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Pesiome

Heduunr o -antutpuncura (A1AT) otHocuTes K ophaHHbIM 3a00eBaHUAM. OCHOBHBIMU OpPraHaMU-MULICHSMU ABJIAIOTCS JIETKKUE, TIEYEHD
1 Koxa. TUIMUYHBIMY TPOSIBIEHUSIMUA CO CTOPOHBI OPTraHOB JBIXaHMsI SIBJISIOTCS dMdu3eMa U OPOHXOOKTa3bl, MPU MPOrPECCUPOBAHUU YACTO
MPUBOASIINE C MHBAIUAM3ALMK. [ 3aMeIJIeHUs] TTPOrPECCMPOBAHUSI MATOJIOTUHM JIETKUX B MUPE MPUMEHsieTcs 3amectuTesibHas Tepanus (3T)
MHIMOUTOPOM O -TIpOTeHHa3bl. 11ebio paboThl IBUIOCH O3HAKOMJIEHUE Bpaveid ¢ PEAKUM 3a00/1€BAHNEM JIETKUX, KOTOPOE MPUBOIMT K PAHHEMY
Ppa3BUTHIO SM(U3EMbI U XPOHUYECKOI 0OCTPYKTUBHOM 00JIe3HM JieTKUX. 3aKioyeHne. PaHHee BbISIBIICHKE TTATOJIOTMU JIETKUX, ACCOLIMMPOBAHHOM
¢ nepuumrom A1AT, MO3BOJIUT BOBpeMsl Ha3HAUUTh Heobxoaumyto 3T, uTo, B CBOIO Ouepe/b, MPUBEIET K YBEJIMUEHUIO MPOIOJIKUTETbHOCTA
M YIYYILIEHWIO KAUeCTBA XU3HM MALMEHTOB C JaHHOM IMaTOJOTHEN.

Kimiouesbie ciioBa: 1epuuNT o -aHTUTPUIICUHA, TTAHALMHAPHASI SMDU3EMa, 3aMECTUTETbHAS TEPArTHsI.
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Abstract

a,-Antitrypsin deficiency is classified as an orphan disease. The main target organs are the lungs, liver and skin. Typical respiratory manifestations
are emphysema and bronchiectasis, which often lead to disability as the disease progresses. To slow the progression of lung pathology, replacement
therapy with an a, -proteinase inhibitor is used worldwide. The aim of this article is to familiarize physicians with a rare lung disease that leads to the
early development of emphysema and chronic obstructive pulmonary disease. Conclusion. Early detection of lung pathology associated with
o, -antitrypsin deficiency allows timely prescription of the necessary replacement therapy, which in turn leads to an increase in the duration and
improvement in the quality of life of patients with this pathology.
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Hebuuur a -anturpuncuna (AIAT) otHocuTCA K Op-  HsETCs 3amecTuTesbHas Tepanus (3T) uHruéuropom
(baHHbIM 3a601€BaHUAM. OCHOBHBIMM OpraHaMU-MUILE- O -TIPOTEMHA3BI.

HSIMU SIBJISIIOTCSI JIETKUE, MeYeHb U KoxXa. TUMMUYHBIMU

MPOABIIEHUAMM CO CTOPOHBI OPTaHOB JbIXaHUS SBJIAIOTCS an naemuonorusa

sMdusemMa U1 OpOHX03KTa3bl, MPU MPOrpecCUPOBAHUN

yacTo npuBogsdine ¢ nHBanuausauuu. g topmoxe-  Jdedunur AIAT otHOcuTCs K Tpyrne opdpaHHBIX 3200-
HUS IPOrPECCUPOBAHUSI TIATOJIOTUHU JITKUX NpuMe-  JieBaHuii. B Poccuiickoit @enepanuu 3ad001eBaHKUE OT-
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HOCHUTCS K PEIKUM, €CJIM OHO BCTPeYaeTcs ¢ 4acTOTOM
< 10 cyyaes Ha 100 ThIc. [1], mpu TOM TOUHbBIE CTATUCTH -
YyecKue JaHHbIe O pacrpocTpaHeHHOCTH neduniuta A1AT
B Poccuiickoii @enepaiiuu, K COKaJIeHUIO, OTCYTCTBYIOT.

