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VpronaTtuueckuii neroynbiii $pubpos (U1®) — 310 cneyuduyeckas
dopMa XPOHUYECKOV MporpeccrpyoLen MHTepCTULManbHon ¢ubposm-
pytoLiel MHEBMOHUY HEV3BECTHON NPUPOAbI, HabnioAaemas B OCHOBHOM Y
nuy ctaplue 50 neT, orpaHnyeHHan NopakeHnem JIerkmx 1 acCoLMmnMpoBaH-
Has C r'MCTONOMMYECKNM W/WNIN PEHTTEHONOTMYECKUM NaTTEPHOM 0ObIUHO
VNHTePCTULNANbHON MHEBMOHMMN.

PacnpoctpaHeHHocTb V1D, o AaHHBIM 3MnAeMUONornyecKnx nccne-
[l0BaHWI, NPOBEAEHHBbIX B PasHbIX CTpaHax, Konebnetca ot 1,25 fo 63
cnyyaeB Ha 100 000 HaceneHus. Mpu sTom WO xapakTepursyeTtca upesBbl-
YalHO HebnaronpuATHbIM MPOrHO30M — CPEAHSAA NMPOLJOHKUTENIbHOCTD
XKU3HW GONbHBIX OT MOMEHTa YCTaHOB/IEHUA [jMarHo3a CoCTaBnisfeT oT 2,5
no 3,5 net.

B 2000 ropy AmepuKaHCKoe TopakanbHoe obuectBo (ATS) u
EBponelickoe pecnupaTtopHoe obwectBo (ERS) onybnukosanu nepsoe
MeXAyHapoAHOe MOMOXEeHWe Mo AuarHoctuke u neyenuwo WO —
American Thoracic Society, European Respiratory Society. Idiopathic
pulmonary fibrosis: diagnosis and treatment. International consensus
statement.

OnbIT HayYHbIX NCCIeOBaHNIA, HaKOMEHHbIV B nocnefytowme 10
net, 06ycnoBun HEO6XOANUMOCTb YTOYHEHUA KPUTEPUEB [NArHOCTUKN
3a60n1eBaHUA 1 NepecmMoTpa HEKOTOPbIX NPUHLUMOB neyeHns 60ob-
HbIX. B cBA3M ¢ 3Tm B 2011 rogy 6b110 ony61KOBaHO HOBOE PYKOBOSA-
CTBO MO puarHoctuke u BepeHuto IO, npuHAToe AMepuKaHCKUM
TopakaNbHbIM 06LiecTBOM, EBponeiickum pecnupaTtopHbiM obLyecT-
BOM, fNOHCKMM  pecnupaTopHbiM  obwecteom  (JRS) m
JlaTuHoamepuKkaHcKon TopakanbHou accoumnaumen (ALAT) — An
Official ATS/ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management. B 2015
rofy onybnukoBaHbl pasfen «JleueHue», a B 2018 rogy — pasgen
«[lnarHocTuka» B HOBOW pefakuunu.

B npefcraBneHHOM Hamy 0630pe PacCMOTPEHbI MPUHLWMBI U anro-
PUTMbI AnarHoctTuky n Tepanumn IO, nx nsmeHeHnsa 3a nepuop BpeMeHu
C MOMeHTa ony6nmKoBaHWA NepBoro MonoxeHus.

Cymmupysa pesynbTaTbl 0630pa, MOXHO 3aK/IIOUNTb, YTO SBOMOLUA
NMPVHLMUMOB [MAarHOCTUKY, B pe3ynbTaTe KOTOPOW Obiny CyLeCcTBEHHO
Cy>KeHbl MOKa3aHWA K XMPypruyeckomn b1noncum nerkoro ans sepuduxanum
[imarHosa, 6bina obycnosneHa 6ypHbIM pasBUTMEM TEXHOMOTUIA B 0bnactu
KOMnbloTepHON Tomorpadun nerkux. BosmoxHoctn KT B HacToAlee
BPEMA BO3POC/IN HACTOMIbKO, YTO MO pe3ynbTaTy MOpdoNornyeckon amnar-
HOCTUMKM 3TOT MeTOZ, CTaN yCreLHO KOHKYpMpPOBaTb C METOAOM rMcTonarto-
JIOTYECKOro NCCnefoBaHNs.

/I3MeHeHNA NPYHUMMNOB Tepanuu Obinu Bbi3BaHbl MEPECMOTPOM
MexaHn3mMoB natoreHesa UI1®. 3a nepuog c 2000 rozia 60MbLUNHCTBO Cre-
LManncToB NPULLIIO K BbIBOAY, YTO OCHOBHbIM 3BEHOM MaToreHesa ABnAeT-
CA BCE Xe He BoCMnaneHue, a npolecc Gubpo3mpoBaHms, KOTOPbIN BHayane
BbINOJIHAET 3alNTHYI0 GYHKLMIO, @ 3aTeM MO KaKMM-TO, MOKa He yCTaHOB-
NEHHbIM, MPUYHAM MPUOBPETAET HEKOHTPONVPYEMbIV MPOrpeccupyio-
LM XapaKTep. B CBA3M C 3TIM Ha CMeHY TMIOKOKOPTHKOCTEponaam, obna-
[aoWMM MOLYHbIMY MPOTMBOBOCMANUTENbHBIMU CBONCTBaMY, MPULLIN
aHTUPUOPOTUYECKMEe NpenapaTbl.

B nybnukauum npepcTaBneH Takke 0630p pPe3ynbTaToB OCHOBHbIX
PaHAOMU3MPOBAHHBIX KIMHUYECKUX WUCCefoBaHuUi 6esonacHocT U
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Abstract

Idiopathic pulmonary fibrosis (IPF) is specific form of chronic progres-
sive interstitial fibrosing pneumonia of unknown nature, mainly occurring
in patients > 50 years of age, limited to the lungs and associated with his-
tological and/or radiological pattern of usual interstitial pneumonia.

Epidemiological studies estimate that prevalence of ILF in different
countries varies between 1,25 and 63 cases per 100 000 persons. Along
with that, ILF is characterized by unfavorable prognosis — median survival
time ranges within 2,5-3,5 years from the time of diagnosis.

In 2000 American thoracic society (ATS) and European respiratory
society (ERS) published first international statement on diagnosis and
treatment of ILF — American Thoracic Society, European Respiratory
Society. Idiopathic pulmonary fibrosis: diagnosis and treatment.
International consensus statement.

Data from studies, accumulated during next 10 years of research,
determined the necessity of update of certain diagnostic criteria and prin-
ciples of therapy. In this regard, a new guideline for diagnosis and treat-
ment of IPF was published in 2011 and approved by ATS, ERS, Japanese
Respiratory Society (JRS) and Latin American Thoracic Association (ALAT)
— An Official ATS/ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management. A new update
on “Treatment of IPF” was published in 2015, and chapter “Diagnosis” was
updated later in 2018.

Current literature review focuses on the principles and algorithms of
IPF treatment and the changes in guidelines, occurred from the time of
first Statement published.

Summarizing review results, we can conclude, that evolution of diag-
nostics principles, which limited the indications for surgical lung biopsy for
the purpose of diagnosis verification, is caused by explosive technological
advances in the field of chest computed tomography. The capability of
computed tomography has grown to such an extent, that in terms of mor-
phological diagnosing this method can compete with histological exami-
nation.

The changes in management principles were evoked by the revision
of IPF pathogenesis mechanisms. Since 2000, most of the experts con-
cluded, that fibrosis, rather than inflammation, was the leading link of
pathogenesis. A fibrosing process, initially playing a reparative role, further
due to unknown reasons, gains an uncontrolled progressive character.
Accordingly, antifibrotic compounds, such as pirfenidone and nintedanib,
came to substitute glucocorticosteroids, known for their powerful anti-
inflammatory potential.

The publication also presents the review of most relevant random-
ized clinical trials on safety and efficacy of antifibrotic drugs — pirfenidone
and nintedanib.

Key words: idiopathic pulmonary fibrosis, diagnostics, treatment,
algorithms, pirfenidone, nintedanib.
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3bPeKTUBHOCTY aHTUOUOPOTNYECKMX MpenapaToB — nupdeHrnaoHa U
HUHTeaaHnba.

Knioyesole cnoea: ngnonatnyecknii NeroyHblii Gubpos, anarHocTu-
Ka, fleyeHvie, anropuTmbl, TMPGEHNAOH, HUHTe[aHO.
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lpionatnuHun nereHesuin ¢ibpos (N1P) — ue cneymdiu-
Ha ¢opMa XPOHiIUHOI MnporpecyUoi iHTepcTULianbHOT
bibpo3ytoyoi NHeBMOHIT HEBIAOMOT NpUpoaK, fika cnocTepi-
ra€TbCA rofIOBHVIM YMHOM Yy OCi6 cTapLie 50 pokis, obmexe-
Ha Ypa)keHHAM flereHb Ta acouinoBaHa i3 maTorictonoriy-
HUM i/abo pagionoriyHMm naTepHOM 3BUYaNHOI iIHTEPCTULL-
anbHOT MHEBMOHIT.

Enigemionoris

MNMoKa3HUKM 3aXBOPIOBAHOCTI Ta po3noBctogkeHocTi 10
B 3HaYHIN Mipi 3anexaTb Bif BiKy. Tak, 3axBoptoBaHicTb /IO
cepep, oci6 ctaple 70 pokiB B 10 pa3iB nepeBuLLyE aHaNo-
riYHMI NOKa3HMK B 3aranbHin nonynauii [1].

Hali6inbLw ToYHi faHi NPo 3aXBOPIOBaHICTb Ta Nowupe-
Hictb IO oTpmmaHi B gocnigxeHHi, nposegeHomy B CLUA
E. R. Fernandez-Perez i cniBaBT. [2], OCKiNlbKK aBTOpPU 3aCTO-
COBYBanu XOpCTKi Kputepii BepudikaLii giarHosy — Bik >
50 pokKiB, HasiBHICTb MaTepHy 3BUYaNHOI iHTEpPCTULiaNbHOI
nHeBMoHiT (3IM) npu natorictonoriyHoMy BrBUYeHHi GionTa-
TiB nereHb abo pocToBipHMX o03HaK 3lM-natepHy npwu
Komn'toTepHin Tomorpadii (KT). B pe3ynbTaTi BCTaHOBNEHO,
wo 3axsoptoBaHictb 1O cknana 8,8 Bunagkis Ha 100 000
HaceneHHA B piK, nowmnpeHictb — 27,9 Bunagkis Ha 100 000.

3a ocTaHHi poku KinbkicTb xopux 1O 36inbyeTtbes.

MoTeHuUiliHi paKkTOpPU PN3NKY

Xoua IO 3a BM3HaAUEHHAM — 3axBOPIOBaHHA HeBIAo-
Mo eTionorii, onvcaHi NoTeHuianbHi GakTopu prUsmnKy.

lNaniHHA yueapok. ManiHHA acoUilOETbCA 3 PO3BUTKOM
IN®, ocobnueo y ocib 3i cTaxkem naniHHA noHag 20 nau-
KO-poKiB [3, 4].

Bnnue ¢akmopie omouyioyozo cepedosuujd. 3HauUHO
NigBULWEHNI PU3NK MOB'A3aHNI 3 €KCMO3ULiE Nuy mMeTa-
niB (naTyHb, CBMHeUb, CTanb) Ta NuUIy AepeBuHN (COCHa).
Bnnue dakTopiB oTouylouoro cepeposulla MiATBEPAXKYE

HasABHICTb B NiMmdaTnyHUX By3nax xsopux 1O nigsuwweHoi
KiNbKOCTi HEOPraHiYHMX YaCTUHOK Ha aBToNcii [5, 6].

MikpobHi aeeHmu. Y KinbKox [OCNig»KeHHAX BUBYanacs
MO>KJIMBa POJb XPOHIYHOT BipycHoI iHbeKuii B eTionorii 1O
[7-13]. binbuwicTb gocnigkeHb Gyno 30cepeaKeHo Ha Bipyc
Enwrelina-bappa (EBV) i renatuty C. | 6inok, i JHK EBV 6ynu
BUABJEHI B NereHeBoi TKaHUHM NauienTiB 3 10, 3a3Bnyan B
anbBeONAPHUX eniTenianbHUX KNiTUHax [7, 9].

OpfHak nonepefHA iMyHocynpecrBHa Tepania y 6ara-
TbOX MaLiEHTIB, L0 poOUTb iHdeKL o NOTeHLiNHMM yCKnaa-
HEHHAM, a TaKOX BMCOKa nowwmpeHictb EBV B 3aranbHin
nonynAuii Mok He [03BONATb 3POOUTU OCTATOUHMX
BMCHOBKIB Mpo posb iHoekuii B J1O [8, 10, 13].

lacmpoe3opazansHull pegriokc. Pe3ynbTatn feKinbkox
JocnigKeHb Nokasanwu, Wo ractpoesodaranbHuil pediokc, y
3B'A3KY i3 Mikpoacnipauieto, € daktopom pusuky 1D [14-16].

leHemuuHi hakmopu. € NOBiAOMNEHHA LWOAO CiMeHOT
dopmun 11O (HasBHICTb 3axBoptoBaHHA y 2 i GinbLie 6iono-
FiYHUX YneHiB ciMm’T), Xxoua KinbKiCTb TakNUX BUMaAKiB CTAHO-
BUTb MeHwe 5 % [17-21]. 3HauHa reorpadiyHa KOHUeHTpa-
Lia BunagKis cimenHoro nereHeBoro ¢ibposy cepepn xute-
nis QiHNAHAIT NiATBEPAKYE 3HAUUMICTb FeHeTUUYHNX aKTo-
piB y po3sutky 1O [19].

Kniouosi naHkn naroreHesy J10 [22]

BHacnigok Bnnusy akoro-Hebyb HEBCTAaHOBIIEHOro dak-
TOPY MOLWKOAXKYETbCA HOPMAsNbHUA CTPYKTYPHUI MpoLua-
POK, AKNA PO3[INAE MOPOXHMHY anbBeONn Big MNPOCBITY
Kaninapy. BiH cknapgaetbea i3 enitenianbHUX KnitH, 6asanb-
HOI MeMOpaHu | eHloTenianbHKX KNITWH Kaninapy (puc. 1-2).

