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Hepocrarounocts «-antutpuncuHa (HAAT) — pac-
MPOCTpaHEHHAas TeHETUYECKU OOYCJIOBJIEHHAs] MOHO-
TeHHasl SH3MMOTMATHs, HacjemyeMasl 1o ayTOCOMHO-pe-
LECCUBHOMY THUITY C IIPEMMYIIECTBEHHBIM ITOpaXKeHUEM
JIETKUX, TIEYCHU, COCYIOB U KOXU, IIPUIMHONA KOTOPOK
saBJsitoTcs MyTauuu B reHe Pl — protease inhibitor. Ten Pl
KOAUPYET CUHTE3 ¢ -aHTUTpurcuHa (AAT) — mIMKo-
MpOTEeNHA, COCTOSIIEro n3 418 aMUHOKHMCIOT C MOJe-
KynsipHoit Maccoii 52 kJI. AAT cuHTe3upyeTcst mpeumy-
IIECTBEHHO TernaTouMTaMy MeYeHW U B 3HAYUTEIbHO
MEHBIIIEM KOJIMYEeCTBE — MOHOHYKJICAPHBIMU (haroin-
TaMM, a TAKXKe SIMUTEINATbHBIMU KJICTKAMM JICTKUX 1 K-
meunuka [1]. ITo xumuyeckomy ctpoeHuio AAT umeeT
CXOJCTBO C HEKOTOPBbIMU OeJIKaMU ChIBOPOTKU, TAKUMH,
HaIlpuMep, KaK aHTUTPOMOWH, MHTUONTOPBI TIJIa3MUHO-
reHa, TPaHCKOPTUH, TPaHCTUPETUH U Op. Bee atm Oenku
CozepKaT B CBOEM aKTUBHOM LIEHTPE aMUHOKUCJIOTY Ce-
PUH M OTHOCSITCSI K CEMEHCTBY CEPUHOBBIX MpoTeas —
cepnuHOB (serpin — cokpaiieHue oT SERine Protease
INhibitors). CBoe HazBanme AAT moyyuyms u3-3a Ipu-
HaAUIEXXHOCTH K (| -TJIOOYJIMHOBOM (DpaKLIny OEJIKOB Chl-
BOPOTKHU KPOBU, YCTAHABJIMBAEMOU IMpU 3JeKTpodope-
TUYECKOM HCCJIeOBAaHUM, a TakxXe OJjlaromapsi ero
CITOCOOHOCTH, HapsILy CO MHOTMMM MHBIMH CEpHHOBHI-
MU TIpoTeaszaMu (IJIa3MUHOM, XUMOTPUIICMHOM U Jp.),
WHTUOMpPOBATh TPUIICUH. TeM He MeHee OCHOBHas
(uzuonornueckas posab AAT 3akiouyaeTcsi B MHTUOUPO-
BaHMM aKTUBHOCTH KCTPALIEUTIOISIPHOM SHIOICIITHIA-
3bl — HeuTpoduibHONI 31actazsl (HD), yyacTByronieit
B Ilerpajaliuy 3j1acThuHa, 6a3aJbHbIX MEMOpPaH U IPYTUX
KOMITOHEHTOB MeXKJIeTOUHOro marpukca [1, 2]. Kpome
toro, AAT sBnsgercs HecremupuuecKUM oCTpoha30BbIM
OCJIKOM CHIBOPOTKM, YPOBEHb KOTOPOIO IIpU BOCIIajie-
HUM ToBbIIIAeTcs [3].

TTo nanubiM BcemupHOI opraHu3alMu 30paBooxpa-
Henmst (BO3), Ha 1997 . 6110 MASHTUUIIIPOBAHO > 79
pasnuuHbIX BapuanToB reHa PI [4], a k 2003 . ux koau-
yecTtBO npubauszunoch K 100 [5]. Myrauuu B reHe PI
MPUBOIAIT JMOO K CHUXEHUIO KOHLeHTpaluuu AAT B cbl-
BOpPOTKE (BIUIOTH OO HEBO3MOXHOCTH OIIPEIESICHUS),

100, YTO OBIBaET 3HAUUTEIIHLHO PeXke, K U3MEHEHUIO €ro
cBoiicTB. TakM 00pa3oM, BOZHUKAET KOJUYECTBEHHbBIMN
Wi KadyecTBeHHbIM nedpuuut AAT. Ha ocHoBaHuU
ypoBHSI AAT B CBIBOPOTKE KPOBU 1 €TI0 (DyHKIIMOHATb-
HOW aKTMBHOCTU BCE U3BECTHBIC BAPUAHTHI ajljIeJiel re-
Ha PI, kogupylomue cunte3 AAT, nensarcs Ha 4 Tura:
HOpMaJIbHbIE, HYJIEBbIE, Te(UIIMTHBIC U aJUIEIN C U3Me-
HEeHHbIMU cBoiicTBamu [5]. BykBeHHOe 00OO3HauYeHUE
M3BECTHBIX BapUaHTOB ajljieJieli COOTBETCTBYIOT aida-
BUTHOMY TOPSIAKY U ompenessieTcs: (GeHOTUIIOM MoJie-
Kyn AAT, cuHTe3 KOTOpbIX OHM KomupyloT. DeHoTuI
AAT ormpenensieTcsi ¢ TOMOUIBIO METOA U303JIEKTPU-
YecKoro (OKycCHMpOBaHUsI, WM 3JeKTpO(GOKyCUpOBa-
HUE, OCHOBAHHOIO Ha IMepeMeIIeHUU MOJIEKYJ IOJ
JIECTBUEM ITOCTOSTHHOTO TOKa B 00J1aCTh C BEJIMUYMHOM
pH, cooTBeTCTBYIOIIEH M303IEKTPOMICCKOIT TOUKE OeI-
Ka. beictpo Murpupytomum Bapuantam AAT cooTBeT-
CTBYIOT HauajibHble OYKBBI aichaBUTa, TEM KE, MUTPALIUS
KOTOpPBIX OoJjiee MeIjIeHHas, — KoHeuHble. Harpumep,
cambIil "MemteHHBI" AAT — TIpomyKT ajiens: Z-Tulia,
B Ha3BaHUM KOTOPOTO MCIIOJb3YeTCs MOCHIEIHSIsT OyKBa
aHrnuiickoro ancganura. IIpeobnamaromiuM B MOMyJis-
LU SIBJISIETCST HOpMasibHbIN heHoTunn — PI*MM (medi-
um mobility) [6]. Haubonee pacrnpocTpaHeHHbIE U I10-
3TOMY HUMeIue O00Jblliee KIMHUYECKOE 3HAYCHUE
TUIIBI ajiesieil u ¢peHoTunbl AAT, CMHTE3 KOTOPBIX OHU
KOJIMPYIOT, TIPEICTABICHBI HIXE.

K HOpMaJbHBIM aJUTejIIM OTHOCUTCS M-THII, KOTO-
DBI XapaKTepu3yeTcss HOPMaJbHBIM YPOBHEM B ILJIa3Me
AAT, xoTopblii cocTaBsieT > 20 MMOJIb / J1 M1 HE aCCOILH-
UpyeTcsl C MOBBILMIEHHBIM puckoMm pa3putusi HAAT.
Null-Tunn (Hy7eBBIEe aJUIeJId) acCOLMMPOBAH C pa3BU-
THEeM 3MGU3EMbl U TSKEJIbIM TeYCHUEM XPOHUYECKOM
o0cTpyKTUBHOI Oo0je3Hu jerkux (XOBJI) nmpu ot-
CYTCTBUU B T1azMe KpoBu AAT win HAJIMIWU ero B clie-
JIOBBIX KOJIMYIECTBAaX, KOTOPHIC HE YAaeTCsI BBISIBUTH C T10-
MOIIIbIO  CYHIECTBYIOIIMX MeTonuk. JleduiutHbie
annenu — Z- u S-tunbl. VIX npucyTcTBUe XapakTepusy-
eTCsl TIa3MeHHBIM ypoBHeM AAT HuUXe HOPMaJIbHOTO,
T. ¢. < 20 Mmoinp / 1. Cpenn TOMO3UTOT Z-BapHaHT —
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HauboJjiee pacrpOCTpAaHEHHBIA Ne(PULUUTHBIM BapUaHT
¢ w1a3MeHHbIM ypoBHeM AAT (~ 5—6 mmoib / 71). Kpo-
Me TOro, ObLIO0 MoKa3aHo, 4YTo Z-AAT MHruoupyeT HelT-
poduiIbHYIO 2/1acTazy B 0ojiee MEUIECHHOM TeMIle, YeM
HopMalbHBIN M-AAT [7]. S-BapuaHT — KIMHWUYECKHN
bonee "MATKUI", © B TOMO3UTOTHOM COCTOSTHUU TIJIa3-
MeHHbI ypoBeHb AAT cocrabisieT ~ 60 % oT HOpMallb-
HBIX 3HAYECHUN.