ITo nanHbIM 3apy0eskHbIX Koer, aepuuut AIAT ot-
HOCUTCS K «CaMbIM YaCTO BCTPEYAIOLIMMCS CPEU PEIKUX
3a00JIeBaHMIi», TIPU 3TOM YacTOTa BCTPEUYAEMOCTH Je-
¢unmta AIAT conmocraBuMa ¢ pacrpoCTPaHEHHOCTBIO
MyKoBucuuno3a. PacpoctpaneHHocTs nepuira A1AT
B CIIIA cocrtasinsiet 1 : 2 500, uTo B aOCOMIOTHBIX LU bpax
cocrasysget okojo 100 Teic. [2, 3].

ITo npuGIM3UTEABHBIM TIOJICUETaM, aTOJOrnYecKast
KOMOUMHaIIM ajiesiel, acCOLUUUPOBaHHAsI C TSKEIbIM
nepuuutom A1AT, cocTaBiisieT 0OKOJIO 3 MJIH YeloBeK
B Mupe [4, 5]. Takum 00pa3om, ecu SKCTPAIIOIMPOBaTh
JIaHHbIE 3apy0eXXHOW CTaTMCTUKU Ha HacejneHue Poc-
cum, Kotopoe Ha 2023 1. cocraBuiio 146 447 miH, TO Ha
tepputopun Poccuiickoit Menepalinit JOJKHBI ITPOKU-
BaTh 58 ThIC. YEJIOBEK, UMEIOIIUX XOTsI ObI OJTHY MAaTOJIO-
TUYECKYIO ajijieb B TeHe ceplmHa. B HacTosmee Bpe-
MSI BBISIBJIIEMOCTD JAHHOU MaTOJOTUM Ha TEPPUTOPUU
Poccuiickoit @enepaiivu KpaitHe HU3Ka U TIPeCTaBlIeHa
SOIUHUIHBIMU CIyJasiMU B OTHEJBHBIX peruoHax. Tak,
K HaACToOsIIeMY BpeMeHU Ha Tepputopuu Poccuiickoit
Ddenepany BhISIBICHBI TOJBKO 60 YeI0BEK ¢ TOMO3U-
TOTHBIMU U3MEHEHUSIMH TI0 TTATOJIOTUIECKON Z-aJuIelH,
MIPUBOISIIME K Pa3BUTHUIO BEIPAXKEHHBIX KIIMHUYECKIX
nposiBneHuit. Huskast BBISIBIISIEMOCTb JTaHHOM TTaTOJIOTHH
Ha tepputopun Poccuiickoit Menepariny cBsi3aHa nmpexiae
BCEro C IUIOXOil OCBEIOMJIEHHOCTBIO Bpaueil 0 TaHHOM
3a00JIeBaHUU.

Llennio paboThI IBUIIOCH O3HAKOMIJIEHUE Bpaueli ¢ pea-
K1M 3200JIeBaHMEM JIETKMX, KOTOPOE MPUBOIUT K paHHE-
MY Pa3BUTHIO SM(GU3EMbI U XPOHUYECKO 00CTPYKTUBHOM
6osie3Hu aerkux (XOBJT).

Cuctema «npoTeonus — aHtunpoteonusy. CepuHoBbIe
npoTeasbl N UX UHFUOUTOPBI (CEPNUHBI)

OnHoit 3 HanboJIee BaXKHBIX CUCTEM OpraHu3Ma, 0e3 Ko-
TOPOIl HEBO3MOXHO €r0 HOpMajibHOE (DYHKIIMOHUPOBa-
HUeE, SIBJISIETCS CUCTeMa MPOTe0u3a, KoTopasi BKI0YaeT
B ce0sI HE TOJIBKO IIPOTEOIUTHICCKIE (DEPMEHTBI, HO U X
MHIUOUTOpPHL. B HOpMe rpoTeasbl U X MUHTMOUTOPHI TIpe/l -
CTaBJISIIOT CO0O0I XOPOI1Io cOalaHCUPOBAHHYIO CUCTEMY.
OCHOBHYI0 4aCTh MPOTEOJIUTUUYECKUX (DEPMEHTOB UYEJI0-
BEUYECKOTO OpPTaHM3Ma COCTABIISIIOT METAJUIOCOIepKaIIe
U CepMHOBBIC MpoTea3bl. KpoMe Toro, CyIecTBYIOT eIe
LIMCTEMHOBBIE, TPEOHMHOBBIE, acllaparnHOBbIE MpoTea-
3bl. Hanbosee M3BeCTHBIMU CEPUHOBBIMU MPOTEa3aMu
SIBJISTIOTCS] TPUTICUH, XUMOTPUIICUH, SHTEPOTIEIITUIA3A,
ypOKMHAa3a, 3jJacTa3a, KaJNIMKPEHUHBI TUIa3Mbl M1 KPOBU
1 HEKOTOpPBIE (haKTOPbI CBEPTHIBAHUST KPOBU.