[ani BknoualoTbCA penapaTyBHI Npouecu i3 BUBIMb-
HEHHAM eniTenianbHO-KNITUHHUX MefiaTopPiB i NPOHNKHEH-
HAM ¢aKTopiB KpoBIi, BKOUatoun dakTopu Koarynsauii, B
npoceiT anbeeon (puc. 3). Npouec HabyBae opraHisyyoro
XapakKTepy, iHiLlileTbca pybLtoBaHHA (puc. 4), Ta Ha AKO-

HopmansHni wap,

BiQOKpeMMIDIOYHI

NoBITPA Big KpoBi

EniTeniansHi KnitTMHm
I Ta Il Tunis

MoeiTpa
N (N, G, A, G g
o olololololol
A DL, S 2
o it [« [« [+]

BasansHa memGpana
ExgoTenianeHi KnimuHl

KpoBoHocHa cyauHa

Puc. 1. HopmaneHi anveeono-kaninapHi cmpykmypu
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YuwikogxeHHa enireniansHux
i eHgoTeniansHWX KMiTHH
- MiKpOYLUKOMKEHHA
- BENUKA OiNAHKa
LUKOKEHHSA
MEKPOYLUKOMEHHSA)
- MaBcHBHE YLUKOQMEHHA
(3arocTpeHHA)

Moxnusi npuYHHK

- KypiHHA
MowkoaxeHa GasansHa MemGpana k ;?‘ppycu
- mAn gepesa i meTanis
- racTpo-esodareancHmi
pedinoke
- OKCUAAHTM

- CTapiHHA

Puc. 2. [TowkoO>keHHsA NlezeHb, iHiyiayia penapamusHux npoyecis

Excypar Binkwm i
ia kKaninapy 3anansHi
KNITUHIA
Hacnigkun
YLIKOgKEHHA

BueinbHeHHA meaiaTopis
enitenianbHWMK KnituHamu 11 Tuny:
- thakTopu pocTy
- MeTanonpoTeiHasu
= XEMOKIHH
- chakTop Koarynauil X
MpocouysaHHa Ginkie, BKAOYAKYK
thakTopu Koarynauii, is kposi
B ANbBEONAPHWA NpocTip

Puc. 3. Hacnioku nowkoOXeHHS, BK/NYAlOYU 38i/lbHeHHA enimenianbHO-KJAIMUHHUX
mediamopis, i npoHUKHeHHsA hakmopie Kpoei 8 anbeeonsapHuii npocmip

- Opraxizauis
anbLeeonApHOro exkcyaary
- Mirpauis chi6poGnacTis
B AINAHKY YIWWKOAMEHHA
- Akymynauis

_'S): ®ibpobnacr
miohibpobnacTis is:
pesugeHTHUX dibpobnacrtis;

@ ]' aa
uupkynwoiodux dibpouuTia;

@ Me3eHXIMansHUX KNiTUH

Puc. 4. [lpoyec NowWKoOXeHHA CMAae op2aHi3yrYum, iHiYiloeEMbca py6yo8aHHsA

YNOpALKEHWIA 3rYCTOK

iHkopnopye B iHTepcTLiR
AkyMynsoBaHi HepoctatHicTe knitud I TMny
MiodiGpobnacTi Yyep geﬂ,cﬂ 3l abepexeHolo
(cpibp AcTHYHI ICHOCTIO

BOrHMLA) eniteniansHoro Wapy

Moxnuei chakTops,

AKi CNpUAIOTE AHCEYHKLIT

knitun Il THRy

- Bipycu repnecy

- F'eHHi dhakTopwu
(cypdakranTHi Ginkm C i A2,
Tenomepasa)

HeseopoTHi BTpati
GasancHol MeMGpaHbl

gvog' EROWHNHI Py6Guesi Ginku

Puc. 5. [inaHKu nowkKoO)eHHA 3amiwylombca py6yesoio MKAHUHOO, ajie aJb8eoJsio-
KaninapHuli wap He 8i0HO8/110eMbCs, i (hibpo3yroyuli npoyec mpuade.
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MyCb eTani npouec ¢ibpo3yBaHHA BUXOAUTb 3 Mifj KOHTPO-
no (puc. 5). NMprUUYNHM YyWKOAXKEHHA, B PIBHIN Mipi AK i
npuYnHK nporpecytyoro ¢ibpo3yBaHHA, 1O HUHILLHBOTO
yacy He BCTaHOBEHI.

KniHiuHi cumnTomu, BapiaHTn nepebiry

Cumnromn

MO 3a3BMyalt NPOABNAETLCA MOCTYNOBO HAPOCTalUO
3a[MLUKOI0 Ta HEMPOAYKTUBHMM KalufieM, AKWAIA HepigKo Mae
NPUCTYNONOAIGHWI xapaKTep i Bifpi3HAETbCA pedpaKTepHi-
CTI0 4O NPOTMKALWNbOBMX 3acobiB [23, 24]. BigmiHHOW oco-
6nuBicTio I/1® € HenomiTHa MnosiBa CMMNTOMIB — MaLi€HT
3a3BMYal He MOXKe TOUHO BKa3aTy TEPMIHM NOABY 3aWLLKN 3
TOUHICTIO 10 NIBPOKY, a iHogi i 6inblue. Cepep XBOPUX NpeBa-
niotoTb Yonosiku. /IO TMNOBO BUHKKAE Ha WOCTOMY abo Cbo-
MOMY [eCATURITTI XunTTA. MNauieHTn y Bili 4o 50 pokis 3ycTpi-
YalTbCA PIgKO, Y TaKUX XBOPUX B NMOAANbLIOMY MOXKYTb NPO-
ABUTUCA CUMNTOMMW CUCTEMHOTO 3axBOPIOBAHHA CMOMYyYHOI
TKaHWHW, AKi OynK BiICYTHi HA MOMEHT BCTaHOBJIEHHA fiiarHo-
3y J1O. Y 6inbLiocTi xBOpnx NepioA BiA NoyaTKy NOABK CUMI-
TOMIB [10 3BEPHEHHA A0 NikapA nepesuLLye 6 micauis [25].

Hedopmauia HirtboBux danaHr y Burnagi «bapabaHHux
nannyok» mae Mmicue y 25-50 % nauieHTi. MNpu ubomy
deHomeH «Tpick LenodaHy» y KiHLi BUANXY BU3HAYAETbCA Y
HVKHIX BigAinax, a noTiM i Hag BCi€l0 NMOBEPXHEID nereHb
[26]. Y 3apybixHiN niTepaTypi BUKOPUCTOBYETHCA iHLLIWIA
TepmiH — Velcro-type crackles, wo o3Hauae Tpick 3acTib-
KU-«IUNYYKm» Npu il po3cTibyBaHHi.

O3Hakn nereHeBoro cepus (nepudepunuHi Habpakm)
MOXYTb CMOCTEPIraTMcA Ha Ni3HiX CTagiax 3axBoptoBaHHA [25].

BapiaHTu nepebiry

KniHiunun nepebir 1O xapakTepusyeTbca NoCTynoBmUM
MOripLeHHAM CTaHy XBOPMX, OfHAK YacCTO HaCTynae piske
nporpecyBaHHsA, AKke MoOB'A3aHe i3 BipycHOW iHdeKLi€,
PO3BMTKOM MHEBMOHIT abo audy3HOro anbBeONAPHOro
ywKoaXeHHsA [23, 26].

Y 6inbwocTi nauieHTiB 3aXBOPIOBaHHA MOBINbHO, ane
HeyXuSibHO nporpecye («NoBinbHe NporpecyBaHHA»), feAKi
naLieHTX 3anuwalTbCA CTabinbHUMK («CTabinbHU nepe-
6ir»), Tofi AK Y iHLINX CNOCTEpPIiraeTbCA CTPIMKe NoripLIeHHA
(«wBMAKe NporpecyBaHHA») (puc. 6) [27].

. CrabineHe ./}/;
— = — , iy
= \ ®
\ Moeinbhe '_"f'—f}-_____ :
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= i+—— Tloctpe —.
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E | \\ ; ’
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g .Y
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Y] W =
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Puc. 6. Bapianmu nepe6iay /10
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MeHLua YacTHa nauieHTiB MOXKe BifuyBaTh Henepepba-
yyBaHe rocTpe NoripLeHHs ix xBopobu (6nmnckaBrnyHe) abo
BHaCNiAOK BTOPUHHWX YCKNaflHEHb, TakMX AK MHEBMOHIA,
abo 3 HeBigoMuX NpuunH. Lle moxe Bectn fo cmepTi abo
iCTOTHO MOTipLWMTN CTaH NauieHTIB. BigHOCHa yacToTa Takux
BapiaHTiB 3aXBOPIOBAHHA HEBiZOMA.

BapiaHT nepebiry 3axBoptoBaHHA Y KOHKPETHOrO NaLjieH-
Ta B MOMEHT MOCTaHOBKW AiarHo3y Henepenb6auvyBaHUi. Y
6inNbLIOCTi XBOPMX CMOCTEPIraeTbcA MOBiNIbHEe MOCTYnoBe
nporpecyBaHHA MPOTAroM AeKinbKoX pokKiB. eaki navieHTn
3a/MLWaTbCA CTabinbHYMK, TOAI AK Y iHWMX CnocTepiraeTbea
WBUAKE NPOrpecyBaHHA. Y YacTMHMW XBOPKX Bif3HauaTbCA
eni3oam rocTporo pecnipaTopHOro NoripLweHHsA. YyacTb pi3-
HUX PeHoTunie IO, reorpadiyHmx, €THIYHUX, KYNbTYPHUX,
pacoBux Ta iHwWKx dakTopiB y GopmyBaHHi BapiaHTy nepebiry
XBOPOOY 1O TeMnepiLLlHbOro Yacy He BCTaHOBIEHA.

3aroctpeHHs 10

HepaBHi cnoctepexxeHHA NigTBEPAMAN, LLO FOCTPe pec-
nipaTopHe NoripLeHHA CNoCTePIraETbCcA Y MEHLLOT YacTUHN
xgopux IO (npubnusHo 5-10 % wopiuHo). Li enizoan
MOXYTb 6YTV BTOPMHHUMMW MO BifHOLIEHHIO [0 TaKuX CTa-
HiB, AK MHEBMOHis, nereHeBa eMbonis, MHEBMOTOPAKC, cep-
LieBa HeOCTaTHICTb. AIKLLO NPMYMHa FOCTPOro pecnipatop-
HOrO NoripLIeHHA He MoXe OyTu B13HauYeHa, BUKOPUCTOBY-
€TbCA TepMiH «3arocTpeHHsa IJIO» [27]. 3apa3 HeACHO, uu €
3aroctpeHHsa 1O npocto maHidecTauieio HeigeHTUdiKoBa-
HOrO [MXanbHOro ycKnagHeHHsa (nereHesi embonii, iHpek-
i), Wo cnpuae 3aranbHOMy noripweHHo nepebiry 10,
abo npepfcTaBnAe NpUpofHe NPUCKOpPeHHA natobionoriy-
Horo npouecy. [laHi, oTprMaHi Npu aHanisi ekcnpecii rexHis y
nauienTis 3 /10, He niaTBepAXKYIOTb iHOEKLiNHY eTionorito.

IcTopryHO KpuTepilt 3aroctpeHHs IO Bknovae He3po-
3ymine nOCUNIeHHA 3afuLWK/ NPOTArOM OAHOro MicAus,
HaABHICTb CUMNTOMIB TFiMOKCeMIl AK pe3ynbTaT BaKKOro
nopyLleHHA ra3oobMmiHy, HOBi pafionoriuHi anbBeonApPHi
iHbiNnbTpaTn i BIACYTHICTb anbTePHaTMBHOrO MOACHEHHA
(iHdpeKuin, nereHeBa embonisa, NHEBMOTOpPAKC abo cepueBa
HE[0CTaTHICTb). 3aroCcTpeHHA MoXe 3'ABUTKCA B Oyab-AKMNIA
MOMeHT nepebiry /10, a iHogi € nepwoto maHidecTaui€o
XBOpoOM. MOXyTb CrnocTepiraTuca MOCUIIEHHA 3afULLKW,
NIMXOMaHKa, i/abo nigBuwweHe BUAINEHHA MOKPOTUHHS.
MakTopy pr3nKy 3aroctpeHHs IJ1O He BCcTaHOBMEHI, X0ua €
BiJOMOCTi NPO rocTpy pecnipaTtopHy AeKoMMeHcauilo nicna
TopaKasnbHMX onepadiin Ta 6POHX0aNbBEONAPHOTO NaBaxy.
HesAcHo, un 6ynn Ui BUNagKu iCTUHHUMW 3aroCTPeHHAMM
abo 6ynu Hacnigkom ycKnafHeHHA BigNoBigHMX Npoueayp.

3aroctpeHHs /1O npoAsnAeTbca roctpum abo opraHisy-
UMM AMOY3HUM anbBeONIAPHUM MOLIKOAMKEHHAM, abo,
pifle, opraHisylouoto MHEBMOHIE B 30HaX BifHOCHO 36e-
peXXeHOoI NereHeBOl TKaHVHM Janeko Bif Hanbinblw ¢ibpos-
HUX AinaHoK [27].

MpucyTHicTb MopdONOriyHOro naTTepHy 3BUYANHOI
iHTepcTULianbHOI NHeBMOHIT (3IM) € 060B'A3KOBOO ANA fAia-
rHocTuku 0.

Martoricronoriunum natepH 3IMN

XapaKTepHO NaToricToNOriYHO 03HAKOIO | FOSIOBHUM
LiarHOCTUYHUM KPUTEPIEM € reTeporeHHe YepryBaHHA npu
Manomy 36inblueHHi obnactelt Gibpo3y i CTINbHNKOBUX 3MiH
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Puc. 7. Xeopuli K., 68 pokis, IJ/1®, xipypeiyHa 6ioncia nezeHi. Ha
manomy 36inbweHHi npedcmaenenuli munosuii namepH 3II1.
BusHayaemoca 2emepozeHHicMb 2icmosio2iyHUX 3MiH sle2eHe-
801 MKAHUHU — npedcmaesieHuli K hpazmeHm po3pocmaHb

¢i6bpo3HOi MKAHUHU, Mak i OinAHKU maso 3miHeHOi 1ezeHe8ol

napeHximu, 3 03HAKAMU pO3MA2y8aHHS NOPOXHUH anbeeos
(oean). [looouHoKi mikpoyucmu (2anoyku), eaucmesneHi 6poHxio-
nApHUM enimerniem, ceped ibpo3HUXx po3pocmaHb (cmpinoy-
Ku). Y 0esiKux Kicmo3HuUx Nopo)XHUHAxX — C/1u308i Macu 3 Hege-
JIUKUMU 8KJTIOYeHHAMU 3/TywjeHUX KnimuH enimenito, makpodga-
2ie, nimgpoyumie. OOuHUYHi nomipHi nimgpoiOHOKNIMUHHI cKyn-
YyeHHA (cmpinka). YucneHHi miogibpobnacmuyHi sozHuwa.
3abapeneHHa zemamokcusiHom i eo3uHom. 36.: x 40

3 JiNAHKaMy MeHLW ypakeHoi abo HOpMasbHOT NapeHximm
[28, 29] (puc. 7).

Lli naTorictonoriyHi 3mMiHM 4acTo CnocTepiralTbCcA B
cybnneBpanbHUX i NapacenTanbHUX AiNAHKaX. 3ananeHHs
3a3BMYail clabke, XapakTepr3yeTbCA NIAMUCTOI IHTEPCTU-
UianbHoto iHGiInbTpauieo nimboumTamm i NaasmMaTUYHUMM
KNiTMHamu 3 rinepnnasi€o NHeBMOLUMUTIB 2 TUMY Ta 6POHXio-
napHoro eniitenito. 30HN $i6PO3y CKNagaloTbCA NePeBaXHO
3 WiNbHOrO KomnareHy, xo4ya TakoXK MOCTIMHO 3HaxXOAATb

P\ ‘m}\
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W
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Puc. 8. Xeopuli K., 68 pokis, I/1®, xipypeai4Ha 6ioncisa nezeHi. Ha
sesiuKkomy 36inbuieHHi npedcmaesneHo Kinbka munosux miogi-
6po6acmuyHux o2Huw; ceped i6Po3HUX po3pocmats i ckyn-
YeHb NiMmpoidoHuUx knimuH. Konamu no3HaveHi miogpi6pobnac-
muyHi eozHUwa. 3abapeneHHa 2eMamoKCcu1iHOM i eo3uUHOM.
36.:x 200

po3ciaHi onykni cybenitenianbHi ocepeakn nponidepyoumx
¢dibpobnactis i MiodibpobnacTis (Tak 3BaHi BorHmia ¢ibpo-
6nacris).