OmHUM 13 aJijIeNneil ¢ "3MeHEHHBIMM CBOMCTBAMM STB-
nsercss tan Pittsburgh, KOTOpBI 00JlagaeT MOIOJIHM-
TeJbHBIM CBONCTBOM APYIOro pPOJACTBEHHOTO €My Cep-
nuHa — WHruourTopa TpoMOuHa aHTUTpoMOuHa III.
B xatanore V. McKusick onu 3aHUMAIOT COCENICTBYIOIINE
no3uuuu (kox AAT 1o katanory — MIM 107400, a kox
antutpombuna I1I — MIM 107300). Takum obGpasom,
MyTaHTHBI AAT JOIOJHUTEIBHO K CBOMCTBY WHTH-
OMpoBaTh HEUTPODPUIBHYIO 3JIacTazy IIPUOOPENT CITO-
COOHOCTh MHIMOMPOBATH TPOMOWH, YTO KJIMHUYECKU
MPOSIBIISIETCSI CKIOHHOCTBIO K KPOBOTEUEHUSIM TIPU OT-
CYTCTBUU MOPaXXeHUs Jerkux [8].

B nonapsttornieM GOJBIIMHCTBE CIIydaeB TeHETUIEC-
kuii nepuunt AAT tniposiBiisieTcst 4 OCHOBHBIMU KJIIMHU-
YEeCKMMU BapUaHTaMM TEUeHHUs 3a00JieBaHUSI WIM X
coueTaHUSIMH. B TIopsimke yOBIBaHMSI pacIpOCTpaHEH-
HOCTH B TOMYJISIIUM 3TH BapHaHTHI MOXHO PacITOio-
XKuUTh caeaytomumM obpasoM: 1) XOBJI; 2) nopaxeHue
MeYeH! ¢ pa3BUTUEM LIMppo3a B duHajge 3a001eBaHus;
3) BacKyJuUT, acCCOLIMMPOBAHHBIN C OOHApYyXXEHUEM aH-
TUHEUTPOMUIBHBIX ITUTOINIA3MATUICCKUX aHTHUTEN
K npotenHase-3 (C-ANCA); 4) nopaxeHue KOXU B BU-
Jle HEKPOTU3UPYIOLIEro MaHHUKYJIUTA, KOTOPOE BCTpe-
yaeTcsl JOBOJBHO pelako [5].

Haubonee pacnpocTpaHeHHBIM (PEHOTUIUYECKUM
nposiieHueM HAAT saBasiercst pa3Butve 3MQpU3EeMbI
JIETKUX, KIMHUYECKU cxoxeil ¢ ampuzemoii npu XOBJI.
Bnepsbie nedunut o) -riodyirHa y OOJBHOTO C M-
dusemoii yerkux Obur ommcad B 1963 1. C.B.Laurell
u S.Eriksson [9], a mopaxkeHue JeTrKUX, pa3BUBIIEECS
Beaencterue HAAT, mo3:xe Mmoiyyusao Ha3BaHUE CUHIPO-
ma Jlaypena—39pUKccoHa.

OMbpuzeMa nerkux y mmni ¢ HAAT pa3BuBaercs ripu
cHIKeHUU ypoBHSI AAT B CBIBOPOTKE KPOBU HIKE T. H.
"MPOTEKTUBHOTO Topora", BeJIMYMHA KOTOPOTO COCTaB-
qsget 50 mr / mt (wim 11 MMonb / J1) Tpyu MpUMEHEHUH
MeTona HedemromeTpun 1 80 MII / IUT TIPU UCIIOIH30Ba-
HUM MeTonaa paauaibHoil umMmyHonuddysuu [10]. Ero
3HayeHUe ObLIO MOJTYYEHO SMITUPUYECKUM ITYyTEM Ha OC-
HOBaHUM OOJIBIIIOr0 KOJIMYECTBA HAOIIONEHUI, B COOT-
BETCTBUU C pe3yJbTaTaMi KOTOPHIX YCTAaHOBJIEHO, YTO
sMm(pusemMa He pa3BUBaeTCs NpU KOHUeHTpauuu AAT
BbIlLIe 3TOro YpoBHs. CiIeICTBUEM CHUXXEHUs ChIBOPO-
TOYHOTO YpoBHS AAT HIKE TTPOTEKTUBHOTO IOpOTra sIB-
JISIeTCS HEKOHTPOJMPYeMOE TOBHIIIIEHNE aKTUBHOCTHU
MPOTEOTUTUYECKUX (DEePMEHTOB, UPE3MEPHYIO aKTUB-
HOCTb KOTOPbIX OH MHTUOUpYeT. B mepByo ouepenp aTo
KacaeTcss HD: npeBblllieHUe ypOBHS ee (Pu3nooruiec-
KOl aKTUBHOCTH IIPUBOINT K BOSHUKHOBEHUIO IIPOTEa3-
HO-aHTUIIPOTEa3HOTo nucbOalaHca U CIYXXUT MaTOoreHe-
TUYECKOM OCHOBOI Iporpeccupyloleil AecTpyKIuu
MPEUMYIIECTBEHHO 3JIACTUUECKUX BOJIOKOH WHTEPCTH-
1MsI, a TAKKe IPYTUX SKCTPALCIUTIONSIPHBIX MATPUKCHBIX

KOMIIOHEHTOB HIDKHUX IBIXaTeIbHBIX MyTell ¢ (hopMU-
poBaHUEM HeoOpaTMMOro 3MQU3EeMaTO3HOTIO pPeMOoJe-
nupoBaHus [10, 11].

IIpu ecTecTBEeHHOM TeYeHUM OOJIC3HU Ha IPOTSKE-
HUM 2 TIEPBBIX OeKad KU3HU (DYHKIIMS JETKNX, KaK Ipa-
BUJIO, OCTaeTcsd HopMmaibHOU [12]. DMdbuszema npu
HAAT npuBoauT K cMepTu OObIYHO B 3-i1 U 4-ii neKane
KU3HU nauueHToB [5]. anc goxuts 1o 50 jet umeet-
cay 52 %, ano 60 eT — ToJabKOo Y 16 % GOJIBHBIX C CUH/I -
pomoM Jlaypemna—39pukccona [13]. B To ke Bpems
pesyasraThl HalumoHnanbHoro peructpa JdaHuum cBujae-
TEJBCTBYIOT, UYTO MEIMaHa IIPeAIoiaracMou IPOIOJIKI-
TEJIbHOCTH XU3HU HEKYPSIINX O0CCCUMITTOMHBIX HOCH-
TeJieil HanboJiee HeOJAronpUsITHBIX TEHOTUIIOB ZZ. U
Z-null cocraBuiia 69 JieT, YTO JOCTOBEPHO HE OTIMYAETCS
OT CpeIHel MPOIOJDKUTEIBHOCTH KU3HU B 3TOH CTpa-
He [14]. TakuM 00pa3oM, Ha CETOIHSIITHUIA JeHb UMEIOT-
Cs JaHHBIE O 3HAYMTEJbHOI BapuaOeJbHOCTU TEUCHUS
HAAT, uto 00yC/IOBJIEHO HE€ TOJIbKO Te€HETHMYEeCKMMU
dakTopamu. Hapsimy ¢ aTMM pUCK pa3BUTUS CUHIpPOMA
Jlaypesura—DpuKccoHa 3HAUMMO BEIIIIE TIPY HATUINHT HY-
JIEBBIX U / WU Je(PUUMTHBIX ajjieieil, KOTOpble MOTYT
OBITb CKOMOMHMPOBAHBI KaK B TOMO3UTOTHOM, TaK 1 B re-
TEPO3UTOTHOM cocTosiHUU. Ocobasi pojib MPUHALIEKUT
HEe3aBUCUMBIM (paKTOpaM pHCKa, K HUM OTHOCSTCS
MY3KCKOI1 o1, Bo3pacT > 50 JieT, KypeHue, a TakxKe I~
TeJbHBIN (4acTO MPoheCcCUOHATbHbBIN) KOHTAKT C MbUIbIO,
abIMOM U rasamu [15, 16]. MMeroTcs uccienoBaHusl,
CBHUIETEJILCTBYIOIINE B BO3MOXKHON acCOIIMAIINN TTOBBI-
IIeHUs pUCKa Pa3BUTHSI TTOPaXKEHMSI JIETKUX Y JIUII C he-
HoTtunoMm PI*MZ, paboTatoliyx Ha XJIONKOBOM (pabpuke
[17, 18], Ha 3epHOBOM mpousBoacTBe [19] U B ropHoit
TpoMBIIIZIEHHOCTH [20].