TpuncuH U XUMOTPUIICUH YJaCTBYIOT B pacIleIIeHUN
0EJTKOB ITUIIY B TOHKOM KUIIIEYHUKE, SHTEPOIIETITHAA3A —
MUILIEeBAPUTEIbHBIN (DEPMEHT, ITPeBpaILAIOLINI TPUTICH -
HOTEH B TPUIICUH, YPOKMHA3a YYaCTBYET B PACTBOPEHUU
TPOMOOB KPOBH, 3J1acTa3a ClocoOHA paclIeTUISITh 3JIACTUH
COCTMHUTEIPHOI TKaHU.

B HOpMe B peryisiinm mpoTeosr3a yIacTBYIOT MHTH -
OUTOPBI MPOTEOJUTUUECKUX (DepMeHTOB. OpraHu3m 4eo-

Beka 00J1aaeT MOIIIHBIM aHTUITPOTEA3HBIM MOTEHIIMAIOM,
B OCHOBHOM 3a cueT ceprmiHOB. COOTBETCTBEHHO, aKTUB-
HOCTb CEPMHOBBIX IIPOTEMHA3 PETyIMpPYeTCsT OeTKaMU-H-
rubuTopamu cyrnepcemeiictBa ceprmuHoB (SERine Proteaze
Inhibitor — SERPIN). K rpynmne nHruOuTopoB CepUHOBBIX
NPOTEA3 OTHOCATCH CL,-AHTUTLIA3MHUH, Q. -MaKpPOIJIOOY/IUH,
A1AT, antutpoMm6buH 111 u ap. B ycinoBusix naroyioruu
MPpOTea3bl CTAHOBITCS Ype3MEPHO aKTUBHBIMU, UX paboTa
HE KOHTPOJIMPYETCsI, YTO U MPUBOIUT K pa3BUTHIO 00J€3-
Hu. OcHoBHas ¢yHkuus AIAT — 3T0 oaaBiIeHUE Ype3-
MEpHOIT aKTUBHOCTU HEUTPOMDIIIBHOM 31aCTa3bl M APYTUX
CEPUHOBBIX IIPOTEA3.

CeromHs HacUMTHIBaeTCsl 0KOJI0 50 HaCIeACTBEHHBIX
3a00JIeBaHNIi, OCHOBY KOTOPBIX COCTABJISTIOT HAPYIIICHUSI
(PYHKIIMOHUPOBAHMS TCHOB, OTBETCTBEHHBIX 3a SKCIIPEC-
cHI0 TIpoTeas 1 ux nHruouropos. Hanbosnee pacrpocrtpa-
HEHHBIMM 3200JIeBAHUSIMU, CBSI3AaHHBIMU C BPOXKIEHHBIM
IeULIITOM CEPITMHOB, SIBJISTFOTCS TIEpBUYHAsI SMpr3eMa
JIETKUX Y HACJICICTBCHHBIIT aHTHOHEBPOTUUECKMI OTEK.

leHeTUKa

Heduuut A1AT HaciaeayeTcs Mo ayTOCOMHO-KOIOMU-
HaHTHOMY THITy. ['eH, Komupytonuii AIAT, Ha3pIBaeTCs
SERPINAI v pacnioyioxXeH Ha IJTMHHOM Tiieve 14-it xpo-
MOCOMBI.

