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lpionatuyHuii nereHeBmn ¢i6pos (IN1V) - ue cneuyundiyHa popma
XPOHIUHOT Nporpecyoyoi iHTepcTrLinHOoT ¢ibpo3yloyoi NHeBMOHIT HeBi-
LIOMOT NpUPoAK, fiKa CNocTepiraeTbcsa B OCHOBHOMY Y ocib cTaple 50
poKiB, 06MeXeHa ypaXXeHHAM NereHb Ta acoLliioBaHa 3 ricTONOriyHUM
Ta/abo PEHTreHONONYHMM NMaTePHOM 3BUYANHOT iHTEPCTULiHOT MHeB-
MOHi.

Y 2000 poui AmepurKkaHCbKe TopaKkanbHe ToBapuctBo (ATS) Ta
€Bponelicbke pecnipaTtopHe ToBapucTBo (ERS) ony6nikyBanu nepue
MiXKHapoJHe MONOXeHHA 3 [AiarHOCTUKK Ta NikyBaHHA /IO — American
Thoracic Society, European Respiratory Society. Idiopathic pulmonary
fibrosis: diagnosis and treatment. International consensus statement.
y 2011 poui 6yna onybnikoBaHa HOBa HacTaHOBa 3 [iarHOCTWKM Ta
BefeHHAa 1O, wo npwuiHATa ATS, ERS, finoHCbKMM pecnipaTopHUM
ToBapucTteom (JRS) Ta JlaTnHoameprKaHCbKO TOpakanbHOK acouiali-
eto (ALAT) — An Official ATS/ERS/JRS/AL : Idiopathic Pulmonary
Fibrosis: Evidence-based Guidelines for Diagnosis and Management, B
2015 poui — po3gin «JlikyBaHHsA», ay 2018 poui - po3gin «[liarHocTuka»
y HOBIll pepakuii.

Bigomo, o y YacTUHM NaLieHTIB 3 TAKUMM IHTEPCTULIAHUMU 3aXBO-
ptoBaHHAMM nereHb (13/1), Ak igionaTuyHa HecneundiuHa iHTEpPCTULINHA
NMHEeBMOHIs, CUCTEMHA CKNeponepMis, MTHEBMOKOHIO3U, XpOHiuHa dopma
rinepceHCUTMBHOrO MHEBMOHITY, JNiKapCbKO-iHAYKOBaHi MHEBMOHITH,
capkoifos, npouec ¢ibpo3yBaHHA Moxe HabyBaTu MpOrpecylyoro
HEKOHTPONIbOBAHOrO XapakTepy 3 CMMMNTOMOKOMIMIEKCOM, NO3HaUYeHUM
AK nporpecytounii nereHesnin ¢pibpo3s (MJ10). Kpim Toro, B ocTaHHi poKm
onybnikoBaHi pe3ynbTaTu YCMILHOro 3aCTOCYBaHHA aHTUQIOPOTUYHOT
Tepanii npy geakux ¢ibposytounx 13J1, BigmiHHMX Big O (nocnigxeHHs
SENSCIS, INBUILD).

Bce ue pano nigcraBy AnA po3LUMPEHHA MOKa3aHb A0 3aCTOCyBaHHA
AHTUIOPOTUYHOT Tepanii 3 BKIIOUYEHHAM [0 iX nepeniky iHwwux 13J1i3 cumn-
Tomokomnnekcom MO Y 38»a3Ky 3 umum ekcneptamm ATS, ERS, JRS Ta ALAT
y TpaBHi 2022 poky onyb6nikoBaHa HoBa HactaHoBa An Official ATS/ERS/
JRS/ALAT Clinical Practice Guideline. Idiopathic Pulmonary Fibrosis (an
Update) and Progressive Pulmonary Fibrosis in Adults, B sikoi, nopsg 3
YaCcTKOBUMM 3MiHaMV NPUHLMNIB AiarHOCTMKM Ta Tepanii /10, npexcrasne-
Hi BU3HaYeHHsA, KpuTepii giarHo3y Ta pekomeHgaLii wogo nikysaHHa M1
npw iHWnx ¢ibpo3sytounx I371.

Y cTaTTi BUKNageHo OCHOBHI NOMOXeHHA HOBOI HAaCTaHOBM LWOAO Tep-
MiHonorii, fiarHocTrkm Ta Tepanii M.

Knioyoei cnoea: nporpecytounin nereHeBnin ¢ibpo3, BM3HAUEHHS,
KpuTepil giarHo3y, NikyBaHHsA.
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PROGRESSIVE PULMONARY FIBROSIS IN LIGHT OF THE ATS/ERS/
JRS/ALAT 2022 CLINICAL GUIDELINES
V. K. Gavrysyuk, Y. O. Dziublyk, E. O. Merenkova, O. V. Strafun,
0. V. Bychenko
Abstract

Idiopathic pulmonary fibrosis - is a specific form of chronic,
progressive, fibrosing interstitial pneumonia of unknown cause, which
occurs primarily in 50 years and older patients, limited to the lungs, and is
associated with the histopathologic and/or radiologic pattern of usual
interstitial pneumonia (UIP).

In 2000 American thoracic society (ATS) and European respiratory
society (ERS) published the first international; statement on diagnosis and
treatment of IPF American Thoracic Society, European Respiratory Society.
Idiopathic pulmonary fibrosis: diagnosis and treatment. International
consensus statement. In 2011 there was published a new statement on
diagnosis and treatment of IPF, approved by Japan respiratory society (JTS)
and Latin American thoracis society (ALTS) — An Official ATS/ERS/JRS/AL :
Idiopathic Pulmonary Fibrosis: Evidence-based Guidelines for Diagnosis
and Management. In 2015 section “Treatment” and in 2018 section
“Diagnosis” were revised.

