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NETEHEBUIA ANTbBEOJIAPHUI MPOTEIHO3: HAUMBAMXUYI TA
BIOAANEHI PE3YJIbTATU IIKYBAHHA
B. K. Faspuciok, O. B. LLladpixa, O. B. CmpadgpyH, O. I. Linak,
0. B. Hosuubkuti, H. C. OnaHaceHko, I. B. Jlickina
Pestome

Y cTaTTi BUKNageHi BiAOMOCTi fiTepaTypu NPO 3aXBOPIOBAHICTb, MOX-
NBI NPUYMHK, NAaTOreHes i KNiHiYHi NPOABK PiAKICHOrO iHTePCTULiaNbHOro
3aXBOPIOBAHHA NereHb — fereHeBoro afibBeonApHoro npoteiHo3sy (JTAMN),
CyyacHi NpvHUMNW AiarHOCTUKM Ta NikyBaHHA. [peacTaBneHnin BnacHnm
nocsif giarHoctukm Ta Tepanii JIATM y 18 nauieHTiB 3 OUiHKOIO BigAaneHnx
pe3ynbTaTiB NiKyBaHHA NPOTAroMm Bif 1 poKy [0 7 pOKiB.

Y 15 xBopux giarHo3J1Al, BCTaHOBNEHMI 32 JOMOMOrOt0 KOMN't0TePHOT
Tomorpadii (KT) Bucokoi po3pinbHOI 3paTHOCTI, 6yB BepudikoBaHui
pe3ynbTaTamy NaTOFiCTONOFYHOrO JOCNiAXeHHA 6ionTaTiB nerexi (TpaHc-
6poHxianbHa 6ioncia —y 13, BigkpuTa — Yy 2). Y 3 BUNaaKax niacraBoio ana
niarHo3y J1AI 6yna BucokocneuundiuHa KT-cemioTuka, a TakoX BifiCyTHICTb
anbTepHaTUBHUX AiarHo3is.

Bcim xBopum 6yno npoBefeHO NiKyBasibHUI GPOHX0aNIbBEONAPHNIA
nasax (BAJT) 3 BUKopucTaHHAM $nbpobpoHxocKomii nig MicueBo aHe-
cTesieto.

Micna BUNUCKM NaLieHTIB 3 KNiHIKM XapakTep nepebiry 3axBoptoBaHHsA
OL|iHIOBANM Ha OCHOBI Pe3yNbTaTiB WOPIYHOrO OOCTEXEHHA 3 BUKOPUCTaH-
HAM KT i pyHKUioHanbHUX TecTiB. TpMBanicTb nepiofy CNoCTepeXeHHA
cknana Big 1 poky go 7 pokis: Bif 1 40 3 pokiB — 6 nauieHTis, 3 pokn — 3,
4 pokn — 4, 5 pokiB — 1, 6 pokiB — 2, 7 pokiB — 2.

Y 3 nauieHTiB cnocTepiranoca nNporpecyBaHHA 3aXBOPIOBAHHA B
cepefiHbOMy 4epe3 2 poKM MicnA nepluoi rocnitanisauii, Wo BMmarano
nposeaeHHA nikysanbHux BAJL. Y 15 Bunagkax BiA3Hauanaca perpecis
npouecy, AKa Npy HeobXigHOCTI NIATPYMYBanaca NPoBefeHHAM AOAATKO-
BUx ceaHciB BAJ1 (7 nauieHTiB).

PesynbTaTvi nokasanu, wo B giarHoctuui JIAMN komn'tloTepHa Tomorpa-
diA € fOCKTb HAZIMHMM METOLOM, AKUIA 32 TOUHICTIO KOHKYPYE 3 NaToricTo-
NOFiYHUM pocnigkeHHAM 6ionTaTy nereHi. Kniouosoto KT-o3Hakoto JTIAM €
NPUCYTHICTb «Crazy paving»-natrepHa 3 «reorpadiyHum» pPO3noAiniom
LINAHOK ypaXKeHHA NapeHxiMmn.

Ha BigMiHy Bif KnacMyHOro nikyBanbHOro naBaxy nereHb, NikysBanb-
HUI NaBax 3a JONOMOrol ¢puOPOOBPOHXOCKONUN € MEHLI OBTAXINBUM i
6inbly 6e3neYHUM ANa XBOPOro, OCKINbKM He BUMArae 3aranbHoi aHecTesii
3 pO3ginbHOI0 iHTY6aLi€l0 060X fiereHb, MiHIMI3ye MOXIUBICTb PO3BUTKY
TaKUX YCKNaAHEeHb, AK TAXKKA rinoKcemis, CyoMI1, MHEBMOTOPAKC, iHpeKLii
HUXKHIX AnXanbHUX WnAxis. Pasom 3 Tum nikyeanbHun BAJ1 3a gonomoroto
$ibpobpoHxocKonii fo3BONAE AOCArTU WBUAKOT perpecii JIAT i BneBHeHO
KOHTpONtoBaTN Nepebir xsopoobu.

Knioyoei cnoea: nereHeBnin anbBeONAPHNI NPOTETHO3, NiKyBanbHUN
naBaX fiereHb, HaMbNMXKYi | BigaaneHi pesynbraTu.
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PULMONARY ALVEOLAR PROTEINOSIS:
EARLY AND LONG-TERM TREATMENT OUTCOMES
V. K. Gavrysyuk, O. V. Shadrina, O. V. Strafun, O. I. Shpak,
A. V. Novitskiy, M. S. Opanasenko, I. V. Liskina
Abstract

The literature data regarding the morbidity, etiology, pathogenesis
and clinical symptoms, diagnostics and treatment of rare interstitial lung
disease pulmonary alveolar proteinosis (PAP) — are presented in current
review. Own experience of diagnosing and management of 18 patients
with PAP, including the analysis of long-term (from 1 to 7 years) treatment
outcomes is summarized.

In 15 patients the diagnosis of PAP, established using high resolution
computed tomography (CT), was verified by pathohistology examination
of lung bioptates (trasbronchial biopsy — 13 cases, open lung biopsy — 2
cases). In 3 cases the diagnosis of PAP was confirmed solely by highly spe-
cific CT-semiotics and exclusion of alternative diagnoses.

All patients were treated using broncho-alveolar lavage (BAL) at fiber-
optic bronchoscopy, performed under local anesthesia.

Upon discharge the following course of disease was assessed based
on annual examination of patients, which included CT scan and functional
tests. The duration of follow-up period was from 1 to 7 years: 1-3 years
— 6 patients, 3 years — 3 patients, 4 years — 4 patients, 5 years — 1
patient, 6 years — 2 patients, 7 years — 2 patients.

In 3 patients the progression of disease, which required new BAL, has
been registered in average 2 years after the first hospitalization. In 15 cases
there was a regression of disease, maintained by additional BAL, per-
formed on as needed basis (7 patients).

The results indicate that high resolution CT scan of chest is a reliable
method of diagnosing, which competes with histological examination of
lung bioptate. A key sign of PAP on CT scan is the presence of "crazy
paving" pattern with "geographical" distribution of the lesions across lung
parenchyma.

To the contrast from classic treatment lavage of lungs, bronchoscopic
BAL appears to be safer and better tolerated by the patients, since it
requires no general anesthesia with separate intubation of both lungs,
minimizing the risk of development of such complications as severe
hypoxemia, seizures, pneumothorax, lower respiratory tract infections. At
the same time bronchoscopic BAL allows to achieve fast regression of PAP
and reliably control the disease.

Key words: pulmonary alveolar proteinosis, treatment pulmonary
lavage, early and long-term outcomes.
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OPUTrIHAJIbHI CTATTI

JlezouHeili anveeoniapHell npomeuHo3 (JIAI1) — penkoe
3ab0/1eBaHe NIETKUX, XapaKTePU3YoLLeecs HaKOoMEHNEM B
anbBeosiax CyphakTaHTHOMOAOOHOrO NUMOMNPOTENMHOBOIO
BellecTBa. BoigensaoT Tpu Gopmbl 3a60NieBaHUA: ayTOMM-
MYHHBI (paHee MEHOBANCA NEPBUYHBIM N uaronaTnye-
CKNM), BTOPUYHbIN 1 BpoxaeHHbIn JTAM [1, 2].

nuagemunonorna

BrnepBble neroyHbivi anbBeonApHbIN NpotenHos (JIAM)
6b11 onucaH Rosen S. H. n coaBTopamu B 1958 rogy B Buae
aHanmsa cepum 27 cJlyyaeB, KOTopble ObM cOGpaHbl U3
Pa3NNYHbIX YYpeXAeHU 3a NATUNETHUN nepuog [3].

PacnpocTtpaHeHHocTb JIAT B pasHbiX CTpaHax Koneo-
netca oT 3,7 fo 6,2 cnyyaes Ha 1 MIH HaceneHus, 3abonesa-
€MOCTb OLeHMBaeTcA Ha ypoBHe 0,2 Ha 1 mnH [4, 5, 6].
AyTormmyHHas dopma 3aboneBaHuna Habnogaetca B 90 %
cnyyaes JIAI [13].