®enotunmpoBanre A1AT ocHOBaHO Ha 3JIEKTPO-
dopeTrIecKoil MOABMKHOCTH OCJIKOB, IIPOIYLIMPYEMBbIX
pa3IUYHBIMU aHOMaNbHbIMU ajiensiMu A1AT. I'eHoTu-

MMPOBAHNE OCYIIECTBISICTCS ITyTeM MACHTU(UKALINHN CIIe-

uuduveckux amenei B JIHK, Hanpumep, ¢ moMoIiipio

TECTOB ITOJIMMEPA3HOU LETTHON PeaKIIMU WU ITyTEM CeK-

BeHUpoBaHMs TeHOB. BapuaHtsl A1AT MOXHO pa3nennTb

Ha 4 OCHOBHBIE TPYMIIbI [6]:

*  HOpMAJIbHbIE AJIIeJH CBSI3aHbI C HOPMAJIBHBIM YPOBHEM
A1AT u HopMmanbHOI (pyHKIMe. CeMelicTBO HOP-
MaJIbHBIX ajljiesieit o0o3HavaeTcsa Kak M, a HopMaJib-
HbII reHoTUIT — MM;

* JeduUIMTHBIE aJUTeM CBsI3aHbl ¢ ypoBHEM ATAT B ruias-
Me < 35 % ot cpeaHero HopMajabHOro ypoBHs. Hau-
OoJiee pacrpocTpaHEeHHO Ne(ULIUTHON anleblo,
CBSI3aHHOI ¢ SM(U3EMOIA, ABJsIETCS ajeib Z;

* HyJeBble aJIeJM TIPUBOJST K OTCYTCTBUIO Oenka AIAT
B 11a3me. JIviia ¢ HyJieBBIM TeHOTUIIOM BCTPEYAIOTCS
pexe BCero M MojBepraloTcsl pucky Haubosee TsoKe-
JIoit (hOopMBbI TTATOJIOTMHU JIETKUX, HO He 3a00JieBaHU I
TeYeHN;

*  AuC(YHKIMOHAIbHbIE AJUIeJIM TPOU3BOIAT HOPMAJIbHOE
KoauuecTBO O0enka A1AT, Ho 6eoK He (PYHKIIMOHU-
pyeT IOKHBIM obpas3oM (Harpumep, PI*F).

KnuHuyeckue nposABIeHNA

OcHOBHbIE KTMHUYECKUE TposiBieHus aebunura A1IAT
KacaroTcs 3 OTHENBbHBIX OPTaHOB: JIETKUX, TTIEYCHN 1 3Ha-
YUTEJIbHO pexe — KOXu. B cnopaguueckux cooOIIeHUsSIX
yKas3bIBaeTcs Ha To, 4yTo Aeduiut AIAT moryT comnpo-
BOXJIaTh TaKXKe IPYrue KIMHUYecKue coctossHus. Kak
MMPaBWJIO, B KIIMHUYECKON MpaKTUKe MpHU AehHUINATE
A1AT nuoupyeT naTonoTHsI JIETKUX, KOTOpas POSIBIISI-
eTcsl B BUJE MaHallMHApHO 3M(U3eMbl (CM. PUCYHOK),
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PucyHok. TlaHaunHapHas smbuszema Ha doHe nepuuura o -aHTU-
TPUTICUHA

Figure. Panacinar emphysema due to o -antitrypsin deficiency

OpPOHX03KTa30B, XPOHUUYECKOI0 OpOHXHUTA U Jaxe OpOH-
XUQIBHOW aCTMBI.

JByMSsT OTJIMIUTEIbBHBIMU OCOOEHHOCTSIMU 3Mbu3e-
MBI, CBSI3aHHOM C TsKeabIM aepunutoM A1AT, sBnsitoTcs
IeOI0T B MOJIOIOM BO3pacTe M MPEUMYIIIECTBEHHAS JIO-
KaJln3alus B 0a3albHbIX OTeNax Jerkux. Kinmnnueckas
KapTuHa sMbuzeMbl Beaenctsue aedhunura AIAT nmeet
MHOTO OOILIMX YepPT C OOBIYHON XPOHUYECKOI 0OCTPYK-
TUBHOM OoJe3Hbio Jerkux (XOBJI). Haubonee pacmpo-
CTpaHEHHBIM CUMITTOMOM SIBJISIETCS OJIbIIIIKA, KPOME TOTO,
MOXET OeCTIOKOUTh KallleJib, BbIICJIECHUE MOKPOTHI KaK
ITOCTOSTHHO, TaK M TOJIBKO Ha (hOHEe MHMEKIINH BEPXHUX
IIBIXaTeIbHBIX MMyTel [7, 8].

