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ANb®A-1-AHTUTPUNCUHOBAA HEJOCTATOYHOCTDb:
COBPEMEHHbIX B3rN4A HA NPOBJIEMY

E.B. KonecHukoBa

ryY «MHcTuTyT Tepanum um. J1.T. Manov AMH YkpauHbi», XapbKkoB

Kniouyesble cnoBa: O4=-aHTUTPUNCNHOBAA HEAOCTATO4YHOCTb, 3TUONIOIrNA, ANAarHoCTuKa, JieyeHune.

HapyLueva B reHOMe 4esioBeka He Bcerga siBnsioTcs
abCcoNoTHLIMU NpeaukTopamMn passuTms 3aboneBa-
HUS. 3a HEKOTOPbLIM UCKJTIOYEHNEM, FeHHblE HapyLLUEHUS
npeackasbiBaloT puck 6051e3HU, KOTOPbLIA, HECOMHEHHO,
MOXEeT WM3MEHATbLCSA Mop AENCTBUMEM 3KOJIOTMYECcKMX
dakTopoB. Korga akonormyeckue @aktopbl pucka mU3-
BECTHbl U MUHUMaJSIbHbI, PaHHAS OEHTUPMKAUNS Hapy-
LUEeHUI B CTPYKTYpe reHomMa MOXeT CyLLeCTBEHHO Cro-
cobcTBOBaTL JanbHelwemMy NoAAepXaHUio kadecTBa
Xn3HN. OgHUM N3 NPUMEPOB TaKOoW NapagurMbl SBASET-
cs 0edpUUUT oy-aHTUTPUNCKHA.

Anbda-1-aHTUTPUNCUHOBasE HEQOCTATOYHOCTb — Hac-
neacTBeHHoe 3abosieBaHne, 00yCNOBIEHHOE CHUXEHHOM
KOHUEHTpaumen oq-aHTuTpUncmHa (AAT) B CbIBOPOTKE
KPOBW, BO3HMKAIOLLLEE BCIEACTBME PA3/INYHBIX MyTauuii B
reHe Pi, nposiBnsitoLLeecs B BUOE XPOHMYECKNX HeCcneum-
duyeckmx 3abosieBaHUiA Nerknx ¢ pasBuUTMEM aMdpuse-
Mbl, @ TaKke NOpPaxXeHNeM NeYeHn 1 cocynos [4].

dusnonornyeckue CBOMCTBa 0,;-aHTUTPUNCUHA

Anbda-1-aHTUTPUNCUH OTHOCUTCSH K CEMENCTBY CEpU-
HOBbIX NPOTEa3 — ceprnuHaMm (serpin — serpin protease
inhibitors). CnoxHaa cTpykTypa M CBOWCTBa CEprvHOB
006ycnoBnMBalT ObLICTPOE U3MEHEHME KOHPUrypauum
MoJiekynbl M POpMMPOBaAHME 3axJ1oMNbIBaIOLWENCs «/0-
BYLLKW» NPW BCTPEYe C 3/1acTa3oi uam apyrumm nportea-
3amun. CeprnnHbl — NaBHbIE aHTUMPOTeasbl YenoBeyec-
KOW nnasmbl. [TOMUMO o4-@HTUTPUNCUHA K CEMENCTBY
CEepPUHOBLIX NpoTeas OTHOCATCSA aHTUTPOMOWH, y4acTBy-
IOWMA B peakumsix CBepTbiBaHUS KpoBu, C-MHrMbutop,
KOTOPbI perynupyeT peakumn kackaga CUMCTeMbl KOMM-
JNIeMeHTa, MHIIMOUTOpPbLI Na3sMMHOreHa, akTMBM3auUns KO-
TOPbIX CONPOBOXAAETCHA UHrMbuumen npouecca Gmnbpu-
Honnaa [16].

Anbda-1-aHTUTPUNCUH — [MIMKONPOTENUH C MOJIEKY-
napHo maccon 52 k[ n pasmepom B 418 aMUHOKUCNOT.
OcCHOBHasi ero 4acTb CUHTE3MPYEeTCs B MNeYeHn, a Takxke
B MEHbLLMX KONIMYECTBAX — B MOHOHYK/IeapHbIX daroum-
Tax u HelTpodunax, novykax, TOHKOM kuwike. OH MoXeT
OblTb OOHApyXeH B AyoAeHasbHOM U OpPOoHXManbHOM
cekpeTax. benok WMHakTMBMpYeT pasnuyHblie rpynmnbl
npoTeas B peakumsix Hecneumduyeckor 3awmTbl opra-
Hu3ma. Anbda-1-aHTUTPUNCUH OTHOCAT K Mapkepam
ocTpoda3oBOro BocnasieHUsi BCNEeACTBME MOBbILLEHUS
ero ypoBHsi 0o 2-3 HopM. OCHOBHbIM CyBCTPaTOM SBNSI-
eTcs anactas3a HelmTpoduoB.

OCHOBbI FreHeTU4eCcKux HapyLwleHunn

OTBeTCcTBEHHbIM 3a cuHTe3 AAT aBndeTcs reH Pi, ko-
TOPbIA KAPTMPOBAH Ha AJMHHOM nnedye 14-i XpOMOCO-
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Mbl. MI3BECTHO NSATb 3K30HOB reHa, npuyem lc nmeet
NPOMOTOPHYIO 061acTb AN TPAHCKPUMNLUMX B renaTtoum-
Tax. HomeHknaTtypa annenen reHa Pi ocHoBaHa Ha
anekTpodopeTNIEckon NOABMXHOCTU NPOAYKTOB anne-
nen. MHOro4YMcNEeHHbIEe annenn reHa AenaT Ha HopMalib-
Hble, edUUNTHbIE, HYNeBbIE U anfenn ¢ N3MeHEeHHbIMU
CBOCTBaMU. B 3aBUCUMMOCTMN OT CKOPOCTU ABMXEHUS K
aHony BapuaHTbl AAT HasblBalOTCS NepBbiMU BGykBamum
natuHckoro andasuta. Annenb Z (Hanbonee 4acTbln ae-
OULNTHBIN BapuaHT) ABMraeTcs MeOjieHHO U Pacnoo-
XeH 6nm3ko kK katony, B Z-obnactn. M-annenb (Hop-
MasbHbIlA annenb) NPOABUIrAETCA K CepeanHe rens u no-
nagaet B M-obnactb [2].

M3BecTHO 6onee 75 BapnaHTOB reHa, NPOAyKTbl KOTO-
poro 0651a8aloT HOPManbHOM GYHKUMEN U HAXOOSTCS B
CbIBOPOTKE KPOBM B HOPMaJibHbIX KOHLIEHTpauusx. dedu-
UMTHbIe annenu obyCnoBAMBaKOT CHUXEHME KOHLIEHTpa-
umn AAT B CbIBOPOTKE KPOBU. DTU annenn B codeTaHnun c
Z-annenem B romMo- WM retepos3nroTHOM COCTOSIHUW
NPVBOAAT K PasBUTUIO XPOHUYECKUX Hecneumpuyeckmx
3aboneBaHun nerkux. Takve OeduumTHble annenu, kKak
PiZ n PiM, Bcneacteme nonamMmepmsaumn B renatouptax
BbI3bIBAIOT MOBPEXAEeHNE NapeHxmMbl neveHn [1].

