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OCOBEHHOCTU NMOKA3ATEJIEU
®YHKLUUWN BHELLHErO ObIXAHUA

XpoHuyeckas o6cTpykTuBHas GonesHb nerkux (XOBJ1) saBnsercs ooHOM M3 BeAylMX MPUYMH NIETaNbHOCTU BO BCEM MMpe.
HepocTtaTouHocTb 6enka anbda-1-aHtutpuncuHa (A1AT) sBnseTcs BaXKHbIM (PAaKTOPOM reHeTU4ECKO NPeApacnonoXEHHOCTH K
¢opmupoBanuio XOBJ1. Oedpuumnt A1AT MOXHO AMArHOCTUPOBaTh C NOMOLLbID ¢eHoTMNUpPOBaHUS. Bbisenenne PiZZ-deHoTtuna
A1AT o6ycnaenusaet 95% cnyvaeB pedpuuurta A1AT, Toraa kak PiMM-deHoTHN cBUAETENbCTBYET O COXPaHHOM GYHKUMK Genka.
O6HapyxeHune aeduumnta A1AT npu XOBJ1 MoxXeT conpoBoXAaTbCA Gonee TAXeNbIM Te4eHUEM 3a60/1eBaHUS, XapaKTepusyeTcs
0CO6EHHOCTAMM NapaMeTpPoB KOMMJIEKCHOrO UCC/IeA0BAHUSA (PYHKLMM BHELLHErO AbIXaHWSl U EHCUTOMETPUYECKMX MOoKasaTenei
JIErOYHONM TKaHU, onpeaensieMbiX Npu KOMMbIOTEPHOI ToMorpaduu.

Llenbio paHHOro uccnefoBaHWs SIBNSNOCH CpaBHEHWE MoKasaTenei (PyHKUMM BHelHero AbixaHus y 6onbHbix XOBJ1 ¢ PiZZ- n
PiMM-c¢eHotunom A1AT.

Marepuanbl U MeToabl: 6bLIM 06cnenoBaHbl 6onbHble XOBJ1 ¢ PiZZ-¢peHotunom A1AT (N = 6) u PiMM-¢peHotunom (N = 75).
OueHuBanucs cneaylowme CnMpoMeTpuIeckme nokasatenu: o6bem GopcuposaHHoOro Bbiaoxa 3a 1 cexkynay (OB, ), popcmposan-
Has XXU3HEeHHas eMKocTb nerkux (PXKEJ), otHowenune ODB,/DXE/, nukosas o6beMHas ckopocTb Bbigoxa (M0C), MakcuManbHble
obbemHble ckopoctn (MOC,, u MOC,;), cpeanas o6bemHas ckopoctb (COC), a Takke obwas emkoctb nerkux (OEJT) u ap.
BbinonHeHa cnupanbHas KOMMblOTepHasi ToMorpagus C NPUMEHEHMEM NpPOrpamMmbl AEHCMTOMETPUYECKOTrO aHanusa.
Mpoussoaunach oueHKa BbIPAXKEHHOCTU OALIWKM U BIUAHUA CUMIMTOMOB Ha KauyeCTBO XXM3HMU.

Pesynbratbl. Mpy cpaBHEHUM cnMpoMeTpUUecKuX noKasatenei 6onbHbix Npu PiZZ-eHotune A1AT pernctpuposanu 6onee HU3KMe
3HaueHna OMB1/MXKEN, MOC,,, MOC, ., COC, DLco,va u 6onee Bbicokue napametpbl MOC, MXEJT u OEJ1, uem npu PiMM-¢eHoTnne
A1AT (p < 0,05*).

BbiBoapl: y 60nbHbIX XOBJ1 ¢ PiZZ-peHotunom ALAT HabntopatoTcs 6osee BbipayKeHHble OTK/IOHEHUS! NOoKasaTenein 6poHxuanb-
HOM OGCTPYKLUM, CHUKEHUSA INACTUUECKUX CBOMCTB JIEFOYHONM TKaHU, runepuHGASLMM, PeayKLUMM KanuaNSpHOro pycna 3a cyet
3M(KU3eMaTO3HOrO MOPAKEHUSN JIETKUX.