It is known that in part of patients with such interstitial lung diseases
(ILD) as idiopathic interstitial pneumonia, systemic sclerosis, pneumoco-
niosis, chronic hypersensitivity pneumonitis, sarcoidosis the disease may
acquire a progressive uncontrolled development with the combination of
symptoms called progressive pulmonary fibrosis (PPF). At the same time
the results of successful use of antifibrotic therapy have been published
recently (SENSCIS, INBUILD studies).

All this provided the rationale for extended indications for use of
antifibrotic therapy to cover other ILDs with the features of PPF. In this
connection, ATS, ERS, JRS and ALAT experts published in May 2022 An
Official ATS/ERS/JRS/ALAT Clinical Practice Guideline. Idiopathic Pulmonary
Fibrosis (an Update) and Progressive Pulmonary Fibrosis in Adults, in
which along with the partial changes regarding the principles of diagnosis
and treatment of IPF, the definition, diagnosis criteria and management of
PPF due to other fibrosing ILDs were presented.

The article presents the major statements of new guideline regarding
the terminology, diagnosis and treatment of PPF.

Key words: progressive pulmonary fibrosis, definition, diagnosis
criteria, treatment.
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CTAHAOAPTU BIATHOCTUKU TA NIKYBAHHA

lpionatuuHuii nereHesnin ¢i6po3s (N10) — ue cneundiv-
Ha dopma XPOHIYHOI Mporpecyyol iHTepcTULinHoT $ibpo-
3Yl04OI MHEBMOHIT HEBIOMOI MPUPOAN, AKa CNOCTepIraeTb-
CA B OCHOBHOMY Y 0cCib cTaple 50 pokiB, obmexeHa ypa-
»KEHHAM NereHb Ta acoliioBaHa 3 ricTonoriyHum Ta/abo
PEHTreHONOriYHNM MaTePHOM 3BUYANHOI IHTEPCTULINHOI
nHeBmoHiT (UIP).

MowwnpeHictb 1O, 32 gaHUMK enigemionoriyHnx gocni-
IXeHb, NpoBefieHNX Y Pi3HNX KpaiHaX, KonuBaeTbcA Bi 1,25
fo 63 Bunapkis Ha 100 000 HaceneHHs. MNpu uybomy 1O
XapaKTepU3yeTbCA HaA3BNYANHO HECNPUATINBUM NPOrHO-
30M — CepefHA TPUBANICTb XWUTTA XBOPUX 3 MOMEHTY BCTa-
HOBJIeHHA AiarHo3y cTaHoBUTb BiA 2,5 go 3,5 pokis [1, 2].

Y 2000 poui AMepuKaHCbKe TOpakasibHe TOBapuCTBO
(ATS) Ta €Bponeiicbke pecnipatopHe ToBapucTBo (ERS)
onybnikyBanu nepiue Mi>HapofHe NONIOXKeHHA 3 AiarHoCTu-
K1 Ta nikyBaHHsA I/ — American Thoracic Society, European
Respiratory Society. Idiopathic pulmonary fibrosis: diagnosis
and treatment. International consensus statement [3].

[ocBig HayKoBMX JOCNiIAXKEeHb, HAKOMMYEHUI Y HacTyn-
Hi 10 pOKiB, 3yMOBMB HeEOOXiAHICTb YTOUHEHHA KpUTepiis
[iarHOCTUKM 3aXBOPIOBAHHA Ta nepernagy Aeaknx NpuHUu-
niB NikyBaHHA XBOpUX. Y 3B»A3Ky 3 uum y 2011 poui 6yna
onybnikoBaHa HOBa HaCTaHOBA 3 JAiarHOCTUKMN Ta BefeHHA
IN®, wo npunHATa AMEPUKAHCbKMM TOpPaKkanbHUM TOBapu-
CTBOM, €BpPONENCbKMM pecnipaTOpHMM TOBapUCTBOM,
AnoHCcbKMM pecnipaTopHum ToBapuctBom (JRS) Ta
JlaTnHOamepuKaHCbKOK  TOpaKalbHOI  acouiaui€to
(ALAT) — An Official ATS/ERS/JRS/AL : Idiopathic Pulmonary
Fibrosis: Evidence-based Guidelines for Diagnosis and
Management [4]. ¥ 2015 poui ony6nikoBaHO po3gin
«JlikyBaHHaA» [5], a y 2018 poui — po3gin «[liarHocTnka» [6]
Y HOBII pepakuil.

3MiHM NPMHLMMIB Ta aNropuTMiB AiarHOCTUKM Ta Tepanii
IO 3 MomeHTy onybnikyBaHHA Mepwworo [onoXeHHs, B
pe3ynbTaTi AKUX 6YN CYTTEBO 3BY>KEHI MOKa3aHHA [0 Xipyp-
riyHoi 6ioncii nereHi gna Bepudikauii giarHosy, 6ynu oby-
MOBJIEHI OYPX/IVIBUM PO3BUTKOM TEXHOJIOTI y rany3i Komm»-
toTepHoi Tomorpadii nereHb. MoxnusocTi KT HuHi 3pocnu
HaCTiNbKKW, WO Yy pe3ynbTaTi MOPPOOriuHOI AiarHOCTUKM
Lien MeTOoA CTaB YCMILWHO KOHKYpYBaTV 3 METOAOM ricTona-
TONOTiYHOrO AOCHIAPKEHHS.

3MiHM NpuHUMNIB Tepanii 6ynyu cnpuuynHeHi nepernsa-

[OM MexaHi3miB natoreHesy I/10. 3a nepiog 3 2000 poky
GinblicTb ¢axiBLiB AiLIO BUCHOBKY, WO OCHOBHOIO JlaH-
KOI0 MaToreHesy € BCe X TakM He 3ananeHHsa, a npouec
$ibpo3yBaHHA, AKMI CNOYATKY BUKOHYE 3aXUCHY OYHKLO, a
MOTIM 3 AKMXOCb, MOKWN He BCTAaHOB/IEHVX, NPUYNH HabyBae
HEKOHTPOJIbOBAHOrO MPOrpecyoyoro xapakrepy. Y 3e>Aa3ky
3 UM Ha 3MiHY FMIOKOKOPTUKOCTEPOifam, Lo MaloTb MOTYX-
Hi MpoTM3ananbHi BNACTMBOCTI, MPUALWNM aHTUGIOPOTUYHI
npenapaT — nip$eHifoH i HiHTeaaHiIo.