95% nauneHToB C HegoCTaTOYHOCTLIO oL -aHTUTPUM-
CMHa B TOMO3WUIOTHOM COCTOSIHUM MMEIOT anfeflb reHa
Pi — PiZ. PiZ-annenb asnsietca pe3ynbratoM 3aMeHbl
rMyTaMMHOBOM KUCNOTblI Ha JNIN3MH. Y4uTbiBasi CywlecT-
BEHHYIO B3auMoCBsa3b PiZZ- n ppyrux Pi*Z-¢geHoTnnoB ¢
amMbdur3emMon nerkux, 3aboneBaHUs MU MeYeHU U COCy-
[0B, NPOAOJIKAETCS U3ydeHne aTtoro annens [1].

MHTepeceH TOT dakT, 4To annenb PiZ o -aHTUTpUncn-
Ha obHapyxwnBatoT y 33% nauMeHTOB C rpaHysieMaTo30M
BereHepa npu nonynsumMoHHon vyactote 4,7%. 3Tn na-
LUMEHTbl MMEIOT HOPMabHYIO KOHUEHTpauuio AAT B
nna3me KpoBM, a YCTAHOBJIEHME HOCUTENIbCTBA BO3MOX-
HO TOJIbKO MNPV MNPOBEAEHUMN MOJIEKYNSPHO-TreHeTn4ec-
Kol amarHocTuku. Mo-BnamMmomy, BO3HMKHOBEHME Tako-
ro ¢eHomeHa ob6yCnoBIEHO BbIPaXEHHOCTbIO BOCMNann-
TesbHbIX MPOLECCOB N YPEe3MEepPHON CTUMYNSLIMEN CUH-
Te3a AAT B neyeHu.

PacnpocTpaHeHHbI B eBpONeonaHbIX NONynsumnsx an-
nenb PiS BcTpevaeTcsa Ha tore EBponbl ¢ YacTtoTon Ao
10%, Ha ceBepe — 0o 5%. MNpoaykTel PiS-annens nerpa-
OVPYIOT B renaTouuTax, He HakanjamBasiCb B HMX, Y4TO Or-
pepensieT cpedHenonynsuMoHHbIE nokasaTtenu 3abone-
BaHWIN NeYeHn y roMo- 1 retepo3unroT no annento S [1].

B uenom kaxnabln gecaTbir XxXntenb EBponbl reteposu-
roteH no PiZ- n PiS-annento. 3akpenneHne B NOKOJIEHN-
AX MaTOJIOrMY4ECKOro reHoTUNa 0OBbACHAETCA KOMMeHca-
TOPHBIM MEXaHM3MOM Y XXEHLUUH, TeTepOo3nroTHbIX MO
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LePUUUTHBIM  anfnenam, NPOSBASIOWLNMCH BbICOKOM
bepTUNBbHOCTBIO U MOBLILLEHHOW YaCcTOTOM MHOMOMOA-
HbiXx GEpPEMEHHOCTEN, YTO MpeponpenenseT BbICOKYIO
YacToTy annens B nonynsauum [11].

AnupgemMunonornyeckme acrnekTbl

0l{-aHTUTPUNCUHOBON HEAOCTATOYHOCTH

Cuntaetcsl, 4yto 60—100 Thic. aMepuKaHLEB UMEIOT
0L4-@HTUTPUNCUHOBYIO HEAOCTATOYHOCTb. B TO Xe Bpems
13 14 MIH aMepuKaHLLEB C XPOHNYECKMMU Hecrneumpn-
4YeCKMMUM OBCTPYKTUBHLIMU 3a00NeBaHUAMU NErkux Yy
2 MJIH AMarHocTupyloT amdusemy nerkmx. M3 965 naun-
eHToB C amdunzdemonn nerkmx 2—3% wnMenu o4-aHTu-
TPUNCMHOBYID HEOOCTAaTOYHOCTb, YTO NpU COMnocTasfe-
HUWN OAHHbIX CBUAETENbCTBYET O TOM, YTO OKOJI0 63 ThIC.
aMepukaHueB cTpagalT aMPM3emMon nerknx Bcnep-
CTBUE 0,4-@HTUTPUNCUHOBOW HEJOCTATOYHOCTW. 10 AaH-
HbiM J.K. Stoller, c MOMeHTa NoOABNEHUS CMMATOMATUKMN
[0 YCTaHOBIEHUS AMarHo3a NpoxoauT, Kak NpaBuio, He
meHee 7 net [15].

HecomMHeHHO, B rpynny naumMeHTOB C MNOATBEPXAEH-
HbIM OMArHO30M MONagaktT Te, Y KOro MMeeTcs apkas
KNMHMYeckas kapTuHa 3aboneBaHusi. No3ToMy CKPUHU-
poBaHMe Ha reHotTunol Pi gomkHO HocuTb Gonee mac-
WwTabHbIl XxapakTep B Lensx npeaoTBpalleHns pa3BuTus
3ab60neBaHNs U paHHEro NpoBefeHUs 3aMeCTUTENIbHON
Tepanuu.

[laToreHeTn4yeckme MexaHu3mbl U KITMHUYEeCKne Mpo-
ABNIEHNS NPU Ol4-aHTUTPUNCUHOBOM HEAOCTATOYHOCTU CO
CTOPOHbI Pa3/INYHbIX OPraHOB U CUCTEM MHOro0Opa3HbI.

U3meHeHUusa neyeHu

npv o;-aHTUTPUNCUHOBOW HEA0CTAaTOYHOCTU

Harvey Sharp Bnepsble onucan pasBuTue LUMPPOTU-
YECKUX U3MEHEHWUI NpU a4-aHTUTPUNCUHOBOM HegocTa-
ToyHocTn y 10 peten n3 wectu cemeir. B 1971 r. oH xe
onucan CToMkue Kanan v BKIKOYEHUS BHYTPWU renarto-
umMTa Bcnencteme GopMUPOBaHUSA NoavMepa MyTaHTOM
oenka PI*Z. U peiicTBUTENBHO, B NOCNEAYIOLLNX UCCTe-
LOBaHUSAX OblLIO MOKa3aHO, YTO M3MEHEHUS B MeYeHU
npwu o4-aHTUTPUNCMHOBOM HepocTato4yHocTn (PiZZ-re-
HOTUME) ABNSAIOTCSA CNEeACTBUEM TOKCUYECKUX 3PPEKTOB
aHopMasbHbIX Monekyn AAT, HakanJaMBaloLLMXCS B npe-
nenax aHgonnasmartuyeckoro petukynyma (9IMP) rena-
TOoUMTOB. 85% CUHTE3NPOBAHHOIO Z-6enka HecrnocobHO
NMOKMHYTb FenaToumT, YTO MPUBOAUT K CKOMJIEHWUIO Oe-
dEKTHOrO NMpPOTENHA, KOTOPLIN OOHapyXuBaT NpU OK-
packe no Wunody B BUAE KNCAbIX BKIOYEHMA. Ha CKo-
POCTb aKKyMynsiuMmM naTonorm4yeckoro NpoaykTa reHa
BNNAIOT Kak CKOPOCTb CUHTE3a camoro 6enka, Tak u
TemnepaTtypa Tena. lMpu Temnepatype 41 °C o4eHb
ObICTPO NPOUCXOAMT NonumMepusaumsa Z-npoaykra. MNoc-
negHee 06OCTOATENLCTBO OOBLSACHSET Cllydan TSXKENoro
NOPaXeHNs NeYeHn y rOMO3UrOTHLIX HOBOPOXAEHHbLIX U
MNaAEeHUEB, Y KOTOPbIX HabMIOAAEeTCs BblpaXeHHas M-
nepTepmMuyeckas peakums aaxe npuv Nerko npoctyne.
BoT noyemy 3Tol kaTteropum naumeHTOB MNoKa3aHo
ObICTPOE CHUXEHME TemmnepaTtypbl Tena gaxe npu He-
3HaunTensHoln runetepmun [10].