Hawnbonee 3HaumMblii MOOU(pULIMPYEMbIil (hakTop,
00CYJIOBIMBAIOIINI PUCK pealu3allii HeOJIarompusiT-
HOro reHoTuna B cuHapome Jlaypeina—3IpUKccoHa, —
5TO 3arps3HEHME BO3MYIIHOTO OacceifHa, IIpuyeM IJIaB-
HBIM 00pa3oM — myTeM TabakoKypeHus. B mporpeccu-
pPOBaHUMU 3a00JIeBaHUSI TAOAKOKYPEHUE MOXKET SIBJSTHCS
HE TOJIBKO ITYCKOBBIM MEXaHM3MOM, HO ¥ BasKHBIM I1aTO-
TEHETUYECKNM (DaKTOPOM.

MexaHU3M MaTOJOTMYECKOro ACHCTBUSI TabAYHOIO
nbiMa cioxeH. He monHocThio oOpatrMasi OpoHXUab-
Hast 00CTPYKLIWSI, SIBJISTIOIIASICST TIPOSIBJICHEM OCHOBHO-
IO TTATOTeHEeTUICCKOTO MEXaHM3Ma ITOPAasKEHUS JISTKUX
y KyPWIBIIUKOB, 00YCJIOBJIeHA TUHAMMYECKUM KOJIJIAIl-
COM OpOHXMOJI BCJEICTBUE CHUXKEHMSI 3J1aCTUUYECKOM
TSATH JIETKUX Ha (poHE pa3BUTUS TUTICPUHMISIINNT 1 SM-
(usembl. bbuto mokaszaHo, uro y ~ 60 % naLneHTOB C Ts-
xkenoit HAAT Bo3ayIIHBIN MOTOK 3HAYMUTEJBHO OTpaHu-
yeH [21]. KpoMe Toro, curapeTHblil 1bIM, KaK ITOKa3aHO
B 9KCIIEpPMMEHTaX Ha SKMBOTHBIX, HapylaeT IPOIecC
pECUHTE3a 3JIaCTUHA, YTO IIPUBOINT K Pa3BUTHUIO SM(DU-
3eMbl, MHAYLUPOBAHHOM 3/acTa3oi [22], a Takke, BbI-
3bIBasi MOLIHBI OKCUAATUBHBIN CTpecc, MOXKET MHAKTH -
BupoBaThb AAT mnocpeacTBoM TpaHChOpPMALUU €ro
aKTUBHOIO CaliTa, YTO OCOOCHHO aKTyaJbHO Y JIMII CO
cHIKeHHBIM ypoBHeM AAT B ceiBopoTke [5]. Eie onun
BO3MOXHBI MEXaHU3M BJIMSIHUSI CUTAPETHOIO JbIMa Ha
TIPOIIECC TTPOTPECCUPOBAHUST 3a00JIeBaHMSI MOXKET pea-
JIN30BBIBAThCS Uepe3 TIPUBICUCHNE KIICTOK BOCITAJICHUS
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B IIOJIOCTh ajJbBEOJ: HEHUTpPOMMIBI M MaKpodaru, Ko-
TOpbIe OCBOOOXKHAIOT pPa3IUYHbIC METaJIONPOTEHHA-
3bl, CIIOCOOHBI HE TOJbKO pa3pyllaTb KOMITIOHEHTHI
SKCTPaLIC/UTIOSIPHOTO MAaTPUKCA, HO U MHAKTUBUPOBATh
AAT [23]. U, HakoHell, yBeJIWYEHUE B TTIOJIOCTU aTbBEOJT
HEHTPOGMWIOB BeleT K MOBBIIICHUIO KOJIUYECTBA HEMUT-
poduIbHON 31acTadbl, U 03 TOro U3OLITOUHOIO IpU
HAAT [24]. I1pu HaGIr0aeHUY TPYIIbI U3 246 marueH-
toB ¢ HAAT C.Larsson et al. moka3aau, 4To MeIuaHa
CpeaHeil MPOMOIKUTEIbHOCTH XW3HU KYyPWIBIIUKOB
coctaBmia 40 JietT, 1To CpaBHEHUIO C 65-JIETHUM BO3pac-
TOM y HUKOTJa He KypuBlux [21]. Takum o6pa3oM, B Ha-
cTosiimee BpeMsT TabDaKOKYpeHHME pacCMaTpuBaeTcs He
TOJIBKO KaK 3HAYUMBIN ITPOBOLIMPYIONINIA (DaKTOp pUcKa
peanu3alMyd HeOJarornpusTHOIO TeHOTUIIa B (DEHOTUI
XOBbBJI, HO U KaK MPeaUKTOp CHUXKEHHOU MPOTOJIKU-
TeJIbHOCTH KM3HU Y JAHHOM KaTeropuun 0OJbHBIX [5].

IposiBnenus cunapoma Jlaypemia—3OpukccoHa
MMEIOT psifi 0COOeHHOCTe. DMbuszemMa Mpu 3ToM 3a00-
JIEBAHUU TIPOSIBIISIETCS KIMHUYecKon KaptuHoit XOBJI,
HEPeIKO pa3BUBAIOIICIICS B OTCYTCTBUU TUITMIHBIX IS
Hee (haKTOPOB pUCKa, TAKMX KaK KypeHue U IIUTeIbHas
MbLIeBast SKCMo3uius. Eciv mauueHT KypuT, JerouyHast
cumnTomatuka npu HAAT, kak npaBuiio, Ae0IOTUPYET
B HemipuBbIYHO paHHeM Wit XOBJI Bo3pacte — mMexmy
32 u 41 romamu [13, 21, 25—28]. I1pu 3TOM 0OpaIaeT Ha
ce0s1 BHUMaHue TOT (haKT, YTO Y HUKOTAA HE KyPUBIIMX
JIMLL, TaKe ¢ HeOJaronpusiITHbIM FeHOTUIIOM (Z-aJliesb
B TOMO3UTOTHOM COCTOSTHUU ), TTOSIBIICHHE TTIEPBBIX CUMII-
TOMOB 00JIE3HU 3aMETHO OTCPOUCHO BO BPEMEHM, a He-
KOTOpbIE U3 HMX, KaK yXe YIIOMHHAI0Ch, MOTYT UMETh
MOYTH HOPMAJIbHYIO MPOAOJKUTEBHOCTD XKU3HU [14].