DibpobnacTnuHi GoKycn ABNATL cob0t0 APiObHI BOrHN-
wa 3 HasBHicTio ¢pibpobnacTiB i MiodpibpobnacTie B HiXKHO
nodapboBaHii MiXKNITUHHIN pevyoBuHi (puc. 8).

DibpobnacTnuHi dokycn He € cneundiyHO 03HaKOI
3IM, npoTe X HaABHICTb, MPUYOMY B 3HAYHIN KiNbKOCTI, €
BaX</IMBOIO YMOBOIO [N BCTAHOBJIEHHA AiarHo3y.

«CTiNbHUKOBI» 3MiHM BUABNAOTL B HiNbLUIOCTI onepauin-
HUX 6iONCin nereHeBoi TKAaHWHW, BOHWU NPEACTABNAITb
06010 PO3WMpPEHi NOBITPAHI NPOCTOPK, 3a3BMNYal BUCTENE-
Hi Ky6iuHMM eniTeniem, cepep BorHuw, ¢ibpo3y (puc. 9).

YcepeauHi MiKpOKICT 4acTo NPUCYTHI CAM30Bi Macy, a
TaKOX MOXKYTb OYTU BKIOYEHHA 3 anbBeOsIoUMTIB, KIITUH
KpOBi Ta 3ananeHHs.

[OinAaHkn ¢ibpo3y, He NOB'A3aHiI 3i «CTiNbHMKaMK» — Lie
OfHa TrnoBa rictonoriyHa o3Haka 3IMM. Y BorHuwax ¢ibposy
i B CTIHKaX «CTiNbHUKIB» YacTO MOXHa 6aunTu rinepnnasito
rnafknx M'A3iB, AKa B YaCTMHI CnocTepexxeHb Moxe OyTu
BENbMU BUPAKEHOIO.

Mpw 3IM moxxnnBe BUABNEHHA MIOCKOKAITUHHOI MeTa-
nnasii 6poHxioNAPHOro enitenito, a TakoX enitenito, Lo
BUCTWUNAE afleHOMATO3Hi «CTiNbHUKOBI» CTPYKTYpW, PigKo
— occuduKauii, obnitepytouoro eHgaptepiity. OgHak Ui
3MiHM HecneundiyHi i po3BMBalOTLCA BHACIAOK NEPBUHHO-
ro ypaKeHHs.

Mpw pocnigxeHHi 6ioncin B a3y roctpoi 31N mae micue
noegHaHHA KaptuHy 31N Ta gudysHoOro anbBeonApHOro
nowkopaeHHa (JAI) abo, piglue, — opraHisytlouoi MHeBMO-
Hil.

OAN npwn 3aroctpeHHi 3IlN xapaktepnsyeTbca mo3aiu-
HOI0 KapTMHOI Ypa)KeHHA JiereHiB, 3 MOTOBLUEHHAM

Puc. 9. Xeoputi T., 70 pokis, I/1®, xipypeiyHa 6ioncia nezeHi. Ha
manomy 36inbweHHi npedcmasneHuii munosuli namepH
«CMinbHUK0BOI» lezeHi. BusHauyaromeca YucneHHi Mikpoyucmu,
sucmerneHi 6poHxionapHum enimeniem (2ano4ku) ceped ¢i6bpos-
HUX po3pocmaHb (cmpinka). Y 6azameox Kicmo3HUX nopoXKHu-
Hax 8U3HA4AOMbCA C1U308i MACU 3 He8e/TUKUMU 8K/TIOYEHHAMU
3/lyweHUX KaimuH enimenito, mMakpodazie, nimgpouyumis.
IMooouHoki nomipHi nimgpoioHoKNIMUHHI cKkynyeHHA. OcmaHHi
po3mawoeaHi nepeed)Ho nepi6poHxionapHo. lypmkamu
no3HayeHi miogpi6pobaacmuyHi eocHuwa. 3abapeneHHs 2ema-
mokcuniHom i eo3uHoMm. 36.: x 40

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2021, N2 3



10

NMEPEAOBA CTATTA

MiXanbBeoNIAPHMX MNEPETMHOK 3a paxyHok ¢ibpobnacTis i
MiodibpobnacTie 3 MiHIManbHO 3ananbHO iHGINbTpaLi-
€10, BUpaKkeHOlo rinepnnasieio anbBeonountis Il Tvny, iHoAi
3 03HaKaMM ix aTunii, NOABOIO rianiHoOBUX MembpaH, ¢ibpu-
HOBUX TPOMOIB B APiOHMX CyMHaX, NMOCKOKNITUHHOT MeTa-
nnasii 6poHxionapHoro enitenito .

MatepH 3IM He € naTorHomoHiuHuMm ana 1O, BiH 3ycTpi-
YaETbCA | MPU IHWNX HTePCTULiaNbHMUX 3aXBOPIOBAHHAX
nereHiB, 30Kpema npuv AUPY3HNX 3aXBOPIOBAHHSAX CMOMYYHOI
TKaHVIHU 3 ypaxkeHHAM nereHb. To6To 3IM-natepH He 060B'A3-
KOBO BKa3ye Ha HasBHicTb /IO, ane y Bcix Bunagkax 1O
060B'A3KOBa NPUCYTHICTb MopdonoriuHmx o3Hak 3IMM [27].

APUHLUUNN AIATHOCTUKUN

Y 2000 poui AmepukaHCbKe TOpakasibHe TOBApWUCTBO i
€Bpornelicbke pecnipatopHe TOBApWUCTBO OMNyoniKyBanm
nepLy MiXHapogHy yrogy no AiarHOCTULi Ta NiKyBaHHIO
IN® — American Thoracic Society, European Respiratory
Society. Idiopathic pulmonary fibrosis: diagnosis and
treatment. International consensus statement [28].

MonoxeHHs nepepnbavano oboB'A3KoBY BepudikaLio
ZiarHo3y meTofoM xipypriuHoi 6ioncii nereHb. Lis pekomer-
fauis 6yna 3acHoOBaHa Ha pe3ysnbTaTax OLiHKM JOCTOBIPHO-
cTi giarHocTukK IJ1® Ha OCHOBI KNIHIYHUX CUMATOMIB, AHUX
peHTreHorpadii Ta Komn'toTepHoi ToMorpadii opraHis rpya-
HOI MOPOXHVHM B MOPIBHAHHI 3 pe3ynbTatamu 6ioncii. Tak,
OOCTOBIPHICTb AiarHO3y, 3aCHOBAHOIO TifIbKM Ha KIiHIYHNX
HJaHux, cknana 62 %, a 3actocyBaHHA peHTreHorpadii i KT
NiABULLYBaNO TOYHICTb AiarHOCTUKU BCbOro A0 76 %.

[ocBig HayKOBUX [OCTIOXEHb, HAKOMMNYEHUI 3 MOMEH-
Ty ony6nikyBaHHA y 2000 poui yrogn no /10, 3ymosuB
HeobXifHICTb YTOUHEHHA KpUTepiiB AiarHOCTMKM 3aXBOpto-
BaHHA i nepernagy AeAKNX NPUHUMNIB NiKyBaHHA XBOPUX.
MepLu 3a Bce, Lie Oyo NoOB's3aHO 3 PO3BUTKOM TEXHOJOTIN B
obnacti kKomn'totepHOi Tomorpadii. 3a HactynHi 10 pokis
piarHocTnyHi moxnusocTi KT 3pocnm HacTinbkm, Wwo 3a
pe3ynbTaToM MOPONOriYHOI AiarHOCTVKY Lieid MeTop CTaB
YCMNiWHO KOHKYpyBaTy 3 MeTOAOM MaToriCTONOriYHOro
[OCNioXKEHHA.

Y 38'A3Ky 3 UM B 2011 poui 6yno onybnikoBaHo HOBe
lNonoxeHHsa 3 pgiarHOCTUKM Ta BepeHHA IJIO, npuinHATe
AMepUKaHCbKUM TopakanbHUM TOBapUCTBOM,
€BpPONENCbKMM pecnipaTopHUM TOBapUCTBOM, ANOHCbKMM
pecnipaTopHMM TOBapuUCTBOM i JlaTuHOamepmnKaHCbKOI
TopakasnbHoi acouiauieto — An Official ATS/ERS/JRS/ALAT
Statement: Idiopathic Pulmonary Fibrosis: Evidence-
based Guidelines for Diagnosis and Management [27].

Hoge lNonoXeHHA 3acHOBaHe Ha JOCKOHANIbHOMY OrfA-
Oi onybnikoBaHMX [OKa3iB 3 BUKOPUCTAHHAM TaK 3BaHOI
GRADE-meTopgonorii. Lis meTogonoria B AaHWN Yyac BUKO-
PVCTOBYETbCA HE TifIbKM B MyNbMOHOJOTII, ane i B iHWnx
06nacTAx KNiHiYHOT MegMUUHK. Y Yyomy ii cyTb?

3 KOXHOrO MUTaHHA BCi JOCTYMNHI JOKa3W rpagyoloTbca
3a CTyrneHeM AKOCTi (BUCOKa, NOMipHa, HU3bKa i Ay»e HU3b-
Ka). 3aneXHo Big AKOCTI fOKa3iB pekoMeHAaaLlii BM3HaYaoTb-
CA AK cunbHi Ta cnabki. Cnna pekomeHpdauin Bigobparkae
KiNbKiCTb XBOPUX, A5t AKUX OaxkaHi epeKTn BNeBHEHO rnepe-
BaXyOTb HebaxaHi. PekoMmeHpallif, Wo nepefnbayae BMKO-
pUCTaHHA cneundiuHKX NiKapCcbKUX 3acobiB, MO3HauyeHa AK

YKpaiHCbKUIA NyNIbMOHONOriYHNIA XKypHan. 2021, N2 3

«yes», PEKOMEHZaLiA NPOTU BUKOPUCTAHHA — SK «NO.
TakvM YMHOM, pekomeHAaLil BU3HaualoTbca AK strong-yes,
strong-no, weak-yes, weak-no.

Pagionoriunuin natepH 3IMN
Y HoBoMmy [onoxeHHi npeAcTaBneHa xapakTepucTunka
KT-natepHy 3IM (tabnuua 1).
Tabnuys 1
KpuTepii 3BuyaiiHoi iHTepcTuuianbHoi nHeBMoHii (3IM) 3a
AaHuMu Komn'toTepHoi Tomorpadii (KT) Bucokoi posginbHoi
3AaTHOCTI

HesignosigHictb 3IMM-
naTepHy (AKka-HebyTb i3
CeMU 03HaK)

MatepH 3IM
(BCi YoTMpPY O3HaKM)

MaTepH moxnuBor
3IM (Bci Tpy 03HaKM)

MepeBaxae MNepeBakae MepeBaxae nokanisauia y
cybnneBpasnbHa i cybnneBpanbHa i BepXHix abo cepepHix Big-
6a3anbHa fiokanisauis 6asanbHa nainax nereHb

noKanisauis
PeTukynapHi 3miHn MNepeBaxae nepu-
CTiNbHUKOBICTb 3 @60  PeTuKynApHi 3MiHU ~ GPOHXOBACKyNApHa
6e3 TpaKLUinH1X noKanisauis

6poHx0eKTa3iB BiacyTHicTb 03HaK
HeBianoBiAHOCTI
3IM-natTepHy (anB.

TPETI CTOBMYNK)

Po3noBclomkeHi 3miH1 no
TWMNY «<MaTOBOrO CKna» (3a
nsioLeio nepeBa)atoTb
PETUKYNAPHI 3MiHN)

BipcyTHicTb 03HaK

HeBignosigHocTi 3IM-

naTTepHy (guUB. TPeTIN

CTOBIMYUK)
Po3nosclogeHi Mikpo-
BY3J10Bi YTBOPEHHA
(6inaTepanbHO, NepeBax-
HO Y BEPXHiX AONAX

Po3cisaHi Kict (MHOXWHHI,
6inaTepanbHi, BigganeHi
Bi/l 30H CTi/IbHUKOBOCTI)

[ndysHe mozaiuHe 36ia-
HEHHsA MasloHKa/NoBITPAHI
nacTkm (6inatepanbHo, B
Tpbox abo GinbLue AosAX)

YuWinbHeHHs y 6poHXo-
nyNbMOHaNIbHOMY CErMeHTi
(cermeHTax), moni (nonsx)

3IMN xapakTepu3yeTbca Ha KT peTUKynapHUMM TiHAMY,
AKi 4aCTO CYMPOBOPKYIOTbCA TPaKLUiNHMK BpOHXOeKTa3a-
MU. 3a3BMYan Ma€ micLe “CTinbHMKOBA flereHa”, Wo € Bupi-
WanbHUM AN1A BCTaHOBNEHHA AiarHo3y. “CTiNbHUKOBICTb» Ha
KT mae Bup rpynoBux KiCTO3HMX MOBITPAHUX MPOCTOPIB
yacTiwe giametpom 3-10 mm, ane iHkonu o 2,5 cm. BoHwu
3BMYaHO PO3TaALLIOBYIOTbCA CybnneBpanbHoO i xapakrepu-
3yl0TbCA [0Ope KOHTYPOBaHWMM CTiHKaMK. 3a3Buyali Mae
MiCLie «MaTOBe CKIO», ane He HaCTiNbKW BUPaXeHe, AK peTu-
KynApHicTb. XapakTepHuM € 6a3anbHuii Ta nepudepuyHuin
po3nogin 3IMHa KT, xoua moxnmnBuii i I'aTHUCTUN. HaaBHICTb
CynyTHbOI NneBpanbHOi naTonorii (Hanprknag, NneBpanbHi
GNAWKYM, KanbUUHaLis, 3HAYHUA NeBpanbHUiA BUNIT) CBid-
YyaTb Npo anbTepHaTMBHICTb eTionorii 3. MikpoBy3nunku,
MOBITPAHI MAaCTKW, HECTINbHUKOBI KiCTW, PO3NOBCIOAKEHE
«MaToBe CKJI0», KOHconigauii abo nepubpoHxianbHe po3Ta-
LyBaHHA MOBUHHI BKa3yBaTW Ha iHWNI fiarHo3. Moxe cno-
cTepiraTca He3HauHe 36inblueHHA MeaiacTiHanbHUX Nimda-
TUYHMX BY3NiB (3a3BUyai o 1,5 cM Npu BMMIpIOBaHHI Mo
KOpOTKil1 oci). PeHTreHorpadisa € meHLW iHPOPMaTUBHOIO, HixK
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Puc. 10. KT xeopozo C., 75 pokie. KT-namepn 3II1: nepeeaxae cy6nneepanbHa ma 6asanvbHa nokanisayis, cnocmepizaromocs
pemuKynapHi 3MiHu i cmineHUKo8icmb npu 8idcymHocmi o3Hak HesidnosioHocmi 3IM-namepHy

KTBP3, npw nigo3pi Ha 1D. 3a geakrmmn gaHumu, yytnmeicts KT
B piarHoctuui 3IM gocarae 90-100 %. Cnig, oaHak, BigmiTUTK,
LLIO Ha pe3ynbTaTi LnX AOCAIIKEHD 3AiNCHIOBAB BI/IMB Xapak-
Tep BigOOPY NaLiEHTIB, OCKINbKM XBOPYX BKIOYANM i3 FicToNo-
riyHo nigTBepAXeHUM AiarHo3om. [poTte natepH 3l Ha KT i3
HalnbinbLuoto MOBIPHICTIO Bignosigae natepHy 3IM 3a faHMMK
XipypriuHoi 6ioncii nereHb. AKLWO CTiINbHMKOBICTb BiACYTHS, ane
HanBHi iHWIi KpuTepii 3IM, mosa nge npo moxnmsy 3IM1, i Toai
HeobXxigHa xipypriyHa Gioncis fiereHb 3 METOK YTOUYHEHHS fiia-
rHo3y. Y sunagkax, konu KT He go3sonse giarHoctysaty 3IM1,
XipypriyHa 6ioncis nereHb MoXe MoKasaTu ricTONaToNOoriuHUIA
natepH 3I.