Tonbko y 12—15% 4enoBeKk C Taknm Xe CamMbIM FeHo-
Tunom Habnpaetca 3abonesaHne nedeHn. B akcnepu-
MeHTanbHol paboTte K. Frederick n coaBTopoB, npose-
LeHHOM ¢ ncnonb3oBaHmemM GprnbpobnacToB KOXK noaen
PiZZ c 6onesHblo neyeHn n 6e3 Hee, Noka3aHoO, YTO W
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Opyrne reHetmyeckme 0OCOOEHHOCTW, onpepensiowme
BHYTPUKIETOYHOE HakomniaeHne mytaHTa AAT, MOryT no-
BblLAaTb BOCMPUUMYMBOCTb K U3MEHEHUSM B MEYEHU
npu o4-aHTUTPUMNCUHOBOM HEeJOoCTaTOYHOCTU. lMonyyeH-
Hble AaHHble NpeanonaralT nNposBeaeHNe AanbHENLLErO
nomcka 6MOXMMMNYECKUX U TEHETUYECKMX OCODEHHOCTEN
0L4-@HTUTPUMNCMHOBOM HEAOCTAaTOYHOCTU, HEeOoOXOOUMBbIX
ONa NOHMMaHWA nyTen gerpagaunm npoteuHa (AAT) B
QMNP [5].

M3MeHeHMs1 NeYeHn BbISBASIOT Yallle B MIafeHYeCKOM
BO3pacTe, pexe — Yy B3pOChbiX. ¥ romo3umroT no PiZ-
deHoTUNY ABHbIE KIMHUYECKUE MPOSIBIEHNS renatnta u
umMpposa neveHn BoigenAT B 10% cnyyaes. Y 70% na-
LMEHTOB HabNopalnTcs CyOKIMHMYECKNE N3MEHEHUS CO
CTOPOHbI QYHKLMOHaNbHbIX NPo6 neveHn. Kak npaewuno,
y G0NbLWINHCTBA N3 3TUX NALMEHTOB nokasaTenn yHK-
LMOHasbHbIX NPO6 nevYeHn HopmasbHble U Tonbko Yy 10%
OTMEYaloTCs OTK/IOHEHUs. B uenom nporHo3 y aTton Kka-
Teropun BGONbHbLIX GnaronpuaTHbIA. [0 AaHHbLIM
S.A. Erriksson, ¢ BO3pacTOM pe3ko BO3pacTaeT puUck
pasBUTUS LMPPO3a nedeHun: ecnm oo 20 neT OH cocTas-
naet 3%, 1o y noxumnbix — 30—50% [1, 11].

3aTskHasa Xentyxa B MNepBble Hedenn XU3HU, MyX-
CKOW nos, MHpMumpoBaHue BMpycom renatnta B — BoT
Te TpUrrepbl, KOTOpPblE MOryT CNOCOOCTBOBaTb MaHW-
decTaumm nevyeHoUHoM cumnToMaTnkn. BolgeneHsl cne-
umdundeckme dakTopbl, KOTOPbIE CNOCOOCTBYIOT Pa3BU-
TUIO TAXenoro 3abonesaHus nedeHn (tabn. 1, 2). Cum-
TaeTcs, YTO HMBENUPOBATb PasBUTUE CUMMTOMOB CO
CTOPOHbI MNEYEeHN MOXET KopMieHue rpyaeto. Mo crta-
TUCTMYECKNUM AaHHbIM, 10% MNauUMEHTOB C KJIMHUYECKU-
MW Mpu3aHakamm 3aboneBaHns ymupailoT K 8 rogam. B
Tex CTpaHax, B KOTOPbIX pas3BuTa TPAHCMIAHTOJMIOrUS,
0L4-aHTUTPUNCUHOBAS HEAOCTATO4YHOCTb, a Takxe aTpe-
318 XKEeN4yeBbIBOASLLMX MPOTOKOB SIBASIETCS BeOyLUUM
rnokasaHmeMm K rnepecagke nedeHun y getem [11].

MccnepoBaHua nocnegHMx nNeT nokasanu, 4Yto naum-
€HTbl C 0l4-aHTUTPUNCUHOBOW HEAOCTATOYHOCTBIO CKJIOH-
Hbl K MHUUMpoBaHMio BUpycoMm renatuta C. Kaxercs,
HET HUKAKUX MPUYUHHbIX CBSA3EN Mexay BUPYCHbIM re-
naTuToMm, Bktoyas renatut C, n 60nesHbio NevyeHun, Ko-
Topas cBA3aHa ¢ gedpuumtom AAT. llokasaHO, 4TO B
CceMbsIX, B KOTOPbIX y NepBoro pebeHka 6bina natonorns
nevyeHun, yBENIMYEH LUAHC TOro, 4To TedyeHue 3aboseBa-
HWS y BTOporo pebeHka PI*ZZ 6ynet nogobHbiM. Beico-
Kas retepo3nroTHoCTb PiIMZ oBHapyxeHa y naumMeHToB
C TSXKENbIMU BUPYCHbIMK renatutammn B+C, ankoronb-
HbIMU LMPPO3amMn MeYeHn, NepPBUYHBIMU renaTokapLm-
HOMaMW, KPUMTOFEHHbIM LLMPPO30M nedeHu [14].

OpHolM 13 xapakTepHbIX YepT o-aHTUTPUMNCUHOBOM
HEeLOCTaTOYHOCTUN SABMSIETCSH HaNM4YME 3110KaYECTBEHHbIX
obpa3oBaHMin neveHn. Y PiZ-peduunTHbIX NauueHToB
yaule, 4em B 00LLEel NoNynsiuMm, BCTPEYaOTCS XONaHrn-
OKapUWHOMbI, renaTtoxojlaHrMokapumMHoMbl. OTnn4ym-
TeNbHOW 0COBEHHOCTbLIO 3TUX NALUVEHTOB SBNSIETCSA BO3-
MO>XHO€ BO3HUKHOBEHME paka neveHn 6e3 npeaLecTsy-
lOLLLEr0 NPeapakoBoro coctosHus [5, 12].