Bigomo, Wo y YyacTHW NAUI€HTIB 3 TaKUMW iHTEPCTULIN-
HVYMW 3aXBOPIOBaHHAMY fiereHb (13/1), AK igionaTuyHa Hecne-
undiyHa iHTepCTULiHA NMHEBMOHIA, CMCTEMHa CKNepoAaep-
Mif,, MHEBMOKOHiO3M, XpOHiuHa dopma rinepceHCUTUBHOIO
MHEBMOHITY, NiKapCbKO-iHAYKOBaHI NMHEBMOHITW, CapKoigos3,
npouec ¢ibpo3yBaHHA MOXe HabyBaTW NPOrpecyyoro
HEKOHTPOSIbOBAHOIO XapaKkTepy 3 CUMMATOMOKOMIMIEKCOM,
MO3HAYeHUM sIK Mporpecytlounii nereHeBuin ¢ibpo3s (M10).
Kpim Toro, B 0CTaHHi poKu onybiikoBaHi pe3ynbTaTi ychilu-
HOro 3aCTOCyBaHHA AaHTUIOPOTUYHOI Tepanii Npu AeAKKX
¢dibpo3sytounx 13J1, BigmiHHmx Big UTD [7, 8].

Bce ue pano nigcraBy gna po3WMpPEHHA nokasaHb o
3aCTOCYBaHHSA aHTUGIOPOTUYHOT Tepanii 3 BKIOYEHHAM [0
ix nepeniky iHwwux I3]1 i3 cumnTomokomnnekcom MO, Y
3BA3KY 3 yum exkcneptamu ATS, ERS, JRS ta ALAT y TpasHi
2022 poky onybnikoBaHo HoBe KepisHuuTBo An Official
ATS/ERS/JRS/ALAT Clinical Practice Guideline. Idiopathic
Pulmonary Fibrosis (an Update) and Progressive Pulmonary
Fibrosis in Adults [9], B AKoMy, mopAf 3 YaCTKOBMMM 3MiHa-
MU NPUHUMNIB AiarHocTnkmM Ta Tepanii U10, npeacraBneHi
BM3HAUYEHHA, KpuTepii AiarHO3y Ta pekomeHAauii wono
nikyBaHHA MJ1O npw iHwmx Gibpo3syroumx 13]1.

BusHnaueHHsa MNJ1O

Y nauieHTa 3 13J1 (3a BUHATKOM IJ1®) Bigomoi abo HeBigo-
MOI eTionorii, y AKOro € pafiofioriyHi 03HaKM nereHeBoro
bi6po3y, NN BU3HAYAETLCA AK MiHIMYM ABOMA 3 HACTYMHUX
TPbOX KpUTEPIiB, 3a3HaYEHUX NPOTArOM OCTaHHbOTO POKY,
3a BiCYTHOCTI anbTepPHATUBHOIO NMOACHEHHA:

1. MNoripweHHA pecnipaTOpPHUX CUMNTOMIB.

2. ®isionoriyHi 03HaKM NporpecyBaHHA 3aXBOPIOBAHHA.

3. PagionoriyHi 03HaKkn NnporpecyBaHHA 3aXBOPIOBAHHS.

binbw petanbHo BM3HaueHHa (/1O npepcTaBneHo y
Tabn. 1.

Ta6nuys 1

BusHaueHHa MO

Y nauieHTa 3 13/1 (3a BuHATKOM IJ10) Binomoi abo HeBigomoi eTionorii, y AKOro € pagionoriuHi o3Haky nereHesoro ¢ibpo3y, MO Br3HavaeTbcA AK
MiHIMYM [1BOMa 3 HAaCTYMHWX TPbOX KPUTEPIiB, 3a3HaY€HNX NPOTArOM OCTaHHbOFO POKY, 3a BiJCYTHOCTi anbTEPHATVBHOIO NMOACHEHHA

1. MoriplweHHA pecnipaTopHMUX CUMMATOMIB

2. QizionoriyHi JoKasn NporpecyBaHHA 3aXBOPOBaHHA (0yAb-AKNIN 3 HACTYMHUX):
a. abcontoTHe 3HMKeHHA FVC > 5 % HaneXXHoro npoTAromM 1 poKy crnocTepeXeHHs
b. abcontotHe 3HMxeHHA DLCO (3 nonpaBKoto Ha remorniobiH) = 10 % HanexHoro NPoTAroM 1 PoKy CNoCTepeXXeHHsA

3. PagionoriyHi foKa3u nporpecyBaHHs 3aXBOPIOBaHHA (04MH abo 6GinbLue 3 HACTYMHYIX):
a. 36iNblUEHHA NPOTAXKHOCTI ab0 TAXKKOCTI TPAKLiiHNX BPOHXOEKTa3iB Ta 6pPOHXioNoeKTasis
b. HoBi AinAHKM 3HWKEHHA NPO30POCTi 3a TUMOM MATOBOTO CKIa 3 TPAKLiNHUMK 6pOHX0eKTa3amm

c. HoBi ginAaHku M'akoi peTnkynauii

d. 36inblUeHHA NPOTAXKHOCTI UM CTyNneHA BUPaXeHOCTi rpy6oi peTukynapHoi gedpopmadlii

e. HoBi AinAHKM abo 36inblUeHHsA CTyNeHA CTiINbHNKOBUX 3MiH
f. 36inblIeHHA BTPaTh 06CATY YacTKn