JIAT BcTpeyvaeTca y MyKunH B 2—2,5 pasa yvalle, yem y
MKEHWWH [6]. AnuTenbHOCTb Nepuoaa BPeEMEHU OT rnosBle-
HUA NepBbIX CMMNTOMOB O MOMEHTA YCTaHOBNIEHUA Auar-
HO3a 0OblYHO cocTaBnsaeT 7—10 mec [4, 5, 7].

B 0630pe nuTepaTypbl, BKOYaLWem onncaHue 410
60nbHbIX JIATM, Seymour J. F. n Presneill J. J. yctaHoBunM
MefnaHy BO3pacTa Ha MOMEHT YCTaHOBNEHUA AnarHo3a
Ha ypoBHe 39 neT C MaHudecTaumelr 3aboneBaHus B
6onee no3gHeM BO3pacTe y MyxuuH [6]. NMopobHoe pac-
npeneneHne OONbHbIX MO BO3pacTy ObIO MOJiyYeHO
KUTAaNCKNMU yyeHbIMU Npu aHanm3e 281 cnyuaa [7], a
TakXe B peTpoCneKTMBHOM WCCNefOBaHWW, BblMOJIHEH-
HoMm BO OpaHuum [8]. OgHaKo B 3NUAEMUNONOrNUYECKOM
nccnefoBaHnu, NpoBefeHHOM B AANOHMM NO MaTepuanam
aHanm3sa 223 cnyyaes JIAl, cpegHuin BO3pacT nayMeHTOB
coctasun 51 rop [4].

HecmoTps Ha To, uTo ayToummyHHbI JTAM HabnogaeT-
¢s1 B 90 % cnyvaes, 3Ta popma 3aboneBaHms peaKo accoum-
UpyeTca C APYrumMy ayTOMMMYHHbIMU Gone3Hsamu. Mo aaH-
HbIM Seymour J. F. n Presneill J. J. [6], Tonbko y 7 (1,7 %) 13
410 naumMeHTOB ObIV BbIABIIEHbI APYre ayTOMMMYHHbIE
6onesHu.

Mo gaHHbIM Inoue Y. n coaBTOpOB (2008), UNCNO KYpPWb-
WKKoB cpean 6onbHbIX JIAT coctaBnseT 57 %, UToO Ha MOMEHT
NccnefoBaHMA He OTINYANOCh OT aHANIOMMYHOr O NokasaTens
B nonynAunm B Lenom [4]. Takum 06pa3om, KypeHue He urpa-
€T CyLecTBeHHOW ponu B natoreHese J1AI [2, 4].

STuonorus v naTtoreHes

B pa3BuTuMM 3a060MeBaHMA KIIOUEBYID POJb Urpaet
HapyLleHne obmeHa cypdakTaHTa — 6enKoBO-UMOVAHOrO
KOMMJIeKca, cekpeTmpyemoro nHesmoumtamm Il Tuna.
CypdaKTaHT yMeHbLIAeT NMOBEPXHOCTHOE HaTsXeHue ajb-
BEOS U MpefoTBpalLaeT UX KO/IANC B KOHLUE BbigOXa, a
TaKXKe NPVIHMMAET yyacTre B MeXaH3MaX aHTUMHPEKLNOH-
HOW 3awwuThbl [9].

CypdaKTaHT WHAKTMBUPYETCA MNyTemM Mepexofja B
NMOBEPXHOCTHO-HEAKTUBHbIE arperaTbl, OCHOBHAsA YacTb
KOTOpbIX peyTunusvpyetcs nHeBmouuTtamu Il Tuna.
OcTanbHasa yacTb cypdakTaHTa KaTabonmnsmpyeTcs anbBeo-
nApHbIMU Makpodaramu (AM). 3ToT npouecc perynmpyeTcs
LUTOKUHAMW, KITIOUYEBbIM 13 KOTOPbIX ABMIAETCA rpaHysioLu-
TapHO-MaKpodaranbHbIi KOMOHUECTUMYNMPYIOWINA  daK-
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Top (GM-CSF). HapyweHune B3ammopericteua GM-CSF c
KNeTOUHbIMU peLenTopaMy BeAeT K TOMY, UTO KNeTKu-
MULUEHW He MOJyyaloT CUrHaN Ans paclernnieHnsa cypdak-
TaHTa, B CBA3M C YeM MPONCXOAUT ero N3BbITOYHOE HaKomM-
neHve B anbBeonax [10].

Mpw aytoummyHHOIN dopme JIAT B XKuUAKOCT BPOHXO-
anbBeonsapHoro naaka (BAJ1) n B CbIBOPOTKE KPOBU onpe-
fdendatoTca aytoaHTutena npotns GM-CSF B BbICOKUX KOH-
ueHTpaumsx [11], KoTopble 6MOKUPYIOT €ro akTUBHOCTb, B
cBA3M ¢ yem AM He MofyvyaloT CUrHana Ana Katabonusma
cypdaktaHTa [12]. AyTOMMMYHHbIN MexaHu3m JIAM 6bin
NMOATBEPXKAEH B JKCNEPUMEHTe: BBefleHue o06e3bsHaM
aHtuten K GM-CSF nHgyunposano passutue JIAl, He otnu-
ymmoro oT JIAM y uenoBeka [13, 14].

BropuuHbiin JTIAM BcTpeyaeTca y 60MbHbIX C Pa3fvyHbI-
MU MUENOUAHbIMU U NMUMGOVAHBIMY PACcCTPONCTBAMY —
npv MMENOANCNNACTUYECKOM CUHAPOME, OCTPOWN U XPOHU-
YyeckoW MUeNoVaHoOW 1 nuMbougHon nerikemnuu, NMMebo-
rpaHyfieMaTo3e U HeXOmXKUHCKMX numdomax [15, 16, 17,
18, 19]. icTnHHas 3aboneBaemocTb JI1AI, accounmnpoBaHHO-
ro C remaTonornyecknMmm 6onesHaMU, HerM3BecTHa. B ogHowm
OTrpPaHVMYEHHON cepun HAbMAEHUN ObifIO YCTAaHOBIEHO,
yto JIAI aBnaeTca npmuyumHOM 5 % pecnmpaTopHbIX CUMNTO-
MOB y 60s1bHbIX nekemueit [15]. B otnnume ot ayToMmmyH-
Hon dopmbl 3aboneeaHusa, JIAI Npy remMaToNormyecknx
paccTpoOnCTBax He acCoOUMMpPOBAH C ayToaHTUTeNnamu K
GM-CSF. PeTpocnekTuBHbI aHanun3 404 ciydvaes B ANoOHWK
nokasarsi, YTo BTopuyHbin J1Al, accoummpoBaHHbIN C NenkKe-
MusMU, Habnogancs y 40 nauneHTos (~ 10 %), Npyi 3TOM HU
y KOFO 13 HUX He 6bln BbiABNeHbl aHTuTena kK GM-CSF [15].
Mpepnonaraetca, uto npuuunHon J1Al, accoummnpoBaHHOro
C reMaTo/IoOrMYeckMMU 3ab0neBaHNAMN, ABNAETCA YMEHb-
weHne KonmyectBa AM 1 ux AUCPYHKUUS BClepcTeue
OCHOBHOrO 3abofieBaHUA W/UAM VIMMYHOCYMPECCUBHOWM
Tepanuun [15, 18, 19].

Onucanbl cnyyan JIAT npn gpyrux 3n10KayeCTBEHHbIX
OnyxoneBblx NpoLeccax — Npu ageHoKapLunHOME ferkoro,
Me30Tenmome, MeniaHome, rnrobnactome [20]. Jiutepatypa
copepXuTt ceeaenust o JIAT, accounmnpoBaHHOM C 3abone-
BAaHUAMW COEAVNHUTENBHOWN TKaHW [21, 22], THEBMOLIMCTHOW
nHdekumen y 6onbHbix CMNLI [23]. Mpwn Bcex 3Tux 3abone-
BaHUAX TaKXKe OTMeYaeTCA yMeHbLUeHre YyncieHHocTn AM n
CHWXKeHUe nX QYHKUMOHaNbHOW CMOCOOHOCTM K yTunm3a-
umn cypdakraHTa.

Ony6nKOBaHbl MHOFOUYUCIIEHHbIE COOOLEHMA O pas3-
BuTun JIATT nocne BAbIXaHUA MUHEpPanbHOM Mbin (Kpem-
HWUI, TanbK, LLEMEHT, KaOJIVH), METa/TNYECKNX YacTurL, (anto-
MUHUIA, TUTaH) [1]. NonyyeHbl SKCnepuMeHTaNbHble MOAeNr
Ha WBOTHbIX, AeMOHCTpupyowue passuTtue JIAI nocne
WHranAaumm MopoLlKa HUKensa, KpeMHudA, TUTaHa, KBapua,
nHavA, antoMnHuAa [1, 24]. Yactuubl MeTannoB Bbli3blBaan
nputok AM B anbBeonApHble MPOCTPAHCTBA, 3@ KOTOPbIM
cnepoBana nponudepauma nHeBMmouutos |l Tvna 1 Hakon-
nexve ¢ocoonunugos. AM nepenonHanucb dochonunu-
HbIM MaTeprasnom, a anbBeosibl 3aNONHANNCL NNONPOTen-
HOBbIMY BKITIOYEHUAMM.