Hawuboiee pacrpocTpaHeHHBIM CUMIITOMOM Y 00JIb-
HeiXx HAAT sBnsieTcst omplilika, BOZHUKAOIIAS pu hu-
3UYEeCKOIl Harpyske, Kotopas BcTpevaercs y 84 % nuil.
CBucrsilee AbIxaHue ompeaesercs y 65 % uenoBek,
Kamenb — y 42 % naumenTtoB [29]. Takoit cuMnToMo-
KOMILJIEKC, COUYETAIOIINICS ¢ AIM(PU3EMaTO3HON TpaHC-
opmanuent 1erkux, KIMHUYECKU AeaeT CuHapoM Jlay-
peia—OpUKCCOHA TMOYTU HEOTIIMUYMMBIM OT ILIMPOKO
pacrnpocTtpaneHHoit B momyiasunu XOBJI. ITostowmy,
B COOTBETCTBUU C KJIMHUYECKUMU PEKOMEHIALIMSIMU T10
BeneHuto nauueHToB ¢ HAAT, pekoMeHmyeTcst BCeM Ia-
ueHtam ¢ XOBJI nmpoBoauTh MccaenoBaHue, HapaB-
JICHHOE Ha KOJIMYECTBEHHOE OIlpeneieHrne ypoBHI AAT
B CBIBOPOTKE KpoBU. OCOOEHHO 3TO aKTyaJbHO JJIS T1a-
LIMEHTOB, Y KOTOPbIX KIMHUUYecKue nposiBiaeHus XOBJI
Je0I0TUPOBAIM B MOJIOAOM Bo3pacte — a0 45 jner [5].
CrnemyeT OTMETUTD, YTO IOIOJHUTECIBHBIM (haKTOPOM,
CBUIETEILCTBYIOIIMM B TOJbL3Y omnpeneneHuss AAT, sB-
JISIETCSI CHMKEHUE MUKa &-IJIO0YJIMHOB, OOHapyK1Bae-
MO€ MPU PYTUHHOM 3JIeKTPO(POpeTUIeCKOM UCCIeT0Ba-
HUN OEJTKOB CHIBOPOTKHU.

Kpowme Toro, 0co60ro BHUMaHMS 3aCIy>KMBAIOT KM~
HUYECKHE CUMITOMBI, KOTOPbIE YACTO SIBISIOTCS ITPOSIB-
JICHUSIMUA JOPYTUX 3a00JIeBaHUN HUKHUX JIbIXaTEJIbHBIX
myTelt, TakKux Kak OponxuaiabHas actMa (BA) m 6poHxo-
SKTaTU4yecKas 00Jie3Hb, HO MOTYT MUMETh MECTO M IPU
HAAT. ImeroTcst maHHbBIE O TOM, 4TO Y 22 % 71 C JOKa-
3aHHBIM CUHAPOMOM Jlaypesuta—DpuKCCoHa B KITMHUYEC-
KOI KapTHHE 3a00JieBaHUS IIPUCYTCTBOBAIN = 3 CHMII-

TOMOB, THITMYHBIX ISt BA, TakMX Kak: CBUCTSIIEE ObI-
XaHUe, BBICOKas 0OpaTUMOCTh, aTOIMSI W ITOBBILICHUE
coiBopoTouHoro IgE [30]. Cronp yacrasi accoumaius
cuHapoma Jlaypeisla—OpuKCCcoOHAa € CHUMIITOMaMM,
cBoiictBeHHbIMU BA, TpeOyeT oOcnegoBanust Ha HAAT
JIML, CTpajalolIuX TsKeJoil OpOHXMAJIbHOM acTMOM,
0COOEHHO MPU PE3UCTEHTHOCTU K MPOBOAMMON amek-
BaTHOM Tepanuu [5].

B To xe BpeMs y mmir ¢ HAAT mocrtatogHo 49acTo
OIMCBIBAETCSI HaJau4yume OpOHX03KTa3oB. B kiaccuuec-
KoM uccienoBanuu S. Eriksson oHU ObLIM OOHApY>KEHbI
y 2 13 23 6onbHbIX [25], M.A.King c coaBTOpamu onuca-
JIA JOKa3aHHble OPOHXOZKTa3bl y 6 u3 14 maiueHTOB
(43 %) [31]. YroniueHUe CTEHOK OPOHXOB U / WIKM MX AU~
JlaTalust BRISIBISUIUCH B 41 % citydaeB —y 7 u3 17 malueH-
toB ¢ HAAT, no pesyasratam P.J. Guestu D.M. Hansell |32].
[IpoBemeHHBIN aHAIN3 WMEIOIINXCS Ha CEeTOMHSIIHUNA
JIeHb TaHHBIX HEe TTO3BOJISIET, TeM He MEHee, OMHO3HAYHO
paccMaTpuBaTh HAIMYME OPOHXOIKTA30B KaK CUMITOM,
IMPOYHO aCCOLMUPOBAHHBIN C MOpaKeHNUEM JIETKUX TP
HAAT, mockonbKy Takasli OolieHKa IIpOBOAWIACH JIUIIb
B HEOOJIBIIIOM KOJIMYECTBE MccienoBaHuii. HekoTopsie
aBTOPBI paccMaTPUBaIOT OPOHXO03KTa3bl KaK pe3yjabTaT
5M(U3eMaTO3HBIX, T. €. "TPAaKIMOHHBIX', M3MEHEHUI1
B ImapeHxuMe yerkux [33]. B To Xe BpeMmsi, yduUTbIBas
pacrnipoctpaHeHHocTh HAAT B monynsiiuu, a Takxke
SMUAEMUIO TAOAKOKYPEHHUSI HE TOJIbKO B pa3BUBAIOLIMXCS,
HO M B PasBUTBIX CTpaHaX, JO IOJYUYCHUS PE3YJETATOB
0oyice TONMHBIX MCCIACAOBAHWN, TOCBSIICHHBIX 3TOM
npobJjeMe, peKOMeHIyeTCsl 00CyKAaTh BOIIPOC KOJIMYe-
CTBeHHOTro TecTupoBaHust AAT y iuil ¢ OpOHX0IKTa3aMU
0e3 yCTaHOBJICHHOW MPUYMHBI [5].

PenTreHorpadust opraHOB IPyIHOM KIIETKU Ha paH-
HUX CTaausx 0oyie3HM He nu3MeHeHa. [1pu mporpeccupo-
BaHUU 3a00JieBaHUs U (DOPMUPOBAHUHN SM(PU3EeMaTO3HO-
IO PEMOICITMPOBAHMS JIETKUX BBISIBIISIIOTCS TUITMIHBIC
PEHTTEHOJIOTUYSCKUE TIPU3HAKKN dM(MU3EMBbI, TaKHe KaK
OIyIlIEHNE U YIUIOIICHUE AuadparMbl, yBeJIMUYECHUE TIe-
pelHe-3aJHEero pa3Mepa rpyaJHOM KIETKU U pacIliUpeHne
PETPOCTEPHATILHOTO TIPOCTPAHCTBA 3a TEM JIUIITb UCKITIO-
YeHMEM, 9YTO O0CTHEHNE COCYIMCTOTO PUCYHKA M YBEIIH-
YeHUEe PEHTTeHOJOTMYECKOl MPO3pPavyHOCTU JIETKUX,
B OTJIMUME OT 00ObIYHOI a3MbuseMbl, Tpu XOBJI nokanu-
3YIOTCS TIPEUMYIIIECTBEHHO B HIDKHUX CeTMEHTaX, a He
B Bepxylkax Jierkux [13, 32, 34, 35-37].