Mpumitka: FVC - opcoBaHa XNTTEBA EMHICTb nereHb, DLCO - gnudysiiHa 34aTHICTb lereHb 3a MOHOOKCWAOM ByrfieL|o.
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Ta6nuya 2

®i6po3yloui 3aXBOpIOBaHHA NlereHb, AKi MOXKyTb MaHipectyBaTn, Ak MJ1O

MoTeHUiNHO-pibpo3ytoyi iHTEPCTULIiIHI 3aXBOPIOBAHHSA
nereb (131)

lpionatnuHa ¢ibpo3ytoua HecneuymdivHa iHTepCTULINHA
nHeBMoHiA (F-iNSIP)

MneBpo-napeHximanbHUin ¢pibpoenactos (PPFE)

Qibpo3ytoya opraHisyloua nHeBmoHisA (FOP)

®i6posytove I13J1, acouinoBaHe i3 3aXBOPIOBaHHAM
cnonyyHoi TKaHuHu (CTD-related ILD)

Dibpo3ytounii rinepceHCUTUBHNN MHEBMOHIT (HP)

Dibpo3ytoue npodeciHe 1311

Di6po3ytounii JlaHrepraHc-KNiTUHHWI ricTiounTo3 (F-LCH)
Dibpo3younii capkoifos

HeknacndikoBaHe ¢ibpo3ytoue 13J1

IHWi 1311

licTonoriyHi natepHu

« F-iNSIP [10]

« [HTpaanbBeonapHuii $pibpo3s Ta enacto3s (IAFE) [10]
- Moxe cniBicHyBaTV 3 iHLIMMM NaTePHaMU, TaKUMU AK 3BUYaliHa iHTepCTULNHa
nHeBMoHiA (UIP) y xBopux 3 iHWmMKU popmamm cynyTHix 131 (Hanpuknag, I110) [11]

- Py6LioBa opraHisytoua nHeBMOHis [12]

- OpraHi3sytoya MHeBMOHis 3 CynyTHIM iHTepCTULiNHUM Gibpo3om (iHoai BTOPMHHa No
BifHOLLEHHI0 O AVY3HOrO anbBEONAPHONO MOLIKOAMXKEHHA/TOCTPOT iHTEPCTULLIAHOT
nHeBMOHiT) [10X13]

« F-iNSIP, FOP, UIP (BMKOPWCTOBYIOTbCA FiCTOMATOMONUHI KpUTepii AnA ifionatnyHmx
xBOpo6) [10]

« HP a6o imoBipHuin HP [14]
» OiI6GPOTUYHUIT eNeMeHT MoXe ByTu Takum, Ak npu UIP,
F-iNSIP abo 6poHxoLeHTpryHMI $ibpo3

« 3anexuTb Bif xapakTepy npodeciinHoro 3axBopoBaHHs nereHb (acbectos,
di6po3youniiHP, cunikos, NHEBMOKOHIO3 Ta iH.) [15]

« F-LCH [16]
+ HeHeKpoTMYHi rpaHynbomMu 3 mepuaiMpaTMUHUM PO3MOAITOM Ta CynyTHIM ¢pibpo3om [17]

« Bunapku, no3HaueHi TepmMiHOM «HeKnacndikoBaHW», MOXYTb 6yTI BU3HaHI TinbKu nicns
MyNbTUANCUMNAIHAPHOI ANCKYCIl. BinblicTb BUNafKiB npepcTaBneHi KombiHoBaHMMY abo
napanenbHUMM NaTepHamMm iIHTEPCTULIINHUX MHEBMOHIN, WO KNAacniKyTbCs, | MOBUHHI
po3rnagaTmca AK Taki.

- Vi6po3 B acouiaLii 3 ypoaxeHMy aedekTamm meTaboniamy, MopyLeHHs
cypdaKTaHTHOrO 6ifKa, lereHeBe 3ayyeHHs CYCTEMHUX NMOPYLUEHb Ta iH.

Y HacTaHoBiI niagkpecntoetbea, wo MNJIO He € giarHo3om,
MN® nuwe gonosHE dopmyny AiarHo3y ¢ibpo3yyoro
I3]1.

Y 1abn. 2 npeactaBneHi ocHOBHI popmu Gibpo3yroumx
I3]1, AKi MOXyTb NpM3BOAUTYK JO POo3BUTKY MJTD.

Kpim TepmiHy «nporpecytounin nereHeBuin ¢ibpo3s»,
KOMITeT eKCnepTiB pOo3rnAHyB i iHWwi. KomiTeT He nigTpumas
TepMiH «nporpecytoue ¢ibpo3sytoue 13J1», ocKinbkn nporpe-
CyBaHHsA XBOpPOOU € pesynbTatom MO 3a mexamu iHTep-
CTULINHOIrO MPOCTOPY B JlereHeBin napeHximi. Ekcneptum
TaKOXX PO3rMAsAHYNM | He MigTpManu TepMmiH «HeHOTUM»
(Hanpuknag, nporpecytounii  ¢ibpo3syoumnin - peHoTUn),
OCKinbKM GeHOTUN Nepefbayae HasBHICTb ieHTUdIKOBAHO-
ro reHoTUny — reHoTun, acouinoaHuii 3 NMJ1O, B gaHUM yac
HEeBIAOMUN.

QisionoriuHi KpuTepii giarHoctukn MO

A6conomHe 3HUXxeHHA FVC

FVC — oisionoriyHuin napameTp, AKWA HanyacTiwe
BUKOPUCTOBYETbCA ANA CNOCTEPEXeHHA 3a nauieHTamu 3
INI®, ocKinbKKM Lien napaMeTp acouiioBaHWI 3 MPOrHO30M
[18]. KomiTeT ekcnepTiB B1OpaB abconoTHe 3HMXKeHHs FVC
Ha 5 % i 6inbwe npoTarom 1 pPoKy fK OAVH i3 KpUTEpIiB
giarHocTuku MNO, Akun 6yB eKCTpanonboBaHU 3 fiTepa-
Typu npo J1O.