U3meHeHus co CTOPOHbDbI JIerkux

npu 0(,1-aHTI/|TpI/II10I/IHOBOI7I HeaAoCTaTo4yHoCTnN

B N3y4eHnn MexaHm3MOB pPa3BUTUA NIErO4YHOM TKaHMU
npu (X1-aHTVITpI/II'ICVIHOBOI‘/JI HeAOoCTaToO4HOCTM Beayliaa
PONb NPUHAONEXUT TEOPUN NMPOTEaA3HO-aHTUNPOTEea3HO-
ro paBHOBeCUA. l'|y)Ke[Z)O,IZI,HI3Ie KOMMOHEHTbI — GaKTepI/II/I,

CyyacHa racTpoeHtepornorisi, Ne 2 (40), 2008 p.



L

Tabnuua 1. dakTopbl, onpegenaiowye NoTeHunanabHO
Oonee TAXeNoe TeueHue 3aboneBaHUs NevyeHn
y PI*2Z peTteii c peduuntom AAT

YpoBeHb
dakTop pucka
AoKasaTenbCTB

PI*ZZ poacTtBeHHUK ¢ 6ONE3HbIO NeYeHn 11-2
HeoHaTanbHbIN XOnecTas 11-2
Myxckon non 11-2
MocTosHHaga runepbunupybuHeMns 11-2
[enaTomeranus 11-2
PaHHaa cnneHomeranus 11-2
YoAnHeHHOe NpoTPOMOBUHOBOE BPEMS 11-2
MocTosAHHOE MOBbLILLEHME YPOBHS 1-2
y-rnoTaMunTpaHcnenTuaassbl

Tabnuua 2. dakTopbl pUcka XpOHU4ECKUX
3abosieBaHUi1 Ne4YeHU y B3pocbiX ¢ aebuumuTom
AAT (pe3ome uccnepoBaHuii)

YpoBeHb goka3aTesnibCTB
dakTop pucka
PI*ZZ PI*MZ, Sz
Myxckoit non -2 11-3
HeoHaTanbHbI renatut 0 0
[pyrve reHeTnyeckune -3 0
HapyLleHus
HAV HeT paHHbIX | HeT maHHbIX
HBV 0 11-3
HCV 0 -2
Ankoronsb 0 11-3
AyTOMMMYHHbIE
0 0
3aboneBaHus
Mpodeccrorantrele HeT paHHbIX | HeT paHHbIX
BpPEeOoHOCTUN
MOMOTAHTbl — WHULMMPYIOT Hecneumduyeckylo peak-

LMIO HEUTPODUIIOB B JIEFOYHOM TKaHM C BbIBPOCOM Mpo-
Tead M3 HENTpPOoOWUIOB M aNbBEONSPHbLIX Makpodaros.
JlenkounTtapHaa anactada HenTpoduaoB co3paeT Tak
Ha3blBaeMbIli KPaTKOBPEMEHHbI B3PbIB NPOTEO/IUTNYEC-
KO aKTMBHOCTM A0 MOMEHTa akTMBM3auMn aHTMNpoTeas
(NepuLenioNapHbIX MHFIMOGUTOPOB), YTO NPUBOAMT K Pas-
PYLLUEHNIO COOCTBEHHOM NEro4HON TKaHU, Npexae BCero,
3/1aCTUYHbLIX BOJIOKOH. B HOpME npoaoKUTENbHOCTb
BO3OENCTBUA ITUX (PEPMEHTOB Ha JIEFOYHYIO TKaHb He
npesbiwaer 20 mc (PiMM), npu o4-aHTUTPUNCUHOBOM
HEeOoCTaTOYHOCTM 3TO Bpems yanuHsaeTtcs 0o 80 mc
(PiZ), npnBoasa K AECTPYKUMN 31aCTUYHBIX BOMOKOH. C
TEeYEeHMEM BPEMEHWN BCNeACTBME 3aMeLleHUs COeauHu-
TENbHOW TKaHbIO Jierkne TepPSoT CBOKO 3/1aCTUHHOCTD,
4yTO NpegpacnonaraeT K GOPMMPOBAHUIO OOCTPYKTUBHbIX
M3MEHeHNn n amounseme. K nonnoTaHTam, KOTopble
CTUMYNMPYIOT BbIGPOC NpoTeas B Nerkme, npexae BCero
OTHOCHATCS KOMMOHEHTbI TabayHoro anima [3].

CyyacHa racTpoeHTeporiorisi, Ne 2 (40), 2008 p.

ornaau

]

Puck BO3HUMKHOBEHUS 3aMdU3eMbl BO3pacTaeT npu
CHUXEHNN YPOBHS cbiBOpoTOoYHOro AAT o 0,8 r/n (N =
2—4 r/n). NprynHoii obpalleHns K Bpady SBASIETCS BO3-
HUKHOBEHME oAabIlKkn (67—98% OG0JNbHbIX), CYLLECTBEH-
HO CHUXalOLLEN Ka4eCTBO XN3HU NaumeHToB. 37% 60b-
HbIX XanylTcsa Ha Kawenb, 38% — Ha oTaeneHne Mok-
poTbl, 44% — Ha Xpunbl B rPYAHON KNeTke 6e3 npuaHa-
KOB npocTyabl, 18% — Ha ceHHyto nuxopaaky [6].

OMdunzema BO3HMKAET NEPBUYHO, MU HA DOHE XPO-
HU4eckoro GpoHXMTa, UM OPYyroro Hecneumdun4eckoro
3aboneBaHusa nerkmx. dMopmnaema HoCUT NaHaALNHAPHLIN
XapakTep, pacwupsas BeCb auuHyc. PeHTreHonoruyec-
Krne npusHakm aMmopusembl BbiISBAAOT ¥ 85% romoamror
no PiZ, n3 Hux B 100% — amdpunsemaTosHble M3MeHeHUs
B 6a3anbHbIX oTaenax nerkux [9].

Anbgda-1-aHTUTPUNCUHOBAs HELOCTATOYHOCTb MOXET
NPOSBNATLCA, MOMUMO 3MOPU3EMbI, UOMONATUYECKUM
dunbposom, bpoHxoakTazamu. VimeloTcs OaHHble, NOoa-
TBEpXAaloLWwme CBA3b 04-aHTUTPUNCMHOBOW HepocTa-
TOYHOCTU C Pa3BUTMEM paka Nerknx.

U3meHeHUs co CTOPOHbI COCYAOB

npw o,-aHTUTPUNCUHOBOW HEA0CTAaTOYHOCTU

JocToBepHO yCTaHOBNEHHLIM MOCNEACTBMEM OL4-aH-
TUTPUNCUHOBOM HEOOCTaTOYHOCTU SIBMSIETCA HEKPOTU-
3UPYIOLLMIA NaHHMKYNUT, pedkoe, HO nopaaiolieecs 3a-
MECTUTENbHOW Tepanun nopaxeHne cocynoB. Ans naH-
HUKYSINTa XapakTepHO Hann4Me BOCMNANIUTENbHbIX U HEK-
POTMYECKNX 04AroB B KOXE.