B mocenHue roabl B CBSI3U C IIMPOKUM BHEIPEHUEM
B KJIMHUYECKYIO MPAKTUKY KOMITbIOTEPHOI ToMOrpahuun
Bbicokoro pazpeuieHus: (KTBP) ynamoch BBISIBUTH He-
KOTOpBIC XapaKTepHBIE YePTHl SM(PU3EMBI IIPU CUHIPO-
me Jlaypenna—3Opuxkccona. KTBP, o6nagas Odnblieit
YYBCTBUTEIBHOCTBIO MO CPAaBHEHUIO C PEHTreHorpadu-
elf JIETKMX, TIO3BOJISIET BU3YaIM3UPOBATh 0a3aIbHYIO JIO-
Kaau3aluio U MMaHAIIMHAPHBIN XapakTep Mdu3eMbl Ha
Oonee paHHUX cTaausx 3aboneBaHus [34, 38—40]. Oxa-
HoBpeMeHHO KTBP sBisieTcst caMbIM 4yBCTBUTEIbHBIM
METOIOM BBISIBJICHUSI OPOHX03KTAa30B M OYJII, KOTOPEIE
HEpeIKO BCTpedvaroTcsl Ipu cuHApome Jlaypemma—
DPUKCCOHA, XOTSI HaIM4ule KPYMHBIX OYJIJI, TIperuMyle-
CTBEHHO B BEpXHUX CErMEHTaXx Jerkux, 6ojee xapakrep-
HO [IJisI PEHTTeHOJOTMYEeCKOM KapTUHBI TUITHMIHON
XOBJI. Kpome toro, KTBP npenocrasisger Hanboee
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00BCKTUBHBIC NAHHBIC, ITO3BOJISIONINE OTCICXKMBATH
nporpeccupoBaHue 0ojie3Hu [41, 42]. PesroMmupyst Bbi-
leckazaHHoe, cieayeT otMeTuTb, yTo KTBP nmomkHa
OBITH 00513aTETLHO BKJIIOUEHA B TIJIaH 00CIIEI0BAHMS JIUII
¢ nogo3peHueM Ha HAAT [5].

OcHoBHBIM MeTogoM olieHKM Tskectn XOBJI, pas-
BuBlieiica Ha ¢doHe HAAT, saBasercs cnupomeTpus.
Kak u npu o6sruHoit XOBJI, He cBsg3aHHOI ¢ nehuLu-
toM AAT, popmupoBaHre 3M(PU3EMBI TIPUBOINUT K CHU-
JKEHUIO 3JIaCTUYECKON TSTU JIETKUX U JUHAMUYECKOMY
KOJLIariCy HEMOBPEXAEHHBIX BO3AYIIHBIX IMyTei, KOTO-
pbIe COBMECTHO OOYCIOBIIMBAIOT PA3BUTHE HE TIOJTHOCTHIO
obpaTuMoi OpoHxuaabHON 00cTpyKLMU. [TocneaHsist BbI-
paxaeTcsl B CHIKeHUU 00beMa (hOpCUPOBAHHOIO BBIIO-
xa 3a 1-10 cekyHny (ODB,), opcrpoBaHHOI KU3HEH-
HOI €MKOCTH JIETKUX M MOIN(MDUIIMPOBAHHOTO MHIEKCA
Tudpdpuo. ODB,; gBnsercs Hambosee 3HAYUMBIM IIpe-
JUKTOPOM BBDKMBAaeMOCTH Y MAIIMEHTOB C CHHIAPOMOM
Jlaypemna—3Dpukccona: mpu ODPB; < 25 %;,0,x. MeIHaHa
BBIKMBAEMOCTHU COCTABUIA 6,3 % 0nx. FOAA, TIPU 25 % s0nx.
< ODB; < 50 % onx. OTOT mOKa3aTe b paBHsuIcs 10,5 ro-
na, a mpu O®B; > 50 %uenx. — 14,2 rona [43]. [Tockob-
Ky OCHOBHBIM OTKJIOHEeHUueM y naiueHToB ¢ HAAT sB-
JigeTcsl HapacTaHue (UKCUPOBAHHOU OOCTPYyKUIMU
IBIXaTeIbHBIX ITyTel, IIeJIeCO00pa3HO MOHHTOPHPOBA-
Hue ODB; Ha BceM NPOTSKEHUU HAOTIOACHNS 3a Maln-
€HTaMU, OJHAKO M3MEpPEeHUs], TPOBOIUMbBIC Yalle, YeM
1 pa3 B roa, MaJJIOMH(MOPMATUBHBI BCJIEACTBHE X BBICO-
Koil BapmabenbHOCTH [44, 45]. Hampotus, exXxerogHoe
n3mepenre OMB; mo3BoisieT MONYdUTh KHPOPMALIMIO
0 CKOPOCTU TMPOrpeccupoBaHUsl (PYHKIIMOHAJIBHON He-
nmoctaTouHocTH JierkmX. CpemHee mageHue ODB;, mo
JAHHBIM Pa3HbIX aBTOPOB, KOj1e0IeTCs OT 55 M1 / rox [46]
no 100 mu / ron [47], pu 3TOM CKOPOCTh CHUKEHMUS
9TOr0 MokKaszaTessl CYIIECTBEHHO OOJIbllle Yy KypSIIMX
JIMIL: OHA MOXET JOCTUTraTh 316 MJ1 / TOI y KYPSIIIIUX U HE
npeBbimaTh 80 MJI / ToA y HUKOTAA He KypuBIINX [27].
B apyromMm KpymHOM MCCIeTOBaHUM CKOPOCTb CHIKEHUS
O®BI1 Obl1a 3HAYUTEIBPHO HUXKE M COCTAaBMUJIA JIJISI HU-
KorjJa He KypuBIIuX 47 M1 / TOH, a IIsT KyPUJIIBIINKOB —
70 M / ron. [1pnmedaTenbHO, YTO Y HUKOTIA HE KypHUB-
XX MaLMEeHTOB HauOOJbIINi TeMmn cHKeHus OMDB,
Haboaa1cs TobKo nocie 50-n1eTHero Bo3pacra [48].

Hpyrue GyHKIMOHATbLHBIC METOINKH IIPU CUHIPOME
Jlaypenna—DpuKccoHa IeMOHCTPUPYIOT TaK1e XK€ U3Me-
HEeHUs, KaK U Ipu sMpuszeMe JIFoOoro Apyroro mpouc-
xoxaeHus [38, 49]. Tak, HampuMep, MpU MPOBEACHUU
O6omuruIeTH3MOTpadu BEISIBIISICTCS YBEJTMUECHUE OCTa-
TOYHOTO 00BEMa 1 OOIIEeH JKU3HEHHOM eMKOCTH JIETKHUX,
MPU UCCeIOBAaHUHU ra3000MeHa JIETKUX PETUCTPUPYIOT-
csl cHUKeHue nug@y3uoHHONH CITOCOOHOCTU U pacllu-
peHHe apTepUOoJI0-aIbBeOJIIpHOTO rpamreHTa. Kapmmo-
MyJIbMOHAJIbHOE TECTUPOBAHUE BBISIBISICT CHIDKCHUE
napIyaJbHOTO HAMpPSKEHMST KMCIOpOoIa B apTepUalib-
HOI KpOBHU U AecaTypaluio Npu Gu3nyeckKoil Harpyske.

B nuarnoctuke cuHapoma Jlaypeisa—BDpukccoHa
CYIIIECTBEHHYIO ITOMOIIb MOTYT OKa3aTh BBISIBICHHBIC
BHeJlerouHble nposiBieHnst HAAT. B Hacrosiiee Bpems
JoKazaHHoW cuutaetcst accounanust HAAT ¢ mopaxe-
HUEM ITeYeHM, BACKYJIUTAaMH, aCCOLIMMPOBAHHBIMU C aH-
TUHEUTPODUILHBIMA LIUTOIUIA3MATUIECKIMK aHTHUTE-

JIaMH K TIpoTerHa3e-3 M HeKPOTU3UPYIOIIUM TTaHHUKY-
JINTOM.