bponxoskTaTrueckast 00Jie3Hb TAKXKE CBsI3aHa C TSIKe-
JabiM neduriutom A1AT. Hanpumep, Mo TaHHBIM OJJTHOTO
U3 MCCIIeN0BaHU, OPOHXOIKTa3bl BhIsIBIeHb Y 11,3 %
13 246 TOMO3UIOT 10 MATOJIOTUYECKO Z-amnenu [9].
[Ipenmonaraemasi pacpoCTPaHEHHOCTb B APYTUX OT-
yerax cocrabisieT 2—43 %. BpoHX03KTa3bl yallle BCETO
BO3HUKAIOT B IOJISIX ¢ 00JIee BRICOKMMM ITOKa3aTelISIMHU
BSM(U3EMBI, 3TO TTO3BOJISET ITPEATIONIOXKUTD, UTO (hOPMU-
pOBaHUIO OPOHXOZKTA30B MOXET CIIOCOOCTBOBAThH U3ME-
HeHUe apXUTEeKTOHUKU AbIXaTeIbHbIX TyTeit [9].

KpoMe Toro, opraHaMU-MUIIIEHIMHU TP AePUITATE
AIAT Taxke SIBISIOTCS TeYeHb 1 Koka. [laTonorust neye-
HM TIPOSIBJISIETCS] B pa3HOM BO3pacTe, OAHAKO OTMEYAIOTCSI
2 BO3paCTHBIX TTHKA:
¢ 1-i1 — B Bo3pacTe 10 1 roma, KOTOPBIA MPOSBISETCS

Yalle BCero o0paTUMBIM HEOHATATbHBIM XOJIECTa30M

Y TPAaH3UTOPHBIM TOBBILLIEHUEM TpaHCaMUHa3;

* 2-ii MUK NPUXOAMUTCS Ha Bo3pacT ctapiiue 50 JeT u, Kak
MIPaBUJIO, UMEET OoJiee Cephe3HBIC TTPOSIBJICHUS B BUIE
Hppo3a v KapuruHomsbl [10—11].

Koxxnbie mopaxenus npu aedpunure AIAT nposi-
JISIIOTCS B BUJIE HEKPOTU3UPYIONIEro NaHHuKyaura [ 12].

Kpome mepeunciieHHOro, CYIIeCTBYIOT U MaJIOU3-
BecTHBIe accounauuu aedunura A1AT ¢ cocynucTeiMu
3a00JIeBaHUSIMU, TAKUMU KaK aHEBPU3MBbI U (PUOPO3HO-

MBbIIIIEYHbIE TUCTPODUHU, a TaKKe KUIIEUHBIMU BOCTIa-

JINTETLHBIMU 3a00JIEBAaHUSIMM, BACKYJIUTAMHU (B YaCTHO-

CTH, TpaHyJeMaTo30M BereHepa) u riioMmepyaoHedpuTa-

mu [13—14].

OCHOBY accolldallMu MO3UTUBHBIX K LIUTOTJIa3Me
HeriTpodunoB antuten (Anti- Neutrophil Cytoplasmic
Antibody — ANCA) ¢ BacKyJIUTaMM COCTaBJIsIeT HE IO
KOHIIAa MU3YyYEeHHBI, HO BIOJIHE MPaBAONOA00HBINI Ta-
ToreHeTu4yeckuit Mexanusm: A1AT urpaet BaxkHYIO pOJib
B MHIMOMPOBAHWY MPOTEUHA3bI-3, (hpepMeHTa, KOTOPHI,
KakK ¥ HeUTpoduiIbHas 31acTa3a, OTHOCUTCS K TPYII-
e CepMHOBBIX MPOTea3, JIOKAJU3YIOIINXCS B TpaHyIax
HEeUTpo(pUIOB.

ITpu cHuxxenun aktuBHocTU A1AT nmporenHasza-3,
Hapsiy C NIPYTUMU CEPUHOBBIMU TPOTEa3aMu, MOXET
OKa3bIBaTh MECTPYKTUBHOE BO3MEICTBME HA TKAHU, UYTO
MOXKET MPOSIBJISATHLCS B BUIE TpaHyJieMaTo3a BereHepa.