Kntoyesvle cnoea: xpoHudeckas 06cmpykmusHas 60n1e3Hb 1e2KUX, PyHKUUS BHeWHe20 dbiXaHUs, anb@a-1-aHmumpuncuH.
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PECULIARITIES OF EXTERNAL RESPIRATION FUNCTION IN PATIENTS WITH CHRONIC OBSTRUCTIVE PULMONARY DISEASE WITH
DEFICIT OF ALPHA-1-ANTITRYPSIN

Chronic obstructive pulmonary disease (COPD) is one of the leading reasons of mortality in the whole world. The insufficiency
of alpha-1-antitrypsin (A1AT) protein is an important factor of genetic predisposition to COPD development. A1AT deficit can
be diagnosed with the help of phenotyping. Detection of PiZZ phenotype of A1AT preconditions 95% of A1AT deficit cases
whereas PiMM phenotype testifies about the conservation function of the protein. Detection of A1AT in case of COPD might be
accompanied by a graver course of the diseases, it is characterized by peculiarities of complex study parameters of the external
respiratory function and densitometric values of the pulmonary tissue determined by computer tomography.

The objective of this study is comparison of external respiratory function in COPD patients with PiZZ and PiMM phenotype of A1AT.
Materials and methods: COPD patients with PiZZ phenotype of A1AT (N = 6) and PiMM phenotype of A1AT (N = 75) were stud-
ies. The following spirometric values were evaluate: forced expiratory volume per 1 second (FEV,), forced vital capacity (FVC),
FEV,/FVC ratio, maximum expiratory flow rate (MEFR), peak flow rates (PFR,, and PFR,;), mean flow rate (MFR), as well as the
total lung capacity (TLC) etc. Spiral computer tomography was performed with application of the densitometric analysis soft-
ware. Evaluation of the intensity of dyspnoe and effect of symptoms on the quality of life was done.

Results. Comparison of spirometric values showed that for patients at PiZZ phenotype of A1AT showed lower values of FEV1/
FVC, PFR,,, PFR, ., MFR, DLco, va and higher parameters of MEFR, FVC and TLC than in PiMM phenotype of A1AT (p < 0,05%).
Conclusions: in COPD patients with PiZZ phenotype of A1AT more intense deviations of bronchial obstruction, reduction of elastic proper-
ties of the pulmonary tissues, hyperinflation, reduction of the capillary bed due to emphysematous pulmonary involvement are observed.

Keywords: chronic obstructive pulmonary disease, external respiratory function, alpha-1-antitrypsin.

00bI4HO NPOrpeccupyeT 1 CBA3aHO C NMOBbILUEHHbIM BOCNANU-
TeNbHbIM OTBETOM AbIXaTENbHbIX MyTEW M NErkux Ha BO3a4eW-
XpoHuyeckas obcTpyktnBHas 6onesHb nerkux (XOBJT), | crBue BpedHbix yactvuy M ra3os. OrpaHuMyeHue CKOpoCTU

SBNSSCb YETBEPTOM MO 3HAYUMMOCTM MPUYUHOM CMepTU B
mupe (BO3, 2008 r.), ceroaHsa onpenensiercs Kak npenorspa-
T™MMOe W KypabenbHoe 3aboneBaHuMe, XapakTepuaytolieecs
MOCTOSIHHBIM OFPaHMYEHMEM BO3AYLIHOIO MOTOKA, KOTOpOe
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BO3AYLUHOIO NOTOKA MOXeT ObITb BbI3BAHO KaK MOPaXeHUeM
Menknx 6poHX0B (0B6CTPYKTUBHBIA OPOHXMOAUT), TakK U
[ecTpykunen napeHxumsl (3Mpusema). CreneHb npeobnana-
Hus Toro unu apyroro onpeaenset deHotun XOBJ1 [1-4].