Xoua B geAKkux KniHiYHMX JOCNiIAKEHHAX BUKOPUCTO-
ByBasiaca BigHocHa 3miHa FVC gnAa ouiHKM nporpecyBaHHA
nereHeBoro ¢ibpo3y, KOMiTeT HajaB nepesBary BUKOPUC-
TaHHI0 abCOMIOTHOT 3MiHU, TOMY LL{O BOHa MPOrHO3YE Hai-
ripwi pesynbtaTi i pO3rNAfaETbCA AK BaXNNBUN NpepnK-
Top npu JTO [19].

BaxnmBo po3ymiti, 1o abCONOTHI Ta BiAHOCHI 3MiHM
FVC BuasnaoTb pi3Hi nonynauii. Hanpuknag, nauieHT mae
noyaTkoBuin nokasHmk FVC = 60 % HanexHoro. Yepes 1 pik
cnocrepeXeHHs 3HMKeHHs FVC gocarno 55 %. A6conioTHe
3HMXKeHHA FVC (60 % — 55 % = 5 %) y KOMMAeKci 3 iHWumn
KpuTepiamun pae nigcrasu ana aiarHosy M. AKwo BMKo-
prcToByBaTh BigHOCHE 3HWXeHHA FVC, To 5 % 3HMXeHHA
NoKa3HMKa MOXHa OTpMMaTH Bxe 3a 3HMmKeHHA FVC go 57 %
((60 % — 57 %): 60 % =5 %), TO6TO aBCONIOTHE 3HMKEHHA €
GinbLL XOPCTKNM KpuTepiem aiarHosy M1O0.

Ab6conromHe 3HuxxeHHa DLCO

Ha pymky ekcneptis, DLCO He 6yna ycniwHow KiHLe-
BOIO TOYKOKW B KIiHIYHMX BMNpobyBaHHAX INBUILD
«EpeKTMBHICTb Ta 6e3neKa HiHTeAaHiOy y nauieHTiB 3 Npo-
rpecytourm $Gibpo3younM iHTEPCTULINHM 3aXBOPHOBaH-
HAM nereHb» [20], RELIEF «BuBueHHA edeKTUBHOCTI Ta 6e3-
neKku nepopasnbHOro NippeHigoHy Npu NPOrpecyoyomMy Ta
y JOCNIIKEHHI 3 BUBUYEHHS MaLi€HTIB 3 HeKNacndikoBaHMUM
1311» [21, 22]. Lle 3ymoBneHo BapiabenbHicTiO BUMIpiB Mpw
BMKOPWCTaHHI Pi3HMX METOAUK, @ TAKOX BiACYTHICTIO cneuun-
¢diuHOCTI WOJO nporpecyBaHHs fiereHeBoro ¢ibpo3y.
He3Bakatouu Ha Ui obmexeHHs, 3MiHa DLCO (3 nonpaskoto
Ha remorio6iH) € MOCNIAOBHUM i CUNTbHMM MPEAVNKTOPOM
CMepPTHOCTI y MAUi€EHTIB i3 pisHMMKU ibPO3yroUMMN 3aXBO-
proBaHHAMM nereHb [23, 24].

BkntoueHHA komiTetom gmHamikm DLCO Ak opgHoro 3
Kputepiie MJIO noTpebye BUMKMOUEHHS anbTePHATUBHIX
npuunH noripweHHss DLCO, wo nepenbavyae npoBeaeHHs
aHanisy B KOMMeKci 3 ouiHkoto gaHux KTBP3.

KomiTeT BM3HaumMB KAiHiYHO 3HauyLe 3HMKeHHA DLCO
AIK abCONIOTHE 3HWKEHHA Ha 10 % i Ginblue, WO BUNPaBAO-
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BYE 6inblLL BUCOKUI NOPIT Y 3B>A3KY 3 TEXHIYHMMU OOMEXeH-
HAMW, WO BMNIMBAE Ha BIATBOPIOBAHICTb LibOro BMMIpy. AK y
Brnagky 3 FVC, KomiTeT BBaXa€ 3a Kpalle BUKOPUCTOBYBaTU
abCconioTHY 3MiHY BeIMUMHIY NOKa3HMKa.

Papionoriuni kputepii NN1®

BisyanvHe eusHa4yeHHs npoz2pecy8aHHs JlezeHee020

¢i6bposy

MporpecyBaHHA $ibpo3y 3a3BMYal OLHIOIOTL Bi3yasb-
HO, CNMpaKYNCb Ha BiACOTOK OO'eMy nereHb, WO MICTUTb
Gi6pO3HI 03HaKM Yy BepxHill, cepefHii Ta HWXKHI 30Hax.
lMopiBHIOIOTb po3TalloBaHi Nopy4y nonepeuyHi, GppoHTanbHi
Ta caritafibHi CyMi>KHi 3pi3M MOYaTKOBOro Ta MofasnbLIOro
KT-pocnigxeHb. 36inblieHHA cTyneHa ¢ibpo3HMX 03HaK
CBiguUMTb MPO MporpecyBaHHA. [Io HUX MOXYTb Hanexatu
36inbLUeHHA TPaKUiNHNX BpOHX0eKTa3iB i GPOHXIONoeKTa3iB,
HOBa HeMPO30pPiCTb 3a TUMOM MaTOBOrO CKMa 3 TPaKLinHUMK
6poHx0eKTazaMu, HOBa PETUKYNALA, NiABULLEHA »KOPCTKICTb
PETUKYNAPHNX 3MiH, HOBA CTiNbHUKOBICTb abo 36iNbLueHHA
KONMULUHBbOI Ta 36inblueHHA BTpaTh 06'eMy YacToOK.