MNMeHHO mo3ToMy AMEpMKaHCKUM TOpaKaJlbHbIM
u EBporeiickuM pecrimpaTopHBIM OOIIIECTBAMH B PEKO-
MEHIAINSIX IO 00CIeJOBAHUIO TTAIIMEHTOB C IIMTOILIA3-
matnyeckuM (C-ANCA)-NO3UTUBHBIM BacCKYJUTOM
BKJIIOUEHO 00513aTEIbHOE T€HETUUYECKOE TECTUPOBAHUE
Ha A1AT [6].

Cpenu DOTIOTHUTETbHBIX IIPU3HAKOB, KOTOPHIS MOJIK -
HbI HABECTU KJIMHUIIMCTOB Ha MBICIb O TECTUPOBAHUU
Ha nedbuuut A1AT, otmeueHsl caenyroiue [15]:

* sMdu3eMa y MOJIOIOTO YesioBeka (Bo3pact < 45 ner);

* sMdbu3eMa y HeKypSIIeTro WM MUHUMAJIBHO KYPSIIIIETO
YeJIoBeKa;

* sMmpuzema, xapakTepusyemas rpeodJagaHueM U3-
MEHEHUI B Oa3aIbHBIX OTIEIaX Ha peHTTeHOrpaMMe
OpraHoB IPyAHON KJIETKU;

* CeMeiiHbIi aHaMHe3 3Mdu3eMbl U / WK 3a00J1eBaHU
TeYeH!;

* OpOHXHMAaJTbHAs aCTMa, BOZHUKIIAS Y B3POCIBIX (KOTIa
OOCTPYKIIUSI IBIXaTeIbHBIX ITyTe HEe HOPMAINU3YeTCs
rnocJjie MpuMeHeHUs OPOHXOAUIATATOPOB);

*  KJIMHWYECKME TaHHbIe WU MAHHUKYJIUT B aHAMHE3€;

* KJIMHWYECKHUE TaHHBIC WA UCTOPUS HEOOBICHUMOTO
XPOHUYECKOTO 3a00JIeBaHUS TICYCHU.

JnarHo3s tsxenoro aeguuurta A1AT yctaHaBiuBaeTcs
TIPY BBISIBJIEHUH €TO YPOBHS B CBIBOPOTKeE < 57 MT / 11 (T10
JTAHHBIM HeeIOMETPHH) B COUCTAHNH C TTONTBEPKICHM -
€M TSKeJIoro Ae(UIIMTHOrO TeHoTHUIa (IyTeM LeJIeBOro
TE€HOTUITMPOBAHMS [UISI paCIPOCTPAHEHHBIX BApMAHTOB)
wiu ¢peHoTruna (MeToA0M M303J1eKTPUIECKOro (hoKycu-
poBaHusI).

g manmeHToB ¢ neunutoM A1AT (pyHKIMOHAb-
HbI€ TeCThI JIETKUX (HampuMep, CIIMPOMETPHsI A0 U Mocjie
OpoHxoauiaTaTopa, doauraeTusMorpacdus, 1udoysu-
OHHasI CITOCOOHOCTH IT0 MOHOOKCHUAY YIJIepO/1a) UCIIONb-
3YIOTCS JUTSI OLIEHKU CTETIeHU TSKECTH 3a00JIeBaHUS JIeT-
KHUX 1 MOHUTOPHUHTIA NTPOrpecCUpPOBaHUS 3a00IeBaHUSI.
TunmaHBIM QYHKIIMOHATIBEHBIM TTPU3HAKOM, CBSI3aHHBIM
¢ nepuriutom A1AT, saBisieTcst orpaHUYEHUE BO3IYLIIHOTO
IMOTOKa, KOTOPOE CO BpeMeHeM Tiporpeccupyer [16—17].

Busyanuzariysi opraHOB IpyIHOMN KJIETKU UCTIOb3YeT-
Cs1 JUTST OTIPEIENIEHUST XapaKTepa U CTeTNeHU BhIPaXKeHHOCTH
SMGU3eMbI U UICKITIOUSHUSI IPYTUX TIPUIMH OAbIIIKY. Kak
OTMEYaJIOCh BBIIIIE, KJIACCUIECKMM MATTEPHOM SMMU3EeMbI
npu nebunure AIAT aBasitoTest 6a3aibHO-IpeodIaaao-
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Ha ckopocTh cHuXeHUs GYHKLIMU JIETKUX CUIbHO
BIuMsieT KypeHue. ExerogHoe cHuxxeHue oobema op-
CMPOBaHHOrO BbIIOXa 3a 1-10 cekynay (OPB)) cpenn
KYPUJIBIIIMKOB COCTaBJIsIeT OT 42 mo 317 Mt o cpaBHe-
HUIO ¢ 44—110 M y HEKYpSIINX WIN OBIBIIUX KYPUIIb-
muKoB [18].