B nccneposanmm, nposegeHHom Cummings K. J. n coas-
Topamu (2010), 6biny BbisiBNEHbI ayToaHTUTena K GM-CSF y
60onbHbIX JIAM 13 uncna paboumx, KOHTaKTUPYOWUX C
nbibto MHAMA [25]. Mo mMHeHuto Costabel U. n coasTopoB
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(2010), BObIXxaHME MUHEPANbHOW MbINV B OTAENbHbIX ClyYa-
AX MOXET TPUITepPOM B MeXaHM3Max Pa3BUTUA ayTOMMMYH-
How ¢popmbl JTAT [26].

BpoxxpeHHas ¢opma JIAT obycrioBneHa myTauumamMu
rEHOB, KOAUPYIOLWKMX CTPYKTYpYy 6enkoB cypdakTaHta B n C
vnu B -uenu peuentopa ana GM-CSF [1].

MaTtomopdonornyeckasa xapakrepucrmka

B cnyuasax aytommmyHHoro JIAI rucrtonormnyeckune
Cpe3bl AEMOHCTPUPYIOT aJIbBEONAPHbIE MPOCTPAHCTBA U PAL,
MESIKMX OPOHXMON, 3aMOSIHEHHbIX aMOPHbIM, FpPaHynsp-
HbIM 303MHOGUNIbHBIM MaTepuanom. KneTouHblln petpur,
BK/IOYAOLUIA aNbBeONApHblE MaKpodarn B COCTOAHUN
fereHepauuu, CnyleHHble MHEBMOLMUTbI U OCKOMKMN Xone-
CTepona, MOXHO YacTo OOHapyXWTb B Cpe3ax TKaHW.
Bo3moXHO Hanuume runepnnasuvm nHeBmouutos Il Tuna
0YaroBOro xapakTepa. J03MHOGWIIbHBIV MaTepran BHYTPU
anbBEOJ MO CBOMM TMCTOXVIMUYECKMM CBONCTBAM OObIYHO
apnaetca WWK-no3ntuBHbIM (prc. 1) ¢ Mcnonb3oBaHMEM
AracTasbl, MyLVKapMUH-HEraTUBHbIM 1 OKa3biBaeT MOSIOXNU-
TENbHYI0 Peakuuio Npyv UMMYHOTMCTOXMMUYECKOM 1CCefo-
BaHUU ¢ npoTtemHamu A, B n C cypdakTaHTa [27]. O6bIYHO
anbBeoNIAPHaA apXUTEKTOHMKA COXPaHeHa, XOTA MOTyT nNpu-
CYTCTBOBaTb MWHUMasbHble MPOABAEHNA BOCMANEHUA
Hecrneundryeckoro xapakrepa. YcuneHve npuU3HaKkoB
WHTEPCTULMANIbHOTO BOCMANeHNA [OMIXKHO Bbi3blBaTb MOAO-
3peHuie Ha NpucoeanHeHne MHGEKLMOHHOro npoLecca.

Mpy gnuTenbHOM TeuyeHWy 3ab0neBaHNA MOXET pas-
BUTbCA UHTEPCTULMANbHBIN Grbpo3. AnbBeosbl, rpaHnya-
Lme C oyaramy BHYTPUaNbBEOJIAPHbIX CKOMJIEHUI NpoTen-
Ha, MOTYT MPOABNATL BTOPUYHbIE SMPU3EMATO3HbIE M3Me-
HeHuA [28].

Knununyeckune npoasneHnA
MouTn B OJHOW TpeTu CiyyaeB OoTMevaeTcs beccmn-
TOoMHOe TeuyeHue JIAl, a guarHo3 ycTaHaBAMBAlOT Mocne

Puc. 1. Mayuenm I1., 31 200a, aymoummyHH®Iti JIAI, omkpbimas
6uoncusa nezkozo. OnpedensOMcA anabeeosibl, 8bINOJIHeHHbIe
20MO2eHHbIMU, C NpU3HAKaMUu 3epHUCmMocmu, Maccamu, UHmeH-
CUBHO OKpaweHHbIMU 8 APKO-po3086bili yeem u codepxxkaujue
eOUHUYHble KJlemKu — asbeeosioyumel. Ommeyaemcsa ghopmu-
poeaHueKpucmanionodo6Heixcmpykmyp. MexkanoeeonsapHsie
nepezopoOKu Masio uUsmMeHeHbl, He3HA4YuUMmeJsIbHO ymoJiueHbl
s8csiedcmeue Ux UHGUAbMpPAYUU HeMHO204UC/IeHHbIMU JIUMGO-
UOHbIMU KlemKamu, moHoyumamu (Lluk-peakyus, 200 x).

0ob6cnenoBaHUs Mo pesynbTaTaMm NPodUIaKTMUecKon peH-
TreHorpadum. KnmHmnyeckme cumntombl JTIAI Hecrneunduu-
Hbl: OAblllKa Habnofgaetcs B cpegHem B 39 % cnyuaes,
CYXOW WX CO CKYAHOW MOKpOTOM Kawenb — B 21 % [8,
29-33]. bonb B rpyam, yMeHbLUEHVe Macchl Tena, cnabocTb u
nuxopagKa ABNATCA OTHOCUTENbHO PedKUMN MPOABIEHN-
amun JIATl. KpoBoxapKkaHbe OoTMeuaeTca TOSMIbKO B C/y4Yasx
VNHPEKLNOHHbIX OocNioxHeHui [8]. LlmaHo3 n yTonuweHue
HOrTeBbIX danaHr nanbLeB BCTpeyaTca npumepHo y 30 %
60nbHbIX. [aHHble GM3nKaNbHOro 06CNefOoBaHUS JIErKmx
06bIYHO COOTBETCTBYIOT HOPME.

Pagunonornuyeckne npusHakuv

PenmeeHozpachus opaaHos 2pyoHol nonocmu

Ha peHTreHorpammax y 6onbHbix JIAM onpegenstoT-
CA CUMMeTpPUYHble, bunaTepanbHble TEHU, PACMOIOXKEH-
Hble MpPeuMyLIeCTBEHHO B MPUKOPHEBbLIX U 6a3anbHbIX
NeroyHbIx nonax (puc. 2). ACCUMeTpUYHbIE TN OQHOCTO-
POHHME U3MEHEHUA C NPEeUMYLLECTBEHHbIM pacnpeaene-
HVieM B BEPXHUX oTAenax scrpeyatotca B 15-20 % cnyva-

‘b\
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Puc. 2. Pl OIT1 6onbHo20 b., 64 nem, JIAI1: 08yxcmopoHHue oudg-
¢hy3Hble meHU 8 NpUKOpPHeBbIX U 6a3a/bHbIX Omoenax.

Koppenauma mexagy KIMHUYECKUMU U PEeHTreHONoru-
YeCKMMM AaHHbIMY OTCYTCTBYET: BblpaXKeHHble PEHTreHON0-
rmyeckme W3MeHeHMA MOTyT COMPOBOXAATbCA CKYyOQHOWN
KNMHUYECKON CUMMNTOMaTuKoM [4].

KomneromepHas momoepacgpus 8bicokozo paspeweHus

KomnbtoTepHasi Tomorpadus (KT) BbICOKOro paspetue-
HUA ABNAAETCA OCHOBHbIM WMHCTPYMEHTOM B AUArHOCTUKe
JIATL. KT-npu3Hakm No3BONAKT YBEPEHHO MNPefnONOXnTb
Hanuuue J1Al, XoTA N He ABAATCA NAaTOFHOMOHUYHbIMU.
MpeobnagatoT M3MEHEHWA MO TUMY «MAaTOBOrO CTEK/a», Cen-
TanbHaA PETUKYNAPHOCTb Y NAaPEHXMMasIbHble YNTOTHEHUA.
PeTnKynAapHOCTb YaCcTO HaKafblBaeTCA Ha 30HbI K<MAaTOBOIO
cTekna», GopmMupya MaTTepH, HanomwuHawowWwmin bGecnops-
[OYHOEe MOKpPbITMe MOCTOBOM («Crazy paving»-naTTepH),
xapakTepHoe ana JIAT (puc. 3).

MaTonornyeckre M3MeHeHNA NapeHX1MMbl Yalle foKa-
NN3YIOTCA B NMPUKOPHEBbIX U LEHTPabHbIX 30HaX NEerkux,
OfiHaKO MOTyT pacnonaratbCa 1 NPenmyLLecTBEHHO B nNepu-
depuyeckmx otgenax.

3aTeHeHVA TaKkKe HaNoMIMHaloT reorpaduyeckyto KapTy,
Ha KOTOPOW NMopa)keHHble 061acT! HeMoCPeACTBEHHO rpa-
HMYaT CO 340POBON TKaHbIO.
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Puc. 3. KT 6onbHozo b., 51 200a, JIAIl: pemukynapHocme Ha ¢hoHe
«Mamoeozo cmeknax», hopmupyiowas «crazy paving»-nammepH;
a) akcuanoHolli cpes u b) npodoneHas pekoHcmpykyus.