BropeiM mo uyactrore nposiienuemM HAAT mocnie
cuHnpoma Jlaypesia—DprUKCCcOHa SIBISIETCS TTOPaKEeHME
TeYeHU, ¢ BO3MOXHBIM IIePEeX0I0M B IMPPO3 B (hrHaJIe
3a0oneBaHus. Tspkelible TOpaXkKeHUS TMEYeHU Y JIMIL
¢ HAAT BcTpeyaroTcsi MOYTH MCKIIOYUTENBHO MPU TO-
MO3UTOTHOM COCTOSTHUM Z-ajuienss — PI*ZZ-reHotune.
ITatorenes nopaxenust neyeHu npu HAAT ornuyaercst
OT MaToreHe3a MopaxeHus Jerkux. Haudonee momysip-
HOW SIBJISIETCSl "TeOpusl HaKOIUIEHUs'', OCHOBaHHasl Ha
SKCIEPUMEHTANBHBIX JaHHBIX. COIIacHO 3TOil TeOpUH,
nopaxeHnue nedeHu npu HAAT siBasieTcst pe3yabTaToM
toro, 4yto ~ 80—90 % Bcero cuHTe3upoBaHHOTO Z-AAT
HE CeKPETUPYeTCsl, KaK 9TO ObIBAET B HOPME, a COXPaHsI-
eTCS BHYTPH SHIOILIA3MAaTUICCKOTO PETUKYIyMa relia-
TOLIMTOB B BUIE KOHTJIOMEPATOB, COCTOSIIINX M3 MOJIE-
KyJI MOJIMMEepU30BaHHOTO MyTaHTHoro Z-AAT [50, 51].
B 1971 r. H.Sharp BniepBble onucaa KOHIJIOMepaThl I0-
JIMMEPU30BaHHBIX MOJieKyJ Z-AAT Kak KUC/ble BKIIO-
YeHUSI BHYTPU TeIaTOIMTOB, OKPAIIMBAIOIIMECS IO
udody y maupentoB ¢ HAAT u mopaxeHueMm mnede-
Hu [52]. KiiuHn4Yecku mopaxeHue MeYyeHW MOXKET Ma-
HU(ECTUPOBATh HEOHATAJEHBIM XOJICCTAa30M, KOTOPBII
Ha HEKOTOpPOEe BpeMsI MOXET CIIOHTAaHHO pa3pelInThes,
ofHaKo, HecMoTps Ha 310, HAAT 4yacTo MpuBOIUT K He-
00XOMMOCTU TpaHCIUIAaHTAllUU TIeYEHU B IETCKOM BO3-
pacte [53]. ¥V B3pocbIX opakeHue neyeHu MOXKET I~
TEIbHO TIPOSIBISTHCS B IIOBBIIICHUU IT€UCHOUYHBIX
(bepMEHTOB C pa3BUTUEM IIMPPO3a MEUYCHU B MOXKUIOM
Bo3pacre [21].

K Backynutam, accounupoBaHHbiM ¢ HAAT, oTHO-
cATCs TpaHyIeMaro3 BereHepa 1 MUKPOCKOITMUECKII TTO-
JIMAHTUUT, TTpU KOTOpbIX BhIBIsTIOTCS C-ANCA [53—55].
ITpotennaza-3, kak u HD, sBnsieTcst cepuHOBOI MpoOTe-
a301, TakxKe JIOKAIu3yeTcsl B rpaHyjax HeWTpoduion
¥ 00JlaaeT MOIITHOM CITOCOOHOCTHIO BEHI3BIBAThH JIECT-
PYKTHBHBIE TIPOIIECCHI B TKAHAX U, Kak 1 HD B Mexkite-
TOYHON KMIKOCTU, B OCHOBHOM MHrudbupyercs AAT.
BeposiTHO, TTO3TOMY TIpU YTHETEHUHM KOHTPOJIMPYIOIICIA
dyaxkaun AAT Ha done HAAT moBbImIaeTcsl aKTWB-
HOCTb 3TOr0 (hepMEeHTa, UTO SIBJISIETCS IyCKOBBIM MeXa-
HuzMoM 1 cuHTe3a C-ANCA [56].

ITo nannbiM BO3, caMoe penkoe COCTOSIHME, acco-
uurupoBaHHoe ¢ HAAT, — 5T0 HEKpOTU3UPYIOLIUI TTaH-
HUKYJIUT, yacToTa Kotoporo mpu HAAT cocrasisger
<1cayvyas Ha 1 000 maumueHtoB [57]. IlaHHUKYIHUT,
accouunpoBaHHbli ¢ HAAT mposiBisieTcss 00Jie3HEH-
HOCTBIO, TIOKpaCHEHNEM, TUIIepTepMUE KOXU 1 (pop-
MHUPOBaHHEM Y3€JKOB B 00J1aCTH Oenep U SITOAUIL C T0-
CJENYIOLIMM M3bS3BJICHUEM U NPEHAXeM CTEePUIbHOM
MPO3PAYHOU XEATOU MaCITHUCTOM XKUAKOCTU Oe3 3ama-
xa [58].

[IpyuHuMass Bo BHMMaHME IIMPOKYIO pacIpocTpa-
HEHHOCTb B IOMYJSLUMU dMOU3EMBbl JETKMX U 3HA4Yu-
TEJbHYIO BapuaOeIbHOCTh KIMHUYECKUX IIPOSBICHUI
HAAT, nns onpeaefieHUs OKa3aHUM K KOJIUYEeCTBEHHO-
My onpeaeneHuio AAT CTOUT MCITOJIb30BaTh PEKOMEH-
Jaluu, npenjgoxeHHsle B CTaHaapTax Mo JUarHOCTUKE
u jedyeHuto i ¢ HAAT, noaroroBaeHHbIMU AMepu-
KaHCKUM TopakaibHbiM ob1ecTBoM (ATS) u Esponeii-
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ckuM pecrimparopHbiM ob1iectBoM (ERS). Komuuect-

BeHHOe ompeneneHue ypoBHS AAT mokasaHo, eciu

MMEIOT MecTo [5]:

* CHMWXXEHUeE MUKa &;-IJI00YJIMHOB MpU 37eKTpodopese
OCJIKOB CBIBOPOTKM;

* paHHsS 3Mbu3eMa JerKux B OTCYTCTBMU aHaMHe3a
KYpEHMSI;

» nokazaHHasg HAAT y ujieHOB ceMbU TNallUeHTA;

*  OIBIIIKA 1 KaIlleJIb Y MHOTHX WICHOB CEMbU B Pa3HBIX
TOKOJICHUSIX;

* 3a0o0JieBaHUS TTIEYEHU HEYCTAHOBJIEHHOM TUOJIOTUH;

* XOBbJI y Bcex MalMeHTOB;

*  OPOHXO3KTa3bl HEYCTAHOBIICHHOM 3TUOJIOTUN Y B3POC-
JIBIX JILI;

* DA y nauueHToB, TOJEPaHTHbBIX K aleKBaTHOI Tepa-
804078

* HCOOBSICHUMBIN MAHHUKYJIUT U BACKYJIUT, acCOIM-
upoBaHHbIit ¢ C-ANCA.

CHUXXeHUE TMUKa «;-IJI00YJIMHOB INPU PYTUHHOM
371eKTPO(OPETUUECKOM HCCIeNOBAaHUN OEJIKOB CHIBO-
POTKHU KPOBH SIBJISICTCSI IIPOCTHIM B BBITIOJTHEHUN 1 BMEC-
T€ ¢ TeM JOCTATOYHO MH(MOPMATUBHBIM MapKepoM BO3-
moxkHoii HAAT. AAT BXxoauT B cocTaB TJI00YJIMHOBOM
(pakim 6eJIKOB CBIBOPOTKM KPOBU M TIPU SJIEKTPOhO-
PETUICCKOM HCCIICIOBAHNU BMECTE C OPO3OMYKOUIOM,
C-peakTUBHBIM OEJKOM, CEPOMYKOUIOM, TPAHCKOPTHU-
HOM, TPAHCTUPETMHOM U HEKOTOPBIMU APYTMMU 00pa-
3yeT MUK -TJIOOYJIMHOB, TIpUYeM IIPEACTaBUTEILCTBO
AAT B aTOli (ppakLMU SIBIASIETCS JOMUHAHTHBIM. Takum
00pa3oM, CHIDKEHUE MUKa &-TJIO0YJIMHOB TIPU PYyTUH-
HOM 3JIeKTPpO(POpeTUYECKOM UCCIeTOBAaHUU OETKOB Chl-
BOPOTKU JOJIKHO CJIYKUTb ITOBOIOM I JAJTbHEMIIIETO
noncka (heHOTUITMIECKNX M TCHOTUITNIECKIX MapKepOB
nepunuta AAT. Tlpu KonudecTBEHHOM OIpenesieHUun
ypoBHs1 AAT cienyet yduTbiBaThb, YTO, Oyay4yu HeCIel-
(uyecknm ocTpoda3zoBbIM OEJTKOM CBIBOPOTKU, Ha (ho-
He BocIajieHus ypoBeHb AAT y TeTepo3uTroT MOXET 10~
BBIIIATHCS B = 3 pa3za [3].