HaneBHo, He 30BCiM NpaBuMiIbHO BUKOPUCTOBYBaTN Tep-
MiH «KT-natepH 3IM», ockinbkn TepmiH «3IM» BigHOCUTBCA AO
obnacti natorictonorii. MabyTb, 6inbLL KOPEKTHOIO € HACTY-
He popmynioBaHHA: «[pn KOMGiHaLT YHOTUPbOX O3HaK NPaK-
TM4yHO B 100 % BMMNAAKIB CMOCTEpPIraeTbCA MPUCYTHICTb
ricronatonoriyHoro natepry 3IM» [7].

AKLLO BCi YOTMPM O3HaAKU MPUCYTHI, XipypriyHa Gioncia
He NpoBOANTLCA. AKLIO € KOMOIHALA TPbOX 03HAK, KOHCTa-
TY€ETbCA HaABHiCTb moxnmeoi 31, wo Bmmarae nigTeepa-
YKeHHA wnaxoM 6Gioncii. HaABHicTb HaBiTb OfHi€i i3 cemn
nepepaxoBaHNX O3HAK HeBIANOBIAHOCTI BMKIOYAE AiarHo3
no.

PrncyHok 10 gemoHcTpye KT-natepH 3IM: Ha Tomorpami
xBoporo C. NpucyTHI BCi 4 03HaKM (Tomorpamu 3 apxiBy Bif-
JiNeHHA  iHTepCcTUUianbHUX  3aXBOPKOBaHb  NlereHb
HauioHanbHoro iHcTUTyTy ¢TUsiaTpii i MynbmoHonorii im.
@.T. AHoscbkoro HAMH YkpaiHn).

Ha pucyHky 11 npepctasneHuin KT-natepH mMoxnusoi
3IM: Ha Tomorpami xBoporo [l. npucyTHi 3 03HaKu — BIACYT-
HSl CTiNIbHMKOBICTb, B 3B'A3KY 3 UMM MaLi€HTy HeobxiaHa
BepurodikaLia giarHosy metogom Gioncii nereHi.

HeobxigHoO Big3HaunTy, WO «CTiNbHNKOBA JIEreHs» npea-
CTaBNAE 3aK/IOYHY CTagilo 6araTbox iHTepCTULianbHUX XBO-
pob nereHb (end-stage lung) — rinepceHCUTNBHOIO MHEBMO-
HUTY, CapKOIQOo3y NlereHb, Pe3nCTEHTHOroO O MIOKOKOPTU-
KOCTepoIifHOI i iMyHOCynpecrBHOI Tepanii; iHWmnx ¢opm igio-
NaTUYHUX (HTePCTULaNbHUX MHEBMOHIN. Y 3B'A3KYy 3 UMM
BaX/MBe 3HaueHHA B fdiarHocTuui /1O mae ypaxyBaHHA cemut
O3Hak HesignosigHocTi 3Il1-natepHu, npepcTaBneHux B
Tabnuui. Cnig 3a3HaunTy, WO ANA BUKIOUYeHHs giarHosy 10
[AOCTaTHbO NPUCYTHOCTI HaBITb OAHIEI 3 LIX O3HaK.

Ha pucyHky 12 npeactasneHi KT gBox nauieHTiB 3 cy6-
nAeBpaabHUMU CTiIIbHUKOBUMM 3MiHAMU NAPEHXIMU flereHb.
Y nauieHTta T. (MpaBa YacTMHA PUCYHKY) BU3HAYA€ETLCA M-
dy3He 3HVKEeHHA MPO30pPOoCTi NapeHXxiMu (oeHcuTomeTpis:
-659 HU) 3a TMNnom «MaToBOro CK/ay, Lo BMKJIOYAE fiarHo3

Puc.11.KTxeopozo[.,64pokie. KT-namepH moxnueoi3Il:nepesakaecybnnespanbHama6asanvHanokanizayisa, cnocmepiearomoscs
pemuKynapHi 3miHU npu 8iocymuHocmi o3Hak HesionosioHocmi 3I[1-namepHy, 00HakK 8i0cymHA cminbHuKosicmo. [na eepudikayii

diazHo3y nayieHmy Heo6XxiOHO nposedeHHsA Gioncii 1ezeHi.

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2021, N2 3
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Puc. 12. KT xeopozo C., 75 pokis, I/1® (nisopy4), wineHicme
napexximu: -848HU.KTxeopozoT.,61poku,2inepceHcumusHuli
nHeeMoHIim (npasopy4): eenuki 3MiHU 3a MuNomM «Mamoeozo
CcKna», WineHicme napexximu: —-659 HU.

IN®. Ha nigctasi KNiHiYHUX Ta NabopPaTOPHMX AAHVX XBOPO-
My 6y/i0 BCTaHOBJIEHO fiarHO3 rinepCceHCUTUBHOIO MHEBMO-
HUTY.

PucyHok 13 gemoHcTpye KT-cemioTnky xsoporo M., 52
POKIiB, 3 KNiHIYHMMM 03HaKamu, CymiCHUMU 3 giarHo3om 0.
Paszom 3 Tum Ha KT BU3Ha4aloTbCA AK MiHIMYM TpY O3HAKW,
Lo BUKITIOYaloTh fiarHo3 /1O — ypaxeHHA BepXHbOT YacTK1
(a), nepeBaXHO ApPYroro cermeHTa (6); MHOXWMHHI KicTu, He
NoB'A3aHi 3 AiNAHKaMM CTiINTbHUKOBOCTI (B); AiNAHKa yLWinb-
HEeHHA NapeHxiMu B LUOCTOMY CEerMeHTi NPaBoi flereHi.

Y 3HauHI YaCTUHI BUNAAKIB CUHAPOMY «CTifIbHUKOBOI
nereHi» BXe He BAAETbCA BCTAHOBUTM MOrO HO30JMOFIYHY
HaneXxHicTb. MMonoXxeHHA Mo AiarHocTuui Ta BegeHHo 1D
2071 poKy peKOMeHAye B Takux BUMNagkax y popmyni gia-
FHO3y BUWKOPWCTOBYBaTW TepMiH «HeknacudikoBaHul
¢$ibpo3 nereHb».

Jla6bopaTopHi Ta iHCTpyMeHTanbHi meToam
Y MonoxeHHi 2011 poky 6yno Big3HauYeHo, Lo GPOH-
XOCKONiA Ta AOCNIAXKEHHA 6POHX0-aNbBEONIAPHOrO NlaBaxy

(BAJT) He matoTb AiarHOCTUYHOI 3HauyLwwocTi y xBopux 0.
He AcHO 3HauyeHHA KniTMHHOro cknagy bAJ1 gna nporHosy
npwu J1®. MonepefHi AaHi NOKa3yoTb, WO HAABHICTb LNPKY-
notoumnx GibpounTie (Me3eHxiManbHUX KNiTUH-NonepesHu-
KiB) aCOLIIOETbCA 3 MEHLUVM TEPMIHOM MKUTTS.

PeTpocneKkTuBHi AaHi WOAO MPOrHOCTUYHOI LiHHOCTI
BAN-6iomapkepis npu /1O € o6mexeHi. MpoTe GinbwicTb i3
HUX HEenpUUHATHI ANA PYTUHHOI KAIHIYHOT MPaKTUKW.
BuBueHHs piBHiB BAJI-maTpnuyHUx metanonpoTteiHas (MMP)
nokasano, wo MMP1 i MMP7 nigsuweHi y xsopux 3 10, a
MMP7 moxe KopenioBaTy 3 TAXKICTIO XBOPOOU.

Cman eenmunayitiHoi pyHKYii i dugpysitiHoi

30amHocmi nezeHo

MopyLeHHA GpoHxianbHOI NPOXiAHOCTI, AK MPaBwUo,
HecyMicHi 3 giarHo3om IJ10 — y xBopux 3a3BuUyal cnocrepi-
raloTbCA BUKIIOYHO PECTPUKTUBHI PO3NaAn nereHeBoi BeH-
TURALii.

PecTprKTMBHI MoOpyLIeHHA MPOABNAIOTLCA 3MEHLUEH-
HAM 3arafibHoi eMHOCTI nereHb (TLC) 3a paxyHOK ycix i ckna-
JOBMX, Y TOMY unchi i 3anuwkoBoro o6’emy nereHb (RV).
3MeHLLYI0TbCA XXMNTTEBA EMKICTb NereHb (VC), eMHICTb BANXY
(IC), pe3sepBHun o6’em Buamxy (ERV) i ¢yHKuUioHanbHa
3a/IMLWKOBA EMHICTb NlereHiB (ITGV) (puc. 14).

HeobxigHo Big3HaunTh, wo y xsopux IO Takox Big-
3HAYaAETbCA pi3Ke 3MeHLWeHHsA popcoBaHoi VC (FVC) i ob'e-
My dopcoBaHOro Buanxy 3a nepuy cekyHay (FEV,), wo
NOMWUSIKOBO PO3LIHIETBCA AK NposAB OpOoHXianbHOI
06CTPYKLUii. 3HMXKEHHA LMX NOKa3HWKIB € HACIAKOM 3MeH-
LIeHHA CTaTUYHKX 06'EMIB, @ TAKOX 3pOCTaHHA enacTUyHo-
ro [AWXanbHOro ornopy BHacnifok ¢ibpo3y nereHb.
BigcyTHicTb mopyleHb 6pOoHXianbHOI NPOXIAHOCTI Y XBO-
pux IO nigTBepaKy€eTbCA 36iNblIEHHAM iHAeKCy MeHcnepa
(FEV,/FVC) po 90 % i 6inbue.

Haii6inbw paHHiIM NposBOM MOPYLeHb ra3oobMiHy B
nereHax € 3MeHlWeHHA Andy3iHOI 30aTHOCTI nereHb —
DLCO (puc. 15).

Pa3om i3 TM OUiHKa pecTpUKTUBHUX PO3/1adiB lereHe-
BOI BeHTUNAUil, Andy3iliHMX NOpyLleHb He Ma€ iCTOTHOro
3HaueHHA B giarHocTuui IO i fo3BonAe nuLe ouiHUTY CTy-
niHb TAXKocTi IO, TeMnu nporpecyBaHHA XBOpobM Ta
epeKTUBHICTb NPM3HaYeHOT Tepanii.

Puc. 13. KT xeopozo M., 52 pokie. O3HaKu, wjo sukitoyarome diazHo3s IJ/1Q: ypaxeHHA 8epxHboi Yacmku (a), nepeeaxHo Opy2020
cezmeHma (6); MHOXXUHHI Kicmu (cmpinku), He noe’a3aHi 3 OinAHKamu cminbHUKosocmi (8); OinAHKaA ywiNnbHeHHA napeHXiMu 8 woc-

momy cezmeHmi npaeoi nezeHi (s).
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OY "HauioHanbHWiA IHCTUTYT thTMsiaTpii | nynsMoHonorii
im. @.I'. Avoscbkoro AMH Ykpaiumn"
Kniniko-pyHKuioHansHe sigaineHHsA

03680, m. Knie, Byn. Amocosa,10

Bodyplethysmographie

Last Name: Identification: I'CBE241162
First Name:
Date of Birth: 24 .11 _.1862 Age: 53 Yearsg
Sex: male Weight: 104,0 kg
Height: 183,0 cm
| Flaw [Li4] it gresure [kPa] o [L4e] v e
s E 10]
1 5 *
{ #- B
7 ;\ 0 ] B g
/ f 1 ? 3 |4 5 6 7B 9 4
1 5
Ry 5{
2 i |
10
3 alume shit [mi] ! Fivin
Pred Best %(Best/P Actl Act2 Act3 hotd Acts
Date 18.05.16
ITGV [L] 3.a7 2.34 B3.7 2 A5 2.30 2.47 2.21 2.34
RV [L] 2.33 1.57 57.1 1.55 1.79 1.44 1.63
TLC [L] 7.54 5.23 69.4 5.18 4.93 4.73 5.30
RV % TLC [%] 24.83 25,823 86.4 28,98 36.32 30.38 30,75
vc [L] 5.03 3.67 72.9 3.63 3.14 3,30 3.67
ERV [L] 1.34 0.77 5%7.9 0.74 0.68 0.77 0.71
R tot [kPa*s/L] 0.30 0.25 4.6 0.29 0.23 0.25 0.37 0.20
SR tot [kPa*s] 1.18 0.70 59.4 0.80 0.64 0.68 1.02 0.56
SR eff [kPa*s] 1.18 .58 49.6 0.64 0.55 0.56 1.01 0.47
Ic [l 3.85 2.89 78.4 2.89 2.46 2,52 2,96
VC MAX [L] 5.03 3.67 72.9 3.63 3.14 3.30 .67
FVC [L] 4.8z 3.40 70.4 3.38 3.14 3.30 3.40
FEV1 [L] 3.84 2,93 76.2 2.90 2.67 Z.B8 2,93
MEF 75 [L/g] 7.98 10.21 127.9 10.01 9.22 10.12 10.2
MEF 50 [L/=s] 4.94 4.74 95.8 4.11 2.87 4.73 4.74
MEF 25 [L/s] 2.06 0.81 35.4 0.76 0.30 0.66 0.81
PEF [L/s] 9.11 10.42 114.4 10.02 9.85 10.19 10.42
MMEF 75/25 [L/8] 3.97 3.08 77.5 2.84 1.61 2.82 3.08
FIV1 [L] 3.63 3.63 1.48 2.24 3.00
MIF [L/s] 0.86 0.54 0.84 0.83 0.77 D.el
585G tot [1/ (kPa¥*s)] a.85 1.43 168.3 1.25 1.5% 1.47 0.98 1.77
FEV 1 % FVC [%] 86.26 85.68 B5.07 87.49 86.26