Heob6xogumo OTMeTUTb, UTO «Crazy paving»-natrepH
BCTpeYaeTca U Npu APYrnxX naTonormyeckmx COCTOAHUAX
— oTeKe JIerkux, KpoBOU3NNAHNA B NapeHXME, UHPEKLK-
AX (MMKOMIa3MEeHHOW 1 MHEBMOLIMCTHO) 1 BpOHXMOM0asb-
BeonApHom pake [15].

3HauuTenbHbIE YMIIOTHEHUSA NMAPEHXUMbI OObIYHO acco-
UMMpPOBaHbl C UVHdeKUuMen wun HabnopalTca peako.
BHyTpurpygHble numdoy3ibl, Kak NPaBusio, He YBEeINYEHbI.

BpoHxoanbBeonApHbIN NaBax

BakHoe 3HaueHue B guarHoctuke JIAI umeeT nccnepo-
BaHME XMAKOCTU BGpoHXxoanbBeonsipHoro nasaka (PKBAJI)
[34]. Tunuuubim ana J1AM asnaetca monouHbin ueT MKBAJI
Npw YCII0BUK, YTO NlaBaXk BbIMOJIHEH B MOPaXeHHOM YUacTKe
NIerkoro C BbICOKMM cCOfepKaHuem nunonpoTeNHOBOro
MaTepwuana [1].

MonoxuTtenbHaa peakuna COAEPXMMOro JlaBaxka npwu
oKpawwmBaHuy peaktesom Lndda (PAS-peakuns) apnaertca
poctatoyHo cneunduyHon gna JIATM. KneTouHbln cocTtas
*KBAJ1 xapakTepur3yeTtca yBenmyeHnem obLlero KonmyecTsa
Knetok (cebiwe 300000 kn.x mn') ¢ npeobnagaHmem nmm-
dountoB (B cpeaHeM — 57 %) 1 BbICOKUM cofeprKaHneM
NEHNCTbIX MAKpPOharoB C BKIYEHMEM 303UHOPUIbHbBIX
rpanyn [35].

Antutena Kk GM-CSF

Hannune aHtuten Kk GM-CSF aBnaetca cneunduuHbiM
ana aytoummyHHon dopmbl JIAT. MNpumeHAlTca ABa MeTO-
na nx onpegeneHna — metop ELISA (3onotoin ctaHpapT) n
bYHKUMOHANbHBIN TECT, OCHOBAHHbLIN Ha CMOCOOHOCTM
CbIBOPOTKW, coaeprallein aHtutena Kk GM-CSF, nHruéupo-

YKpaiHCbKUIA NyNbMOHONOriYHNIA XKypHan. 2018, N2 3

BaTb nponudepaunto Knetok TF1-nMHWMKM, OYeHb YyBCTBU-
TenbHOM K akTuBHOCTM GM-CSF [14].

AnTntena K GM-CSF B HM3KMX KOHLEHTpauuax Moryt
onpeaenATbca y 300POBbIX UL Uy 6ONbHBIX OCTPON MUe-
novigHom nevikemuen. KoHueHTpauus aHtuten > 19 ugxml!
ABnAeTca cneundryHon ana aytonmmyHHoro JIAl, a KoH-
ueHTpauua < 10 ugxml’' no3sonseT yBepeHHO UCKNIOUNTD
3TOT AnarHos [36].

ODYHKUMA BHELIHEro AbIXaHUA N ra3oBblii

cocTaB KpoBu

Y 10-30 % 60nbHbIx JIAM HapyweHuiA GyHKLMM BHeL-
Hero AblxaHUsi MpY CNMPOMETPUK He Habmogaetca [1]. B
GONbLUNHCTBE CIlyYaeB PErUCTPUPYETCA PECTPUKTUBHbIN
TN BEHTUAAUMOHHDBIX PaCcCTPONCTB. XapaKTepHbIM AnA
JIAIN ABnseTcA HapyLeHWe CTPYKTYPbl 06LLeln eMKoCTy fer-
kux (TLC) ¢ pe3kum (o 30-50 % OT [OSKHbIX BENMNUNH)
YMeHbLUeHnem octaTouHoro obbema nerkux (RV) Bcneact-
BMEe 3aMOJSIHEHUA aNIbBEOJSIAPHOIO MPOCTPaHCTBa NUMNOMNPO-
TenHoBbIM cybcTpaTom (puc. 4). YmeHblueHve TLC 1 xus-
HeHHoI eMKocTy nerkux (VC) BblpaXkeHO B MeHbLUEN cTene-
Hu (0o 60-70 %). Kak npasuno, niaekc lercnepa (FEV,/FVQ)
3HaUMTENIbHO YBeNMYEH, YTO YKa3biBaeT Ha NCKIOUNTENIbHO
PECTPUKTUBHbIE HAPYLUEHUA NErOYHOM BEHTUAAL M.

Y Bcex MauMeHTOB OTMeYatoTcA HapylweHua anddysu-
OHHOW CMOCOBHOCTM NErknx — YMeHblUeHMe MoKasaTens
DLCO pocturaet 40-50 % [8, 37]. B 6onblumHcTBE Cnyyaes
HabnogaeTca rmnokcemms.

Xupypruyeckas 6uoncus nerkoro

[na guarHo3a obbIYHO JOCTAaTOYHO HaNMUUA XapaKTep-
HbIX un3MeHeHun PKBAJT B coyeTaHUm C TUAUYHbBIMU
KT-npu3Hakamn [37]. HeobxoammocTb npoBegeHna 6uon-
CUW NEerkoro BO3HUKAET B CJIyYasaxX NPUCYTCTBUA TUMNYHOTO
«crazy paving»-naTrepHa npu BbinosHeHun KT B covyeTaHnmn
C HeybeputenbHbiMy pe3ynbTaTamu KBAJI. [JocTaTouHO
MHPOPMATUBHBIM METOLOM ABNAETCA TPaHCOPOHXManbHasA
6uoncua nerkoro. Mo ceegeHnam Inoue Y. n coasT. [4], u3
203 605bHbIX ayTOUMMYHHbIM JTAIT OKOHYaTeNbHbIN Anar-
HO3 6bl1 yCTaHOB/IEH HA OCHOBAHMWU Pe3y/bTaTOB OTKPbITON
6uoncuy nerkoro B 8 % ciiyyaeB, TPaHCOPOHXMaNbHOM
6uoncun — B 42 %.

JleueHne

CTaHZapTHbIM METOAOM CUMMTOMATUYECKOro JieueHuns
6onbHbix JIAM ABnAetca o6WWA naBaX Jierkoro.
CoBpemeHHOe naToreHeTUYeCcKoe neyveHne NpoBOAMTCA No
[BYM HanpafieHAM — MOBblLIEHNE KNupeHca cypdaKTaH-
Ta nytem BBefeHuA 3K3oreHHoro GM-CSF n cHuxeHune
ypoBHA aHTuTen K GM-CSF c nomoLubio npenaparta putyKkcu-
Mab 1 nnasmadepesa.

Obwul nasax ne2koz2o

Knaccnueckuin  neyebHbIt  HGPOHXOANbBEONAPHDIN
naBaK BbIMONHAETCA Nof obLel aHecTe3nel B onepaLmoH-
HOW MW crneumanbHOM MOMELLEHWM, OCHALLEHHOM 0bopy-
[JOBaHVEM ANA VHTEHCMBHOWM Tepanuu. [poBoanTtca pas-
JenbHasA NHTybauma obonx nerkmx, Npu 3Tom OfHO flerkoe
nofBepraeTca NnaBaxy, a Apyroe NOAKMOYAETCA K annapary
WNCKYCCTBEHHON BeHTMNAUMK. JlaBax ocCyLiecTBnAeTca
nyTem BBeZleHVA U NoCNeAyoLLero otcacbiBaHuaA 1 n Tenno-
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Flow [L{s] FfV ex

ot = il |
-2

104

FfVin
Pred
Date 01.02.10
Time 10:31:32
ITGV [L] 3.36 1.86
RV [L] 2.06 0.54
TLC [L] 6.66 4.24
RV § TLC [%]1 32.29 12.72
vc [L] 4.52 3.70
ERV [L] 1.30 1.32
R tot [kPa*s/L] 0.30 0.25
SR tot [kPa*s] 1.18 0.60
SR eff [kPa*s] 1.18 0.45
ic [L] 3.23 2.38
Ve MAX [L] 4.53 3.70
EVC [L] 4.35 3.49
FEV 1 [L] 3.54 3.14
MEF 75 [L/s] 7.56 7.16
MEF 50 [L/s] 4.71 5.67
MEF 25 [L/s] 1.93 1.50
PEF [L/s] 8&.69 7.16
MMEF 75/25 [L/s] 4.02 4.12
FIVl1 [L] 2.88
MIF [L/s] 0.82
FEV 1 % FVC [%]
5G tot [1/(kPa*s)] 0.85 1.68

20 e (]
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197.5

Puc. 4. bonbHoli b., 35 nem, JIAIl. Bodunnemu3mozpacus u cnupomempus: pe3Kkoe yMeHbuleHUe 0CMamoyHo20
o6vema (RV), ymepeHHoe cHuxeHue obujeli emkocmu neakux (TLC) npu HeusmeHHoOU »u3HeHHoU emkocmu (VC),

yeenuveHue uHoekca lecnepa (FEV /FVC).

ro (37°C) dmsmonorumyeckoro pacteopa. lNpotecc nostopsa-
eTcA [0 Tex Nnop, MoKa »KMAKOCTb He CTaHOBUTCA MeHee
MyTHOI. O6bIYHO TpebyeTca fo 15 n pacTBopa. JlaBax BTO-
[pOro NIerkoro MokeT ObITb BbIMOSIHEH Yepes 24-48 y [8].

