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Pesome

HecMoTpst Ha COBpeMEHHYIO METMKaMEHTO3HYIO TePaInio, COCTOSTHUE MHOTHX ITAIIMEHTOB C XPOHUYECKUMU 3200JIEBAHUSIMU JIETKUX ITOCTENIEHHO
YXYALIAeTCsl, HepeIKO 3TO MPUBOAUT K PA3BUTHUIO TSDKEJION JbIXaTeIbHON HeaoCcTaTOUHOCTU. [1pu 5TOM BaxXHO paccMaTpuBaTh JOMOJIHUTEIbHbIE
BO3MOKHOCTH ITOMOIIY TAKUM TAIIMEHTaM, B T. 4. Xupyprudeckue. Llebio uccienoBaHus SIBUTACh AEMOHCTPALINSI BO3MOXKHBIX JOMTOTHUTETHHBIX
MEAMKAMEHTO3HBIX U XMPYPTUYECKUX CITOCOOOB JIeYeHHs MallMEHTOB C XPOHUYECKOM 00CTpyKTUBHOM 60s1e3HbI0 Jierkux (XOBJI) Ha (one nedu-
uuTa o, -antuTpurncuna (A AT). PesyibTaTel. BbinonHeH aHamus MHOTOJIETHETO aHaMHe3a mauuenTa ¢ aepuuntom A AT ot ne6rota 3a6o1eBaHus
10 TOCTVXKEHWS] TEPMUHANIBHOI CTalM bIXaTeTbHON HenoCTaTouHOCTH. 3akmoyenne. [Taunentsl ¢ XOBJI Ha dpone neduumnra A AT Hyxnaotcs
B KOMOMHMPOBAHHOM MHTAISIMOHHOM 6a3MCHOI Tepanuu U 3aMeCTUTETLHOM Tepanny MHTHOMTOPOM @, -nipoTenHasbl. [To noctrxkennn tepmu-
HaJIbHOU cTanuu 3a00JIeBaHUS U IIPU OTCYTCTBUU MIPOTUBOIIOKA3aHU HEOOXOMMMO BHITIOJIHEHUE TPAHCTIAHTALIUY JIETKUX.

Karoyesbie cioBa: neuuuT o, -aHTUTPUTICUHA, TPAHCIIIAHTALMA JIETKUX, SM(DU3eMa JIETKUX, 3aMECTUTENIbHAS TEPATisl, UHTUOUTOP O, -[IPOTEUHA3BI.
Kondmkr unrepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBIICH.

@uHaHCHPOBaHKUE. ABTOPBI ICKJIAPUPYIOT OTCYTCTBUE BHEIIIHETO (hPMHAHCUPOBAHUS TSI TPOBENEHUST UCCIICTOBAHUSI U TTYOJIMKAILIMU CTAThU.
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Abstract

The condition of patients with chronic lung diseases is gradually deteriorating despite modern drug therapy and often progresses to severe respirato-
ry failure. Thus, it is important to consider other options, including surgical methods, to help such patients. The aim of the study is to demonstrate
potential additional pharmacological and surgical treatment algorithms for chronic obstructive pulmonary disease (COPD) associated with o -anti-
trypsin (A AT) deficiency. Results. The analysis of long-term medical history (from the onset to the terminal stage of the respiratory failure) of
a patient with A AT deficiency was performed. Conclusion. Patients with COPD associated with A AT deficiency require combination inhaled con-
troller therapy and augmentation therapy with a,-proteinase inhibitor. Patients with terminal stage of the disease need lung transplantation unless

they have any contraindications.

Key words: o, -antitrypsin deficiency, lung transplantation, pulmonary emphysema, augmentation therapy, o -proteinase inhibitor.
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Tsaxenbiid neuumt o -antutpurcuna (A AT) asngercs
(hakTOpoM pricKa paHHETO Pa3BUTUS TSKEION aMbU3EMbI
JIETKUX U TIOPaXeHUS TeyeHu. B cBs3u ¢ TeM, 4yTo K-
HUYecKast KapTuHa 3M(U3eMbl B pe3yibTare aeduiura
0,,-aHTUTPUTICUHA UMEET MHOTO OOLIMX YEPT C TAKOBOM
MpU OOBIYHOW XPOHUYECKOU OOCTPYKTUBHOU 00Ne3HU
nerkux (XOBJI), naHHbIi BUI 9M(OU3EMBI SIBJISIETCS KITN -
HUYECKU TIJIOXO PACIIO3HABAECMBIM.

M3-3a HU3KOTrO YPOBHS BBISIBJISIEMOCTH BCE MEIU-
KaMEHTO3HbIE BO3MOXHOCTH 7151 JIeUeHHUs] JAHHOTO 3a-
OosieBaHUS, B T. 4. 3aMecTuTebHas Tepanus (3T) uH-
TMOUTOPOM O -IIPOTEMHA3BI, YaCTO HE UCTIOIb3YIOTCS.
EnuHCTBEHHBIM BO3MOXHBIM METOAOM OKa3aHMSs MO-
MOILIM MaMEeHTY MPU MPOrpecCupoBaHUU 3a00IeBaHUS
JI0 TEPMUHAJIILHOM IBIXaTeIbHOM HEOCTATOUHOCTHU OCTa-
etcs TpaHcrutanTaums gerkux (TJI).