Mpu IO nporpecyBaHHA 3a3BMYall NpPOABNAETHCA
36inbweHHAM ctyneHA UIP-naTepHy AK y nonepeyHux, Tak i
B KOPOHanbHMX 3pi3ax [25-27]. Po3mip Ta KinbKicTb CTiNbHW-

Puc. 1. lpozpecytoyuli nezeHesuli i6po3 yHacniook ¢i6posHoi
HecneyudgiyHoi iHmepcmuuyitinoi nHeemoHii (NSIP)

(A) Komn’tomepHa momoazpacpis y 45-piuHoi xiHKu 3i cknepodepmi-
€10 NOKA3ye Nepesa)<aHHs 3MiH y HUXKHIX 8i00inax nezeHb, munosi
onsa NSIP - pemukynapxia aHomarnis, 3MiHU 3a munom Mamogo20
ckna 3 cybnnespanbHum 36epexkeHHAM napeHximu. B) [eeame
pokie nomomy ¢hi6bpo3 npozpecyeas 3i 36inbuieHHAM cmyneHs
pemuKynapHoi  aHomanii,  NOCU/IeHHAM  MpaKyitiHux
6poHxoekmasie ma eeosnoyiclo pemuKkynapHoi aHomanii 8
cmineHUKo8y cmpykmypy. € Hege/luki 080CMOPOHHI N/1e8pasnbHi
aunomi.
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KOBMX KIiCT YacTo 30inbLyloTbcA Y Mipy MnporpecyBaHHA
XBOPOOU. PO3BUTOK TpaKLinHNX GpOHX0eKTa3iB Ta HpOHXio-
NOeKTa3iB € CUNbHUM He3aNeXHM NPeanKTOPOM CMepPTHO-
cti npwn INO [28]. OgHak npw 13]1, BigmiHHKX Big 1D, Xxapak-
Tep NporpecyBaHHA BapiabenbHWI i MOXe BKIoYaT eBo-
nioLito 3MiH 3a TUMOM MaTOBOTO CKJ1a [0 PETUKYIAPHMUX 3MiH
[26, 29], eBONIOL10 PETUKYNAPHOCTI 4O YTBOPEHHA CTiNbHU-
KiB [29] Ta/abo 36inblueHHA TPaKLUiiHUX GPOHXOeKTasiB/
6poHxionoekTasis. MauieHTn 3 HecneunpiuHOW0 iHTepcTUL -
anbHOI MHEBMOHIEID MOXYTb nporpecysatn go UIP-
nofibHoro natepHy 3i CTiNbHMKOBOT CTPYKTYypoto Ha KT [14,
29, 30] (pnc.1).

HactynHa KTBP3 nokasaHa, Konm € KniHivyHa nigospa
nporpecyBaHHA ¢ibpo3y. ONTManbHWIA iHTEepPBan cnocTe-
pexeHHsA 3 BukopuctaHHam KTBP3 gnA BuM3HaueHHA npo-
rpecyBaHHA 3axBOPlOBaHHA Hesigomui. ObmexeHi AaHi
CBifYaTb NPO Te, L0 Y XBOPUX Ha CUCTEMHY CKIIePOAEPMIt0
Ta cTabinbHy ¢yHKLUilo nereHb nosTopHa KTBP npotarom
12-24 micAauiB moxke 6yTV KOPUCHOIO ANA LWBUAKOTO BUAB-
NEeHHA MporpecyBaHHsA, i, MOXNNBO, 34aTHa BIUIMHYTU Ha
nporHo3 [31]. WopiuHy KTBP3 mo)kHa BBaaTu CKPUHIiH-
roM Ha HaABHICTb YCKNagHeHb, 0CO6NIMBO paKy fereHb.

Baxxko nepenbaunti nponopuito nauieHTis i3 13J1 6e3
NO®, y Aaknx possuBaTUMeTbCA nporpecytounin Gibpos,
npote Aeaki pesynbtatv KTBP3 posrnapatoTtbca Ak npe-
OVIKTOpW NporpecyBaHHA 3axBOpiloBaHHA. Hanpuknag, Ha
JOOAaTOK [0 HaABHOCTI CTiNMbHUKOBOCTI Ta TPaKUiMHMX
O6POHX0EKTa3iB, AKi acoLilolTbCA 3 NOraHUM MPOrHO30M,
BiAOMO, WO Benuka AOBXWHa (i6PO3HMX 3MiIH TaKOX €
NPOrHOCTUYHUM dakTopom cMmepTHOCTI npu 1O, 13]1 npwn
peBMaTOifHOMY apTpwuTi, CUCTEMHOMY CKieposi, ¢ibpo-
TUYHOMY FiNepPCeHCUTUBHOMY NMHEBMOHITI Ta HeKnacudiko-
BaHomy I3J1[32].

KT-o3Hakn paHHboro ¢ibpo3y nereHb BKNOYAIOTb MYAKY
peTukynauitlo, BHYTPILWWHbOAONbKOBI NiHil, CMOTBOPEHHA
apPXITEKTOHIKM (HenpaBWbHi 3BUBUCTI NIereHeBUX CyAMH Ta
OPIOHMX AUXanbHUX LWNAXIB, CNOTBOPEHA JONbKOBa aHaTo-
Mif) — i30/1bOBaHi abo HaKnajeHi Ha AiNsHKXM MaTOBOro
ckna. Len natepH, AKnin nepepndbayae iHTepCTULiNHI 3MiHK B
paHHil cTagii, moxe 6yTV BUABNEHWNI BUNAAKOBO NpW rpya-
HOMy abo uyepeBHOMY KT-cKaHyBaHHi, BMKOHaHOMYy Ans
iHWWX Linen, BKOYaOUM CKPUHIHT Ha pak nereHi (4acto
acoL|iloETbCA 3 TiCTONOriYHMMM 03Hakammn ¢ibpo3y [33]. Li
BMMNAAKOBO ifAeHTIKOBaHI iIHTEPCTULiNHI aHOManii nereHb
€ He3anexHmm ¢GakTopoM pPU3MKY CMepTHOCTI [34].
MpuHaliMHi He MeHwWwe 40 % cy6>eKTiB 3 TakMMK 3MiHaMK
nokKasylTb iX NporpecyBaHHA nNpu MNoAanblIOMy
KT-pocnigykeHHi yepes 4-6 pokis [33].