Haunbonee yacTbiMy OCNOXKHEHUAMU ABNATCA CHUXKe-
HWe caTypaumnm KpoBU KUCIOPOZOM, CYA0pOri, MHEBMOTO-
paKkc, naeBpanbHbIA BbINOT U NMXOPajdKa, CBA3aHHble C
npucoegmHeHnem nHbekUnm.

PeTpocneKkTuBHble OaHHble CBUAETENbCTBYIOT O TOM,
4yTo neyebHbIi NaBaX Nerkux CyLleCcTBEHHO Ynyudllaet
BbIXXMBaeMoCTb 60nbHbIX. B 85 % cnyvyaes nocne nposefe-
HMA obLLero naBaka NEerkux nauueHTbl JeMOHCTPUPYIOT
KNUHMYeCcKoe ynyJdleHne, MONIOKUTENbHYIO ANUHAMUKY
peHTreHonornyecknx 1 GyHKLMOHanbHbIX faHHbIX. B yacT-
HOCTM, YXe uYepe3 HEeCKONIbKO AHelN nocne npoBefeHun
neye6bHoro BAJ1 HabniogaeTca 3HauMTENbHOE yBeNnnyeHue
RV, TLC, DLCO u PaO,,

MpumepHo B 50 % cnyyaeB [OCTaTOYHO MpoOBefdeHus
OAHOWN MpoLueaypbl, OCTajbHble MaUMEHTbl HyXAaloTcA B
noBTOpPHOM neye6Hom BAJT [28].

Ony6n1KoBaHbl MONOXWTeNbHble pe3ynbTaTbl Npume-
HeHuA NeyebHOro NaBaka OHOW O NErkoro C MOMOLLbIO
$MBPOOPOHXOCKONUN MOA MeCTHON aHecTe3uel [8, 38, 39].

GM-CSF-3amecmumerneHas mepanus

MNpenapar, cogepxawmm GM-CSF (Sargramostim, Bayer
AG), NPUMEHAIOT UHFANIATOPHO NN NyTEM NOAKOMXHbIX UHb-
ekuui [40, 41]. B oTKpbITOM UccnenoBaHnm 3GppeKTUBHOCTY
GM-CSF-3amectuTtenbHon Tepanun [42] ycTaHOBAEHO, UTO
npumMeHeHe npenaparta MnyTeM MOAKOXHOFO BBeAeHMUsA
6b110 3bdeKTNBHBIM y 12 13 25 60nbHBIX JIAI (48 %). Mpu
3TOM YyJyulleHne HacTynano MeaSieHHee Mo CPaBHEHWUIO C
TeMMNamm NONOKUTENbHOW AVHAMUKU KIMHUYECKUX U GYHK-
LIMOHanNbHbIX JaHHbIX Nocse nposeaeHus nevebHoro bAJL.

Bonee 3ddeKkTBHBIM ABNAETCA MHrANALUOHHOE MNPU-
MeHeHne GM-CSF — nonoxutenbHblin 3$pdeKT gocTuraetca
B 68-91 % cnyuaes [43, 44].

Pumykcumab u nnasmagepes

MMmyHocynpeccmBHaA Tepanusa, OCOGEHHO KopTu-
KocTepouaamm, He TONbKo HeapdpekTnaHa npu JIAT, Ho n
MOXeT MpefCTaBNATb PUCK BO3SHUKHOBEHUA UHPEKLMOH-
HbIX OCNIOXHeHuI. TeopeTnyeckn nnasmadepes mMoxet
6bITb 3GEKTVBHBIM B OTHOLUEHUWN KOHLEHTPALWX aHTu-
Ten K GM-CSF n ynyywatb TeueHune 3aboneBaHus, Kak npu
cuHppome 'yanacyepa. OfHaKo yunTbiBas To, UTO ayTOUM-
MYHHbIVI MeXaH3M Hanbornee pacnpocTpaHeHHoN Gopmbl
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JIATT 6bIn yCTaHOBMIEH CPaBHUTENbHO HeflaBHO, CBefeHNA
06 ycnewHom npumeHeHun nnasmadepesa y OONbHbIX
JIAT1 npepcTaBneHbl B nuTepaType B efMHUYHBIX cooOLLe-
HuAx [45, 46].

PuTtyKkcnmab, npencraBnatowmnin cobom KoMniekc MOHo-
KNOHanbHbIX aHTUTen K CD20 aHTureHy B-numdouwnTos,
cnocobeH ynyuwatb TeueHune JIAT 3a cYeT CHUXKEHMNA KOH-
ueHTpaumm aHtuten K GM-CSF. MonoxuTenbHbln 3¢deKT
npenapaTta Habnogaetca npumepHo y 80 % 6onbHbIX [47,
48, 49].

GM-CSF-3amecTnTenbHan Tepanna U nevyeHne puTyk-
cMmabom ABNAIOTCA MeTofaMu, anbTepHaTUBHbIMK obLLe-
My NaBaxy Nerkux, 1 NpuUMeHsTcA B ciyvasax Headdek-
TuBHOCTM BAJT unn HannumA NPOTMBOMNOKa3aHUN K ero
npoBefeHuIo.

TeuyeHue n NnporHos

B pabote Inoue Y. n coaBT. [4] NpeacTaBneHbl JaHHbIE O
ecTecTBeHHOM TeyeHuun JIAT 6e3 KNMHUYeCKMx nposse-
HWUI y 39 NaLMeHTOB, KOTOPbIM He MPOBOAMOCH fleyeHune. Y
11 60nbHbIX (28 %) Habnoganocb CNOHTaHHOE ynyuylleHue,
y 3 (7 %) — yxypweHwue ny 25 (64 %) — ctabunbHoe Teue-
Hue. OgHako, no HabnoaeHuam Tazawa R. n coasT. [43],y 9
13 11 60IbHbIX CO CMOHTAHHOW PEMUCCUEN Yepes KOPOTKOe
BpemsA pa3BmNoCh yxyaleHue TeyeHuns JIAT.

B cBA3M C WMPOKNM NPUMEHEHMEM MeToha neyebHOoro
naBaka Jlerknx MATUIETHAA BbIPKMBAEMOCTb y OOSbHbIX
ayToMmmyHHbIM JIATT gocturaet noutn 95 % [4].

Co6cTBeHHble HabnogeHnn

3a nepuopg c 2010 no 2017 rogpl B OTAENEHUN NHTEP-
CTUUManbHbIX 3a6oneBaHni nerkmx HaumoHanbHOro UHCTK-
TyTa dTM3Matpum n nynbmoHonorum (HA®M) um. O. T.
AiAHoBckoro HAMH YKpauvHbl AnarHo3 nNeroyHoro anabBeo-
NAPHOro MpoTenHo3a Obin ycTaHoBneH y 18 nmauneHToB
(My>KurH — 12, XeHWwmH — 6) B Bo3pacTe oT 19 fo 64 net. 4
601bHbIX 6bINK B Bo3pacTe oT 19 o 29 net, 5— o130 go 39
net,4 — ot 40 no 49 net,4 — ot 50 no 59 neTn 1 — crapwe
60 net. Takum obpa3om, 3abonesaHne HabnaaNoch C oau-
HaKOBOW YacTOTOW BO BCEX BO3PACTHbIX rpynnax, 3a UCKIo-
yeHMeM KaTeropuu nuL, MOXW0ro BO3pacTa, K KOTOPOW
oTHocuca Bcero 1 maymeHT.

OCHOBHbIM CyObBEKTUBHBIM MposB/ieHMeM 60ne3Hn
6blna oAblLLKa: NPW BbINOSIHEHUN NPUBbLIYHON GU3MYECKON
Harpy3knm — y 9 naumeHTtoB (MRC1 — 5, MRC2 — 4), npu
He3HaumTenbHoM Harpyske — y 3 (MRC3), B cocTosHuM
nokoa — y 1 (MRC4). ¥ 10 6onbHbIx Habnoganca penkui
CyXOW Kallenb, 4 nauymeHTa oTMeyann NoTepro Macchbl Tena
Ha 4-6 Kr 3a nocnegHve 6 mec.

B 3 cnyuaax 3aboneBaHve Hayanocb OCTPO: BHE3anHO
nosblcuiacb TemnepaTypa tena go 39° C, noasmnacb Chib-
HaA OfbllWKa, Kawenb C BblgeneHnem CKYAHOW MOKPOTbI.
Jleunnucb B TepaneBTMYECKOM CTauMoOHape Mo MecTy
XUTeNbCTBa C ANArHO30M HEerocnuTanbHOWN LBYCTOPOHHEN
nHeBMoHuUK. [ocne npoBefeHMA aHTMOaKTepUanbHOMN
Tepanuu cocTosHre 60MbHbIX YNyULWKIOCh, Of4HAKO OAbIL-
Ka U U3MEHEeHWA Ha PeHTreHorpammax COXPaHANUCb, B
CBA3N C yeM NaumeHTbl 6binn HanpasneHbl B HADI gna
YTOYHEHUA QuarHosa n nevyeHus.