Llenbio uccaenoBaHus SIBUIACh IEMOHCTPALIMS BO3-
MOXHBIX MEMUKAMEHTO3HBIX U XUPYPTUIECKUX aJITOPUT-
MoB oMoy nanueHTaM ¢ XOBJI Ha ¢pone gedunura
AAT.

Knunnyeckoe HabnrogeHue

IMauuenTt 1964 roma poxnenus obpatuicsa B MenepaibHOE
rocyiapcTBeHHoe OroxkeTHoe yupexneHue «HayuHo-uccie-
IIOBATEJILCKUI MHCTUTYT MyJbMOHOJOTrUN» DenepalibHOTO
MeauKo-oronorndeckoro areHtcTBa (PI'BY «Hayuno-uccie-
OBATEILCKUIT MHCTUTYT MyJbMoHoJI0oTHI» @MBA Poccun)
B 2013 1. ¢ )kaj100aMu Ha OBILLIKY MPU HEOOIbIION (pr3MYeCKOM
Harpyske.

[Tpu cbope aHamMHe3a CTaJI0 U3BECTHO, YTO OJbIIIKA OeCro-
kourt ¢ 2005 r. Toraa e 1o JTaHHbBIM KOMIBIOTEPHOI TOMOTpa-
¢un (KT) opranos rpynHoii kietku (OI'K) BriepBbie BBISIBICHBI
aMbuzeMaro3Hbie u3MeHeHus. [lanueHT HaboaaICs ¢ aAuar-
Ho3oM XOBJI y myipMoHOJIOTa B MOJUKIMHUKE IO MECTY K-
TeabcTBa. [1ocTosIHHO Mosyyasn 6a3ucHyo Tepanuio (CupuBa,
Oeponyall, CMMOUKOPT).

B 2013 r. mpu obcnenoBaHny OTMEYEH HU3KMiA ypoBeHb A AT
(0,2t / m ipu HOopMe 0,9—2,0 T / 1), TP TEHETUUECKOM MCCITENO-
BaHUU B TeHe SERPINA I BbIsIBIIeHA MyTalIysI TT0 TTAaTOJIOTUUECKOM
Z-anjeny B roMO3UTOTHOM COCTOSTHUM. J1J1s najbHEeIero jeye-
Hus nanueHT ooparwics B DI'BY «HayuHo-uccienoBare bCKuit
MHCTUTYT IyJbMoHoorum» ®MBA Poccnn. Kak nsBectHo, ipu
neduimre A AT ¢ HPeHOTUITOM FOMO3UTOTHI IO TMATOJOTUYECKON
Z-ajienu XapakTepHO He TOJbKO HanmboJiee arpecCUBHOE Te-
yeHue 3a00JieBaHUS, HO 1 BOBJIEYEHME B MpOLiecC 3 OpraHoB-
MMIIIEHENH — MOopaxeHUe JIETKUX C Pa3BUTUEM MaHalIMHAPHOMK

aMpu3eMbl U / Uu (pexe) — OPOHXOIKTA30B; MOPAKEHUE TIEYSHU
(BapnabeTbHOCTD MPOSIBJIEHUIA — OT 6ECCUMITTOMHOTO TeYSHMSI
IO TelaTUTa ¥ LIMPPo3a) U, KpailHe PEIKo, — MOPaKeHNEe KOXK

B BUJIC HEKPOTU3UPYIOLIETO MaHHUKYIUTA [1].

V manmeHTa oTMeJaaach MaToJIOTUs TOJBKO CO CTOPOHBI
JIETKUX B BUJIe TTaHAIMHAPHOM dMGbU3eMBbI C JTOKaIM3aIuen
B 0a3aJbHBIX OTAE/IAX, YTO SIBJISETCS TUIIMYHBIM IS JAHHOTO
3aboseBaHus. [TeyeHb 1 KOXa OCTaBaJUCh MHTAKTHBIMU B Te-
YeHUe BCero BpeMeHM HaOJIOIeHUS 3a MMAlIMeHTOM.

B 2013 r. mauueHT Havyayx mojydath 3T MHIHOUTOPOM
0, -NpoTenHasbl. JlaHHas Tepanus MpojoJxajiach BCe T0CIe-
nytomue roabl. Ha MoMeHT crapra 3T yxe HaO101a1uCh BbI-
paXkeHHbIe OOCTPYKTUBHBIE HAPYIIEHUSI — CHIDKEHHME 00beMa
(bopcuposaHHoOTO BhIZIOXA 32 1-10 cekynny (O®B)) <37 % .
cooTHoleHue nokasaresieit OPB, u popcupoBaHHOM KU3HEH-
Hoit emkoctu jerkux (OXKEI) — 26,5 %, yBeaudeHue o0Lwein
emkoctu Jierkux (OEJ) mo 138 %, hpyHKIUMOHAIBbHOI EMKOCTH
serkux — 1o 189,5 %, ocrarounoro oobema nerkux (OOJI) —
110 226,2 % v cHykeHre 11 GY3MOHHOM CITOCOOHOCTH JIETKUX
o MoHookcuy yriepona (DL ) —n0 38,7 %

M3BecTHO, 4TO MalMeHT Kypu B TeueHue 20 J1eT 1Mo 2 mavyku
B CYTKM UM OTKa3ajcsl OT KypeHust ToJibko B 2005 r.