Hanbonee 3HaUMMbIM U M3YyYEHHbIM FEHETUYECKUM (aK-
TOpPOM, UMEOLWMM 3HaYeHne B dpopmmnpoBanumn XOBJ1, asns-
eTca anbda-1-aHTUTPUNCMHOBASA HeLoCTaToYHOCTb (ALATH),
pacnpocTpaHeHHoe HacneacTBeHHoe 3aboneBaHue, 00y-
C/IOBNEHHOE MOHWXEHHOW CbIBOPOTOYHOM KOHLLEHTpaLMei
anb®a-1-antutpuncuHa [5]. Hanbonee BaxHoW byHKUMeH
A1AT aBnsetcs MHrMOMpPOBaHWE HEWTPODUAbHOM 3nacTasbl,
KOTOpas pacliennseT 31acTuH, 6a3anbHy0 MemMbpaHy 1 apy-
rme KOMMOHEHTbl IKCTPaLLeNNONSIPHOro MaTpmKCa, paspyLua-
€T CTeHKM aNbBeON NPW BOCNANEHWM U NPUBOAUT K IMPU3e-
MaTO3HOMY PEMOAENMPOBAHMIO IEFOYHOM TKaHK [6]. Kpome
Toro, ALAT obnafaet aHTManonToTUYECKUM, UMMYHOMOAYNS -
TOPHbIM, AHTUMOKCMAAHTHBIM, BaKTEPUUMAHBIM WU APYrUMU
CBOWMCTBaMuM, 00yCNaBAMBAOWMMM €ro NPOTeKTUBHOE Aei-
CTBME Ha neroynyto TkaHb [7-10]. Deduumt ALAT Bo3HMKaeT
B pe3ynbrate nonuMopdmamos nokyca Pi (Protease inhibitor,
14932), Bxonquwero B coctas knacrepa reHos SERPINA [11].
HopmanbHon annenbHow dopmoni ALAT gensetca PiM, a
dbeHoTMN 340poBOro  yenoBeka 0603HavaeTcs PiMM.
CywectsyeT 6onee 100 reHeTMyeckux BapuaHToB A1AT, n3
KOTOpbIX Hanbosnee 4acTo BCTPEYAMOLWMMUCS U KIIMHUYECKK
3HaunMbIMK aBngoTca PiZ n PiS dopmebl [12]. Deduumt ATAT
yalle BO3HWMKAET MPU HaNUuMM MyTauuu B 0BOMX annensx
reHa Pi, Torga Kak y retepo3unrot gedekt 06bl4YHO KOMMNEHCH-
pyeTcs HopManbHol @yHKuMern BToporo annens [13]. B 95%
cnyyaeB ALATH obycnosneHa PiZZ deHotunom [14].

CBoeBpeMeHHas AMArHoCTMKa W BbiIBNEHME KAUHUYe-
ckoro @eHotuna XOBJ1 oka3biBaeT BaXHOE BAUSHWE Ha
3D PEKTUBHOCTb JIeYEHMS, TEYEHNE U MPOrHO3 3aD0NEBAHUS.
[peanoyYTUTENbHbIM HAaYanbHbIM MCCNEN0BAHMEM AN OLLEH-
KM Hannung obCTpyKUMM AbIXaTeNbHbIX MyTEN 1 UCKIIOYEHNS
naTonorMm Co CXOAHOM CMMMTOMATMKOM OCTaeTCs cnupome-
Tpus [1].

Uenb uccnepoBanusa: onpeaenuts BansaHue ALAT Ha kiu-
HUYECKME U KIMHWUKO-(DYHKLMOHANbHbIE MOKa3aTenu y 6onb-
Hbix XOBJT.

MATEPWUAJIbl U METOAbI

B wuccnepoBaHue 6binn BkAouYeHbl 81 6onbHo XOBJ
[11-1V cTeneHun TaKecTn HapylweHWit BPOHXMaNbHOM NPOXO-
[MMOCTK, BHe obocTpenuns. [lnarHos 6bin NoATBEPXKAEH AaH-
HbIMW QYHKLMOHABHbBIX M PEHTIEeHONOrMYeCckoro MeToAoB
obcnenoBaHus, aHaMHesa, KAMHUYECKOM KapTWHbl M COOT-
BeTcTBOBan kputepuam GOLD (2015) n «®@enepanbHbIX Kan-
HUYECKMX PEKOMERLALMI No AMATHOCTUKE M NEeYEHUIO XPO-
HUYECKOM 0OCTPYKTUBHbIN BONe3Hn nerkmx». BelpakeHHOCTb
OZbILIKM OLEHMBaNM No BONPOCHUKY BputaHckoro MmeamumH-
cKoro wmccnepoBatensckoro coeta (MMRC), BbipaeHHOCTb
KNMHUYECKMX CMMNTOMOB M MX BAMSIHME HA KavyecTBO
*mn3Hu — no COPD Assessment Test (CAT).