MmeloTcs noaTBEPXKAEHUS accoumaummn oy -aHTUTpUn-
CUHOBOI HEOCTAaTOYHOCTU C rpaHynemMaTto3oM BereHe-
pa. MNpn atom vactoTa PiZ-annens coctaenseTr 33%, B
TO BpPEMS Kak B NOnynsauum oHa cooTBeTcTByeT 4,7%. Y
3TUX NMauMeHToB copepxaHne AAT B CbIBOPOTKE KPOBU
HOpMaJibHOE, a YCTaHOBJIEHME HOCUTENbCTBA BO3MOXHO
TOJIbKO MNPV MPOBEAEHMN MOJIEKYNSAPHO-rEHETNYECKOMN
OMarHoctTukn. Pa3BuTue onmcaHHoro ¢peHomeHa obyc-
JIOBNIEHO BbIPaXXEHHOCTbLIO BOCMANIUTENbHbLIX MPOLLECCOB
M YPE3MEPHOW CTUMYNSIUMEN CUHTE3A oLy-aHTUTPUNCKHA
B neyenu [10].

lopa3no pexe o4-aHTUTPUNCUHOBAS HEAOCTAaTOYHOCTb
co4yeTaeTcs ¢ GMOPOMYCKYNSPHOM aucnnasven aptTepui,
aHeBpM3MaMm 1 PaCC/IOEHNEM COCYO0B rOJIOBHOMO MO3-
ra, MeMbpaHoO3HbIM 1 ObICTPONPOTEKAIOLLMM TIOMEpPY0o-
HedPUTOM, XPOHMNYECKNUM NAHKPEaATUTOM U1 KonnTom. Kak
npaBuio, C MOMEHTa PasBUTUS MEPBbLIX CMMMNTOMOB [0
YCTaHOB/EHUSI AMarHo3a NpoxXoamuT He MeHee 7 neT.

AnarHocTuka o4 -aHTUTPUNCUHOBON

HepoCTaToO4YHOCTU

Yacto pednumt PI*ZZ AAT KNMHUUMCTBI AMArHOCTUPYIOT
HenpaBwuiibHO. Crneayolime NPU3Haku OOMKHbI Bbi3BaTb
noao3peHne Bpayen o BepossTHOM aeduumte AAT [11]:

- PaHHee pasButne amdbuzema nerkmx
45 net unu MeHbLLe).

- OMbdmn3ema npu OTCYyTCTBUN YCTAHOBIEHHOIO hakTo-
pa pucka (kypeHue, npodeccuoHasnbHble BPEOHOC-
TN, BO3AENCTBME MbIN U T. 4.).

» Haye HeobbsICHEHHAs 60/1IE3Hb NEYEHN.

- HekpoTnanpyoLwmin NnaHHNKYNUT.

- AHTUNPOTEnHasa 3-nNONOXUTENbHbIA BaCKynuT (Mo-
3uTusBHble C-ANCA aHTUHENTpPOOUIbHbIE LMTOMAA3-
MaTunyeckue aHTuTena).

(BO3pacT
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. OTFIFOLLI,eHHaH HacnegCcTBeHHOCTb NoO OAHOMY U3
cnepylowmnx COCTosAHUIA: aMdusema, OGPOHXOIKTa3,
3abosieBaHUSA NevYeH NN MaHHUKYINT.

- PacwmpeHne 6poHxoB 6e3 04EBUOHOM 3TUOJIOTUN.

lMpoBeaeHne MMMYHO3EKTOPODOPESA CHUTAETCH «30-
NOTbIM CTaHAAPTOM» Ans HEeHOTUNMMPOBAHUA O4-aHTU-
TPMNCUHOBOM HepocTaTo4yHOCTU. [Mo3nTtmeHble PAS-D
BKJIIOYEHMS B NEYEHWN ABNSAIOTCSH Mapkepamu 3amecTuTens
annenu PI*Z (1 HEKOTOPbIX APYr1X PeaKuX BApuaHToB).

Mpepnonaras nopaxeHue NeYeHn nNpu o4-aHTUTPUNCKU-
HOBOW HEOOCTAaTO4YHOCTU, HEOOX0AUMO NPOBEAEHME KIN-
HUKO-BMOXMMYEecKoro obcnenoBaHusl, a Takke CoHorpa-
dunyeckoro nccnepoBaHms. Ob6a3aTesibHbIM SBASETCS UC-
K/IIOYEHNE OpYro NpuyYmHbl 3ab0NIeBaHUSA NeYeHn (Han-
puMep, BUPYCHOW MHDEKUMN, reMoxpomarosa, 6onesHun
BunbcoHa, ankorosbHOW U ayTOMMMYHHOW 60ne3Hn ne-
yeHun). broncma neyeHn He oba3aTesnbHa, NOCKOJbKY ANS
YCTaHOBNEHUS AnarHo3a A0CTaTO4YHO NpoBeaeHns GeHo-
TUNMPOBAHUA Kak 30/10TOro0 ctaHaapTa B AuarHo3e ae-
duumTta AAT. B COMHUTENBHBIX Crlyyasix (Hanpumep, Cocy-
LecTBoBaHMe AByX unu 6osbLue GpakTopoB pucka anis 60-
JIE3HU NMEeYeHn) MOXeT TpeboBaTbCS ee NPOBeAEHME.

CKPWHWHT 0;-aHTUTPUNCUHOBOI HEAOCTAaTOYHOCTHN

K coxanenwuio, B ctpaHax CHI, B Tom uncne n B Ykpa-
VHe, Lenecoobpas3HOCTb MPOBEAEHUSI CKPUHWHra Ans
BbISIBJIEHUS OL1-@HTUTPUNCUHOBOM HEOOCTATOYHOCTU HE
ABNSIETCHA aKTyanbHOW, YTO CBA3AHO HE TOMbKO C TEXHU-
YeCKUMU TPYOAHOCTSIMW, HO U C TEM, YTO 3Ta naTonorus
OTHeCeHa B pas3psap «peakux». K coxaneHuio, aomarHos
0L1-@HTUTPUMNCUHOBON HEOOCTAaTOYHOCTU OCHOBBLIBAETCH
TONILKO Ha onpeaefieHnn KoHueHTpauum AAT B CbIBOPOT-
Ke KpoBU 6e3 reHeTU4eckom BeprudurKaLmm.

C BHEOpEHNEM reHOaNarHoOCTUKN MHOMME eBPOMenckne
cTpaHbl, CLLIA npoBoaAT NONYNSLUVOHHBIE CKPUHUHIU. Tak,
npy NOMOLLM CKPUHWHIOBOM MporpaMmmel B AMepuke ons
MauMEHTOB C XPOHUYECKUMU BPOHXMTaMK, IMPU3EMON,
OPOHXMANILHON aCTMOW U NIOAEN, B CEMbSX KOTOPbIX OblIN
cry4an a4-aHTUTPUNCUHOBOW HegoCTaTO4YHOCTW, YAanocChb
B TEYEHME NATU NIET BbIBUTb OKONO 15% Bcex 6ONbHbIX.