Puc. 14. bodinnemu3mozpadpia xeopozo I'. 53 pokis, I/1® — pecmpukmueHi nopyweHrHs eenmunayii: 3menuwieHHa TLC, VCi RV; weuokic-
Hi nokasHuku FVCi FEV, 3HuUXeHi 3a paxyHOK 3MeHWeHHA cmamuy4Hux 06’emie, npo wo ceiouume eucokuil indekc leHcnepa (FEV /FVC).

lFazoeuli cknao i KUCZIOMHO-0CHOBHULI CMAH Kpoasi

MNoToBLIEHHA anbBeONo-KaninApHOi MeMbpaHu B nere-
HAX NPU3BOAUTb [0 3HVMEHHSA WBWUAKOCTI anbBeosio-Kani-
nApHoi Andys3ii KNCHIO | PO3BUTKY FiNOKCeMii — 3HMXXEeHHA
Hanpyru KNCHIO B apTepianbHin kposi (Pa0,). Mpun ubomy
weunakictb Andysii Byrnekncnoro rasdy npakTnyHoO He 3Mi-
HIOETbCA, OCKINbKM PO3UYNHHICTb BYFNEKNCIOro rasy B 6io-
noriyHnx membpaHax B 20 pasiB nepeBULLYE aHaNOTiYHWNNA
NOKa3HWK Ana KNcHto. linepBeHTUNALIA BHAaCNi4OK rinokce-
MiT NpM3BOAUTL 4O BUMUBAHHA 3 KPOBI BYrNeKNCcaoro rasy
— PO3BUTKY riNOKamnHii (3HMXeHHA Hanpyru BYrn1ekncnoro
rasy — PaCO,) i auxanbHoro ankanosy. Y nisHix cTagiax
3aXBOPIOBaHHA BHACNifOK rpyOnx nopyLueHb apXiTeKTOHi-
KW nereHb, CKOPOUeHHA nnoLi GyHKLiOHYUNX JiNAHOK 3a
paxyHOK 3aMileHHs ix ¢ibpo3HOoI0 TKaHMHOIO BiOYBa€ETb-
ca Hopmanisauia PaCO, Ha Tni TAXKOI rinokcemii, a noTim i
PO3BUTOK rinepkanHii — nepeaBicHMKA ¢aTanbHOro
Hacnigky.

Y 2018 poui 6ys ony6nikoBaHWIi OHOBIEHUIA BapiaHT po3-
ainy 6azosoro NonoxeHHa 2011 poky, Wwopao diarHoctukm N10:
Diagnosis of Idiopathic Pulmonary Fibrosis: An Official
ATS/ERS/JRS/ALAT Clinical Practice Guideline [30].

Y HOBOMY [lOKYMeHTi Oynu BHeCeHi aedAki 3MiHW B 3MicT
pagionoriyHux Ta ricronatonoriyHnx natepHis 31N, HapgaHi
TEXHiIYHi NapameTpy CKaHyBaHHA JiereHb, WO € ONTUMaJIb-
HUMW ans piarHocTukm INO.

[oknagHoO onmcaHi OCHOBHI PagionoriyHi CMMNTOMO-
KomnieKkcu, AKi BXOAATb B papgionoriyHuii natepH 3IM/
IO — cTinbHMKOBICTb, TPaKLiliHi 6pOHX0eKTasn i 6GPOHXio-
noekTasu, AKi MOXyTb OyT! npuunHo GbopmyBaHHA Aina-
HOK «MaTOBOrO CKfa» i M'AKO0 peTukynAwii.

CTiNbHMKOBICTb BifHOCUTbCA [0 KNAaCTePHUX KiCTO3HMX
NOBITPAHUX NPOCTOPIB 3 TUNOBUM fiiaMeTPOM KicT 3-10 mm,
ane iHogi i 6inblue, 3 TOBCTUMMU, YiTKO OKpeCSIEHUMU CTiHKa-
Mu. Lle 3a3Buyaii NOEAHYETLCA 3 PETUKYNAPHMMUN 3MiHaMU
BHACNIJOK TpaKLUinHMX G6poHxo- i 6poHxionoekTasis [31].
CTinbHMKOBICTb YacTile npefcTaBneHa CKyn4YeHHAMM KiCT B
KinbKa Wwapis, ane iHoAi cybnneBpanbHi KicTy MOXyTb O6yTK
po3TalloBaHi B OAVH LWap, WO CTBOPKE TPYAHOL AnA
andepeHuianbHOI fiarHOCTMKM 3 napacenTanbHoto emdise-
Moo i BpoHxionoekTazom [32].

TpakuiiHi 6poHx0eKTa3n i GPOHXIoNoeKTasn € KItoYo-
BOK O3HaKot NiereHeBoro ¢ibpo3y, BOHM BapiloloTb Bif
TOHKMX HepiBHOCTeN OpPOHXianbHOI CTIHKM A0 3HAYHOro

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2021, N2 3
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oY "HauioHanbHWA IHCTUTYT chTUsiaTpil | nynbmMoHonorii
im. @.", AHoeckeKkoro AMH Ykpaiun"
Kniviko-chyHkUioHaneHe BigaineHHs
03680, m. Kwis, Byn. Amocoea,10

Diffusion Single-Breath

Last Name:
First HName:

Date of Birth: 24.11.1%62

Sex: male

Hlvalume [L]

3 i

,

0—

1

,

3

4l i

] 10 n 1]

Pred Best %(B/P)

RV-SB 2.33 1.12 48.0
RVSTLC 34.63 25.53 73.7
TLC-SB 7.54 4.39 58.2
DLCOSE  10.B0 3.53 32.7
KECO 1.43 0.85 55.3
VA 7.3% 4.16 56.3
VIN 5.03 3.27 £5.0
FI He 9.57
FA He 6.47
FI CO 0.265
FA CO 0.121
TA 10.70
ERV 1.34 0.77 57.9
FRC 3.67 1.88 51.6
FRCYTC  54.93 43.15 78.6
Hb 14.60
DLCOC 10.80 3.53 2.7
ECOc 1.43 0.85 55.3
Date 18.05.18

Identification: I'CB241162

53 Years
104,070 kg
183, 0 cm

Age:
Weight:
Height:

Time [5]

40

50 60 0 a0

Actl Actd Actd Acts

.16

3.27

.57

AT

0.265
0.121

10.7
0.77

43.1°

¥

4.60

- BS

Puc. 15. fudpysiiliHa 30amHicmb nezeHb x8opozo I'. 53 pokie, IJ/I® — pi3ko supacexe 3HuxeHHs DLCO.

CMOTBOPEHHA apPXITEKTYPU 3 BapikO30ModiOHNMK POo3LIK-
peHHAMN [33-36]. bpoHxionoeKTasn YacTiwe po3TallOBaHi
cybnneBpanbHO Mo CYCiACTBY 3i CTINbHUKOBUMY KiCTamu.

CMMNTOM «MaTOBOrO CKMa» — Le AiNAHKa NOMYTHIHHA
napeHxiMu i3 36epeXxeHHAM Ha Noro Ti GPOHX0-CYAUHHOTO
ManoHKy. [liarHocTnyHe 3HaueHHA gna 3l ginaHkn «maTo-
BOrO CKJla» HabyBaloTb B TOMY BUMAZKY, AKLLO Ha HMX HaKMa-
[AETbCA HXKHUI CITYACTUIA MaNTIOHOK BHACNiAOK 6poHXxiono-
ekrasiB [37].

KTBP3-natepHu

Y HOBOMY [OKYyMeHTI BWAiNIeHi 4oTMpW HiarHOCTUYHI
KaTeropii, AKi cknagatoTbca 3 KT-cumnTomiB, 3a3HaYeHUX B
Tabn. 2. Lli kaTeropii BkntovatoTb 3IM-natepH (puc. 16), nmo-
BipHUA 3IM-natepH (puc. 17), HEBM3HaYeHWU (CyMHIBHWN)
3IM-natepH (pnc. 18) i anbTepHaTUBHWUI fiarHos (puc. 19).

YKpaiHCbKUIA NyNIbMOHONOriYHNIA XKypHan. 2021, N2 3

FicronaTonoriuHi narepHm

HoBuin oKyMeHT pekomeHAye KnacudikyBaTtu rictona-
TONOriyHi pe3ynbTatu Gioncii 3a yoTMpma KaTeropiamu:
«3IM», «nmoBipHa 3IlM», «HeBM3HaueHa (cymHiBHa) 3IM» i
«AnbTepHaTMBHNIA piarHo3» (Tabn. 3, puc. 20). Mepeara
LbOro nigxody nonAra€ B TOMy, WO LA TepPMiHOMOria Bigno-
Biflae kaTeropiam KTBP3-natepHiB (xoua cneymodika katero-
pii «<anbTepHaTMBHOrO AiiarHO3y» PO3Pi3HAETLCA), i Le f03-
BOJISIE HAM OGroBOPIOBATY NMAaTEPHM B KOHTEKCTI iHLIMX KIi-
HIYHMX AaHWX Nig Yac MynbTUANCUUNAIHAPHOT AUCKYCil. Lle
ronerwye CTBOPEHHA HalbinblWw TOYHOro AiarHo3y AnA
nauieHTa He3anexHo Big TOro, UM NOCTaBNEHUN JiarHo3 —
IPF um Hi IPF. bioncii, no3HauyeHi AK HeBu3HaueHa 3I,
LEMOHCTPYIOTb NaTepH ¢pibpo3y, Lo He BifNoBigae KpuTepi-
Am 3IM abo AKOMYCb iHLIOMY FiCTONATONOFYHOMY MaTepHy
¢$ibpo3ytoyoi iHTepcTMLiaNbHOT MHEBMOHIT i, B [AesAKuX
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Tabnuys 2
MaTepH 3BMYaANHOI iHTepCTULiaNbHOT MHEBMOHII 3a faHUMIN KOMN'I0TepHOoi ToMmorpadii BUcokoi po3ainbHoi 3gaTHocTi [30]

3N VIMOBipHa 3In HeBusHaueHa (cymHiBHa) 3IIM1 AnbTepHaTUBHWI fiiarHO3
« [lepeBaxae MepeBaxae cybnneBpanbHa i MepeBaxae cybnneBpanbHa i O3Haku, AKi nepef6ayaioTb iHWWIA AiarHo3,
cybnneBpanbHa i 6a3anbHa  6a3anbHa foKanisauis 6a3asnbHa noKanisauis BK/II0YaAIOTb:
nokanisauia po3nofin 4acTo HEOAHOPIAHMN PoscisHi kictn
po3nogin yacto HixkHa peTuKynsauis, moxe maTu nerki  Mo3aiuHe 36ijHEHHA MasloHKa
HeopHOPIgHNA* PeTukynapHuin natepH 3 3MiHV MO TUMYy MaTOBOrO CKia abo Po3noBctofeHi 3mMiH1 No TNy «MaToBOro
nepudepryYHNMY TPAKLINHUMN CMOTBOPEHHA apXiTEKTYpU («paHHIA  cKna»
« CTiNbHMKOBICTb 3 260 6pOHX0EeKTa3amm abo 3IM-naTepH») Po3nosciofxeHi MiKpoBYy3/IMKOBI  YTBOPEHHA
6e3 TpaKLUinHnX 6poHxionoekTazamu LleHTpino6ynsapHi By3nuku
6poHx0eKTasiB/ KT-puricn i/abo po3nopin nereHeBoro  KoHconigauii
6poHxionoekTasis** Moxe maTu nerki 3miHu no Tuny $ibpo3y, LWo He nepenbavae bynb-
MaTOBOrO CKfa AKol cneyndivHoi etionorii MepeBaxae po3nogin:
(«cnpaBHA HEBM3HAYEHICTb ANA nepubpPOHXOBaCKYNAPHNI
3IM») nepunimbaTnyHnn

y BepXHix abo cepefHix Bigainax nereHb

IHWi:

MneBpanbHi 65ALWKY (Po3rnAHbTe a36ecTo3)
Poswmpenunn ctpasoxig (posrnaxbTe 3CT)
[nctanbHi epo3ii kntounui (po3rnaHbTe PA)
Benukunin nimbatnuHmin By3on (po3rnsaHbTe
iHwWY eTionorito)

MneBpanbHUn BUNIT, NNeBpanbHi
noToBLyeHHA (BpaxoByBaTn 3CT/npenapatn)

3IM — 3BMUalHa iHTepcTMLianbHa NHeBMOHiIs, KT — komn'toTepHa Tomorpadis, 3CT — 3axBoptoBaHHsA CNOAyUYHOT TKaHWHY, PA — peBMaToigHWIN apTpuT;

* BapiaHTu po3noginy: iHogi AudysHe, Moxe 6yTv acMeTPUUYHNM; ** BpoHxionoekTasu HaknagaTb Ha KT-KapTrHy Taki pycu: nerki 3MiH1 no Ty MaToBOro
CKIa, PETUKYAPHWI NaTepH, nereHesa ocmdikauis.

BMMAaAKax, MOXe CpUATA anbTepHAaTUBHOMY AiarHo3y, npu Hauil pagionoriyHoro Ta rictonaTofIoriYHOro naTepHis.

LbOMYy KaTeropMyHO He BUK/IOYAETbCA MOXKINBICTb CUCTe- HiarHoCTMYHMA anropnT™ AnA igionaTUYHOro nereHe-
MaTMYHOI MOMWJIKK, WO B KiHLEBOMY MifCYyMKY BUABNAETb- BOro ¢ibpo3y, AKNIA NoYMHAETbCA 3 GOpPMYBaHHA NiJo3pu
A, wo ue € 3. Ha IO i 3aKiHuyeTbCA pilleHHAM MyNbTUAMCUMMNIHAPHOT

Ha puc. 21 npegcraBneHi pekomeHgauii Wo[o BCTaHOB-  AUCKYCIT WOAO BCTAHOBMEHHA AiarHo3y, NnpeacTaBieHni Ha
neHHs piarHo3y 1M, 3acHOBaHOMo Ha aHanisi pisHMX KOMbi-  puc. 22.

Puc. 16. Komn’tomepHa momozpacis eucokoi po3odinbHoi 30amHocmi (KTBP3), ujo demoHcmpytoms namepH 38udatiHoi iHmepcmuyianbHoi
nHeemoHii. lMonepeyHi (akcianeHi) 3pi3u KT (A, B, D), kopoHaneHa pekoHcmpykyis (C), o nokasyiome HasgéHicme CMinbHUKOBUX 3MiH 3
cy6nnespanvHuM i 6a3anbHUM nepesaXaHHAM. Bi03HayeHo 00HOYACHA NPUCYMHiCcMb M’AK020 «Mamoeozo ckna» (D) 36inbuieHe 306pa-
JKeHHs J1i80i HUXKHbOI YacmKu, Wjo NOKA3ye MuNoei xapakmepucmuKu com, Wjo ck1aoaromecs 3i CKynyeHs Kicmo3Hux nosimpsiHux npocmo-
pie 3 yimko okpeceHUMu cmiHkamu i eapiabenbHUM diamempom, sudumux 8 00HoMy abo dekinbkox wapax (cmpinku) [30].