NeyeHne

Ha cerogHsmHumii 1eHb €IMHCTBEHHBIM TOCTYITHBIM CITe-
HUDUIECKUM CPEeICTBOM JieueHUsI IM(PU3EMBI JIETKHX,
obycinosneHHoi aepuuntoM A1AT, aBasIeTCsI BHYTpU-
BeHHas ayrmeHTanoHHas 3T yenmoBeueckum A1AT, 1o-
JIyd€HHBIM U3 TTyJia JOHOPCKO# mia3Mbl. Llenawio 3T sBsi-
etcs yBesueHue ypoBHsI A1AT B ra3mMe U MUHTEPCTULIMU
JIETKUX U, KaK CJICICTBYE, 3aMeIJICHIE TIPOTPECCUPOBAHUS
sMmbuzemsl [19—20]. Pesyasratom 3T siBisieTcst achdek-
TUBHOE CHUXXEHUE €XXETOAHON MOTEPU JIETOYHOU TKaHMU,
0 YeM CBUJIETEJIbCTBYET OLIEHKA MoKa3aTeeil KOMIbIOTep-
HO-TOMOTpaUIeCKOM JEHCUTOMETpUM B THaAMKKe [20].
[MonTBepkmeHO TakKe YMEHBIIIEHE CKOPOCTU CHIDKEHUS
O®B, B roz M CTaTUCTUYECKU 3HAYUMOE YBEJMYEHHE MTPO-
JTOJDKUTEITBHOCTH SKU3HM ITPY IPOBEICHUN ayTMEeHTALIM -
OHHOI1 Tepanu [20].

[To maHHBIM psima McclieqoBaHUM MoKa3aHo, yTo 3T
CIOCOOCTBYET HE TOJBKO CHMKEHUIO YACTOThl U YMEHb-
meHuto Tsaxectu oboctpeHuit XOBJI npu nedbunute
A1AT, HO 1 yIy4lI€eHUIO Ka4ecTBa KU3HU MallUEHTOB
COTJIAaCHO pe3yJbTaTaM PEeCcIMpaTOPHOrO BOMPOCHU-
Ka KJIMHUKHU cBsiToro I'eoprus (St. George's Respiratory
Questionnaire — SGRQ), onHako qoka3aTeabHON 6a3bl
ITOKA HeIOCTAaTOYHO.

3T oka3bIBaeT IIPOTUBOBOCIIAIMTEILHOE ACUCTBUE,
YTO MOATBEPXKIAETCS CHMKEHHUEM KOJIMYeCTBa HEUTPO-
(u0B 1 YypoBHS UHTEpJIeiKHA-8 B OpOHXUATBHOMU J1a-
BaXKHOM JXKUIKOCTH, YMEHBIIICHNEM aKTUBHOCTU HEWT-
poduUIILHOI 31acTa3bl U JelikoTprueHa B4 B MmokporTe.
OpnHako 3T He MOXKET MOBJIUSITh HAa TPOBOCHATUTENbHbBIC
cBoiictBa monumepoB Z-tuna AIAT. Takum obpazom,
mpu tomomn 3T, KoTopas sIBIsgeTcsS HanboJjiee maTo-
TeHETUYECK 00OOCHOBAHHBIM METOIOM JICUCHUS Achu-
uuta AIAT, BO3BMOXHO 3aMEIJIUTh MPOrpeccupoBaHUe
00JIe3HU JIETKUX.