C TeyeHrEeM BpeMeHM, HECMOTPST Ha TIPOBOIMMOE KOMIUIEKC-
HOE JIeYeHIe, IbIXaTeIbHAsI HEOCTATOYHOCTD IIPOrPECCUPOBaa,
¢ 2018 r. malMeHT nojyyasa CUTyallMoHHYy10, a ¢ 2019 r. — mo-
CTOSTHHYIO OKCHUTEHOTEPAITHIO.

ITo BpeMeHM HaIlpaBIeHNs OTEHLIMAIbHBIX PELIUITUEHTOB
B TPAHCILUIAHTALMOHHBIA 1IeHTp (Ha (one neduumra A AT y ma-
uueHToB ¢ XOBJI u ampuszemoit serkux He paznuyaiorcs) [2]
TIPENCTaBIEHBI CIeAYIONINe PEKOMEHIAIIN:

* IporpeccupoBaHue 3a00JI€BaHMUsI, HECMOTPSI HA MAKCUMAJIb-
HO BO3MOXHOE JIeUeHKe, BKIII0Yasi MeIMKaMEHTO3HOe, Jie-
TOYHYIO peabUIUTALINIO U OKCUTEHOTEePAITHIO;

*  OTCYTCTBHE ITOKA3aHUI K XMPYPTrUYECKOM WIM SHIOCKOITH-
YeCKOI peayKInu o0beMa JIeTKIX;

* wuHaekc BODE — 5-6;

* moctoponxonunararopubiit O®B, <25 %

*  runokcemus B nokoe (Pa0,) <60 mm pr. ct. (8 xI1a);

* runepkannus (PaCO,) > 50 mm pr. cT. (6,6 kI1a).
Kanekynstop BODE index:

*  O®B, nocse npodbi ¢ GPOHXOIUTHIECKHM NPenapaTom, %
— > 65 (0 6ayuioB);

— 50-64 (1 6amn);

— 36—49 (2 6anna);

— < 35(3 6anna).

+ JIucTaHums, NpoiiieHHas NP BBINOJIHEHUH 6-MUHYTHOTO HIa-
TOBOTO TECTA, M:

— 2> 350 (0 6ammoB);

— 250-349 (1 6ann);
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— 150-249 (2 6anna);
— < 149 (3 6amra).
*  OueHka o MoAU(UIMPOBAHHOM KAJe ONbIIKA Meauun-
CKOT0 HcclienoBaTebekoro coeta (Modified Medical Research
Council Dyspnea Scale — mMRC) (4 6aia — Xyamas oleHKa):
— 0: Opnplka npy 3HAYUTENBbHOU (DU3UYECKOU Harpy3ke
(0 6amnoB);

— 1: Oppliika npu Xoas0e 1Mo HeOOoJIbIIIONH BO3BBIIIIEHHOCTH
(0 6amnoB);

— 2: OppbllIKa Npu Xoab0e Mo POBHON MOBEPXHOCTH; JOJI-
JKeH BpeMsT OT BpeMEHU OCTAHABITMBATHCS M3-32 ONIBIIIKI
(1 6amn);

— 3: HeobGxonuMo O0CTaHOBUTHCSI U3-3a OJABIIIKU MOCTIE
npoxoxaeHust 90—100 M uiu yepe3 HECKOJIbKO MUHYT
(2 6amna);

— 4: He mory BBIITH U3 TOMa; OIBINIKA TIPU OJIeBAaHUM /

pasneBaHuu (3 6ama).

* Hupaekc maccol Teaa:

— > 21 (0 6amnoB);

— <21 (1 6amn);

— o0llee KOIu4ecTBo 6AIIOB.

*  IIpubausuTebHAsA 4-1€THAS BBDKUBAEMOCTb, %:

— 0-2 o6anna — 80;

— 3—4 6amia — 67,

— 5—6 6amioB — 57;

— 7—10 6annoB — 18.

Vxe B 2018 r. mauueHT o6cyknancs CrieuaaTucTaMu TpaHc-
TJTAHTAIIMOHHOTO TIEHTPa KaK KaHIUIAT Ha BKIIIOYSHUE B JINCT
oxunanus (JIO) Ha Tpancrutantauuto jgerkux (TJI). Ho mauueHT
TIPUHSUT pellieHre TI0Ka IMPOIOJIKUTH KOHCEPBATUBHYIO Tepa-
THI0, TIPUHMMATh XOJTMHOJIMTUIECKHE NPETIAPATHI, [3,-aTOHKUCTHI
aJIpEHOPEIIETITOPOB [UTUTEIBHOTO U KOPOTKOTO NEeHCTBUSI, UH-
TAJISIIIUOHHBIE TITIOKOKOPTUKOCTepOouIbl M 3T MHruouTOpOM
o, -niporenHasbl. OnHako B 2020 r. Bo BpeMst 0YepeHOM T0-
CIIUTAJTU3AIUY TI0 TIOBOAY WHMEKIIMOHHOTO 000CTPEeHUST TI0-
cJie TIPOBEICHHOTO 00CIeIOBAaHNS YCTAHOBJICHBI MTOKA3aHUS
K BKJTtoueHuto nmauueHTta B JIO Ha TJI.