Y 10 nayneHTOB NepBble NpoAB/eHNA 6one3Hn B BMUAE
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He3HauMTeNbHOWN OfbIWKK Npu Gr3nYeckor Harpyske nos-
BUAUCb B cpefHem 3-4 rofga Hasaf. Opfblwka megneHHo
nporpeccnpoBana, Yto B pesyfbTaTte ABUIOCb MPUYMHON
obpalleHuns K Bpauy. Kak npasuno, nocse peHTreHonorunye-
ckoro obcnefoBaHNA oWNHOOYHO AMArHOCTUPOBANIM MHEB-
MOHWMIO, B CBA3M C YeM MaumeHTbl 6e3ycnewHo neymnncb
aHTn6buroTmkamm. B HUOI 6binn HanpaBneHbl C NOA03peHN-
€M Ha MHTepcTMUmnanbHoe 3aboneBaHre nerkmux gna yTou-
HeHWA anarHosa.

B 5 cnyyasax kKnuHuyecknx npoasneHuii JIAIM He 6bi10
— nauueHTbl ObiNn HanpaBneHbl B WHCTUTYT B CBA3N C
Hannymem naTosiorMyecknx M3MeHeHUI B NEerkux, BblAB-
NEeHHbIX NPy NPodUNaKTUYECKOM PEHTreHONIOrMYeCckom
obcnegoBaHuu.

6 605bHbIX O NOCNefHero BpemMeHu pabotanu B Hebna-
rONPUATHBIX YCNOBUAX: OAWH MauWeHT Ha MpPOTAXeHun 7
net paboTan NanWmMKOM B KOHTaKTe C UCMapeHnAMY 0f1oBa
1 KNCNOT, BTOpO — 6ynbfio3epuncT no gobblyue ruviHbl, Tpy
naumeHTa paboTanm B KOHTaKTe CO CTPOUTENbHOW MbUIbIO,
OAVH MauMeHT — C MbUibl0 MeTasNioB. 6 MauMeHToB —
KYpPUNbLUMKM CO cTaxeM oT 4 Ao 20 nayko-neT. XPOHNYeCKNX
conyTcTBYOLWMNX 3aboneBaHni B aHaMHe3e HeT.

Mpu nocTynneHUm B KAMHUKY Y OAHOro 60sbHOro
obLlee cocToAHMe ObINO CpefHen TAXECTU: ofblliKa npu
pasrosope, AP Y3HbINA LMaHO3 KOXMN 1 CIM3UCTbIX 060510-
yeK. Y ocTanbHbIX NaLMEHTOB — COCTOAHNE YAOBAETBOPU-
TenbHoe. Or3nyeckoe COCToAHUE 4 NaLMEHTOB XapaKTepu-
30BaNOCb YMEPEHHbIM YMeHblueHnem MaccCbl Tena.
N3meHeHnA HorTeBbIx danaHr nanbues no Tuny «bapabaH-
HbIX Nasoyek» OTMeYanucb B OAHOM Ciy4vae, M3MeHEeHuA
HOrTeln B BUAE «4aCOBbIX CTEKOM» — Y 2 NaLMeHTOB.

Mpw ayckynbTaumm Nerknx AblxaHue Be3nkynapHoe, y 5
605nbHbIX — OCNnabneHHoe B HKHUX oTAenax.

Mo JaHHbIM aHanr3a KpoBwW, y 6 BONbHbIX OTMeYanca
3pPUTPOLMTO3 C MOBbILEHNEM YPOBHA reMornobuHa.

Pe3synbTaTbl peHTreHonormyeckoro obcnepoBaHmA
6blIV OQHOTUMHBIMM Y BCEX MaLMeHTOB. Ha 0630pHbIX peHT-
reHorpaMmmax onpegenancb CMMMeTPUYHble bunatepanb-
Hble TEHW, PACNONIOXEHHble NPEeNMYLLECTBEHHO B MPUKOpP-
HeBbIX 1 6a3anbHbIX NIeroYHbIX Nonax. Mpu KomMnblTepHo
Tomorpaduu nerkunx y Bcex 60ibHbIX MPUCYTCTBOBaN TUMWY-
HbI «Crazy paving»-naTTepH.

Mpn 6ogunneTnamorpadumn oTMeYanmcb XxapakTepHble
n3meHeHua cTpykTypbl TLC — pe3koe ymeHblueHune RV,
ymepeHHoe cHuKeHne TLC, He3HaunTenbHoe ymeHblueHne
1N paxe HopmanbHaa BenuuuHa VC. CnvpomeTpuyeckne
nokasartenu OpPOHXMaNbHON NPOXOAMMOCTU COOTBETCTBO-
Banv HOpMme.

Y Bcex nauneHToB Habnofanucb yMepeHHble 1 pe3ko
Bblpa)keHHble HapyleHua Anddy3MoHHOM CnocobHOCTH
nerkux (ot 60 o 27 % OT AOIPKHOW BENINUMNHDI).

B 3 cnyuaax Habnioganacb ymepeHHasa U pe3Ko Bblpa-
»KeHHaA rmnokcemmns B COCTOAHNMN NOKOSA: PaO2 — 58,48 n
40 MM PT. €T. Y 7 NaLMEHTOB CHUXEHWE HanPAXeHUA KUCIO-
popaa B KpoBM OblNO HE3HAUMTENTbHbIM.

Y 15 60nbHbIX NpoBefeHa 6Uoncua nerkoro: TpaHc-
6poHxmanbHaa — y 13 u oTkpbiTad — y 2. Pe3ynbTaThl
NnaTorMcToNornyeckoro uccregoBaHna OnonTaTtoB noa-
TBEPAUIN KIAVHNYECKUI W PagUoNoOrmyecknin [uarHos
JIATl BO BCex cnyyasax, YTO NOAYEpPKUBAET HAAEXHOCTb
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Date

ITGV {L1 3.28 2
RV {L] 1.86 0
TLC [L] 6.66 4
RV % TLC %1 28.78 16
Ve (L] 4,78 3
ERV [L] 1.42 2
R tot [kPa*s/L] 0.30 0
SR tot [kPa*s] 1.18 0
SR eff [kPa*s] 1.18 0
Iic L] 3.36 1
VC MAX [L] 4,78 3
EVC {L] 4.58 3.
FEV1 [L] 3.80 3.
MEF 75 [L/s] 7.82 7
MEF 50 [L/s] 4,99 5
MEF 25 [L/s] 2.16 1.
PEF [L/s] 9.08 8.
MMEF 75/25 [L/s] 4.40 4,
FIV1 [L] 3
MIF [L/s] 0.
SG tot [1/ (kPa*s) ] 0.85 1s
FEV.1 % FVC [%] 86.

68
a5
61

Prad‘ |1 % (Actl/Px% (Act2/Pr % (Act2/Actl)

.91 88.9 97.

2 18 5

1.63 87.0 238.9

5.22 (78.D 123.3

31.19 108.4 193.7

3.59 75.2 101.1

1.28 90.6 55.7

0.25 82.6 114.4

0.83 70.8 112.4

0.74 63.2 119.7

2.31 .7 185.0

3.59 101.1

77.6 3.59 e 100.9
80.9 3.04 80.0 98.8
99.7 7.27 93.0 93.3
106.5 5.40 108.2 101.6
72.1 1.62 75.1 104.2
96.7 7.44 82.0 84.7
92.7 4.03 91.5 98.8
3.58 106.4

0.69 101.9

158.8 1.20 141.3 89.0
84.86 98.0

Puc. 5. lunamuka nokazameneli cmpykmypbel o6weli eMKocmu Jsie2kux U napamempos Kpueoli nomok-o6sem
¢opcuposaHHo20 8bi00Xxa nocsie nposedeHus e4ye6Hoz20 bAJ1 6onvHozo 1., 33 nem, J1AI, ¢paza npozpeccuposea-
HusA: 3Ha4YumesibHoOe ysesiudeHuUe oCmMamoYyHo20 06vema u o6weli eMKocmu s1e2kux npu HesHa4yumesibHoOM usme-

HeHuU XU3HeHHOU eMKOCmU Jie2KuXx.

KT-gnarHoctuku 3abonesanua. Y 3 naunmeHTOB OCHOBAHU-
em pans pguarHosa JIAIM 6bina  BblcoKocneundpuyHas
KT-cemnotmnka, a TakXe OTCYTCTBUE aNbTepPHAaTUBHbIX
OVarHo3o..

Bcem 605bHbIM ObINKU NpoBeAeHbl evyebHble BPOHXO-
anbBeosIsipHbIE NTAaBaXkn C UCMOJIb30BaHNEM GpUOPOOPOHXO-
CKOMMM MO MeCTHOWM aHecTesmen (KaHA. med. Hayk O. .
Lnak, A. B. HoBuukuin) — ot 2 go 5 npouenyp B 3aBUCUMO-
CTV OT 06bEMOB MOPAXKEHMA NAPEHXUMbI.