MepcnekTVBHUM MeTOLOM OLiHKM NporpecyBaHHA
nereHeBoro ¢ibpo3y € kinbkicHa KT, Aka o6>eKTUBHiwWa
NopiBHAHO 3 Bi3yanbHol ouiHKolo [35, 36]. MMoTpibHa
nofanblua nepesipka MeTogy 3 pPo3pobKOol CTaHJapTu30-
BaHVX MPOTOKONIB A0 TOro, AK KinbkicHa KT 6yae wupoko
BMPOBaJKeHa y MPaKTUKY.

[loka3oBo-3acHOBaHi pekoMeHAaLii wopao

nikyBaHHsa MNJ1O 6e3 V1O

Mipgenioon. Komimem ekcnepmie pekomeHdye no-
danbwie 00C/NiOX¥eHHA epeKmueHOCcMi, pe3ybmamus-
Hocmi ma 6e3neku nipgpeHioony Ak npu 1) I13J1 6e3 /10,
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wo maHighecmyiomeo IJ1® e yinomy, mak i npu 2) cneyu-
¢ivHUXx munax 131 6e3 /10, wjo suknukarome IMJ10.

B obrpyHTyBaHHi Takoro piweHHA KomiTeT 3a3Hauae
Take.

Llinkom AMOBIipHO, Wo aHTUI6POTUYHI NpenapaTy, AKi
YMNOBINbHIOIOTL MporpecyBaHHA xBopobu IJ1O, Takox
MO>KYTb YMOBIIbHUTY i NporpecyBaHHa MJ1O. OguH 3 Taknx
npenapaTis — nipdeHiaoH — nepopanbHU 3acié 3 npoTn-
3ananbHUMU, aHTUOKCUAAHTHUMM Ta aHTUNpodinepaTMBHU-
MW BIAaCTUBOCTAMU, AKWUIA PEKOMEHAYETbCA ANA NiKyBaHHA
IN® y nonepepHix HactaHoBax [5].

B pesynbrati cuctematnuHoro ornagy [37] suasneHo
[Ba paHAOMI30BaHi JOCNIMKEHHA, 0O AKUX OYNn BKNOYEHI
nauieHTn 3 MNJI® 6e3 /1O 3 ouiHko edekTiB nipdeHigoHy
[21, 22]. B ogHe BuNpoObyBaHHA paHAoMi3yBanu 253 nawieH-
™ 3 ¢ibposyounm HeknacudikoBaHum I13J1 gna npuiiomy
nipdeHigoHy Ta nnaue6o 3 nojanbLMM CNOCTePEXeHHAM
3a NauieHTamu npoTArom 24 TvkHIB [22]. B iHWwe gocnigxeH-
HA RELIEF pangomisysanu 127 nauieHTis 3 [J10, aki otTpumy-
Banu nipdeHigoH Ta nnaue6o 3 nepiogom noAanbloro
crnoctepexeHHa 48 TuxkHiB [21]. Jo pocnigxeHHa RELIEF
6yn0 BK/OYEHO MALIEHTIB 3 XPOHIYHMM TiNepCeHCUTUBHIM
nHeBMOHITOM; I3J1, acouinoBaHUM i3 3aXBOPIOBAaHHAMM CMO-
NYYHOT TKAHWHW; HecneundiyHo iHTepCTULINHOK0 NHEBMO-
Hi€to Ta $ibpo30oMm, cnprunHeHM azbecto3oM. Lie Bunpoby-
BaHHA Oyno0 NPUNUHEHO AOCTPOKOBO 4Yepe3 MOBiNbHUI
Habip nauieHTiB.

AKicTb foKasiB ycix pe3ynbTaTiB 6yna ouiHeHa KoMiTe-
TOM eKCnepTiB AK fy»e HU3bKa, TOMY eKCnepTy Bii3HauMnm
HM3bKy BMEBHEHICTb B OUiHLi epeKTUBHOCTI NipdeHigoHy i
HeobXigHICTb iHTepNpPeTyBaTU pe3ynbTaTh 3 06epeXKHicTo.

UYneHn KomiteTy BM3Hanu, wo nipdeHigoH € nepcnek-
TUBHUM npenapaTtom y nikyeaHHi MNJ1O 6e3 /10, ane Bucno-
BVB [1Ba OCHOBHI No6otoBaHHsA. [lo-nepLue, BOHW Bynu cTyp-
60BaHi TUM, L0 NO3MTMBHE piLlleHHA Mmorno 6 6yTn 3acHoBa-
He Ha ouiHUi edeKTiB NipdeHigoHy, npoBefeHOl TiNbKN Y
127 nauienTiB 3 MO BHacnigok 13]1 (kpim ¢ibpo3ytouoi
HeknacudikosaHoi 13/1). Mo-gpyre, BoHW 6ynu cTypboBaHi
TUM, WO peKoMeHJauia [0 3acTocyBaHHA nipdeHigoHy y
nauieHTiB 3 HeknacudikoraHow I3J]1 moxe gemoTMBYBaTU
KNiHILWCTIB Y BM3HaYeHHi ocHoBHoro tuny I3J1 go nouatky
Tepanii.

HinmeoaHi6.

« Mn nponoHyemo HiHmeOdaHi6 ons nikyeauHa MJi® y
nayienmie 3 6e3ycniwHuUM eedeHHAM ibposyroyux I3]],
giomiHHuUx 6id I/1® (ymoeHa pekomeHOAyisi, HU3bKA
AKicmoe 0okasis).

« M pekomeHAyeMoO RoCnigKyBaTn e(PpeKTUBHICTDb,
pe3ynbTaTUBHICTb Ta 6e3neKy HiHmedaHiby npu neeHux
munax I13]1 6e3 IJ/1®, wjo suaenaromoca MJ1®.