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2021, N2 3
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Puc. 17. KTBP3-namepH limoegipHoi 38uyatiHoi inmepcmuyianeHoi nHeemoHii. [lonepeyHi 3pi3u (A, B), kopoHaneHa pekoHcCMpyKuia
o6ox nezeHb (C), 36inbweHe cazimanvHe 306pa)xceHHA Npasoi HUXHbLOI Yyacmku (D) inrocmpylome HaAaeHicMb pemuKynsapHo20
namepHy — nepucgepu4Hi 6poHxiosioekmasu 3 cybnieepanbHuUmMm ma 6a3asbHUM nepesa)kaHHAM. 3asieXHo 8i0 opieHmauii 8ioHOC-
Ho nnowuHu KT-3pi3y nepugpepuyni mpakyitiHi 6poHxionoekmasu suansadarome aK my6ynsapHi (cmpinku) abo Kkicmo3Hi (HaKoHe4Hu-
KU cmpinok) cmpykmypu. BiosHa4eHo 00HO4YACHA NPUCYMHiCMb NOMipHO20 NOMYMHIHHA 3d MUNOM MAmoeoz0 cKna 6 cybniee-

panbHux o6nacmsax o6o0x siezeHs i 8iocymHicmos cminbHukosux 3miH [30].

1z

Puc. 18. KTBP3-namepH Hesu3Ha4eHoi (CyMHigHoI) 38uyatiHoi inmepcmuyianeHoi nHeemoHii (A—C). [TonepeyHi 3pi3u nokasyome
8esluKy iHGhinempadyito nezeHob, Uj0 NOEOHYE 8 CO6i CMiNbHUKU, NOMYMHIHHA 3a MUNOM MAMoOB020 CK/1a 8i0 /1e2ko20 00 NOMipHO20
cmyneHs, acumempu4Huli po3nodin mix o6oma nezeHAmu i 8iocymHicme cy6niespaneHo20 nepesaxkaHHs [30].

Puc. 19. KTBP3-namepH, ujo 00380/151€ npunycmumu ajbmepHamueHuli diazHo3 ¢i6bpo3y nezeHo. [Monepeyni 3pisu KT (A i B), ompu-
MaHi Ha 2nu6okKomy 80UXy, NoKasyome ducemMiHo8aHy iHinempayiio nezeHb, 36epizaromecs 0essKi BMOPUHHI 1le2eHe8i 4acmoyku
6a3anvHux 8iodinax nezeHw. [lonepeynuli 3piz KT, ompumaHuli Ha suduxy (C), niomeepd><ye 0onbKo8yio nogimpaHy nacmky. Bci

0aHi ceidyame npo XpoHiyHuli 2inepceHcumueHuli nHeemoHum [30].
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Tabnuya 3
FicronaTonopriyHi naTepHn 3BUYaHOI iHTepCcTULiaNbHOT NHEBMOHII [30]
3In VimosipHa 31T HeBu3HaueHa (cymHiBHa) 3IM1 AnbTepHaTUBHMWI AiarHo3
LWinbHuiA $ibpo3 3 apXiTeKTypHUM [eAki rictonoriyHi o3Haku 3 Di6po3 3 abo 6e3 apxiTEKTYpHOro O3HaKm riCTONOrYHNX NaTepPHIB IHWMNX
CMOTBOPEHHAM (T. €. AeCTPYKTUBHE cToBMYMKa 1 NPUCYTHI, ane He B CMOTBOPEHHS, 3 0CO6IMBOCTAMMN IIM (Takmx AK BiACYTHICTb BOTHNLL
py6LIoBaHHs i / abo CTINbHUKOBICTb)  Till Mipi, W06 BCTAHOBUTA a60 Ha KOpWCTb NaTepHa, dibpobnactie abo m'AKMIA Gi6Po3) y
nesHui giartos 3IM/1NO BigmiHHoro Big 3IMM, abo Ha KopuCTb  BCbOMY MaTepiani bioncil
MepeBakae cybnnespanbHuii i/abo 3IMM, WwWo BTOPVHHA MO BiHOLLIEHHIO
napacenTanbHuii po3nogin ¢pibposy Ta [0 iHWOT NpuYnHM * licTonoriyuni 3HaxiaKu, AKi BKa3yoTb Ha
BigcyTHicTb 03HaK, AKi iHLWi 3axBOpIOBaHHA
HeogHopigHe (nnamuncTe) ypaxkeH-  nepepbavatoTb anbTepHaTMBHUA  [eAKi ricTonoriyHi o3Haku 3 (rinepceHCcMTUBHUIN MHEBMOHIT,
HA NapeHximu ¢ibpo3om fiarHos cToBnuMKa 1 NPUCYTHI, OAHAK 3 JlaHrepraHc-KniTUHHWN ricTiounTo3,
0O3HaKamu, siKi nepepbavatoTb capkoigos, JIAM)
BorHuwa ¢ibpobnactis Abo anbTepHaTUBHUIA fiarHO3**
CTiNnbHUKOBICTb TiNbKM
BiacyTHicTb 03HaK, AKi nepenba-
YaloTb anbTePHATVBHWI fiiarHO3
3IM — 3BuvaiiHa iHTepcTULianbHa nHeBMoHiA, INI® — ipionatnyHuini nereHeBwn ¢ibpos; M — igionaTuuHi iHTepcTUUianbHi NHeBMOHIT; JIAM —

nimdaHrioneiomiomatos. * paHynbomu, rianiHoBi membpaHu (Kpim BMMagaKie, Mos'A3aHuX i3 3aroctpeHHam 10, Aake moxe OyTU NPOABOM Yy AEAKMX
NaLieHTiB), BUPaXKeHi 3MiHV B LleHTpaNbHIX BigAinax AnxanbHuX WAAXiB, 065acTi iHTepCcThLianbHOro 3ananeHHs 6e3 acouinioBaHoro Gibposy, BUpaKeHui
XPOHIYHMI GiBPO3HUI NNEBPUT, OpraHidyroua NHEBMOHIA. Taki 0cO6NMBOCTI MOXyYTb GyTV HEOUYEBMAHI abo NIerko HEMOMITHI HEMiAroToBNeHoMy o, i iX
YacTo HeobXigHO creuianbHO LWyKaTW. **O3HaKW, AKi MOBUHHI BUKAMKATW MOOOIOBAHHA WOAO MNMOBIPHOCTI anbTepHAaTUBHOIO AiarHo3y, BKOYaloTb
3anafbHWI iHPINLTPAT KNITVH AaneKo Bif ANAHOK CTINbHUKOBUX 3MiH, BUpaxeHy iMoiaHa rinepnnasis i 4iTko 6POHXi0NOLEHTPUYHWIA PO3MOAIN, LLO MOXe
BKJIIOYATN BENVKY NepibpoHXionapHy MeTannasuio.

Puc. 20. TicmonamonoeiyHi 3miHu, Wjo deMoHcMpyilomeo 38uyaliiHy iHmepcmuyianbHy nHeemoHito (31M1)[30] (A) Mikpogpomozpadpia Ha
manomy 36inbweHHi nokasye knacudHuli namept 31 npu I/1®: wineHuli ¢i6bpo3 nepesaxkHo 6 cybnnespaneHili ma napacenmanoHit
napeHximi, acoyitiogaHuti 3 nopywieHHAM apximeKmoHiku y 8u2s0i MiKpocKoniyHUX CmiZlbHUKOBUX 3MiH (cmpinka) Ha mni 8iOHOCHO Hey-
pax<eHoi napeHximu iezeHi (*). Y eepxHili yacmuHi pucyHKy eudHa sicyepanoHa nnespa. (B) Mikpoghomoapacpis 3 eenuxum 36inoweHHAM,
wo OemMoHcmpye cybnneepanvHi py6yl08aHHA i cminbHUKOBI 3MiHU 3 acoyilioeaHumu ocepedkamu ¢pi6pobnacmie (cmpinka). (C)
Mikpogpomoezpadpia 3 manum 36inewieHHAM nokasye namepH limogipHoi 3I1/I/10 — xapakmepusyembca cy6nieepanoHUM i napacenmario-
HUM K1anmeaum ¢i6po3om, AKuli MeHW po3e8uHeHUl i 8 MeHuwWili Mipi acoyitiosaHuli 3 nopyweHHAMU apXimeKmoHiKu y u2nadi decmpyk-
mueHux py6yie abo cmineHUK08UX 3MiH, Wjo npointocmpoeate Ha A i B. (D) Mikpopomozpadpia Ha eenukomy 36inbweHHi Nokasye nnamu-
cmuti ¢hibpos3 i ocepedku hi6pobnacmie (*), ane 6e3 ekcmeHcu8HO20 py6YLOBAHHA | CMiNbHUKOBUX 3MiH, nokasaHux Ha A i B. (E) CymuieHuli
3IM/I/I®-namepH, npu Akomy € m’akuii HecneyudpiyHuti ¢hi6po3, AKuli He Mae do6pe po38uHeHO020 0cepedK08020 i nepesaxHo cybnieepane-
Hozo/napacenmanbHo20 po3nodiny, apximekmypHux nopyweHb ma 8o2HuUW, ¢i6po6nacmis, xapakmepHux ona knacu4xozo 3I/I/10-
namepHy. Kicmkoea memanna3sus X 3suyaiina, ane He cneyuciuHa ons 3Il1 3Haxioka. Xo4a yi OaHi He € diazHOCMUYHUMU, 80OHU He BUKJTIO-
4arome diazHo3y V1D y nauienma 3 niomeepoxyoqumu KniHidHUMUY i padionoziyHumu daHumy.
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IN® (moxxnuBo)**/
He 1O

Puc. 21. [liazno3 idionamu4Hozo nezeHesozo ibpo3y, 3acHoeanuii Ha KTBP3- i zicmonamonozivHomy namepHax [30]

*— «KniHiyHa nidospa Ha I/IO»: namepH 6inamepanbHo20 sie2eHe8020 (ibpo3y HessCHO20 reHesy, 3 CUMNMOMamu abo 6e3, Ha peHmMeHo2pami
abo KT, 6ibasunsapHi iHcnipamopHi xpunu, 8ik cmapuie 60 pokis. (MauieHmu y giui >40 pokis i <60 pokis, 0c061UB0 3 pUUKOM CiMeliHO20
Jle2eHe8020 hibpo3y, pioko Moxyme Mamu mou xe KaiHiYHUl cueHapid, wo i munosuti nauieHm cmapuwe 60 pokis).

** — fliaeHo3 /IO moxnugudi, Konu ska-Hebyob 3 MAakux 03HAK NpucymHs: « [TomipHo-pi3Ko 8upaxeHi mpakyiliHi 6poHxoekmasu/6poHxiono-
eKkmasu (8U3HA4YarMuCs AK HE3HAYHO BUPAXEHI 6POHX0-/ BPOHXI0I0eKMAsu 8 HoMupwLOoX i bislble Yacmkax, 8KIYAOYU A3UYKO8I, WO 8pa-
X0BYIOMbCA AK 4aCMKU, abo NOMipHO-Pi3KO 8UpaxeHi 8 080X i biniblue Yyacmkax y Yososikie cmapuwie 50 pokie i y xiHok cmapwe 60 pokig

« PemukynapHi 3miHu >30 % Ha KTBP3 y nauieHmie cmapuwe 70 pokie

« 36inbweHHsA Kinbkocmi Helimpodinia i/abo 8iocymHicme nimgpouyumis 8 piouHi A1

« MynemidicyinniHapHa ouckycis 8nesHeHO cxunaemocsa 0o diazHo3y /10

#** — CymHigHul OiazHo3 I/1)

« bez adekgamroi bioncii I/I® manolimosipHuli

« [pu adeksamHoi 6ioncii Moxe 6ymu 8cmaHosneHul 6inbw KOHKpemHul 0iazHO3 nic/is My1emuouCcyuUNAiHAapHOI OUCKYCii abo 0odamkosux
KOHCynbmauid.

| ITinospa na IJId I

TTorenuivina npuanna/
MNOB’A3aHHH CTAH

Hi Taxk
IMonanbia omiHKa,
sronouaioun KTBP3

) Hi
—[ 3111 ]—[ KTBP3-narepu J: l niarnos

]
umosipna 3111,
Hesusznauena 3111,

Tax
AIbTCPHATHBHUH
AIarHos
[ ML J
1 l AnbTepHa-
,& THBHHH

Xipypriuna ] JlarHos3
BAJI Oloncis >
nereHi® J

s
S
o oo

Puc. 22. Anzopumm diazHocmuku idionamuyHozo niezeHeso20 ¢ibpo3y (I/1P) [30]
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MauieHTn 3 nigo3poto Ha /1O (To6TO naTepH GinaTe-
panbHoro nereHeBoro ¢i6po3y Ha peHTreHorpami abo KT
HesACHOro reHesy, 3 cumnToMamm abo 6e3, 6ibasinApH iHcni-
paTopHi xpunu, Bik cTapLue 60 pokKiB, He3po3yMmina 3aguLLKa
npu Gi3MYHOMY HaBaHTaXkeHHi i/abo Kalenb 3 03HaKamu
iHTepCTULianbHOro 3axBoptoBaHHA iereHb — I3J1) NOBUHHI
6yTn peTenbHO 06CTeXeHi Ha NpeaMeT NoTeHUinHKX i/abo
ineHTndiKoBaHUX NpuumH 13J1, Takmnx AK NobyToBI i Npode-
CiliHi daKTOpV HAaBKONMLLHBOIO CepefoBULLa, 3aXBOPIOBAH-
HA cnonyyHoi TKaHuHK (3CT) abo TOKCUYHICTb NiKapCbKMX
npenapartie. opocni cepeaHboro Biky (>40 i <60 pokis),
0Cco0MBO NaLieHTN 3 PU3UKOM CiMenHoro ¢ibpo3y nereHno,
MOXYTb PiIKO MaTV TON Xe KAiHIYHUI CLieHapii, Wwo i Tuno-
BUI NauieHT cTapwe 60 pokis. AKLWO noTeHUiHa NpuYnHa
I3J1 BU3HaueHa, NaLieHT NOBMHEH NPONTU peTeNibHe 06CTe-
YKeHHs, Wwob nigTeepanTn abo BUKIOUUTY iHLWI BigoMi npu-
UMHWU, TaKi AK rinepceHcNTUBHUI NHeBMOHIT, 3CT, nHeBMO-
KOHi03 i ATPOreHHi NPUUYNHN (HanpuKknag, TOKCUYHICTb NiKiB,
ONPOMIHEHHS).

AKWO MoXnMBa NpuYMHa ana cneundiyHoro giarHosy
I3]1 He BcTaHOBNEHa, NoAanblue 06roBopeHHA Nig Yac Mysb-
TmgucymnaiHapHoi anckycii (MA) npoBoanTbCA Ha nigcTa-
Bi OLiHKN KTBP3-naTepHiB B CYyKynHOCTi 3 KNiHIYHMYW AaHN-
MU. AKLLO BCTaHOBUTK abo BUKIounTy giarHos /1O He Baa-
€TbCA, NPOBOAUTLCA XipypriuHa 6ioncia nerei. 1O giarHo-
CTYeTbCA abo BMKIIOYAETLCA MPU BIAMNOBIAHIN KOMOiHaLi
natepHis KTBP3 i rictonaTonoriuyHmx natepHis.