Y>e B nepBble AHW nocse nposefeHus bAJ1y 13 naunen-
TOB, UMEIOLWNX KIMHMYECKNE MPOABIIEHNA PEeCnNPATOPHON
HeOCTaTOYHOCTY, HAbMAANOCh 3HAUNUTENbHOE YIyulleHre
COCTOAIHNA — YMeHbLLUEHNE OAbILLKM, LIaHO3a, CTeNeHN apTe-
puanbHol runokcemun. ViccnegosaHne GyHKLUMM BHELLIHEroO
[bIXaHWA, NPOBeAEHHOe Nepes BbINMUCKOM U3 KIMHKKK, MOKa3a-

0 CyLecTBEHHOe ynyuyLueHne cTpykTypbl TLC (yBenuueHune RV
1 VC) n anddy3roHHOM CNOCOOHOCTU NErKuX.

Prc. 5 gemMoHCTpupyeT AMHaMUKY rMokasaTtenen 6ogu-
nnetusmorpadun 1 cnupomeTpum 6onbHoro . 4o n nocne
nposefeHna bAJ1. HecmoTpsa Ha TO, UTO BPEMEHHON NHTep-
Basl Mexpay uccnefoBaHuAMU coctaBun Bcero 10 gHen,
OCTaTOUHbIN 06beM Nlerkux ygenuumsca B 2,5 pasa, a obuian
€MKOCTb JIerkux Bo3pocna Ha 23 %. 3HaunTeNnbHO ynyuyLiu-
nace 1 gnddy3noHHasa cnocobHOCTb nerkux (puc. 6).

MoBTOpPHOE 06CNIEefOBaHYIE C CMONb30BaHVeM KT 1 dyHK-
LIMOHAJIbHBIX TECTOB 6bII0 MPOBEAEHO B CpeHEM vepe3 6 Mmec
nocsie BbINUcKy 13 otaeneHuns. Y 17 ns 18 6onbHbIX Habsona-
nacb perpeccus 3aboneBaHyA — 3HauUTeNIbHOE YMEHbLUIEeHNe
NoLWaM NOPAXKEHNA NAPEHXVIMBI, @ Y 2 NALMEHTOB — MOYTY
nosnHasa HopmManmsauma KT-kapTuHbl (puc. 7, 8).

Pred %Actl/?md‘ H $Act2/Pred %$Act2/1

Date

DLCOSB. 10.57 4.61 43.7
Hb 14.60 _
DLCOG 10.57 1.61 G3.D
vA 6.51 5.15 75.1
KCOc 1.59 0.90 56.5
RV-SB 1.86 3.17 170.5
RVETLC 28.78  59.61 207.1
TLC-SB 6.66 5.32 79.8
vIN 4.78 2.15 44.9
TA 11.10

FI He 9.66

FA He 3.25

FI CO 0.257

FA CO - 0.057

5.39 50.9  116.7
14.60 100.0
5.39 116.7
4.21 64.7 81.8
1.28 80.5  142.7
1.97 106.2  62.3
45.08 156.6  75.6
4.38 65.7  82.4
2.40 50.3  112.0
11.50 103.6
9.66 100.0
4.60 141.4
0.257 100.0
0.065 115.4

Puc. 6. [lunamuka nokazamens ouggy3uoHHol cnocob6HOCMu s1e2Kux nocsie npo-
sedeHus ne4ebHoz20 bAJ1 6onbHozo I1., 33 nem, JIAI, ¢pasza npozpeccuposaHus:
yeenuveHue DLCO Ha 17 %.
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Study date: 23.11.2010

> |

Puc. 7. KT 6oneHo2o M., 30 nem, JIAII: a) npu nocmynieHuu 8
KnuHuKy, b) yepe3 6 mec nocnie npoeedenus neve6Hoz0 6AJl.

Y ofHOW MauUWeHTKN MONIOXKUTENbHOW AMHAMUKU KNn-
HUYECKON 1 PafUoNorMyeckor CeMrUoTUKM He Habnopa-
nocb. Mocne nostopHol cepum BAJT naumeHTKe 66 NPO-
BefleHbl ceaHcbl Nnasmadepesa, B pesynbraTe Yepes 12 mec
oTmeueHa perpeccus J1AT.

Y 15 60nbHbIX Ha GpOHe BbipaXkeHHOW perpeccun Npo-
Lecca y4yacTKM «MaTOBOro CTeKfia» B MapeHXmme C «crazy
paving»-naTTepHOM COXPaHANMNCD, B CBA3U C YeM Obina npo-
BefeHa noBTopHas cepua bAJ1 (oT 2 fo 5 npoueayp B 3aBu-
CUMOCTY OT NAoLaan NnopakeHus).

Pred Actl
Date 30.11.17
1TGV (L] 3.28 2.91
RV [L] 1.86 1.63
TLC (L] 6.66 5.22
RV % TLC [%] 28.78 31.19
o] (Ll 4.78 3.59
ERV [L] 1.42 1.28
R tot [kPa*s/L] 0.30 0.25
SR tot [kPa*s] 1.18 0.83
SR eff [kPa*s] 1.18 0.74
IC [L] 3.36 2.31
vC MAX (L] 4.78 3.59
FVC (L] 4.58 3.59
FEV1 [L] 3.80 3.04
MEF 75 [L/s] 7.82 7.27
MEF 50 (L/s] 4.99 5.40
MEF 25 [L/s] 2.16 1.62
PEF [L/s] 9.08 7.44
MMEF 75/25 [L/s] 4.40 4.03
FIVL (L] 3.58
MIF [L/s] 0.69
SG tot [1/ (kPa*s) ] 0.85 1.20
FEV 1 % FVC (%] 84.86

Puc. 8. KT 6onbHozo b., 46 nem, JIAII: a) npu nocmynsieHuu 8
KNuHUKy, b) yepes 9 mec nocnie npoeedenus ne4e6Hozo 6AJI.

Hapapgy ¢ nonoxutenbHon AmHamukon KT-gaHHbIX
Habnoganocb 1 3HauuTeNnbHOEe ynyudlleHne noKasaTenen
OB[ (puc. 9).

Heobxoanmo nopuyepkHyTb, YTO HayasbHOW TOYKOW
oTcyeTa B JaHHOM CJlyyae ABNAETCA MOMEHT BbINCKM 60Mb-
HOro 13 oTAeneHus, B nocneaywme 6 Mec HUKakasa Tepa-
NuA NaureHTy He NPoBOAMNack. To eCTb Nocne NpoBefeHnA
neuebHoro BAJT nerkmnx Ha NPOTAXKEHWM HECKONbKNX MeCs-

% (Actl/Pre Act2 %(Act2/Pr %(Act2/Actl)
16.05.18
88,9 3.85 1176 132.2
(87.9 2.30 141.3
(78. D 6.47 C97.0 123.8
108.4  35.59 123.6 114.1
75.2 4.16 87.2 115.9
90.6 1.55 109.5 120.8
82.6 0.25 81.7 98.9
70.8 1.05 88.9 125.6
63.2 0.95 81.0 128.3
2.61 71.8 113.2
@ 4.16 115.9
78.3 4.16 31,0 116.2
80.0 3.37 88.5 110.7
93.0 8.14 104.1 112.0
108.2 4.52 90.5 83.7
75.1 1.18 54.7 72.8
82.0 9.06 99.8 121.8
91.5 3.33 75.7 82.7
3.92 109.7
0.75 107.6
141.3 0.96 112.4 79.6
80.85 95.3

Puc. 9. lunamuka nokazameneii 6o0unsemusmozpaguu u cnupomempuu Yyepes 6 mec nocsie nposedeHus sie4e6-
Hozo BAJ1 6oneHoeo 1., 33 nem, J1AI, ¢paza npoepeccupoeaHus: Hopmanusayusa cmpykmypsl o6weli emkocmu

Jle2Kux ¢ yeesu4yeHuem XusHeHHoOU emKocmu Ha 16 %.
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Pred Actl %Actl/Pred Act?2 %Act2/Pred %Act2/1
Date 30.11.17 16.05.18
DLCOSB _ 10.57 5.39 50.9 7.90 74.8 146.7
Hb 14.60 14.60 100.0
DLCOc 10.57 5.39 7.90 146.7
VA 6.51 4.21 T 5.64 86.5 133.7
KCOc 1.59 1.28 80.5 1.40 88.4 109.7
RV-SB 1.86 1.97 106.2 2.28 122.8 115.6
RVETLC 28.78 45.08 156.6 39.29 136.5 87.2
TLC-SB 6.66 4.38 65.7 5.81 87.2 132.7
VIN 4.78 2.40 50.3 3.53 73.8 146.7
TR 11.50 11.60 100.9
FI He 9.66 9.67 100.1
FA He 4.60 5.35 116.3
FI CO 0.257 0.262 101.9
FA CO * 0.065 0.072 110.7

Puc. 10. JuHamuka nokazameneli dugh¢y3uoHHOl cnocobHOCMU Nle2Kux Yepes 6
mec nocsie npoasedeHus ie4eb6Ho20 bAJ1 6onbHozo I1., 33 nem, JIAI, haza npozpec-
cupoedHus: yeenuyeHue yeenu4dusca Ha 47 %.

LieB NPOJOJIKaeTCA CMOHTaHHbINA NPOLEecc BOCCTaHOBNEHMA
CTPYKTYpPbl 1 GYHKLUMW NETKUX.