Kpumepuu exarouenus nauuenta ¢ XObJI u amduzemoii B JIO
Ha TJI (noctaTouHo Hanuuus 1 kputepus) [2]:

* wunHaekc BODE > 7;

* O®B, < 15-20 % oT 0XX1IAEMOTO;

* > 3 TaXeabIX 000CTpeHUN (ToCHUTAIN3alluU) B TEUEHUE
TIPEIIeCTBYIONIETO TOIa;

* 1 TsDKENIOE 000CTPEHNE C OCTPOI TUTIEPKAITHUUECKOH JIbIXa-
TEJIbHOU HETOCTATOYHOCTHIO;

* yMepeHHas U TsoKeJas JIeTOYHAas TUTIEPTEeH3USI.

Ha momenT Britouenust B JIO Ha TJI maiiMeHT MoCcTOSTHHO
MoJiy4asl OKCUTreHoTepanuio (4 1 B MUHYTY); ero 6ecroKowin
OIIBIIIIKA TIPY HEeOOIBIION (DM3NIECKO HAarpy3Ke, epruoande-
CKHU — KallleJIb € XeJATOi MOKpoToii. OTMeYaiuch 000CTpEeHUs
OCHOBHOT0 3200JieBaHUs HA (hoHE OPOHXOJIETOYHOI MHGbEKIUKI
He pexe 2—3 pa3 B rof.

[Tpu ob6cnenoBanuu o nosoay BkiaroyeHust B JIO Ha TJI
COCTOSIHME JIerKuX olieHuBasioch ¢ noMoinbio KT OI'K, nep-
(by3roHHOI cLIMHTUTpad U JIETKUX U paCIIMPEHHOM QYHKIIMKU
BHenrHero apixanus (PBJI), koTopas BKioYaia (hpopcupoBaH-
HYIO CIMPOMETPUIO, bomureTusmorpacduio, usmepenue DL ..
Kpome Toro, oueHuBaiCst MH(PEKLIMOHHBINA CTaTyC MaluMeHTa,
BBITIOJTHSITUCH OAKTEPUOJIOTMUYECKIE I MUKOJIOTMYECKHE TTOCEBbI
MOKPOTBI, Ha3aJIbHOTO CONEPXKUMOTO, MOYH.

JI7s1 MICKITIOUEHUST COMYTCTBYIOIICH MaTOJIOTUH, B T. Y. Tie-
YeHU, BBITIOJIHSIIUCH JOTIONHUTeNbHbIe uccaenoBanus — KT
MPUIATOYHBIX TTa3yX HOCA, OPraHOB OPIOIIHOM MOJOCTH U 3a-
OPIOIIMHHOTO IIPOCTPAHCTBA. BBIMMOIHEHBI TaKXKe TabopaToOpHbIe
aHaJM3bl — OMOXUMUYECKUIA, Koaryaorpadust, UMMYHOJIOTHYE-
cKoe 00clieioBaHKe, OIpeie/ieH TOPMOHAIBHBIN CTaTyC 1 Ip.
Kpome Toro, mpoBoamiioch 00cae0BaHNe MHCTPYMEHTATBHBIMU
MeTOIaMU — YJIBTPa3BYKOBOE MCCIIe0OBaHNE, KOpOHaporpadus,
OCTECOJCHCUTOMETPUSI, TACTPO- U KOJTOHOCKOIHS [2].

OnHoI 13 TepBOCTEeNIEHHBIX 3aAa4 y nanueHToB nocie TJI
SIBJISIETCSI TIPEIOTBpallieHe MHMEKITMOHHBIX 3a00JIeBaHUIA, TIPU
5TOM B IPOTOKOJI MOATOTOBKY TNarnueHTa K TJI Bxonut o6si-
3aTesIbHasT BaKIIMHAIWSI MPOTUB BaKIIMHOYTIPABISIEMBIX WH-
dexumii. BakuuHaiust mpoBoauiaack B 3 aTara, 3a 3TO BpeMsi
MalKeHT ObUT BAKIIMHUPOBAH OT ITHEBMOKOKKOBO MH(MEKITNH,
TPUIINA, KOPH, KPACHYXH, SMTUIEMIYECKOTO TTAPOTHUTA, BETPSTHOM
ocCIbl, renatuta A, B, MEHMHTOKOKKOBOI MHGbeKIUM, 1udre-
pUM, CTOJOHSKA, KOKJIIOIIA, MOJMOMUETUTA, TeMOMUIbHOM
nHbekuy Tina B.