* XipypriuHa 6ioncia nereHi He NnokasaHa y Naui€HTiB 3
BMCOKMM PU3NKOM iHTpa-, Nepu- abo nicnaonepauinHmx
yCKnafHeHb (Hanpuknag, BaXka rinokcemia y crnokoi i/abo
BaXKKa nereHeBa rinepteHsis, andysiiHa 38aTHICTb nereHb
MeHwe 25 % nicna kopekuia 3a rematokputom). Hemae
pekomeHAaLi 3a abo NpoTK TPaAMLiNHOI TPAHCOPOHXiaNb-
Hoi 6ioncii i/abo Kpiobioncii; AKLLO Le BUKOHAHO, rictonaTo-
NOTiYHOro AOCNiAKEHHA MOXe OyTU AOCTaTHbO Yy OKpeMMX
navi€eHTiB.

NNIKYBAHHA

BignosigHo po nepuwoi yrogn ATS/ERS (2000) rntoko-
kopTukoctepoign (TKC) i uutoTokcmyHi 3acobu (U3) 6ynu
OCHOBHUMW KOMMOHeHTaMy nikyBaHHA xBopux Ha U1,
He3BaX<aloum Ha Te, WO Y 3HaYHOT YaCTUHW MaLieHTIB Ui npe-
napaTM CyTTEBO He BMIMBalOTb Ha TPUBANICTb XWUTTA, a
nvwe oOyMOBIIOTb 3MEHLIEHHA 3a4MWKN Ta Kawsw i,
TaKMM YMHOM, CNPUAIOTb NOKPALLAHHIO AKOCTI XUTTA.

Pazom i3 TMm, HeoOXxifHO BpaxoByBaTW, WOO OuiKyBa-
HWUIA NiKyBanbHUIN epeKT nepeBuLlyBaB pU3MK YCKNajHeHb
Big Tepanii. MNepw 3a BCe, Le CTOCYETbCA MaUi€EHTIB Y Bili
noHag 70 poKiB, XBOPMX i3 KPaMHiM CTyneHem OXKUpPiHHA,
CYNyTHIMU TAXKUMU 3aXBOPIOBaHHAMMK cepudA i CyAuH,
LYyKpOBMM fiiabeToM, OCTEOMNOPO30M, TAXKKMMU MOPYLLEH-
HAMU GYHKLT 30BHILLIHBOrO AMXaHHSA.

Mpenapatom i3 rpynu NKC, aAkomy cnig HagaBaTtu nepe-
Bary, € MeTUANPeAHi30N0H, AKNIA BONOAIE MEHLLOIO, Y MOpPIB-
HAHHI 3 NPeHi30/I0HOM, MiHEPaTOKOPTUKOIAHOK aKTUBHIC-
Tio. [penapat npusHavaeTbca B f03i 0,4 Mr/Kr Ha foby per
0S NPOTAroM 4 TUXHiB, NOTiM No 0,2 MIr/KF NPOTAroM 8 TVX-
HiB. MNicnAa 3 micAuiB nikyBaHHA CNig NOCTYNMOBO 3HWKYBaTU
no3y ao 0,1 Mr/Kr wogeHHo, abo 0,2 Mr/Kr yepes feHb. 3
ornagy Ha po6oBuii 6iopuT™M y BUAINEHHI FIOKOKOPTK-

KocTepoifiB 3acTocoByBaTV npenapat 6axaHO B mepLuil
NONOBKWHI AHA AO NONYAHA, Nicna i, po3ginuewm gobosy
03y Ha 2 npunomn — 2/3 nicnAa cHigaHky i 1/3 onisgHi.
Tepanito TKC HeobXigHO MOEAHYBaTM 3 NPUINOMOM Mnpena-
partiB Kanito i Kanbuito.

BignosiaHo no MonoxeHHA ATS/ERS 2000 poky B KOMOi-
Hauii i3 TKC npusHayvanu a3aTionpuH y Ao3i 2-3 mMr/Kr macu
Tina Ha Jo6y, a Takox N-aueTunuuCTeiH Yy BUCOKMX [03aX
(1800 mr Ha foby npoTarom 4 TWXHiB, NoTim nNo 600 Mr Ha
Jo6y). N-aueTmnumcTeiH AK aHTUMOKCUOAHT YMOBINbHIOE
TEMMNU 3HWKEHHA KWUTTEBOI EMHOCTI NereHb i AndysinHoi
34aTHoCTI nereHb. [Mpenapat f03BoNA€E GinbLl YCMiWHO, HiX
nuwe iMyHocynpecuMBHa Tepania, cTabinisyBatu KniHi-
Ko-yHKLiOHanbHi NokasHUKM y xsopwux IO i nom’'akwmntu
HebaxaHi edekTy, AKi BUuKknuKatoTb NKC i L3 [39].

Tepania MoOBWHHa TpuBaTM AK MiHIMym 6 MicAuiB.
EdeKTMBHICTb BM3HAYAETbCA Ha MiACTABI OLHKN KIiHIYHNX
CUMMTOMIB, PEHTIeHONOTNYHUX i YHKLiIOHaNbHUX AaHWIX.
HaBanmBilwMM KOMMOHEHTOM JiKyBaslbHOrO npouecy €
MOHITOPVHI HebGaxaHUX epeKTiB Tepanil.

B xopi migrotoBKm HOBOro, AOKa30BO-3aCHOBAHOrO,
nonoxeHHa ATS/ERS/JRS /ALAT (2011) suaBunocs, wo
HeMa€ XOJHOro AKICHOro AoKa3y Ha KOpWCTb TOro, L0
Tepania TKC i L3 36inblwye TpmBanicTb XUTTA XBOPUX i
NOKpaLLy€e NPOrHO3, OCKiNbKN paHAOMi30BaHMX AOCiAKEeHb
B LIbOMY HanpAMKy (KpuTepili BUCOKOI AKOCTi AOKa3iB) He
npoBoaunocb. NonoxeHHA 6a3yeTbCA Ha BUKOPUCTaHHI
GRADE-TexHonorii, HaBiTb B Ha3Bi 3a3Ha4yeHO: «40Ka30-
BO-3aCHOBaHe». Y 3B'A3KyY 3 LM, nicna 6ypxnmBumx JUCKYCIl,
pekomMmeHaadito npotusananbHoi Tepanii KC i U3 B noea-
HaHHi 3 N-aLeTunLMcTenHom) No3HauYnNM AK cnaboHeraTmns-
Hy — «weak-no».

LlJo o3Ha4yae cnabka HezamusHa pekomeHoayis?

Cnabka HeraTMBHa pekoMeHgauia (weak-no) nepenba-
Yae, Wo BinblicTb NauUieHTIB He NOTpebye BTPyYaHHs, ane
6arato nauieHTiB NoTpebytoTb. AnA Ui€l YaCTUHN XBOPMX
Kpalle pilleHHs iHogi mMoxe 6yTn He peKkoOMEeHLOBaHUM
[l0Ka30B0-3aCHOBaHVM MonoxeHHAM. DakTopwy, Wo BM3Ha-
YaloTb TaKe pilleHHA, B OCHOBHOMY MOB’A3aHi 3 LliIHHOCTAMM
i nepesaramun xsopux. OgHI NaUieHTV MOXYTb JOmnycKaTtu
MOXNUBI HebaxkaHi HacnifgKKW, HaBiTb AKLWO OYiKyBaHWUN
KOPUCHUIN epeKT HEBENMKNIA, iHLII — Hi.

HeoOxigHO Big3HauuMTW, WO HEMAE AKICHUX [J0Ka3iB
edektusHocTi NKC i L3, ane pa3omM 3 TUM HeMma€ i AKiCHMX
[lOKa3iB HeedeKTNBHOCTI NPOTM3ananbHOI Tepanii, OCKiNbKK
pe3ynbTaTy HaABHWUX HarnAAOBUX JOCHILXeHb 3 BUKOPUC-
TaHHAM KOHTPOJIbHMX Fpyn — Lie HN3bKWIA piBEHb JOKa3iB,
a 6araToueHTPOBUX paHAOMI30BaHVX JOCHIOXeHb Ha ToOW
nepiog yacy He 6yno.

PekomeHgauia npotmsananbHoi Tepanii TKC i L3, Aka
micTuTbCAa B nepuwin yrogi ATS/ERS (2000), He cynepeunTtb
HoBoMy [lonoxeHHto. Be3yMoBHO, [OKa30BO-3aCHOBaHWI
LOKYMEHT He MOXe pekoMeHZyBaTu Ti abo iHLWi MmeanKameH-
TO3Hi BTPYYaHHA, AKLIO BiACYTHI AKiCHI foKa3u ix epeKTnB-
HOCTI, aJie pa3oM 3 TUM He MOXKe i BNeBHEHO iX 3a00pOoHUTH,
AKLO HeMa€ AKICHUX AoKa3iB HeeDeKTUBHOCTI. Y 3B'A3KY 3
uum HoBe [lonoxeHHA nepefnbayano iHAMBIAYyanbHWIA Nig-
Xifl Y KOXKHOMY KOHKPETHOMY BUMaAKy.

Y nunHi 2015 poky ony6nikoBaHo po3gin «JlikyBaHHA»
Mono»eHHn B HOBI pepakuii — An Official ATS/ERS/JRS /
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ALAT Clinical Practice Guideline: Treatment of Idiopathic
Pulmonary Fibrosis. An Update of the 2011 Clinical
Practice Guideline [38].

AIkwo B 6a3zoBomy [MonoxeHHi 2011 poky KombiHauinA
IKC, LUC i N-auetunumcreiHy oTpumana cnaboHeraTusHy
pekomeHaauito (weak-no), To B foKymeHTi 2015 poKy BoHa
KaTeropuyHo He pekomeH[OBaHa [0 3acTocyBaHHA (strong
recommendation against use). lNepegymoBoio ana npwu-
MNHATTA TaKoro pilleHHA CTanun nonepeHi pesynbTaTv paH-
[IOMi30BaHOrO KNiHIYHOro fOCNigXKeHHSA, AKi Oynn po3LiHeHi
AK cMrHan Ao 36inblieHHA NoKa3HKa CMepPTHOCTI i YacToTn
rocnitanisauin B rpyni XBopux, AKi OTpYMyBann npegHizo-
NOH, a3aTionpuH i N-aLeTnnumMCcTeiH, B MOPIBHAHHI 3 FPynoto
nnaue6o [40]. Y 38'A3Ky 3 UM JocnigxeHHsA Oyno [OCTPOKO-
BO 3YMNMUHEHO.

Ha nuTaHHA, AK NocTynaTtu 3 nauieHTamuy, AKi npunmMa-
l0Tb L0 KOMbiHaLjilo npenapartiB i Npu LboMy Cy6’eKTUBHO
OUiHIOTb i edpeKTUBHICTb i MepeHOCMMICTb MO3UTUBHO,
aBTOPU AOKYMEHTa BifnNoBifalTb HACTYNMHUM YMHOM.

Y TaKnx BUNagKax nikapto HeobxigHO NpoBecTy 3 nawi-
€HTOM 0O6roBOPEHHsA MOTEHUiNHUX pu3mKiB npunomy MKC i
LUC i npunmaTti pilleHHA B KOXHOMY OKpPemMOoMy BUMNaAKY
iHAMBIZYanbHO B 3aNeXHOCTI Bif LiHHOCTel i npedepeHLil
XBOPOroO.

MopAan 3 KombiHauiew nNpefHi3oH + asaTtionpuH +
N-aueTnnumcTeiH HeraTMBHY peKkoMeHAauilo oTpumanu i
iMaTKHIO, ambpizeHTaH i BappapuiH.

Y HOBOMY [AOKYMeHTi AnA fikyBaHHA xBopux Ha 10
peKkoMeHAylTbCA fBa aHTUdIOPOTUYHI Npenapatn — nip-
beHifoH i iHribiTop TMPO3MHKIHA3W HiHTedaHIO.

MipdeHigoH 3apeecTpoBaHuii Nig Ha3Boto EcOpieT (kom-
naHia Roche). MNpenapat mae aHTipiOpOTMYUHI Ta npoTU3a-
nanbHi BNacTMBOCTI, 3MEHLUYE HaKOMWYEHHA 3ananbHuX
KNiTUH y BiAMNOBIAb Ha PIi3Hi CTUMYNKU, NPUrHIYYE PO3MHO-
XeHHA ¢ibpobnacTiB, BUpPO6NeHHA ¢ibpo3-acouinoBaHmX
6inkiB (Takux AK TpaHcdopmyounin dakTop pocTy-beTa
(TOP-B), AKuin Gepe yyacTb B npoLecax pocTy KNiTuH, i dpak-
TOp Hekpo3y nyxnuHu anbda (OHIM-a), AKKMIA 3anyyeHnin B
3ananbHU Npouec), 3MeHWwye GiocMHTe3 i HaKoMUYeHHsA
No3aKniTMHHOro MaTPUKCY Y BiAMOBIAb Ha pakTopu pPocTy.

Y Mi>KHapofHOMY paHAOMI30BaHOMY, MOABINHOMY Crli-
nomy, nnaue6o-KoHTponboBaHoMy gocnigkeHHi Il a3um
ASCEND B rpyni nauieHTis 3 IOJ1, aki oTpumyBanu nipdeHi-
[IOH, BiI3HaYanocA 3HWXKEHHA NpOorpecyBaHHA 3aXBOPIO-
BaHHA, NOMINLWeHHA NoKa3HUKIB GYHKLiT nereHb, TonepaHT-
HOCTi O }i3NYHOro HaBaHTa)eHHA i BUXKMBaHHA 6e3 npo-
rpecyBaHHA 3aXBOPIOBAHHA. Y rpyni XBOPUX, AKi NiKyBanmca
nipdeHigoHom, 6yno Ha 47,9 % MeHLue naLieHTiB 3 abconioT-
HUM 3HVKEeHHAM QYHKLIOHaNbHOI >KUTTEBOI EMHOCTI NlereHb
(OXKEJT) Ha = 10 % abo nomepnux i Ha 132,5 % 6inblwe
nauieHTiB 3 BigcyTHicTio 3HWXeHHA OXKEJ (p < 0,001).
3rigHO JaHWX aHanisy, AKUA BKNOYaB pe3ynbTaTh obcTe-
XeHb 1247 nauieHTiB, nipdeHifoH 3HMKYBaB pU3MK CMepTi
Bif 6yAb-AKOT NPMUNHK Ha 1 poui Ha 48 % B NOPIBHAHHI 3
nnaue6o (p = 0,01) Ta pm3mk cmepTi Big IOJT — Ha 68 % B
nopiBHAHHI 3 Nnauebo (p = 0,006) [41].