CucrtematnyHum ornag [38] BuABMB oHe paH4OMi30Ba-
He pocnigkeHHs [8] Ta post hoc aHani3s gocnigkeHHA [39]. Y
paHgomizoBaHe pocnigxeHHa (INBUILD) 6yno BknioueHo
663 nauieHTn 3 MNJ1O gna npuinomy HiHTeaaHiby Ta nnayebo
NPOTArOM 52 TUXHIB.

Cepep ycix nauientis 3 1O FVC 3HmxyBanaca Ak y
rpyni 3 HiHTeAaHi6bom, Tak i y rpyni 3 nnauebo, ane cepep-
HbOpPIYHEe 3HUKEHHA 6yN0 3HaYHO MeHLe (107 M) B OCHOB-
Hi rpyni (HiHTepaHiIo).

MNpenapaTt 3HMXyBaB pu3UK NporpecyBaHHAa I13J1y 2,4
pa3u. PisHnua B wopiuHomy 3HmKeHHi FVCy rpynax 3 HiHTe-
JaHibom i nnayebo ctaHoBMNa 128 mn/pik cepen NaulieHTIB,
AKi manu pagionoriyHnii natepH UIP, Todi AK y nauieHTis 3
KT-kapTtuHoto 6e3 UIP-natepHy BoHa pgopiBHIoBana 75,3 mn/
pik [8]. HiHTepaHi6 3meHWMB pu3nk nporpecyBaHHA 1371y
2,3 pa3ny nauieHTis 3 KT-natepHom UIP i He BNAnHYB Ha uei
MoKasHuK y oci6 6e3 UIP.

MauieHTn 3 MJIO, Aaki oTpumyBanu HiHTeAaHi6, manu
MeHLe pivyHe 3HmKeHHA FVC, Akwo B ocHoBI I13J1 nexntb
I3/, noB>A3aHe i3 3aXBOPIOBAHHAMU CNONYYHOI TKaHMUHMN
(Ha 106,2 mn/pik MeHwe), ¢ibpo3yya HecneyndivuHa
iHTepcTULiiHa NnHeBMOHIA (Ha 141,7 mn/pik), abo ¢ibpo-
3yloya npodeciniHa xBopoba nereHb (Ha 252,8 mn/pik).
OpHak He Oyno CyTTeBOI pi3HULi y nporpecyBaHHi 13]]
ana Oyab-AKOro TuMy 3axBOploBaHb. [JlocnifgKeHHA
INBUILD He noka3ano cyTTeBOI CMepPTHOCTI cepef YCiX
nauieHTis i3 MNO.

Cepep ycix nob6iyHnx edpekTis y nauieHTis 3 MNJ1O HiH-
TefdaHib niaBMwyBaB YacToTy abgomiHanbHUX 6onis (4,2
pa3n), Hygotu (3,1 pa3u), 6noBaHHA (3,6 pa3wn), giapei
(2,8 pa3n) 3HMKeHHA Macu Tina (3,7 pa3u) NigBULLEHHA
piBHA acnapTaTamiHoTpaHcdepasm (3,2 pasu), anaHiHa-
MiHOTpaHcpepasn (3,6 pa3n). Ta NPUNNUHEHHA NiKYyBaHHA
(8 1,9 pasn).

AkicTb pokasiB gna ycix pesynbTaTtiB Oyno ouiHeHo fAK
HM3bKY. Lle 03Hayvag, WO KOMITET MaB Mano BMEeBHEHOCTi B
ouiKyBaHuX edeKTax, TOMy onucaHi edekTn cnig iHTepnpe-
TyBaTV 3 00epeXHicTio. 3aranbHuUN PENTUHT HU3bKOI AKOCTI
FPYHTYETbCA HA HaMHWXKYOMY PENTUHTY AKOCTI [OKasiB
cepeq KPUTUYHUX pe3ynbTaTiB Ta NOMIPHIN AKOCTI foKasiB
ANA nporpecyBaHHA XBOPoOU.

PiweHHA ekcnepTiB 3pobuTn yMOBHY pekoMeHAaLito
ANA HiHTepaHiby y nauienTie 3 MJ1O 6yno 3acHoBaHe Ha
LBOX OCHOBHMX ¢dakTopax: 1) Mano Mmicue CTaTUCTUUYHO
3Hauyle 3MeHLWeHHA MporpecyBaHHA 3axBOPKBaHHA,
O BUMIPIOETbCA AK WOopiuHe 3HKeHHA FVC, i 2) nob6iyHi
edeKT 3BOPOTHI NpWM MPUMNUHEHHI NPUAOMY MefMKa-
MEHTY.

KomiTeT BM3HaB, WO epeKT Tepanii MoXe Bigpi3HATMCA
3anexkHo Big Tunis I13J1, wo nexatb B ocHoBi MJ1Q, i BegeHHs
XBOPUX MOXKe 6yTM 3acHOBaHe 3 ypaxyBaHHAM Lboro. OgHak
Ha AaHWIA MOMEHT HeJOCTaTHbO AaHUX ANA NiIATPUMKN Line-
cnpsaMoBaHoro nigxopy. OTke, KomiTeT 3pobuB pocnig-
HMLbKY peKoMeHAaLito — BUBUNTU eDEKTUBHICTb, pe3yrb-
TaTUBHICTb Ta 6e3neKky HiHTedaHiby y nauieHTis i3 MJ1O,
06ymoBneHM neBHUMYK Tunamu |3J1.

Ha 3akiH4YeHHA KOMITeT eKcnepTiB MigKpecnms, WO
peKomeHAaLil He MOXyTb BPaxoByBaTy BCi YHiKasnbHi KNiHiy-
Hi 06cTaBUHY, i X Cnif nepernagaty B Mipy TOro, AK HOBI
[oKa3n 6yayTb ony6sikoBaHi.
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