ITpu nepunure A1AT ycTaHOBEHBI ClIEIYIOLIUE TTO-
kazauwust K 3T [6]:

* Bo3pacT crapuie 18 jert;

* ¢enorunsl Pi*ZZ, Pi*ZNull, Pi*NullNull;

* penkue neUIIUTHBIC (GEHOTHUITHI CO 3HAYUTEIHBHBIM
cHIKeHneM ypoBHS A1AT;

*  HaJIMYMe KIMHUYECKUX MPOSBICHUI CO CTOPOHBI Op-

TaHOB JIBIXaHUS;

* O®B, —-30-65%,

Y nmaunenTos ¢ gepururom A1AT u O<I)B1 <30 %HW'
Tak>Ke PeKOMEHIYeTCsl paCCMOTPETh BOIIPOC O BHYTPU-
BenHoi 3T [16]. B kauecTBe apryMeHTOB 3a IIPOBEACHKE
3T y manueHTOB TaHHOM KaTerOpUH BBICTYITAIOT TTOTEH-
LIMaJIbHasT BOBMOXHOCTb YMEHBIIIUTh CMEPTHOCTD U 3a-
MeJIeHUe MporpeccupoBaHus 3aboaeBaHusi. OmHaKko

JloKazaTesibHOM 06a3bl mis npoBeneHus: 3T y mauueHTOB
MTAaHHOW KaTeTOPUH HETOCTATOUHO.

YV naumenToB ¢ necpunmutom A1AT ¢ OCI)B1 > 65 %HOM
peleHne OTHOCUTEIbHO TTpoBeneHus 3T pekomeHmyeT-
Csl IPUHUMATh B MHAMBUAYAJbHOM IOPSIAKE C yUeTOM
MOTeHIIMAJBHOM BO3MOXKHOCTH 3aMEIJIUTh IIPOTPECCH-
poBaHUe 3a00I¢BaHMs, BRICOKOW CTOMMOCTH TepaInu
U OTCYTCTBMSI TOKA3aTeJIbHOI 0a3bl Y OOJIBHBIX JaHHOM
Kareropuu [16].

IMonnmepxxuBaloast Teparus y MayeHToB ¢ 3Mbu-
3eMOii, BbI3BaHHOU AeduiutoM A1AT, COOTBETCTBYET
00bMHBIM pekoMeHmanysM 1 XOBJI n BKimovaeT B cebst
JIETOYHYIO peaduJINTALIMIO, HYTPUTHUBHYIO 1 TOTIOJTHU-
TETBHYIO KUCJIOPOIHYIO IMTOIIEPKKY, MPOMDUIAKTUIECKYIO
BaKIIMHALIMIO (TIPOTUB IPUIIA ¥ THEBMOKOKKOBOM MH-
dekmn), a TakxKe JedeHNe MHOEKITNN HUKHUX TbIXa-
TEJIbHBIX MTyTei MPU MEePBbIX CUMIITOMAX.

MenukaMeHTO3Hasl Tepanusi OpOHXOAUIATaATOPaAMU
(HammpuMep, [3-aroOHUCTAaMU U aHTarOHUCTaMM MycCKa-
PUHOBBIX PELICTITOPOB) ¥ MHTAJISIIMOHHBIMU VJIU TIepP-
OpaJIbHBIMM TJTIOKOKOPTUKOCTEPOUIAMU TakKe JOJIKHA
COOTBETCTBOBATbh peKoMeHaauusm ajist repanuu XOBJI.

TpaHCIIIaHTAIINS JISTKUX MOXKET OBITH pacCMOTpeHa
y MallMeHTOB C MPOTrpecCcUpymoleit sMpu3eMoi n3-3a
Tsikesoro aedunmra A1AT.

AHAJIOTUIHO TPaHCIUIAHTALIVST TICYeHU! TTPEeIyCMOTpe-
Ha IIJIs TTAalIMeHTOB ¢ TePMUHAIBLHOM cTamueit 3a001eBa-
Hus neyeHu. [locae TpaHCIUTaHTAIIUM TIeYeHU Te(PUITUT
A1AT KoppeKTupyeTcsl, TIOCKOJbKY MeYeHb OT JOHOpa
C HOPMAJIbHBIM (PEHOTHUITOM BEIpA0AThIBACT U CEKPETH -
pyeT A1AT.

3aknioyeHue

Pannee BhIIBIICHME MATOJOTUM JIETKUX, ACCOLIMUPOBAH-
Holt ¢ nepuunuTom AIAT, MO3BOJIUT BOBpeMsI HA3HAYUTh
naToreHeTU4eck obocHoBaHHy10 3T, UTO, B CBOIO OYe-
peab, NMpUBEAET K YBEIUYEHUIO MPOAOJKUTEIbHOCTU
1 YIYYIIeHUIO KadecTBa XXU3HU MMAllMeHTOB ¢ JaHHOM
NAaTOJIOTHUEM.
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