MipdeHigoH 3acTocoByeTbCA B NiKyBaHHI ilionaTmyHoro
nereHeBoro $ibpo3y nerkoro Yy NOMIPHOro CTyNeHA TAX-
KocTi. [lpenapaT npoTrMnokKasaHui Npu rinepyyTnmMBoCTi A0
Ziloyoi peyoBMHU abo Oyab-AKOI JOMOMIPKHOI pPeyvyoBMHMU,
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aHTiOHeBPOTMYHOMY HabpAKY Ha 3acTocyBaHHA nipdeHigo-
HY B aHaMHe3i, TAXKOI NeYiHKoBOi abo HMPKOBOI HeJoCTaT-
HOCTI.

MipdeHigoH npusHayeHUn ana nepopasnbHOro 3acTo-
cyBaHHA. [licnAa noyaTKy nikyBaHHA [O3y npenapaTy chig
TUTPYBATU TaKMM YMHOM NPOTAroM 14 OHIB 1O AOCATHEHHSA
peKoMeHA0BaHOI 103U, WO CTaHOBUTb 9 Kancyn Ha aooy:

- 1-7 geHb: no 1 kancyni 3 pa3u Ha goby (801 mr/pgoby);

- 8-14 peHb: no 2 Kancynu 3 pa3u Ha pgoby (1602 mr/
Ro6y);

MoumHatoun 3 15 gHA | Hagani: no 3 Kancynu 3 pasu Ha
[o6y (2403 mr/po6y).

PekomeHpoBaHa goboBa f03a npenapaty nipdeHigoHy
[ANA NauieHTiB 3 igionaTMyHUM nereHeBnm ¢ibpo3om cTaHo-
BUTb 3 Kancynu no 267 mr 3 pas3u Ha Joby pa3om 3 ixeto
(3aranbHa gobosa fgo3a — 2403 mr).

Besneka nipdeHigoHy BMBYanaca B KniHiYHUX Jocnia-
eHHAX, AKi BKAtovyanu 1650 gobpoBonbuiB i NauieHTIB
[42—44]. binbwe 170 nauieHTiB 6panu yyacTb y BigKpPUTKX
LOCNIMKEHHAX TPMBANICTIO Binblue HiX 5 poKiB.

Hal6inblw yacTo noGiYHUMKM peakuiamm nig Yyac KiHiy-
HOro JOCNiIKEeHHA MPW 3aCTOCyBaHHI NipdeHiaoHy y [03i
2403 mr/poby 6ynun HyaoTa, BUCUMaHHSA, Aiapen, BTOMIIIOBa-
HiCTb, AMCNencia, aHOpPeKCiA, rofoBHUN biNnb, peakuia CBiT-
NOYYTANBOCTI. Y HanbinbLl pigKicHMX BUNadKax cnocTepira-
NINCA aHTIOHEBPOTUYHUI HAabPSAK, iIHPeKLia BepXHiX Anxanb-
HUX LWNAXiB, NPOAYKTUBHUN Kallenb, MiABULEHHA PiBHA
AJTT Ta ACT, mianbris, apTpanria, gy»e pigko — arpaHyno-
LMTO3.

Pa3om 3 TUmM OCTaHHIM 4Yacom Bifj3HaYeHi Cepno3Hi
nobiuHi epeKkTn 3 6OKY NeUiHKK, BKNoYaloum oKpeMi Bunag-
Kn 3i cMepTenbHUMK Hacnigkamu, y nauieHTis 3 10, Aki
oTpumyBanu nipdeHigoH. Li nogii, 6inblwictb 3 AKux 6ynn
nabopaTopHUMK BigXMNEHHAMY, CNOCTepiranuca y nauieH-
TiB, AKi oTpUMyBanu nipdeHigoH (9,5%) B NopiBHAHHI 3 Nna-
uebo (4,3%).

Y 3B'A3KY 3 UMM €BpOMeNncbKe areHTCTBO 3 NiKapCbKuX
3acobiB i KomnaHia Roche B »oBTHi 2020 poky po3icnanu
iHbopMmaLiiHnin nucT «EcopieT (NnipdeHifoH): Baxknmee OHOB-
NeHHA 3 6e3neKkun i HOBi pekomeHZaLii Wwono 3anobiraHHA
ypaxeHb MeviHKK, BUKNUKaHKX NikapcbKnmMmn 3acobamm» [45].

OrnAap HasBHMX AaHUX KIiHIYHMX BUMNpPOOyBaHb, MNOCT-
MapKeTUHroBUX AaHWX i NniTepaTypy nokasanu, wo 6Ginb-
LWiCTb 3ape€ECTPOBaHUX NeYiHKOBUX NOAIN Bigbynoca npoTa-
rom nepLumnx Mmicauis nicna nikysaHHA nipdeHigoHom. OTxe,
piBHI MeuYiHKOBMX TpaHcamiHa3 i 6inipybiHy NOBMHHI OyTK
ob6cTexeHi O NoyaTKy NiKyBaHHSA, a NOTIM 3 iHTEPBaiioM B
MicALb NPOTAroM NepLwmnx 6 MicAuiB, a NOTIM KOXKHI 3 micALi.
Kpim Toro, wemgke KniHiyuHe ob6CTexeHHs i yHKLioHanbHe
TeCTyBaHHA MeYiHKM cnig NPoOBOAUTN Y NALiEHTIB 3 CUMNTO-
MaMU, AKi MOXXYTb BKa3yBaTW Ha MOLUKOMMXEHHA MeYiHKY,
iHOyKOBaHe NikapCbKMM NpenapaTamu, BKIoYaoum BTOMY,
aHopekKcilo, AMckoMbopT B MNPaBOMY BEPXHbOMY KyTi
XMBOTA, TEMHY ceuy abo »KOBTAHNULIO.

AKWo y nauieHTa cnocTepiraeTbCA MiABULLEHHA aMmi-
HoTpaHcdepasu Big > 3 [0 < 5 pedepeHTHUX 3HaueHb, Lo
CYyNpOBOAXKY€ETbCA TinepbinipybiHemieto abo KNiHiYHUMMN
CMMMTOMaMW, WO BKa3ylTb Ha YLIKOIXKEHHA neuviHku, abo
NiaBMLLEHHA aMiHOTpaHcdepasmn o = 5, nikyBaHHA EcOpi-
€TOM CNiJ NOBHICTIO MPUNUHUTH.
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HiHTepaHi6 3apeecTpoBaHuin B YKpaiHi nig Ha3Bot
OO®EB® (komnaHia Boehringer Ingelheim). Lie 6araTtouinbosuii
iHriGITOp TMPO3UHKIHa3M i3 NPOTM3ananbHUMK Ta NPOTUdI-
6PO3HMUN BNACTUBOCTAMM, AKUIA MPUTHIYYE KIOYOBI LUAAXN
natoreHesy ¢ibpo3yBaHHA B nereHsx. HiHTeaaHib 38'A3yeTbca
3a MeXaMy KNiTUHW i3 KIYOBMMM TUPO3UHKIHA3aMu, AKi
6epyTb yuyacTb y natoreHesi nereHesoro ¢ibpo3y [46].

BuBueHHA edeKTMBHOCTI HiHTedaHIOy npoBoaunoca B
pamkax TpeTboi $a3un KNiHiYHMX BUNPoOyBaHb y ABOX A0-
cnigeHHAxX i3 ogHakosuM gnsanHom INPULSIS 1 2 3a yuac-
Ti0 1066 nauienTiB i3 /IO «PaHaomizoBaHe noAgiliHe criine
nnaue6o KOHTpoNboBaHe AOCNIAKEHHA eDeKTUBHOCTI HiH-
TepaHiby y fosi 150 mr 2 pa3u Ha o6y LOAO 3MeHLUeHHSA
LWBMAKOCTI 3HMXKEHHA MOKa3HWUKIB MauieHTiB i3 /1O Bnpo-
DOBX 52 TXHiB [47]. OKpim norog»keHoro ekcnepramm gia-
rHo3y IO cepen KpuTepiiB BKNOUEHHA Bynu i Taki cnipo-
METPVWYHI BUMOTIW, AK 3HaUeHHA nokasHuka OXKEJT B mexax
30-79 % ta DLCO > 50 % Hane)Horo.

B pe3ynbTaTi BCTaHOBNEHO, WO y nauieHTiB i3 1O HiHTe-
[aHib 3HMXKyBaB WBKAKICTb NagiHHA OXKEJ, Wwo Kopentoe i3
3HWKEHHAM TeMMiB NporpecyBaHHA 3aXBOPIOBAHHA.
MigTBepaxeHo nepesary HiHTegaHiOy Hap nnauebo wono
yacy [0 BMHUKHEHHSA MepLIoro 3arocTpeHHA. 3HauHuX Big-
MIHHOCTEl Mi>XK HiHTegaHibom Ta nnauebo 3a BMIMBOM Ha
AKICTb XUTTA Ta BMXKUBAHICTb NALiEHTIB HE BCTAHOBMEHO. Y
rpyni 3 HiHTegaHiboM HauacTile peecTpyBanu Take Heba-
XaHe ABMLa, AK fdiapes — 61,5 % (nnaue6o — 18,6 %). BTim,
yacToTa BigMiHM NpenapaTty He nepeswuLlyBana 5 %. Y 6inb-
e Hi>Kk 4BOX TPeTWH Naui€HTIB AiapeA Big3Hayanaca ynpo-
[OBX Meplux 3 MicAuiB nikyBaHHA. Y 6inblUoCTi NauieHTiB
BMNaAKN Heba)kaHWNX ABMLL, BAANOCA MOAONATH 3a AOMNOMO-
roo NpoTuaiapertHol Tepanii, 3HWXeHHA [o3u abo npunu-
HEeHHA NiKyBaHHA.

Y nocnigxeHHax INPULSIS nigsuweHHA piBHIB pepmeH-
TiB NeyiHKM 6yno 3adikcoBaHo y 13,6 % nauieHTiB, AKi opep-
XKyBanv Tepanito nikapcbkum 3aco6om ODEB® B NOPIBHAHHI
3 2,6 % nauieHTiB, AKi oTpumyBanu nnauebo. MNigBuLieHHA
piBHIB depMeHTIB nedviHku 6yno o60poTHMM i He NoB'A3a-
HVM i3 KNiHIYHO BMpPa)KeHUM 3aXBOPIOBAHHAM MEeYiHKN.

KniHiuHi gocnigeHHA epeKTUBHOCTI Ta 6e3neKun HiHTe-
JaHiby 6ynu npoBefieHi TakoX i Npu iHWKUX Gibpo3ytoumx
3aXBOPIOBaHHAX — CUCTEMHOI CKNepoaepMii (ocnigXeHHs
SENSCIS [48]), nporpecytounx ¢ibpo3younx iHTepcTulianb-
HUX 3axBOPIOBaHHAX NereHb (gocnigkeHHa INBUILD [49]).
Pe3ynbTaT pgocnigkeHb [O3BOAMAM BHECTM Li 3axBoOpto-
BaHHA B Nepenik NoKa3aHb A/1A 3aCTOCyBaHHA HiHTeAaHiby.
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BUCHOBOK

MigcymoBytoun pesynbTaTi ornagy Mi>kHapogHMX nomno-
»eHb Ta HaCTaHOB 3 AiarHOCTUKM Ta NikyBaHHA I/10 3a ocTaH-
Hi 20 pOKiB, MO>KHa 3PO6UTN BUCHOBOK, LLIO €BOSIOLLIA NPUH-
LuniB JiarHOCTUKK, B pe3ynbTaTi AKOI 6yNIv 3HAUHO 3BY»KeHi
nokasaHHA Ao XipypriuHoi 6ioncii nereHb ana Bepudikauii
giarHo3y, 6yna obymoBneHa 6ypxnmBMM pO3BUTKOM TEXHO-
noriv B obnacti Komn'toTepHoi Tomorpadii nereHb.
HiarHocTnyHi moxnueocTi KT y gaHum yac 3pocnm HacTifb-
KW, WO 3a pe3ynbTaToM MOPQONOriuHOi AiarHOCTUKN e
METO[ CTaB YCMilWHO KOHKYPYBaTX 3 METOAOM FiCcTonaTosno-
riYHOro AocCnigKeHHs.

3MiHW nNpuHUMNIB Tepanii 6ynn BUKNMKaHI neperns-
AOM MexaHi3miB natoreHesy I/10. 3a nepiog 3 2000 poky
6inbwictb Ppaxisuis B obnacti BuBUYeHHA 1O npuiiwnm go
BVICHOBKY, LLO OCHOBHOI JTaHKOI NaToreHesy € He 3ana-
neHHA (anbBeonut), a npouec $pibpo3yBaHHA, AKWIA CMO-
YaTKy BUKOHYE 3aXMCHY QYHKLt0, @ MOTIM 3 AKMXOCb, MOKN
O HEeBCTAHOBNEHMX, NPUUYNH HabyBaEe HEKOHTPONbOBa-
HUI Nporpecyoynin xapakrep. Y 3B'A3Ky 3 UMM Ha 3MiHY
rNIOKOKOPTMKOCTEPOiaMm, Lo BONOAIE MOTY>KHMMMN NPOTU-
3anafbHUMN BRACTUBOCTAMM, MPUAWAM aHTIGIOPOTUYHI
npenapaTu.

OcHoBHMM GaKTOpPOM, WO CTPUMYE 3aCTOCyBaHHA
aHTNIOPOTUYHMX 3ac0biB B YKpaiHi, € iX BUCOKa BapTIiCTb.
Y 3B'A3KY 3 UMM B laHWI Yac cTBOpeHa poboya rpyna ekc-
nepTiB 3 NiAroToBKM maTepianis ona BkoveHHsa 1O go
nepeniky 3axBoploBaHb, BUTPATU Ha NiKyBaHHA AKWX Mif-
nAralTb peimbypcauii (aHanoriyHa npakTrKa iCHye y BCiX
KpaiHax €Bponencbkoro Coto3y). [MapanenbHo npoBo-
AnTbcA poboTa 3 NiAroTOBKMU afanToOBaHOI KNiHIYHOT HacTa-
HOBM i KNiHIYHOro NpoToKony «lgionaTMyHUi nereHeBui
¢ibpo3» Ha ocHoBi 6a3oBoro [lonoxeHHa ATS/ERS/JRS/
ALAT 2011 poky [27] i noro po3ginis, oHoBneHux B 2015 i
B 2018 pokax [38, 30].

MopAag 3 6a3oBum lNonoxeHHAM OyayTb BUKOPUCTaHI
kniHiuHe kepisHMLTBO NICE Idiopathic Pulmonary Fibrosis
in Adults: Diagnosis and Management, 2013 [50] i
lNono»keHHA TopakanbHOro ToBapmuscTea ABcTpanii i Hosoi
3enangii Treatment of idiopathic pulmonary fibrosis in
Australia and New Zealand: A position statement from
the Thoracic Society of Australia and New Zealand and
the Lung Foundation Australia, 2017 [51]. ¥ uux pBox
OOKYMeHTaxX [OKNafHO OMucaHi KOHKPEeTHi MpaKTUYHi
KpOKM peanisauii anropntmy AiarHOCTUKK i Tepanii igiona-
TUYHOro nereHeBoro ¢i6po3sy.
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