[To nanueiM KT OT'K onpenensiiach BelpakeHHasl MaHa-
LUHapHast amdu3eMa ¢ MPeUuMyIIeCTBEHHOM JJoKau3aluei
B HWDKHUX OTAeax JIerkux (puc. 1).

Onpenenuts DL He yaanoch B CBA3HU C TSKEIBIM COCTOSI -
HMEM TaleHTa 1 HEBO3MOXKHOCTbIO BBITIOJTHUTH HEOOXOIUMBIiA
nbIxateabHbI MaHeBp. [1o npenpinyiyuMm ucciaenoBanusm (2017)
DL, mpu 3anepxKe IbIXaHKs COCTaBsa 8,22 Ml / MUH / MM
pr.ctT. (28,2%,,..)-

[To nanHbIM KoMIIeKCcHOI DBJI omnpenensiuch rpyobie
006cTpyKTuBHBIE HapyleHus: OOB, — 18 % COOTHOILIEHUE

nomx.?

nokasatresieit ODB, / ®XKEJ — 20 %. Ormeuanock ysenuueHue
OOJI u ero momm B OEJI (puc. 2).

Puc. 1. KomnbioTepHast Tomorpadust OpraHOB ITpyQHON KJIETKU: aKCUATbHbIE CPE3bl HA YPOBHE BEPXHUX, CPEIHUX U HUXKHUX OTAEIOB JETKUX

Figure 1. Computed tomography of the chest: axial sections at the level of the upper, middle and lower parts of the lungs

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/ 901



Kapuesckas H.A. u dp. TpaHcmiaHTaums JIETKUX y MaUMeHTa ¢ sMmpuseMoii Ha poHe neduumTa o -aHTUTPUIICHHA

107 Flow [Lis]
FIV ex

Puc. 2. I'padmueckoe nzodpaxeHune
(YHKIMOHATBHOTO UCCIeIOBAHUS JIETKUX:
A — TIeTJIs TIOTOK-00beM; B — cooTHOILIIeHME
00bEMHBIX TTOKa3aTeneit

[To pe3ynbpraTaM MPOBEICHHOTO 00CIeI0BAaHIS KOMOPOUI-
HOW TIaTOJIOTUM, TIPOTUBOITOKA3aHUIA M HEOJIarOMPUSTHBIX (DaK-
TOPOB pycKa He BbisgBiieHo. [TarmenT 611 BKovyeH B JIO Ha TJI.

B centsiope 2021 r. BeinosiHeHa aBycTtopoHHsst TJI. One-
pals BBITIOJIHSIACh B TeyeHue 7 4, B 2 3Tarna, 6e3 npuMeHe-
HUS METOoJa dKCTPaKOPIopaabHOI MeMOpaHHON OKCHUTeHa-
uuu (OKMO). Ha 1-m aTtane npousBeiaeHa MHEBMOHAIKTOMMST
CcIipaBa U 1ocjie epeHoca TOHOPCKOTO TPAHCTUIAHTATa B TIJIeB-
PabHYIO TIOJIOCTh MIPOBEICHO MOC/EI0OBaTeIbHOE HAIOKEHIE
OpPOHXMAJTBHOTO, BEHO3HOTO U apTepHaIbHOTO aHACTOMO30B
¢ TIOCJIEIYIOIIE i pETPOrpaHO, aHTepOTrpaaHOI perepdysueit
u peaspauueii (puc. 3). Ha 2-M atarie B Toii e mociie1oBaTeb-
HOCTH BbITTOJIHEHA THEBMOHAKTOMMUS CJIeBa C MOCEAYIOLIUM
IMepPEeHOCOM JIOHOPCKOTO TpaHCIUIAHTaTa B JIEBYIO IMOJIOBUHY
IPYIHOI TIOJIOCTY U HAJIOKEHUEM aHaCTOMO30B, periepdy3ueit
U peaspaiiyeii cieBa (puc. 4).

Vol [L]

[Mpumeuanue: OEJI — o6111ast eMKOCTh JIETKUX;
0 BI'O — BHyTpurpyaHoi oosem; OOJI —
OCTATOUHBII OOBEM JIETKHX.

Figure 2. Graphical representation of a func-

tional study of the lungs: A, flow-volume loop;
B, ratio of volumetric parameters

10 - %, Act
I Pred
I'oEN “ Bro ' oon

[MocneonepalioOHHBIN TIEPUO TTPOTEKAT IJIAIKO, TTAIIMEeHT
110 HACTOSIIIee BpeMsl TTOJTydaeT CTAaHIAPTHYIO TPONHYIO UM-
MyHOCYTIpeCCUBHYIO Tepanuio. [IpodunakTuieck moaydaer
TTAHOBYIO TEPATUIO MTPOTUB OMITOPTYHUCTUUECKIX MHDEKITUEIA.
[Tocne TJI Bce marmeHTb MPOXOASAT PEryJisipHOe 00ceIoBaHue,
BKJTIOYAIOII[ee MOHUTOPUHT KOHIIEHTPALIMU UMMYHOCYTIpEC-
cantoB B kKpoBu, KT OI'K, 6poHXOCKOIHIO ¢ UCClIeOBaHUEM
OGpoHxoaibBeosisipHOro jJaBaxa u ®BJI.