Ha puc. 10 npencraBneHbl nokasatenu anpPpy3noHHom
CMOCOBHOCTY Nerkmx — yepes 6 Mec Noc/e BbIMUCKK naym-
eHTa 13 KNMHUKM nokasatens DLCO ysennuunca Ha 47 % v
[OCTUT HOPMBbI.

[lanee xapaktep TeuyeHus 3aboneBaHNA OLEHUBaNM Ha
OCHOBE Pe3yNbTaTOB €XXerofHoro obcnefoBaHNA C NCNoMb-
30BaHMemM KT u ¢yHKUMOHaNbHbIX TecToB. [poponxu-
TeNIbHOCTb Nepuoga HabnoaeHna coctasuna ot 1 roga go 7
net: ot 1 go 3 net — 6 naymeHToB, 3 roga — 3,4 roga — 4,
S5ner—1,6ner—2,7ner —2.

Y 3 nauymeHTOB HabIOAANOCH MPOrpeccrpoBaHune 3a6o-
neBaHMA B CpefiHeM yepe3 2 rofa nocsne nepBon rocnuTa-
nu3auum, 4yto NoTpeboBano NpoBefeHUA neyebHbIX nasa-
Xen. B 15 cnyyasax oTmeyvanacb perpeccusa npouecca, KoTo-
pas npu HeOH6XOAMMOCTY MOALEPKMBaNacb NPoBefeHNEM
NOMNoIHUTENbHbIX ceaHcoB BAJ1 (7 nauneHTOB).

Cymmupysi pe3ynbTaTbl KIVHWYECKUX HAGMIOAEHNI,
MO>KHO cfleniaTb crefytoLe BbIBOAbI.

MpaKTuyeckn Bce MaumeHTbl C MATONOrMYECKUMA NPO-
LeccaMu B JNErkuMx HEACHOro reHesa W HeycCnewHbIMU
pe3ynbTaTaMn feyeHUa HanpasnAaloTcAa M3 obnacterl B
HU®M. B ¢cBA3M € 3TUM Ham NpeacTaBUIOCb BO3MOXKHbIM
NpUGNN3NTENbHO OMNpenenuTb MoKasaTtesb 3aboneBaemo-
ctn J1AT B YKpaunHe. 3ToT nokasartenb coctasu 0,3 Ha 1 MiH
HaceneHMAa B rofl, YTO HECKOJSIbKO MNpeBblaeT YpPOBEHb
3a6oneBaemoctu J1IAM B EBpone (0,2 Ha 1 mH).

3aboneBaHne Habnganocb ¢ OAUHAKOBOW 4acTOTOMN
BO BCEX BO3PACTHbIX rPynmnax, 3a NCKIUYeHnem KaTeropum
nny ctapue 60 neT, K KOTOPOWN OTHOCKNCA BCero 1 maymneHT.
Cpegau 605bHbIX Npeobnaganyt My»umHbl (12 u3 18).

6 nauveHToB paboTanu B YCOBUAX 3amMblfIEHHOCTU U
3arasoBaHHOCTU OKPY»KaloLLLero BO3yxa, YTo He UCKIoYaeT
BTOpPUYHYto Npupoay JIAM. bonblwmHCTBO NaumeHTos (12 13
18) He OTHOCMNUCH K pa3pAgy KypWUibLLMKOB, YTO He NO3BO-
nAeT npepanonaratb 3HauyeHue 3Toro GakTtopa B Pa3BUTUM
NAT.

OCHOBHbIM CYOBEKTUBHBIM MPOABAEHUEM 6ONE3HU
6bina oAblwKa, y 10 naureHToB Habnofanca peaKkuin cyxom
Kaluenb.

B 3 cnyuasx k guarHo3sy JIAT npuseno nHoekunoHHoe
OCNoXHeHne 6onesHy, y 10 naymeHToB NOBOAOM AniA obpa-
LWeHnA K Bpavy Obiia ofblwka. B 5 ciyyaax KMMHWYECKMX
nposasneHuii JIAT He 6b10 — NauUeHTbl 6blny HanpaseHbl
B IHCTUTYT B CBA3M C Hannunmem NaTonormyecknx nsmeHe-
HWU B NETKNX, BbIABNEHHbIX MPY NPOPUNAKTUYECKOM PEHT-
reHONornyeckomM obcnefoBaHUN.

Mo AaHHbIM onpoca, MepuoA OT MOABNEHUA MNepBbiX
cumntomoB JIAIl O MOMeHTa yCTaHOBMeHWA AuarHosa
cocTasnifeT B cpefiHeM 3-4 rofa.

KnuHunyeckmne cMmnToMmbl, pe3ynbTaTbhl aHanM3a KpoBu
He NnaTorHOMOHWYHbI And JIAT, OHU ABRAIOTCA OTpaXKeHnem
pecnupaTopHON HeAOCTaTOYHOCTM (OABILIKA, LUaHO3, CUM-
NTOMbl «6apabaHHbIX ManoyeKk» N «4aCoBbIX CTEKON», KOM-
NEeHCaTOPHbIN SPUTPOLNTO3 U MOBbLILIEHNE YPOBHA remo-
rnobuviHa, rmnokcemus).

Pe3ynbTaTbl 0630pHOI peHTreHorpadumn opraHoB rpya-
HOW MOMOCTU M KOMMblOTEPHON ToMorpadum 6o ofHo-
TUMHBIMY Y BCEX BOSbHBIX (CUMMETPUYHble 6rnaTepanbHble
TEHU MPEVMYLLECTBEHHO B MPUKOPHEBbLIX 1 6a3anbHbIX
NeroyYHbIX NONAX, «Ccrazy paving»-natrepH Ha KT).

OtnnuuntenbHbiM npusHakom JIAT aBnAeTca xapakTep
N3MEHEHUI CTPYKTYPbI OOLLEN eMKOCTN Nerkux — ymepeH-
Hoe cHuxeHmne TLC 3a cueT pe3koro ymeHblueHna RV, npu
3Tom VC ymeHbLIaeTcAa He3HauuTenbHO. Y BCex nauueHToB
3HauMTeNIbHO HapyLeHa AndPy3noHHaa GYHKLUA Nerkumx.

JleuebHbI naBax nerkux ¢ nomoublo GroéPoLPOHXO-
ckonuu 6b1n1 3pdeKTUBHBIM Y 17 13 18 NaLMEHTOB, B OfHOM
Cnlyyae perpeccus npotecca 6bina 4oCTUrHyTa nocse npo-
BeleHUA ceaHCoB nnasmadepesa. AHanu3 OTAANEHHbIX
pe3ynbTaToB fleueHnn B nepuog HabnogeHus ot 1 roga fo
7 neT C NpoBeAeHNEM MPU HEOOXOAMMOCTW [OMONTHUTESb-
Hbix BAJT mokasan BblCOKYI0 3PpdeKTUBHOCTb NeyebHOro
naBaxa Jierkoro — nporpeccmpoBaHve 3aboneBaHus
Habntoganocb y 3 13 18 nayneHTOB B CpefHeM Yepes 2 rofa
nocsne nepBown rocnnTann3aunmn.

3aKknwueHune

CymMupysi cBefieHNsi COBPEMEHHOW InTepaTypbl U COb-
CTBEHHbI OMNbIT BefleHNsA OOJbHbIX JIEFOYHbIM afbBEOSISP-
HbIM MPOTEMHO30M, MOXHO 3aKJ/Il0UNTb, YTO B ANATHOCTMKE
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JIAT KomnbloTepHaa ToMorpadua BbICOKOrO paspelleHus
ABNAETCA [OCTaTOYHO HAfEeXHbIM METOAOM, KOTOPbIA MO
TOYHOCTU KOHKYpPUpPYeT C MaTOrMCcToNIOrMYecknm nuccneno-
BaHMeMm buonTaTa nerkoro. KntouebiM KT-npusHakom JIAT
ABNAETCA NPUCYTCTBME «Crazy paving»-naTrepHa ¢ «reorpa-
duryecknm» pacnpepeneHriem yuyacTkoB Nnopa<eHna napeH-
XVIMBbl.

B oTnunume ot Knaccuyeckoro obLiero naBaxa nerkux,
neyebHbIN NaBaXx ¢ NOMOLLblo GUOPOBPOHXOCKONUK ABNA-
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eTcA MeHee obpemMeHUTeNbHbIM U Gonee 6e3onacHbIM AnA
60n1bHOro, NOCKONbKY He TpebyeT obLeli aHecTe3nm ¢ pas-
JenbHon nHTybaumen o6oux Nerknx, MUHUMM3MpyeT BO3-
MOXHOCTb Pa3BUTMA TaKUX OCJIOXHEHWN, KakK Taxkenas
rMNoKCceMus, CYRopPOru, MHEBMOTOPAKC, UHOEKLNM HUMHIX
AbixaTenbHbIX nyTei. Bwecte ¢ Tem neuebHbIn BAJT ¢ nomo-
Wbto GMOPOOBPOHXOCKONUN MO3BOSIAET JOCTUYb ObICTPON
perpeccun JIATl 1 yBepeHHO KOHTPONMPOBaTb TeuyeHue
6onesHu.
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