Cpenu 06cnenoBaHHbIX 60AbHbIX OblAK BbISIBAEHbI ML C
PiZZ eHotnnom A1AT(N = 6) U c HopManbHbiM PiMM deHo-
mnom (N = 75). [lna xapaktepuctnkm GeHoTuna Monekynbl
A1AT 6bIn1 MCNONB30BAH METOA, M3031eKTPODOKYCHPOBAHUA
(N3D®), koTopbIft 3P dHeKTUBHEE KONMYECTBEHHOIO METOAA M
nosgonset onpenenstb 6onee 100 reHeTUYECKMX BapMAHTOB
A1AT [15]. Ons co3paHms rpagmenta pH 6biam ncnonb3osa-

Hbl amdonutel pH 4,2-49 (GE healthcare, LWBeuwns).
@DoKycMpoBaHHble B arapo3HoM rene mMonekynbl ALAT cenek-
TUBHO OKPALUMBaAM C MOMOLLbI KOHbOTMPOBAHHbIX C MEPOK-
C1aa3oM xpeHa ko3bux aHTuTen kK A1AT (Bethyl laboratories,
Weeums). OueHka dpeHotnna ALAT ocywecTBagaacs Nocpes-
CTBOM COMOCTaBAEHWS MOMYYEHHbIX BAapMAHTOB MMUrpaLuu
A1AT ¢ koHTponbHbIMK PiMM, PiIMZ 1 PiMS obpa3uamu.

Pe3ynbTaTbl GEHOTUNMPOBAHUS OblIM AOMOMHEHbBI KOMU-
yecTBeHHbIM onpeneneHmeM A1AT B CbIBOPOTKE KPOBM, KOTO-
poe OCyLLeCTBASANOCh Ha Broxummnyeckom aHanmnsartope Al5
(Biosystems, McnaHus) mMeToooM WMMMYHOTYpOUAUMETpUM
(peakTtuBbl Sentinel Diagnostics, UTanusg).

BonbHbIM NpoBOAMNOCH UCCNEef0BaHNE QYHKLMM BHEL-
Hero [bIXaHWg MyTeM aHanu3a KPWBOM «MNOTOK-0ObEM» W
6oaunnetusmorpadms Ha annapate Masterscreen (Erich
Jaeger, TepMaHus). OueHnBanu napametpbl: OOB1, OXEN,
O®B,/®XEJT, MOC, MakcuManbHble 06beMHblE CKOPOCTH MpK
50 1 75% ®XE/T (MOCg, n MOC,.), COC. Mpu BbINOAHEHNM
6oannneTMamMorpadumn perncTtpupoBanm nokasarenm: OXEJ,
OEJ1, octatoyHbin 06veM (00), emkocTb Booxa (EBa), nokasa-
Tenu And@y3noHHOM CMOCOBHOCTU NErkux.

KomnbtoTepHag Tomorpadums npoBoLMaach Ha O4HOCNOM-
HOM CMMpaNnbHOM KOMMbIOTEPHOM TOMorpade Somatom
Emotion (CumeHc, lfepManug). B cnnpanbHoM pexunme TOMO-
rpadMpoBaHug KOMMMaLMS cpe3a CoCTaBnsna 5MM, war
crona 7,5 MM. Ing LeHCUTOMETPUYECKUIA OLLEHKMW NIerOYHOM
TKaHWM MWCNONb30BaNM MNpPOrpaMMy AeHCUMTOMETPUYECKOro
aHanmsa PulmoCT (CumeHc, lepmanms). MNpu npoeneHumn
KOMMbIOTEPHOM TOMOrpadun onpeasensnn Aon 3MduseMsbl
oT obuwero obvema nerkmx (KOAMYECTBO JIEFrOYHOMW TKaHWM B
AvanasoHe naotHoctu oT -950 pgo -1000 EgX, /1T -950),
CPefHIo NAOTHOCTb NleroyHol Tkauu (Cplln), oTHoweHune
3M(M3eMaTO3HO U3MEHEHHOM TKaHW K HEM3MEHEHHOW (oeH-
CUTOMETPUYECKMI nHAEKC aMbusembl — [IN3), Tun 1 nokanu-
3aumio 3MdU3eMbl Nerknx, 6BPOHX03KTa30B, BYnbl, y4aCTKu
nHesmModmbpo3a.