B nmanbHeiinieM mpu MpOBENeHUU TEHETUYECKOIO
TECTUPOBAHUS ITaIlMEHTOB, Y KOTOPBHIX KIMHUYECKAS
KapTuHa no3BoJisieT 3anogo3putb HAAT, uenecoobpas-
HO CJeloBaThb PeKOMEHOALMSIM, pa3pabOTaHHBIM IS
ornpejesieHust TaKUX Moka3zaHuii. JlaHHbIe peKoMeHaa-
WU TTOAPA3ACIIIIOTC Ha 4 KaTeTopuu: A — TreHeTHIec-
KO€ MCCJIeIoBaHNe TI0Ka3aHo; B — reHeTHIecKoe nccie-
JIOBaHNE MOXET ObITh moyie3HbIM; C — TeHEeTUYEeCKOoe
HCccleoBaHMe He peKoMeHa0BaHO; D — pekoMeHIoBa-
HO H€ BBITOJIHATh TeHETUUECKOE TeCTUpOBaHUeE [5].

PexomeHmanmu Kateropuu A — TeCTUPOBaHME TTOKa-
3aHO:

*  B3pOCJBIM JullaM ¢ HaauyueM smbuszembl, XOBJI,
BA ¢ He MOJHOCTBIO OOPAaTUMOU OpPOHXUATBHOW
o0CTpyKIMel Ha (poHe arpecCUBHOI Teparu OpPOH-
XOIUJIaTaTOpaMu;

* JIMIIaM C HEOOBSICHUMBIM MOPaKeHUEM MeYeHU, OCO-
OEHHO TTOXXUJIOTO BO3PACTa;

* MalMeHTaM C OTCYTCTBHEM KIIMHMYECKUX CUMIITOMOB
3a00JIeBaHUs U ¢ HAJIMYMeM OPOHXMAJIbHON 00CTPYK-
LIMU, TOKA3aHHOU MOCPENCTBOM CIIMPOMETPUU B CO-
YeTaHWU ¢ (paKTOpaMH PHUCKa, TAKUMU KaK TabaKo-
KypeHwue, IIpohecCHoHaTbHBIC BPETHOCTH U 1.

Pexomennannm Kareropuu B — TecTupoBaHuE MO-
XKET ObITh MOJIE3HBIM:

*  B3POCJIbIM JIMLIAM C HATUYUEM OPOHXOIKTU30B HEJI0-
Ka3aHHOU 3TUOJIOTHM;

* IIOOPOCTKAM C MEPCUCTUPYIONICH 0OCTPYKIIMEil BO3-
JYIITHOTO TTOTOKA;

* MalMeHTaM C OTCYTCTBUMEM KIMHUYECKUX CHUMIITO-
MOB 3a00JIEBaHMSI M C HAJTMYUEM IIEPCUCTUPYIOLICH
OOCTPYKIIMM BO3AYIIHOTO ITOTOKa 0e3 (haKTOpOoB
pHUCKa;

* B3pocibiM, cTpagaoimmM C-ANCA-accolMupoBaH-
HBIMU BaCKyJIUTaAMMU.

Pexomenmanmm kateropumu C — HcclIemoBaHuE He
PEKOMEHIOBAHO:

*  B3POCJIBIM JIMLIAM, CTpafatolnuM bA ¢ He TOJTHOCThIO
00paTUMOit OPOHXUATBHON OOCTPYKIIUEHA.
CBoeBpeMeHHasT UarHOCTHKa cuHIpoMa Jlaypera—

Opukccona nmpu HAAT Bo MHOrom ormnpeaensieT gaib-

HEeUIIWii MPOrHO3 MaluUeHTOB. BOJBIIMHCTBO JieTalb-

HbIX McxonoB 00abHBIX HAAT — 72 % — 0OYCJIOBIEHO

nporpeccupyloiieil sMbu3emMoii gerkux, 68 % 001bHbIX

B TeUeHHUe 3 MOCIEeIHUX JeT XKM3HU ObUIM BBIHYKICHBI

OTKa3aTbCsl OT pabOThl U COOJIOJANM AOMAIIHUN WIU

ITOCTEJILHBIN PEXUM, a CpeIHE BO3pacT HACTYIUICHUS

WHBaJIMIM3auu coctaBmi 46 ser [29]. Bospems Haua-

TOe JeYeHre U MoauduKalys odpasa KU3HU, 0COOEHHO

B OTHOLLIEHUHN KYPEHMUSI, MOTYT CYIIIECTBEHHBIM 00pa3oM

ITOBJIMSITh HA WHBATUAWU3ALNIO W ITPOIOKUTEIHBHOCTD

KW3HU. Tak, HampuMmep, IIPU €CTECTBEHHOM TEUYCHUN

00JIe3HM MearaHa CMEPTH ISl KyPWIBIIIMKOB COCTaBUIa

40 eT, a oIt HUKOTAA He KypuBIIMX — 65 et [21].

Ha mpenoTBpaiiieHre mporpeccupoBaHust sMdu3se-
MBI 3HAYUTEIbHOE, 2 MTHOTAA M OIIPEACIISIoNIee BINSIHIE
MOXET OKa3aTh yCTpaHEHME 9K30T€HHBIX (DaKTOPOB PUC-
Ka: TabakoKypeHus [59], moyoTaHTOB M3 OKpyXaro-
el cpenbl, MpodecCUOHATBHEBIX BPeIHOCTE, UTO, Be-
POSITHO, OCOOEHHO aKTyajbHO Y JIML C TOMO3UTOTHBIM
dpenorunom. Pusnueckas peabUIMTALIMSI CITOCOOHA IT0-
BBIILIATh BHIHOCJIMBOCTb U TOJEPAHTHOCTb K (hu3uyec-
KM Harpy3kaM, CHIDKATh IVCITHO3 M KOJMYECTBO TOC-
nuranusanuii  [60], Tem Oosiee 4YTO CcTpamarolIne
cuHapoMmoMm Jlaypenna—DpUKcCcoHa MAaLMEHTHI B Cpe-
HeM MoJioxke 0oJibHbIX XOBJI u nydine nepeHocsT Gu-
3M4ecKre Harpy3ku. OgHaKo cjieayeT YYWUTHIBATh, UTO
YPOBEHb HATPY30K MOJIKEH TMOAOMPAThCS C YIETOM HC-
KJTIOUEHMST 3HAUUTEJIbHON TMIIEPBEHTUWISILIMUA U 00pa3o-
BaHWS "BO3IYIIHBIX JIOBYIIEK [5].

B kxauecTBe IpeBEHTUBHOM CTpaTerny peKOMEHIyeT-
Csl TIPOTUBOTPUIIIIO3HASI M TIPOTHUBOCTPEIITOKOKKOBASI
BakuuHauusg [5]. HasHaueHue aHTHMOaKTepuaIbHBIX
NpenapaTroB Mpy MPUCOEAUHEHUM OaKTepUabHON WH-
ek OBIXaTeNbHBIX ITyTEH CYUTACTCS OIpaBIaH-
HBIM — JIOTUYHO TIPEATIONIOXKUTH, YTO TTOAABICHUE MECT-
HOTO HEUTPOMUIBHOTO BOCIAJEHUS TOJDKHO CHIUKATH
ypoBeHb akTuBHOcTM HOD [5]. B 3TOoM cMbicie Gonee
OIIpaBIAHHBIM TIPEICTABIISICTCS Ha3HAYeHWE IIperiapa-
TOB TPYIIIBI MaKpPOJHUIOB, ITOCKOJBKY OHU O0JIagaioT
OOmblIeil CITOCOOHOCTBIO TOJABIATH HEWTPO(GUILHOE
BocniayieHue [61].