MnnoTHblIE NCCNEeaoBaHMst HOBOPOXAEHHbIX MPOBOAAT-
ca He Tonbko B CLUA, Ho n B Benbrun, Yexun n gp.
cTpaHax. BO3 pekomeHOyeT NpoBeAeHne Takoro CKpu-
HUPOBAHWA a5 onpeaeneHnsa KoHUueHTpaunn gedpuumnt-
HbIX annenen n oueHkn NporHo3a 3aboneBaHus.

B psge eBpoOnemckux CTpaH CKPUHMPOBAHME Ha o4-
aHTUTPUMNCUMHOBYIO HEAOCTATO4YHOCTb NPOBOANTCS Hapsi-
Oy CO CKPUHMPOBAHMEM Ha (EHUNKETOHYPUIO, BPOX-
OEHHbIN r’MNoTMPEeO3, MyKOBUCLLEO03, adpeHormnepnna-
3MI0 N HEeLOCTAaTOYHOCTb OGMOTUHMAA3bl. BeisBneHue
9TVX 3ab60neBaHnin, X paHHee NevyeHre nnn npodunak-
TVKa ABNSIIOTCH 9KOHOMUYECKN GOJSIee BbIFOOHBIMU, YEM
coaepXaHue 60MbHbIX UK UX NIeYEHME NPU ANarHOCTU-
ke B 6osiee No3gHEM BO3pacTe.

XoTa npoBefeHWe CKPUMHWHra no3BOJISET HauenuTb
nMauMeHTOB Ha 300POBbLIN 00pa3 XN3HM N CHU3NTL 3a60-
NIEBAEMOCTb Y CMEPTHOCTb OT 3ab60neBaHNn Nerkux, rno-
[O6GHbIE UCCNefoBaHUS HE MONYYMAN OCTAaTOYHO LWMPO-
KOro pacnpoCTpaHeHus.

JleueHune (11-aHTI/ITpI/|I10VIHOBOI7I HeagoCTaTO4YHOCTHU

JleyeHne o 1-aHTUTPUNCUHOBOMN HEAOCTATOYHOCTU
MHOrOKOMMOHEHTHOE U BKOYaEeT: 1) npekpalleHne Ky-
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peHus, apgekBaTHOe nuTaHne U Gusnveckme 3aHATUSA
(nepBuyHas nNpodunakTmka); 2) nevyeHne COmnyTCTBYIO-
e natonorMm neyeHun, GPOHXMANbHOMW acTMbl U WH-
dekuumn apixaTenbHbIX NyTen; 3) cneunduyeckyo Tepa-
nuio (3amecTuTesibHas ayrMeHTaUMOHHas) 3K30reHHbIM
AAT pns HopmanmM3aumy npoTeas3HO-aHTUNPOTea3Horo
pPaBHOBECUS B CbIBOPOTKE KPOBU.

Bbinn npennoxeHbl cnepyowme Kputepum otéopa ans
9K30reHHOl 3aMecTUTeNIbHOW Tepanuu: Bo3pacT 18 net u
6onee (Npu oTCcyTCTBUM aMbU3EeMbl B bonee paHHeEM BO3-
pacTte); Hannume reHoTuna BbICOKOro pucka (ZZ, ZNul,
NullNull); HapyLwieHns nero4Hom yHKUMKW, XapakTepHble
Oons aMpu3embl; YOeXaeHHOCTb B TOM, YTO MaUMEHT He
SBNSIETCA aKTUBHbLIM KYPWUIbLLMKOM; COrflacue nauueHTta
Ha perynspHoe nccneposaHve BUNY-nHpekumn n npose-
OeHne MMyHu3auuun npoTtue renatuta B [9].

Pa3Butrne ampusembl nerknx, kak npaBuno, Koppenum-
pyeT ¢ ypoBHeM AAT 0,8 r/n 1 HMUXe, NOSTOMY 3Ta KOH-
LeHTpaums BbibpaHa kak rnokasaHuve gasi 3aMecTuUTeSlb-
HOM Tepanuu.

K npenapatam 3amMecTUTENIbHOW Tepanum OTHOCHAT
NnponacTuH, apanacrt.

MponactnH — Hambonee pacnpoCTPaHEHHbLIN Npena-
paT 13 CbIBOPOTKN KPOBU, NPeacTaBnsitoLwmnii CoO60M KOH-
ueHTpaT AAT. OH NpakTUYeckn He BbI3bIBAET annepru-
yeckmx M aHadunakTudeckmx peakumin. Cpeam nobouy-
HbIX 3 deKTOB — c1abo BbipakeHHas HeJ0CTaTOYHOCTb
abixaHma. MHorga yxyglaeTcs COCTOsiHME M3-3a nepe-
rpy3ku 6enkom [13].

Mpun cpaBHeEHNN 3DPEKTUBHOCTU apanacTta 1 nponac-
TUHa NPW NPOBEAEHNN ayrMEHTUPOBAHHOM Tepanum no-
KkasaHa 6osbluasi TONepPaHTHOCTbL M Ge30nacHOCTbL apa-
nacta, cnocobHOCTb ero npenoTBpaliaTb NPOrpeccuio
amMpun3emMbl, a TakKxkKe 0KasblBaTb MUHUMaIbHOE KOJN-
4YeCTBO HexenaTeslbHbIX COObITUI. PapmMakO3KOHOMU-
Yyeckne uccnegoBaHUs nokasann AOCTATOYHYIO peHTa-
6enbHOCTb 9TOro Npenaparta (COOTBETCTBME LieHa — Ka-
4yecTBO). Bbicokasn 3dpPeKkTMBHOCTb M 6e30MacHOCTb
NO3BONSIIOT PEKOMEHA0BATL NpenapaT a5 BKOYEHWS B
pPEeEKOMEeHAALNM MO BEAEHUNIO MALMEHTOB C 0ly-aHTUTPUN-
CMHOBOW HEAO0CTaToOYHOCTbIO [7].

OObIYHbIV PEXUM 0031POBaHUS BHYTPUBEHHOTO AAT —
60 mr/kr B 1 Hen,. HecmMoTpst Ha npennoxXeHne Ucrosb-
30BaHMA go3npoBkn 250 Mr/kr kaxaple 28 cyT, Jonro-
cpoyHas addekTUBHOCTL ee He Obiia onpegeneHa [8].