Cratnctmnyeckas obpaboTka AaHHbIX MPOBOAMAACH C
MOMOLLBID JIMLLEH3MOHHOTO MpOrpaMMHOro obecneyeHus
GraphPad Prism 4.0. Mpu cpaBHEHMM KONMYECTBEHHbIX AaH-
HbIX B 3aBMCMMOCTW OT TUNa pacnpeneneHns bbiin Ucnonb-
30BaHbl CNeaytoliMe napameTpuyeckme u HenapameTpuye-
CKue MeToabl.

PEYJIbTATbI

B pe3ynbrate o6cnenoBanms 6onbHbix XOBJT ¢ PiZZ dbeHo-
mmnom ALAT (N = 6) n c PiMM denotunom (N = 75) He 6bin10
OTMEYeHO [OOCTOBEPHbLIX OTIMYMI MO MOy (COOTHOLEHMWE
MY>XXYUH U KeHWKMH 5:1), nnaekcy kypenms (18,5 £ 7,5 nauka/
netn 21,4 # 10,6 nayka neT COOTBETCTBEHHO), MHAEKCY MACChl
Tena (24,8 12,0 kr/M2 n 21,3 £ 9,5 Kr/M?, COOTBETCTBEHHO).
[nuTenbHOCTb peMmccumn 3aboneBaHms y BCeX NaLMEHTOB Ha
MOMeHT 06C/iefoBaHMs COCTaBASANA He MeHee 4 Hep,

Hannune PiZZ deHotvna ALAT conpoBoXaanoch Bbipa-
KEHHbIM CHMXKEHMEM KOoHLUeHTpauun ALAT, cpegHee 3Haue-
HWe KoTopoM coctaBuno 343,8 mr/n £ 81,46 u 6bino gocTo-
BEPHO HWXKe, yeM npu PiIMM denotune: 1943 mr/n £ 99,45
(N =86),p <0,01*
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PucyHok 1.

Pesynbrarbi cpasHenus OOB,, OXEJ n OB, /OXEN npu pazauunbix deHotunax ALAT, HenapHbii t-Tect
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bonbHble ¢ PiZZ deHotunom ALAT 6binin mMonoxe (p <
0,01*%),4eM c PiMM deHoTnnom. MIx cpegHUin BO3pacT cocTa-
Bun 48,67 = 3,783 net npu PiZZ n 63,07 £ 0,8738 net npu
PiIMM ¢erotnne A1AT.

Opblwka no wkane mMMRC 6bina 6onee BblpaxKeHHOW Y
nauveHToB ¢ gedpuumtom A1AT (3,7 6annos un 2,4 6anna,
COOTBETCTBEHHO, p < 0,05); OLLEHKN KNMHNYECKMX CUMITOMOB
no COPD Assessment Test (CAT) He pocturanu cratuctuye-
CKOM 3HA4YMMOCTM B Mcciepyembix rpynnax (25,7 un 23,9
6annos cooteeTcTBEHHO (p < 0,06)).