O6cyxaeHue

IlepBbie cuMnTOMBI 3200JIeBaHUST B BUAE OJBILLIKU MTPU
du3nUecKoit Harpy3Ke MOSIBUJIMCH y TTallMEHTa B BO3pacTe
49 ner. YuuTeIBasl CTaX KypeHUS M HATUIME OOCTPYKTUB-
HBIX U3MeHeHMit 1o naHHbiM PBJI, y maireHTa ycTaHOB-

Puc. 3. Jlerkue mauueHTta ¢ sMbuU3eMOil mepea MHEBMOHIKTOMUEH
(uHTpaornepalmoHHas dororpadusi)

Figure 3. Lungs of a patient with emphysema before pneumonectomy
(intraoperative photo)

Puc. 4. CnpaBa — TpaHCIIAaHTUPOBAHHOE TOHOPCKOE JIETKOE TOCIe
aTana penepdy3uu U peadspalni; ciaeBa — SM(PU3EMaTO3HO U3MEHEH-
HOE JIETKOe PEeLMIIEHTA Mepe/i ITAIIOM ITHEBMOHIKTOMUY (MHTpAOTIe-
paunoHHas dhotorpacdusi)

Figure 4. Right: transplanted donor lung after reperfusion and reaera-
tion; left: emphysematous lung of the recipient before pneumonectomy
(intraoperative photo)
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3ametku u3 npaktuku « Clinical cases

nied apuarHo3 XOBJI u Ha3zHayeHa craHgapTHas 6a3ucHast
tepanus. K coxaneHuto, B CUJTy TTO3IHENH TUarHOCTUKA
TeHETUIECKH AeTepMUHUpoBaHHOM mpranHbl XOBJI Ha-
yathb 3T Ha Oosiee paHHeM 3Tarie 3a00JIeBaHUS HE YIAJIOCh.

HN3BecTHO, uTO BHYTpUBeHHAs1 3T MHIrMOUTOPOM
0, -TIPOTEMHA3bI B HACTOSALIEE BPEMS SABJIAETCA Hanboee
MIPSIMBIM U 3(D(EKTUBHBIM CPEICTBOM ITOBBIIICHUS YPOB-
Ha A/ AT B KPOBM ¥ UHTEPCTULIMK JieTKUX [3, 4]. Llenbio
3T saBnsercs 3ameasieHue MPOrpecCUpoBaHs SMMU3EMBI.
[To nanHbIM [100aTEHON MHUIIMATUBEI 110 TUArHOCTUKE
u neuenuto XOBJI (Global Initiative for Chronic Obstructive
Lung Disease (GOLD) ormeueno, uro mis 3T Haubosee
MOAXOIAT MALMEHTHI € TKebIM aeuunrtom A AT nipu
O®B, —35-65 %, . [5], npu ODPB > 65 %, mpouc-
XOIOUT CHIKeHMe Ha > 100 MJI B TOH, YTO TaKKe SIBIIIETCS
rmokazanuem K 37T.

Hwuxnuit npenen O®B,, HuxXe KOTOPOro cienyer
BoznepxkaTbest oT 3T, He ornpeaeseH, U XOTs Mo JaHHbIM
HCCIIeIOBAaHUI HE MPOAECMOHCTPUPOBAHO KITMHIUIECKOMN
3G GEKTUBHOCTH 10 3aMeIJIEHUIO IIPOTPECCUPOBAHUS M-
(u3eMBbl y MALIMEHTOB C TSXKEJI0M 0OCTPYKLIMEH abIXaTe/b-
HbIX myTeii (Hanpumep, OPB <35% ), cuuraercs, 4To
JIr00asT 3alIuTa OT YXYAIICHUST QYHKIIUY JICTKUX BaXKHa
IIJIST 3TUX MTAIlleHTOB.

Maupment nonyyan 3T MHTUOUTOPOM O -TIPOTEMHA3LI
¢ 2013 r. HecMoTpst Ha 1OCTaTOYHO MO3IHEE ee Havalo (Ha
MoMeHT Havana Tepanun ODB, yxe cocrasnsan 37 % ),
¢ ee TTOMOIIbI0 TeMMbl mporpeccupoBanust XOBJI Bce-
Taku 3aMeIJIMJIMCh U MOSIBUJIaCh BO3MOXKHOCTb MOATO-
TOBUTBCS K HeoOXonumMocTu TJI, B T. 4. ICUXOJOTUUECKH.

Boinosnenue TJI ipu 06CTPYKTUBHBIX 3a00J1€BaHUSIX
JIETKUX COTPSDKEHO C TEXHUYECKUMU OCOOCHHOCTSIMMU.
Bo-nepBriX, mpyu runepuH@ISIIUN HATUBHBIX JIETKUX
Ha 3Tare BBOJHOTO HapKO03a MOBBIIIAETCS PUCK BHETIEe-
PUKApIUATEHON TAMITOHAIBI CTPYKTYP CPEIOCTEHUSI C Te-
MOIMHAMHWYEeCKMMU HapyumeHusmu [6]. Komnpeccuio
cepalia U COCyI0B B 3TOM CJiyyae MO3BOJISIET YCTPAHUTh
CPOYHOE BBITMTOJTHEHUE TOPAKOTOMMUM.