B kauecTtBe HecrmenM(pUUIECKOW MeIUKaMEHTO3HOM
Teparuy 3TUM OOJIbHBIM Ha3HAYAIOTCSI MHTAJISIIIMOHHBIC
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OPOHXOIMIATATOPBI, KOTOPHIC TIPUMEHSIIOTCST HE CTOJIb-
KO C LEJbI0 JTOCTUXKEHUSI OpOHXOAUIATUPYIONIETO -
(exTa, CKOJBKO IS YJIyUYIIEHUs KauecTBa XXU3HHU, T. K.
OHM YMEHbIIAT aucnHod [5]. HecMoTps Ha TO, 4TO
JaHHBIC TI0 MPUMEHEHUIO MHTAJISIIIMOHHBIX TJIIOKOKOP-
TUKOCTEpOoua0B y OonbHBIX ¢ HAAT HeomHO3HAYHBI,
BEPOSITHO, UX KMCIOJIb30BAHUE 11€J€CO00pa3HO y Malu-
€HTOB C [IOKa3aHHOW OpOHXMAJIbHOW TUIEPPEaKTUB-
HOCTBIO C IIEeJIbI0 CHIKEHMST cKopocTu mameHus OdB,
KakK TpeauKTOpa pocTa CMEPTHOCTU IMOCPEIACTBOM HO-
CTUXEHUSI KOHTPOJs Haa OpOHXMaJIbHBIM BOCHase-
HueM [62]. Kuciaoponotepamnust 60JbHBIM CHUHIPOMOM
Jlaypenna—DpuKccoHa MPOBOOUTCS IO OOIIUM IIPUH-
LUMaM, HW3JIOXEHHBIM B OMUIIMAIbHBIX JOKYyMEHTax
ATS un ERS no Benenuto nauueHton ¢ XOBJI [5]. Ho-
OaBjieHNE K TIPOBOAMMON Teparuu MepopaTbHbIX TJII0-
KOKOPTHKOCTEPOUIOB BO3MOXHO IIPH HAIMYNHI YETKOTO
aCTMaTUYECKOTO KOMITOHEHTaA [5], omHaKO HEOOXOAUMO
OLIEHUTb PUCK Pa3BUTUSI TTOOOUHBIX 3(h(HEKTOB 3TOi1 hap-
MaKOJIOTMYECKOM TPYIIIIBI C YIETOM JIJIUTEIBHOCTA MX
npuema. B otmmune ot 6ombHBIX XOBJI, cpegHuii Bo3-
pacT KOTOPHBIX, KaK MPaBUJIO0, 3HAUMTEIBHO BBIIIIE, MOX-
HO MPENIOoJOXUTh, YTO PUCK Pa3BUTUS IMOOOUYHBIX
3¢ @EKTOB, CBSI3aHHBIX C PAa3BUTUEM CTEPOUTHOTO OC-
Teoropo3sa, y naiueHToB ¢ HAAT Oynet Huke.

C nmaToreHeTUYECKOM TOYKM 3peHUsT HauboJiee orpan-
JaHHOI JieueOHOM TaKTUKOW, MPOBOAUMON C LEJbIO
MPEAOTBPAILEHNS] TTPOTPECCUPOBAHUST IM(MU3EMBI TIPU
cuaapome Jlaypemra—DpUKCCOHa, SIBIIIETCS 3aMECTH-
TeJbHAsI TepaIusl, ITOCKOJIbKY BOSHUKHOBEHUE dMbU3e-
MbI YETKO KOPPEIUPYET CO CHUKeHUEM ypoBHsI AAT Hu-
Ke mporekTuBHoro nopora [10]. B HacTosiiiee Bpems
3Ta IMpobiieMa aKTUBHO pa3padaThIBacTCsI B 4 OCHOBHBIX
HarpaBJeHUsAX: 1) BHyTpMBEHHasl 3aMeCTUTE/IbHas Te-
panusi IepuBaTOM YeJI0BEUYECKOM Ta3Mbl; 2) 3aMeCTU-
TeJIbHAs MHTAJSIIIMOHHASI Teparus; 3) 3aMeCTUTETbHas
Teparnusi peKoMomHaHTHEIM AAT, 4) Tepanusi CHHTETH-
YeCKMMU MHTHOUTOpaMu 3j1actasbl [63]. JepuBarsl ye-
JIOBEUECKOM MIa3Mbl IS BHYTPUBEHHOMN 3aMECTUTEb-
HOU Tepanuu (mpenapatbl Prolastin, Aralast v Zemaira)
CIOCOOHBI HE TOJBKO 3aMEIJIUTh MPOTPECCUPOBAHUE
5M(PU3EMBbI, OLIECHEHHOE KaK 1Mo TeMIy cHIkeHuss ODB,
(3(dexT BBISIBJIEH TOJBKO Y MALMEHTOB CO 3HAYEHUSIMU
O®DB, ot 31 10 65 %) [64, 65], TaK U 110 CTEIIEHN YMEHb-
IIeHUS TJIOTHOCTHU JIETKUX, BBISIBICHHON ITOCPEACTBOM
KTBP [66], HO 1 CHU3UTb CMEPTHOCTb Yy JIULL C HU3KUMU
sHaueHusmMu ODB, [64, 65]. Ha cerogHsSIIHWIA IeHb
ropasao MEHbIIIe TaHHBIX UMEETCs B OTHOIIIEHUU 3 oc-
TaJbHBIX METOIOB IPOBEICHUS 3aMECTUTEIBHOI Tepa-
M1HU, a UX KIMHU4YecKast 3(p(eKTUBHOCTh 1 0€30ITaCHOCTh
TpedyeT OoJiee NpucTaJbHOro usydyeHus. K coxaneHuto,
B Hacrosiiee Bpemsi B Poccuu HU OJMH U3 CYIIECTBYIO-
LIMX IIpernapaToB Ijsl MOAIEPKUBAIOLIEH 3aMECTUTEIb-
HOI Tepanuu 00JbHBIX CUHApOMOM Jlaypemna—OpuKkcco-
Ha MoKa He TOCTYIIEH.

YuutbiBasg HEOONBINON CpeaIHUId BO3pACcT MallUeH-
TOB, CTpafalolINX CHHIApoMoM Jlaypemra—3DpuKCcCcoHa,
METOIOM BBIOOpA SIBJISIETCS] TPaHCIUIAHTAIIUS JIETKUX —
MO0 OJHOCTOPOHHSISA, JMOO OunatrepajbHas, JUOO
nepecagka Komruiekca "cepaue—ierkue”. Okono 12 %
TaKMX OIlepalldii B MHpPE IIPOM3BOIUTCS IAllMEHTaM

¢ HAAT [67]. BropsIM orepaTuBHBIM METOIOM J€YEHUS
OOJIBHBIX ¢ BM(PU3eMOii, pa3BuBleiicsa BeaencTsrue HAAT,
SIBJISIETCSI XMpYpruyeckasi peayKiusi oobema Jerkux, Ko-
TOpasi BBIMOJHSETCSI MPU HEBO3MOXHOCTU TpaHCIUIaH-
tamuu. OmHAKO KIMHWYECKUU 3(PdeKT Imocie ImpoBe-
JIEHHOI OIlepalliyd MOYTU MOJHOCTBhIO HMBEIMPOBAJICS
IT0 TIpoLIeCTBUU 1-TO rofa HabmoneHus [68].

ITockonbky cunapom Jlaypemia—DpuKccoHa SIBJISI-
eTcsl caMbIM YacThiM nposiBieHueM HAAT, 3HaHue oco-
OCHHOCTE!l KJIMHMYECKOTO TEYEHMSI STOIO COCTOSIHUS
MO3BOJISIET MPAKTUKYIOLIEMY Bpauy He TOJIbKO CBOEBpe-
MeHHO auarHoctupoBatb HAAT, HO U MOBIUITHL Ha
TIPOTHO3 3a00JIEBaHMSI.
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