CTpyKTypHble M3MEHEHMS B Nerkux, no AaHHoiM KT,
XapaKTepu3oBanuch B 06enx uccnenyembix rpynnax Haamuu-
eM aMbu3seMbl y 62 60MbHbIX (76,5%), 6ynn -y 29 60nbHbIX
(35,8%), 6poHxo3kTazos -y 21 6onbHoOro (25,4%), 6poHxuo-
N03KTa30B -y 7 6onbHbIX (8,6%), Aedopmaumm 6pOHX0B — Y
69 60nbHbIX (85,7%). B rpynne ¢ peduumntom ALAT yeTBepo
60MbHbIX MMENU CTPYKTYPHbIE U3MEHEHWS B BMAE BPOHXMO-
NO3KTa30B M BPOHX03KTA30B, y BCEX BbIIBNAAN IMPU3EMY,
6ynnbl, nedopmaumo HpoHX0B. IMbU3eMa Y HUX 0BHAPYXKM-
Basiacb NPeuMyLLecTBEHHO B 6a3anbHbix OTAENax, y naumeH-
To0B ¢ PIMM deHoTMNOM — B BEPXHMX 30HAX 060OMX Nerknx
A Hocuna amddysHbii xapakTtep. bynnbl y 60abHbIX C
nedununtom A1AT NOKanM30BaNUCh B HUKHEN UK B HUXKHEN
M BEPXHEN 30Hax, y NaLMEHTOB C HOPMaNbHbIMK 3HAYEHUS-
Mu ALAT - B BepxHen unu obemx 3oHax. CymMMapHas nno-
wanb 6ynn 6bina Heckonbko Honblie y 6onbHLIX C Aeduum-
ToM A1AT: 826,5 n 6935 cM? cootsetcBeHHo (p < 0,01).
O6beM neroyHom TKaHW B AManasoHe naoTHocTM oT -950 o
-1000 EpX 6bin Bbiwe y 60bHbIX C HEAOCTAaTOYHOCTbI0 ATAT
(24,8 £ 10,0 n 17,5 £ 10,5, p < 0,01), a oTHOLWEHWE 3MDU3eE-
MaTO3HO WM3MEHEHHOW TKaHW K HeusmeHeHnHon (/1T -950
EnX) coctaBnano 5,9 = 4,6 ( B rpynne cpaBHeHus — 3,7 = 2,5).

MccnenoBaHue nokasatenei QYHKUMKM BHELUHEro Ablxa-
HUS HE BbISIBUIO LOCTOBEPHBIX OTAMYUI CPELHWUX 3HAYEHWIA
O®B, y nauneHTos 06eunx rpynm. Y 6osbHbIX ¢ PiZZ deHotn-
NMOM OHO cocTaBwno 27,42 * 4,178% ot ponxkHoro (N = 6) u
[LOCTOBEPHO HE OTAMYANOCh OT aHaNOrMMYHOro MnokasaTens
npu PiMM ¢deHotune: 30,88 + 0,959% ot pnomkHoro (N = 74).
OpHako cpenHsist MXEJ1 okazanach CTaTUCTUYECKM 3HAUYMMO
(p < 0,05%) Bbiwe npu PiZZ deHotune, yem npu PiMM (65,78
*4784% ot ponxHoro u 52,99 £ 1,654% oT JONXKHOIO COOT-
BETCTBEHHO). B cBA3M C 3TUM cooTHoweHne OMB, k OXE/I
npu PiZZ deHotnne 6bI10 3HaunTenbHo (p < 0,017%) Huxe
(cpenHue 3HayeHus npu PiZZ n PIMM deHoTMnax coctaBuam
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32,88 +4,829% ot pomkHoro n 49,39 £ 1,340% o1 [,OMKHOIO
COOTBETCTBEHHO). Pe3ynbTathl cpaBHeHua O®B,, ®XE/T u
otHowenua ODB,/MXEJT npu paznnuHbix peHotunax ATAT
npeacTaBeHbl Ha pucyHke 1.

Mokazatenn 0BCTPYKUMM CpeaHuX U Menkux OpOHXOB,
BKOYas MOCSO, MOC75, COC npwu PiZZ dpeHoTune, okazanuco
[OCTOBEPHO CHWMXeHbl (p<0,05%), Torga kak MOC - Hmxke y
60nbHbIX ¢ PIMM deHotunom. CpaBHeHWe Bblillenepeymc-
NeHHbIX NokasaTenew npu PiZZn PiIMM ¢eHotune npeacras-
NEHO Ha pucyHke 2.

PucyHok 2. [lokasatenu yHKUMM BHEILHETO AbIXaHMs
y 60/bHBIX ¢ PiZZ- u PiMM-denotunom (%)

80r Pizz
70 } PiMM
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30r
20t
107

O0B1  OXEMN uTupdro MOC MOC50 MOC75 COC
p<0,05% p<0,01%* p<0,05* p<0,05* p<0,05* p<0,05*

Mpy CpaBHeHUM pe3ynbTaToB 6HoaunaeTuaMorpadmm
66111 BbIIBNEHbI Cnepytolwme ocobeHHocTn. CpeaHsas OEJ
npu PiZZ deHotune coctasmna 8,968 n + 0,4394 (N = 5) u
6bina gocrosepHo (p < 0,05%) Bbiwe, yem npu PiMM: 7,564 n
% (0,1406 (N=24). CpegHuit OOJT npu PiZZ deHotvne 6bin
Takke nosbiweH Ao 5,133 n * 0,4950, ooHako pasnuuume
(4,410 n = 0,1653) okazanocb HeAOCTOBEPHbBIM.