HexkoTtopbie CIOKHOCTH MOTYT BOSHUKHYTH IIPU M-
TJIAHTAIMX TIEPBOTO TPpaHCIJIaHTaTa, Korna 00Jb5HOe Ha-
TUBHOE JIETKOE HECTIOCOOHO MOAAEPXKUBATh aleKBaTHBI
razoo0dMeH. B Takoli cuTyaliuyu HapylleHHYI0 ra3000MeH -
HyI0 (PYHKIIUIO TTO3BOJISICT TIPOTE3UPOBATh TPUMEHEHIE
DKMO [7]. B npuBeaeHHOM KJIIMHUYECKOM HaOJIOIeHUN
MPOBECTH OTEPaLMIO yIaTI0Ch 0€3 BCIIOMOTaTeIbHbIX CHU -
CTeM TOJIEP>KaHMsI Fa3000MeHa, HECMOTPST Ha UCXOTHBIE
TsSDKeJTbIe peCIMpaTOPHbIC HApPYIICHMS Y TTalIMeHTA.

ITo nanHbBIM peructpa MexayHapoaHOro obiecTBa
TpaHCIUIaHTaUMu cepaua u gerkux (The International
Society for Heart and Lung Transplantation — ISHLT),
MeIraHa BEDKMBAEMOCTH TSI TTIALIMEHTOB, TTePEeHECITNX
TJI mo mosony XOBJI, coctaBnser 7,1 roga [8].

[To naHHBIM IBEICKOTO MCCAEAOBAaHUS C yYacTUEM
nauueHToB (n = 342) ¢ nepunmrom A AT (n = 128) 1 6e3
TaKoBOTrO (1 = 214), y KOTOpBIX BhIMOTHeHA TJI 110 TTOBOIY
nporpeccupymoieir XOBJI, mponeMoHCTpUpPOBaHO, YTO
y MauueHToB 6e3 Henoctaro4HocTH A AT mpogosku-
TEJIbHOCTD 3KM3HU ObLIa KOPOUE MO CPABHEHUIO C TAKOBOM
y 6051bHBIX ¢ nepunrtom A AT (6 et (95%-Hblii noBepu-
TenbHbl nHTEpBai (A1) — 5,0—8,8) vs 12 net (95%-Hblii
AN —9,6—13,5)) [9].

3aknioyeHue

IMaunenTsr ¢ XOBJI Ha hoHe neduimra AIAT HYXIaI0TCS
B HanboJIee paHHEM BBISIBICHUY TEHETUUECKOUM OCHOBHI
JIAaHHOTO 3a00JIeBaHUs U CBOEBpeMeHHOM Ha3zHaueHuu 3T
uHrnouropom A AT, pu KOTOPOii B COYETAaHNHU ¢ KOMOK-
HUPOBAaHHBIM MEINKAMEHTO3HBIM JICUCHHEM OTMETAETCSI
CYLIECTBEHHOE 3aMeJIEHUE TTPOrpeccCUupoBaHus 3a00Je-
BaHus [10—12].

Ene onHO#M BO3MOXHOCTBIO TOMOYb MALIMEHTY U 3Ha-
YUTEJBHO YAYYIIUTH KAaYeCTBO XXU3HU ITPH JOCTVKCHUN
TePMUHATIBLHOTO COCTOSTHMS JISTOYHOM (DYHKIIMM STBJISIETCST
TJI.
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®enop I'puropreBuu Yriaos (1904—2008) — akanemuk,
O/IMH 13 MMOHEPOB OTEYECTBEHHOI TOPAKAILHOI XUPYPrHU

Hcropust oTeuecTBeHHOI XUPYPTUIECKOH MYIbEMOHOIO-
'Y TECHO CBsI3aHa ¢ UMeHeM akanemuka Penopa ['puropb-
eBuya Yriona. [IpodiemMamu JIerouHO XUPYpruv OH Havas
3aHUMAThCs B 1940-X IT., Oyayuun TOLIEHTOM TIEPBOM XUPYpP-
TMYeCcKOi KIMHUKHU JICHMHTPaICKOTO rocy1apcTBEHHOTO
WHCTUTYTA IS ycoBepineHcTBoBaHus Bpaveil (TUIAYB),
MpeaBapUTEIbHO YIIIyOaeHHO U3yuyuB Oosiee 950 orevecT-
BEHHBIX 1 3apyOeKHBIX JTUTEPATypPHBIX NUCTOYHUKOB.

B 1947 r. B 4-m HOMepe XypHasia «BecTHUK xupyprun
nmenn U.U.I'pekoBa» onyonmkoBaHa crathsg ®D.I.Yriosa
«JIutepaTtypHO-KPUTUIECKUI pa30op BOIIpOca O METOIMKE
pesexiuu Jerkux». OCHOBY 3TOI paboOTHI COCTABWII TTOIPOO-
HBII aHau3 6osee S0 3apyOeXkHBIX padoT.