BonbwnHCcTBY NaumeHToB ¢ gedpunumtom AAT npu Ha-
MY NPU3HAKOB AbIXaTEIbHON HEeOOCTaTOYHOCTM MOo-
KasaHbl BpoHxoamnaTaTopbl. He Bcerga ncnosb3oBaHue
nocnegHux NpPUBOAUT K KYNMPOBAHUIO KIANHUYECKNX
nposiBNeHn. NpuMeHeHne NHransauMoHHbIX CTEPOMOOB,
0COBEHHO B Clyyasix rmneppeakTMBHOCTU, CNOCOOCTBY-
€T YMeHbLUEeHWIO nokasaTtens GopcnpoBaHHOro obbema
Bblgoxa (FEV1). Mpu Hanuumm kKNMHUKKM BGpOHXMUTA Unun
MHQEKUMN BEPXHUX OblXaTenbHbIX NyTel Lenecoobpas-
HO Ha3HayaTb aHTUOMoTuUkK. MNpepnoyTeHne oTaalT
Makponuaam u B-nakramam, Kotopble B GonbLuel cTe-
NMeHn Mo CPaBHEHUIO C APYrMMU aHTMOaKTepuanbHbIMU
cpencteamMm 0KasblBalOT BAMSHWE HA HENTPODWUIbHbLIN
NENKOUNTO3 Yy NaUMEHTOB C 04-@HTUTPUMNCUHOBOWN He-
[OCTaTo4YHOCTbIO. Mpy pANUTEeNbHOM rMNoKceMun 60sb-
Hble HYXXAAKTCA B MHranauusx kmcnopoga [11].

Mpoponxaercs MOUCK MHransauMoHHbIX dopM Ans
npoBeaeHnNs 3aMeCTUTENIbHON Tepanunu.
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Mcnonb3oBaHne AAT B Buae aspo30fd yBenunymBaeT
€ro KOHLUeHTpauuio, 6narogaps Yemy npenapart Bo3gen-
cTBYyeT Ha BGonee HM3kMe AbixaTenbHble nyTu. Mpepga-
puTenbHble JaHHbIE CBUAETENLCTBYIOT O TOM, YTO OOHO-
WM OBYKPATHOE UCMNOJSIb30BAHWE MHransuMoHHOro AAT
CNocoOCTBYET aHTU3NACTa3HOM NPOTEKUMM NIErKUX.

B HacTosilee BpeMsi NPOXOAAT CTaAMIO0 KITMHUYECKNX
MCMNbITAHUA HECKONbKO CUHTETUYECKUX MHTMOUTOPOB
3nacTtasbl C HU3KOM MONEKYNSAPHOM Maccoi, HO 06 unx
KNMHMYeCcKon adpdeKTUBHOCTN 1 6&30NaCHOCTU Noka He
coobLLanoco.

CyuiecTByeT 1 gpyroi nyTb NpPoOBEAEHUS Tepanum npu
0l4-@HTUTPUMNCUHOBOMN HEOOCTAaTOYHOCTU, Npeanonaraio-
LWMA NPUMEHEHME npenapaToB (A4aHa3o, TaMOKCUDEH,
3CTPOreH-nporecTMHOBLIE MpenapaTbl), CTUMYIUPYIO-
wmMx cuHtes n cekpeunto AAT mn3 renatounTtoB. Takoe
NleyeHne npeanoyTUTesNbHee y NaumMeHToB C MArkum de-
HOTUMOM, Hanpumep, SZ [11].

OcobeHHOCTY NIeYEHWS NALMEHTOB C IOPAKEHNEM MEYEHU
Ha oHe a-aHTUTPUMCUHOBOV HEAOCTATOYHOCTM [11]

MeTop, YpoBeHb 40Ka3aTeibHOCTH
BakuuHaumsa npoTtus renatuta B A-B
OTkas ot ankorons A-B
VIHTpaBeHO3Has «ayrMeHTaumns» D
TpaHcnnaHTaumsa nevyeHun A

Kacascb BeaeHusa naumMeHToB C NpuU3Hakamu Lmpposa
neyeHn MNpu o4-aHTUTPUNCUHOBOWN HEOOCTAaTOYHOCTU,
nonrve rogapl CYNTaNoCh, YTO €ANHCTBEHHbIM CMOCOO0OM
nle4yeHNa ABNSETCA CBOEBPEMEHHasi TpaHCcniaHTauus
neyeHn. OpgHako nocnegHne COoOoOLLEeHUS CBUAETEesb-
CTBYIOT O TOM, YTO MaumeHTbl ¢ PI*ZZ-annenem n npu-
3HakamMn MNOPTaNibHON TFUMNEPTEH3UWN, MOBbILLIEHHbIMUN
YPOBHSIMM TpaHCamMuHa3 B CbIBOPOTKE KPOBU U Aaxe C
YOJVHEHHbIM NPOTPOMOMHOBLIM BPpEMEHEM MOIYT OCcTa-
BaTbCA CTaOUNbHbIMKM MHOrO neTt 6e3 noTpebHOCTM B
TpaHcnnaHTauMm ne4vyeHn. PelleHne nepexoauTb K
TpaHcnNaHTauuM neyvyeHn OOJSIKHO npegycmaTpuBaTb
MHOro MHOMBMAYyanbHbIX GakTOPOB (CBeAeHUs O naum-
€eHTe, ero cembe), NpuHMMasi Npu 3TOM BO BHMMaHUe
nporpeccusHoe yxyaweHne 6onesxHn nedenn [11]. Mpu-
BOANM KITMHMYECKoe HabnoaeHue.

BonbHo! M., 17 neT, obpaTuncs ¢ xanodamm Ha KOJO-
wyto 60sb B NpaBoM nogpebepbe, YCUIMBaIoLLYOCS Npu
dU3nYeckon Harpyske, KPOBOTOUNBOCTb OECEH, CYXOCTb
BO PTy, cepauebueHne npn Guamnyeckon Harpyske, co-
nposoxatoLeecs nosbilueHnem AL no 135/80 mm pT. CT.
(paboyee — 110/70 MM pT. CT.).

M3 aHaMHe3a M3BECTHO, YTO B TE€YEHMe NnepBbiX 3 Mec
XU3HN OTMEeYanncChb XenTyxa, yCuieHne BeHO3HOro pu-
CYHKa C SIBNEHUSIMW renatosiMeHasbHOro CuHApoma.
Mapkepbl BUpYCHbIX renatutoB B, C, uutomeranoBu-
pycHasi MH@eKuust He Gblnn obHapyxeHbl. B 1991 . B
NHctuTyTe negnatpum AMH CCCP (r. MockBa) ycTaHOB-
NIeH anarHo3: «peTasnbHbI renaTuT ¢ Nepexoaom B uyp-
P03 MneyeHn», 3anofdo3peH AedPULUT oq-aHTUTPUNCUHA.
B MI'Y, WHcTuTtyTa mMeguumHckon reHetumkn AMH B
1991 r. BnepBLle onpeneneH ypoBEHb o-aHTUTPUMCU-
Ha — 0,55 r/n (npu cpenHem coaepxaHun 2 r/n). Ycta-
HoBNeH ZZ ¢peHoTun (rOMO3UroTHOE HOCUTENLCTBO Ba-
pnanTa Z), PiZ, B pe3dynbrate 4ero AnarHo3 HegoCcTaTou-
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HOCTU 04-aHTUTPUINCUHA NOATBEPXAEH. Bnocneacteuu
Habnopgancsa B OOKB r. XapbkoBa, B 19-11 netckon 60/b-
Huue. B 2006 n 2007 rr. Haxoounca Ha obcnegoBaHun B
T TMAI AMHY. YpoBeHb o4-aHTUTPUNCUHA COCTaBWUi
32,20 mr/on (pedepeHTHble 3Ha4eHna 89—205 mr/aon),
4YTO NO3BONMAO noaTeepAuTb amnarHo3. B 2007 r. koH-
CYNbTUPOBaH B VMIHCTUTYTE XMPYyprum 1 TpaHCMIaHTOMN0-
rmm uvm. akag. A.A. Wanumosa. lNpegnoxeHa TpaH-
CniaHTauns neyveHu.