Pesynbtathl cpaBHenns OEJT, OO1 u OO0J1/OENT npeg-
CTaB/EeHbl Ha pucyHKe 3.

NccnenoBanme Onddy3MOHHOM CNOCOBHOCTM Nerkmnx
[lEMOHCTpMpoBano 6onee HM3KME MokasaTenu B rpynne
60onbHbIX ¢ peduuntoM ALAT:yaenbHas anddysmMoHHas cno-
cobHoctb nerkmx( DLco,va) 47,9 = 25,6% OT mOMKHOro wu
65,5 24,5% o1 fnomkHoro cootBeTcTBeHHO (p<0,05); oblwas
nnddy3noHHas cnocobHoctb nerkmx (DL,co,sb) 40,1 +15,,6%
OT JOMKHOro 1 53,9 + 24 5% oT [OMKHOrO COOTBETCTBEHHO
(p<0,06). Mpu oueHKe KOPPENALUMOHHbLIX CBA3EN Mexay
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napamMeTpamu MIOTHOCTW NIEFOYHOM TKaHW W NoKa3aTensimMu
bYHKUMKM BHELWHero ApIxaHus Haubonee cuiabHas obpaTtHas
NMHeNHas B3amMMOCBA3b onpenenanacs mexay 1T -950 u
DLco (r =-0,59, p<0,001).

OBCY>XOEHUE

[eHeTHYecKas NpeapacnoNoXeHHOCTb K aMbuseme, 0by-
cnosnerHas peduumtom A1AT, y 6onbHbix XOBJT coctasnset
2-5% [5]. PacnosHatb y HKMx Hanuune A1ATH no knauHuue-
CKOV CMMNTOMATUKE 3aTPYLHUTENbHO, T. K. BEAYLWMM CUMNTO-
MoM n XOBJ1, n nepBuYHOM aMPU3EMbI SBASETCS NPOrpeccum-
pyrowas oablka [18]. KonnuectBeHHble MeToabl onpeaene-

HWUg 1 deHotunmMpoBaHue A1AT B peanbHOM KIMHWYECKOM
npakTMke He Bcerga AocTynHbl. C Apyrod CTOpPOHbI, Mpwu
Hannumu y BonbHoro pedwuumta ALAT ¢ deHotunom PiZZ
pekoMeHayeMoe MCnonb3oBaHWe 6asmcHoi dhapMakonoru-
yeckon Tepanumn XOBJT n Hedapmakonormyecknx Cpeacts
(anuTenbHas KMCNOPOAOTEPANMS, XMPypruyeckas peaykums
obbeMa ferkux, TPaHCNNAHTALMS Nerkux) NeveHns Moxet
6biITb HepocTaTouHo 3ddekTMBHbLIM [18]. M nomkeH ObiTh
peleH BOMPOC O 3aMeCTUTENbHOW Tepanuu O4YMLLEHHbIM
npenapatoM A1AT, nonyyeHHbIM M3 OOHOPCKOW KpoBwu [19,
20]. Ha cerooHAWHNUA AeHb OOMH U3 HUX 3aperncTpupoBaH u
nosiBMACS Ha apMakonornyeckom peiHke Poccun (Pecnukam,
Kamada Ltd, M3pawnnb).

\/

\
PEMPEHT

YCNYrv MO APEHAE
MEANLMHCHUX NPEACTABUTENER

NJTAHNPOBATb CTPATETHECKIA

YIPABJIATb SOPEKTUBHO

rPYnnA KOMMOAHMMN

«PEMEAWUY M»

21

>
AN
hv4
—
L
=
ifa)
T
m
(NN}
=
o
¥a)
<
<C
T
fo)
N
'_
X
>
o
|_
O
o
(@)
=<
<C
hv4
(@)
[NE]
>
N
T
o
a
>