Xupypruueckasi TeXHMKa oTpadaTbiBajgach IMMyTeM MHO-
TOYMCIIEHHBIX 9KCIIEPUMEHTOB Ha XKUBOTHBIX, a TOYHBIC
AHAaTOMUYECKHE 3HAHUSI TTOJIyYeHBI B PE3YJIbTATe JIMIHBIX
Tororpado-aHaTOMUYEeCKUX ncciaenoBanuii. Takum obpa-
30M, 08.04.46 ®.I".YTI0BBIM BBIITOJHEHA CErMEHTapHas
IMMHEBMAKTOMMUS (PE3EeKIMMU 2 AO0JIEi MPaBOTO JIETKOTO)
y 60JibHOU ¢ OpoHxaKTa3ueil. [lokazaHueM 1Sl pe3eKuuu
SIBUJICSI XPOHMUECKUI BOCTIAIUTENbHBIN TPOIIECC B HUXKHEH

JToJIe JIETKOTO € abclieccaMu, KOTOPbI 00YCJIOBUI pPa3BUTHE
OPOX2IKTAa3UM U HEOOPATUMBIX CKIEPOTUISCKUX M3MEHE-
HUI B 00EUX MOJSIX, CO3MAIIINX YCIOBUS TSI PA3BUTHS
pakoBoro Tpoiecca. Onepanust npoTekaga ¢ 6OJbIIMMU
TEXHUYECKHMMU TPYIHOCTSIMM U MTpoJoJKagach dosee 4 4.
Tak, BriepBbIe B Hallleil CTpaHe OblTa BBITOJIHEHA YCTIEIITHASI
owno6akTomusi. 19.06.46 GonpHas peacTaBieHa Ha 3ace-
naHuu [TuporoBckoro o61IecTBa MO MpencenaTeabCT-
BoM A.B.MenbHukosa. Beictynasiiue WM. 1. [Ixxanenunze.
A . OurenbHuk, [1.A.KynpusiHOB UCKpeHHE O3APaBUIU
®.T".Yriona ¢ ycniexoM. [locye omeparuu 601bHasT POXKMIA
51 ron.

[Iponomxkast u3yyeHure mpooieM XUpypruyeckoi myib-
MoHostornn, @.I". Y108 mMpoKo ocBenaer B eproanye-
cKol1 TreyaTu nocTrxeHus Kadenpsl [lepBoii xupypruye-
ckoii knuHuku Jlennnrpaackoro 'M/1YB, Bo3riasisiemoit
H.H.ITetpoBbiM. Tak, B 1948 r. B XypHaie «BecTHUK xu-
pyprum» onyoIMKoBaHa ctaThsl «[THEBMOHIKTOMMSI T10 TTO-
BOJIy OPOHXO09KTa3UM», a B XKypHaye «XUPyprusi» — CTaThbs
«ITokazaHus K pe3exkuuu jerkoro». B 1949 r. B xxypHaie
«BecTHUK Xxupyprumn» myoaukyeTcst ctatbs «Haium nepseie
ITHEBMOHAKTOMUU TIPU paKe»; 3aTeM TPECTaBJIeH OTBIT
mepBbIx S0 BHYTPUTPYTHBIX OTIepAIUA.

B 1949 r. ®.I".Yri0B GiecTsiie 3alnIIaeT Jruccepra-
LIMIO Ha COMCKaHWe YUeHOM CTETIeHH TOKTOPa METUIIMHCKHX
Hayk «Pesekiug jerkux». OdulimaibHbIMUA ONITOHEHTA-
mu Obn pocdeccopa M. 1. [Ixxanenunze, B.M.IllamoB,
B.M.IllenyTtko.

B 1950 r. 6pu1a onmyGaMKoBaHa nepBasi MOHOTrpadbus
®.I'.YrinoBa «Pe3exius JIErKuX: MoKa3aHUs, METOIMKA Jie-
yeHUs» (Iepen3nanue — «Peseximst nerkux», 1954), ocHoBy
KOTOPOI COCTaBUJIU JTUYHBIN OMBIT XUPYpPra, BHIMOJIHUB-
mero 6ojee 100 onepanuii Ha JIerkux, a Takke aHanu3 185
uctopuii 6one3Hu (70 ciydaes paka jgerkoro u 115 ciydaen
XPOHMYECKUX THOWHBIX 3a001eBaHmit Jerkux). bombimoe
BHUMaHUE YAENSII0Ch KIMHUKO-PEHTTEHOJIOTHIECKOMY
HCCIIeIOBaHUIO, BKIIIOYasT MTaHHbBIE peHTreHorpahum opra-
HOB TPYIHOU KJIETKU B 3 MpoeK1usiX, Tomorpaduu, OpoH-
XOCKOTIMH 1 OpoHXOorpaduul, KOPPEKINN OUOXUMUIECKIX
U KIMHUYECKUX aHAJIM30B KPOBU, MOAPOOHO OCBELIAIaCh
METOAMKA MPOBEIEeHUsT OPOHXOCKOMUU U OpoHXorpaduu.

OkoHYaHMe cM. Ha cTp. 926
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