Mpu obcnepoBaHMM obpallan BHUMaHWE acTeHudec-
KW TUN TENOCNOXEHWS!, HAIMYMNE €OUNHUYHBIX TenleaHrno-
9KTa3uli Ha KoXe nepenHel OPIOLIHOM CTEHKWU, YMepeHHas
renatomeranusa (nedeHb no Kypnoey: 12 x 11 x 10 cm),
ceneseHka B npepenax Gu3mMonornyeckom Hopmbl. B
OMOXMMUNYECKOM CMEKTPE OTMEYasIM MUHMMAJIbHYIO ak-
TUBHOCTb UMTOJIMTUHECKOrO CUHAPOMA; MPU UHCTPY-
MEHTa/IbHOM WCCNeA0oBaHUN — HEe3HauYuTesNbHOe pac-
LUMPEHME BEH PEKTaNIbHOrO CMNJIETEHUS, B HUXHEN TPEeTU
nyLLLEBOAA HA 3a4HE-NPaBoOr CTEHKE Hann4me NMHENHOMN
BEHbl AMamMeTpoM 4o 2 MM. MNpu coHorpaduryeckom uc-
CnefoBaHUM — 3XOME€HHOCTb MAapPEeHXMMbl NeYeHU Hec-
KONMbKO MOBbLIWEHA, CTPYKTypa HEOOHOPOAHasi, MesKo-
3epHuUcTas. B obnactn BOPOT NeyYeHn pa3mep noprasb-
Hon BeHbl (MB) 1,84 cm, nesasa BetBb [MIB — 1,74 cwm.
CKkopocTb nuMHenHoro kposoTtoka MNB — 12,0 cm/c.
MpusHakm noptanbHon runepteHsnun. HMB — 1,5 cm,
npaBasi BETBb BOPOTHOM BeHbl — 1,01 cm. PeHTreHono-
rMyeckn onpenensanncb NPM3Hakn aMmeuU3emMbl Jerkmx.

YuntbiBasgs MHOrogakTopHbIi NaToreHe3 Hekposa re-
naTouMTOB MPU LMPPO3Ee MEeYeHU, a Takke Heobxoam-
MOCTb B MPOBEOEHNM MATOreHETUYECKOro fiedeHusl, na-
LIMEHTY HadHayeHbl: «Ypcodanbk», «9cceHumane», KoH-
Kop. JaHbl pekoMeHJauun OTHOCUTENBHO O03MPOBaHUS
dunamnyecknx Harpysok. H4to kacaetcs uenecoobpasHoc-
T TPAHCNNAHTALMN NeYEeHN B JAHHOW KIIMHWUYECKOW CU-
Tyaummn C TepaneBTUYECKOW TOYKU 3peHusi, To, HaBep-
HOe, Yy4MTbiBas MeOJIEHHO MPOrpeccupytolee TeveHne
60Ne3HN, OTCYTCTBME CYLLECTBEHHbLIX U3MEHEHUIN Oern-
KOBO-CMHTETMYECKON PYHKUUM MEYEHU, PELUEHNE 3TOro
BOMpoca MOXeT OblTb OTCPOYEHO eue U MoTOMY, 4TO
PUCK BO3HUKHOBEHUSI OCJIOXXHEHUIA B MOCNIETPAHCMNaH-
TaLMOHHBIV Nepuos 4OCTaTOYHO BEJIUK.

MpuBeaeHHbli aHanmM3 nctopun 60ne3Hn CBMAOETENb-
CTBYET O MHOrOAMKOCTU AaHHOW nartonoruun. MNpaBunb-
Has M CBOEBPEMEHHAs OMAarHoCTMKa, a Takxke apek-
BaTHasa Tepanus 3aboneBaHusa TpebyeT B KaXAOM KOH-
KPETHOM Ciy4yae MHOMBUAYaNbHOro M 06OCHOBaHHOMO
noaxona, NOAKPEnIeHHOro Hay4YHbIMU JOCTUXEHUSIMU.

B OyayliemM OCHOBHble MCCnenoBaHUsA OOMKHbI ObiTb
Hanpae/iieHbl Ha MOUCK MaKCUManbHO 3PDEKTUBHbLIX
CXeM Tepanun Npu o4-aHTUTPUNCUHOBOWM HepocTaToy-
HOCTU M acCOUMMPOBAaHHbLIX C Hel 3aboneBaHuax. Kop-
PEKUMSA TEHHbIX HapyLleHU [OoJiXHA CnocobCTBOBaATb
KypabenbHOCTM 3aboneBaHus.

Ecnn Ha cerogHsa npouecchl, cnocobcTByoLme nopa-
XEHWNIO NEerknx npu o-aHTUTPUNCUHOBOM HeOO0CTaTou-
HOCTU, AIBNSIOTCA 6onee Ui MeHee MOHATHbIMU, TO OT-
HOCUTENIbHO MOPAXEHMS MEeYeHM OCTaeTCsl MHOXECTBO
HepelleHHbIX BonpocoB. Heobxoammo 6onee rnybokoe
noHnMaHve $akTopoB, Npegpacnonaramwmx K cepbes-
HOM ANCOYHKUMN NMEYEHN Y MNALMEHTOB C oLy-aHTUTPUMNCU-
HOBOW HEOOCTATOYHOCTLIO C Pa3/INYHbIMU PpeHOoTUNMaAMMK.
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ANIb®A-1-AHTUTPUNCUHOBA HEAOCTATHICTb: CYYACHWUI NOINA HA MPOBNEMY

0.B. KonecHikoBa

Y cTatTi NnpeacTaBneHo cyyacHi nornsav Ha eTionorito, naToreHes o -aHTUTPUNCMHOBOI HEAOCTATHOCTI. 3ayBaXeHOo,
Wwo XxBopoOa 4acTo CYNnpPOBOAXKYETLCS K/iHIKOIO XPOHIYHOrO renatuTty Ta UMPOo3Y MediHKU, XPOHIYHOI 0OCTPYKTUBHOI
XBOPOOU nedviHkn Ta eMmdizemMun. Po3rmsaHyTO ronoBHi Cnocobu AiarHOCTUKU, CKPUHIHFY Ta Tepanii XBOpMX 3 Takolo
naTonorieo.

ALPHA-1-ANTITRYPSIN DEFICIENCY. THE MODERN VIEW ON THE PROBLEM

E.V. Kolesnikova

The article present the modern concepts of etiology, pathogenesis of a-antitrypsin deficiency. It has been outlined
that disease is often accompanied with the manifestations of chronic hepatitis, cirrhosis, chronic obstructive pul-
monary disease, and emphysema. The main approaches to the diagnostics, screening and therapy of patients with
this pathology have been considered.
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