Hannune A1ATH c PiZZ denotunom y 6onbHoro XOBJ
MOXET BMAOM3MEHSTb KapTuHY 3aboneBanus [18]. Ho fAaHHble o
TOM, KaKue nokasatenu c Hanbonbluel BepOSTHOCTbIO YKa3blBa-
toT Ha aedunumnt ALAT y 60onbHbIX XOBJ1, HeMHOorouncneHHsl. s
BbISICHEHMS KIIMHMYECKMX U DYHKLMOHANMbHBIX 0COBeHHOCTEN
npu covetaHnn XOBJT ¢ A1ATH 6bin0 npoBeaeHo MccnenoBa-
HMe, B XO4e KOTOPOro COMOCTaBAEHbl MoKasaTenu (QyHKLmK
BHELLUHEro ApIXaHus, KOMMbIOTEPHOW TOMOrpadum, BblpaXKeH-
HOCTb CMMMTOMOB M KAauyecTBO XM3HW B rpynne naumMeHToB
XOBJT n PiZZ deHotnnom ALAT (N = 6) 1 rpynne CpaBHEHWUS,
BKNtouaBLuein 6onbHbIx XOBJT n PIMM deHotnnom ALAT (N =
75). lna uccnepyemoii rpynnbl Oblam XxapakTepHbl HU3KME KOH-
ueHTpauun A1AT, bonee MONOAOM BO3PACT, BbICOKME 3HAYEHMS
MXEJT 1 cootecTBEHHO Gonee Hu3kue 3HaueHns ODB, /DXKES
no cpasHeHuto ¢ PiIMM cdeHotunom (p < 0,05%). bonee Bbicokne
3HayeHus MXEJT MOXKHO 0BbSCHWUTbL TEM, YTO MpW NEePBUYHON
ampuseme OXE/T cHuxaetcs megneHHee [19],a Takke oTHOCK-
TeNbHO MOMOAbIM BO3PACTOM 60/1bHbIX. KOCBEHHbBIM NPU3HAKOM
0OCTPYKLUMM MENKMX AbIXaTenbHblx nyTei y 6onbHbix XOB/1 n
PiZZ peHotvnoM ATAT senatotca Huskue 3HadeHua COC,MOC,,
n MOG,;, koppesmpyrowme ¢ daktom Hanmina KT npusHakos
nedopmaumm Menkmx BpoHX0B Y BCEX MALIMEHTOB 3TOM rpynmibl
(r=0,4,p < 0,05). 3HaUMMOCTb Y HNX IMPU3EMATO3HOIO KOMMO-
HEHTa, CHUXXEHMS 3M1aCTUYECKOW DYHKLMM NErKnX, BbIPAXKEHHOM
rMnepuHOASUMM oTpaxkanu 6onee BbICOKME NapaMeTpbl Neroy-
HbIx obbemoB (OEJ1 un otHowenus OOJT/OE/, p < 0,05), yem B
rpynne cpaBHeHuMs. Oco6eHHOCTM MokazaTenen KOMMIeKCHOro
nccnenoBaHms GyHKUMKU BHELWHErO AbiXxaHus Y 60nbHbIX XOBJ1
¢ peHoTunom PiZZ A1AT noaTBepyKaatoT CTaTUCTUYECKM 3HAUM-
Mbl€ BbICOKME 3HAYEHMS 0BbeMa NErOYHOM TKaHM B AMana3oHe

oT1-950 o -1000 ExX (B 1,5 pa3a Bbile, 4em B rpynne ¢ GpeHo-
™nom PiIMM A1AT), IN3. YcTaHOBNEHHas Mexay HWMKM U
DLco,va cunbHas obpaTtHas koppensumoHHas ceasb (r =-0,59,p
< 0,001) MOxeT oTpaxaTb peayKUMI0 KanuanspHOro pycia npu
yBeNMYeHMn 0bbemMa U BbIPaXKEHHOCTU IMPKM3eMbl y BOMbHBIX C
PiZZ denotvnom A1AT. Takum 06pazoMm, Aaxe Npu pyTUHHOM
obcnenoBaHnmn 60nbHbIX XOBJT 0cOBEHHOCTU  KIUMHUYECKOM
KapTWHbl W OonpefeneHHoe CoYeTaHWe nokaszatenert QYHKUMK
BHELWHEero [blXaHWsi NO3BONSIOT NPeanonoxXmTb Y HUX ATATH.
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