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PE30OJIIOLIA
HAPALU EKCMNEPTIB 3 MPOBJIEMI:
IAIONATUYMHUIA NNIETEHEBUW ®IBPO3 AK OPOAHHE 3AXBOPIOBAHHH.
NOroAEHHA ABANTOBAHOI KNIHIYHOI HACTAHOBU
«IlAIONATUYMHUI NNETEHEBUW ®IBPO3 (J1®) | MPOrPECYIOYUN NETEHEBUI ®IBPO3 (MN1D) Y
AOPOC/INX» AJIA CTBOPEHHA NMPOTOKOJ1Y NO NIKYBAHHIO J10

01 6epe3Hsa 2023 poKy

Fonosyroyuti:

®eweHko lOpin IBaHoBUY

Oupektop Y «HauioHanbHWUi iHCTUTYT GTr3iaTpii i nynbmoHonorii im. ®. I. AHoBcbkoro HAMH YkpaiHu,
akagemik HAMH YkpaiHn, nokTop mea. Hayk, npodecop, npe3ugeHT MO "Acouiauisa nynbMoHonoriB YKpaiHu»

LYini:

Po3rnAHyTM OCHOBHI NMONOXEHHA Ta NOrOANTM CTBOPEHY Ha OCHOBI JOKAa30BOI MeANLMHN afanToBaHy KiHIUHY
HacTaHoBY «lgionaTnuyHuin nereHeBuin ¢ibpo3 i nporpecytounii nereHeBuin ¢idbpo3s y gopocnuxs.

IHiLilOBaTV CTBOPEHHA Ha OCHOBI KNiHIYHOT HAaCTaHOBW «lgionaTnyHUI nereHeBun ¢ibPo3 i Nporpecyunin nereHe-
BUI $i6po3 y fopocnux» yHipikoBaHOro KniHiYHOro npotokony «lgionatmyHmii nereHeBmin ¢i6pos: giarHoCTMKa Ta
nikyBaHHA» Ana noganbwoi nogayi B MO3 3 meToo HabyTTA NPOTOKONIOM IOPUANYHOTO MiArPYHTA.

Bu3Hauntn meToamKy nofayi Ta 3aTBepaKeHHs CTBOPEHOr0 Ha OCHOBI alanTOBAHOI KNiHIYHOI HacTaHOBU YHidiko-
BaHOrO KJIiHIYHOro NPOTOKOSY 3 AiarHOCTMKM Ta NikyBaHHA XBopurx Ha J1M B YkpaiHi.

lMpedocmaeneni donoeioi:

[loKkTOop MeanyHMX HayK, npodecop OcTpoBcbkuii Mrkona Mukonanosuy «Ornag 3miH o oHosneHoi OdiuinHoT
KNiHiYHOI NpakTnyHoi HacTaHoBu ATS/ERS/JRS/ALAT lgionatnuHuin nereHesuii ¢ibpo3 (oHoBneHa iHpopmaLis) i
nporpecyrumnin nereHesuin Gibpo3 y 4OPOCTNX».

[oktop meauuHux Hayk [O3t06nuk Apocnas OnekcaHapoBMY «lgionaTnyHMin nereHeBuin Gibpos i nporpecyounin
nereHesuii ¢ibpo3 y fopocnvx. AjanToBaHa KniHiYHa HaCTaHOBA, 3aCHOBaHa Ha JoKa3ax».

UYneH-kop. HAMH YKpaiHu, goKTop meauuHux Hayk, npodecop [oposeHko Hatania lpuropisHa «MeToauka
nofaHHA MaTepianiB KNiHIYHOro NPOTOKOJY Ta afanTOBaHOI HaCTaHOBW «lgionaTtnyHmii nereHeBuin ¢i6pos i npo-
rpecytoumnii nereHeBuii Gpibpo3 y fopocnmx» Ha po3rnag pobouoi rpynu «OpdaHHi 3axsoptoBaHHA» MO3 YkpaiHu.

Y Ouckycii 83a/1u yyacme ekcnepmu:

npodecop Azo6nmk O. A. (m. Kuie), npodecop OctpoBcbkuii M. M. (M. IBaHO-OpaHKiBCbK), akagemik HAMH
YkpaiHu, npodecop Mepuesa T. O. (m. JHinpo), uneH-kop. HAMH YkpaiHu, npodecop MNoposeHko H. I'. (m. KuiB),
npodecop KoHonkiHa J1. I. (M. [HiNpo), K. m. H. Kipeesa T. B. (M. JHinpo), uneH-kop. HAMH YkpaiHu, npodecop
bacaHeupb A. B. (m. KuiB), o. meg. H. [3t06nuk fA. O. (M. KviB), K. mea. H. PygHuubka H. [. (M. JlbBiB), 4. meq. H.
MepeHkoBa €. O., (M. Kuig), k. meg. H. CTpadyH O. B., (M. Kuig), k. meg. H. BuueHko O. B. (m. KuiB).

Mpobnema ¢ibpo3syroyux iHMepcmuyianeHUX 3ax8opro-
8aHb nezenb (13/1) 06'edHye axisyie pisHUX obacmet: nysnb-
MOHOJ102i8, mepanesmis, peemamoJsiozie, npoppnamorsnozis,
peHmeeHosozie, namomopgonoeie mowo. CyyacHi oocse-
HeHHs y sugyeHHi ibpo3syroyux I13/1, nos'a3aHi 3 po3pobkoto
iMyHOMI02iYHUX Ma MoJseKynAapHO-6ion02i4HUX Memodis
8U3Hay4eHHs biomapkepis, HOBUX NpUHYuNie 0iazHOCMUKU
namousoeii 1e2eHb, NOWYKOM HOBUX MepanesmuyHuUX «miwie-
Heli», QUKMyloms HeobxiOHicmb iHmezpayii 3HaHs ¢axisuie
pi3HUX 2asny3eli MeOUYUHU 0718 800CKOHANIEHHSA AJ120pUMMIi8
hapmakomepanil, cnpaMoBaHUX HA NpUHiYeHHA npozpecy-
8aHHA ibpo3y nezeHb npu 131, nokpaweHHA Akocmi ma
36in1bWeEHHA MpusasocMi Xumms nauieHmis.
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LleHTpanbHe micue cepep ¢ibpo3sytounx 131 3anmac igi-
onaTuyHui nereHesuii ¢idpos.

IgionaTnyHmin nereHeBuin ¢pi6pos (IJ1V) — ue cneym-
diuHa Popma XpoHIUHOT nporpecyoUoi iHTePCTULINHOT
¢$ibpo3ytoyoi MHeBMOHIT HEBIOMOI NpMpoaw, fiKa crnocTepi-
ra€TbCA rosIOBHVIM YMHOM Yy OCib cTapie 50 pokiB, obmexe-
Ha Ypa)keHHAM JlereHb Ta acouilioBaHa i3 maTorictonoriy-
HUM i/abo pagionoriyHVM NaTepHOM 3BMYANHOI iHTEpPCTU-
uinHoi nHeBmoHii (3IM).

Kopg MKX 10: J 84.1

11O He BigHOCKTbLCA [0 KaTeropii piaKux 3axBOpPOBaHb
nereHb — 3axBOPIOBaHICTb i po3noBciogxeHicTb TP MoxHa
NMOPIBHATU 3 aHANIOTYHUMM NOKa3HVKaMu Ans Ty6epKynbo-
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3y B KpaiHax 3axigHoi €Bponu. 3axBoptoBaHicTb /IO ckna-
nae y cepegHbomy 8,8 Bunagkis Ha 100 000 HacefneHHA B
piK, nowmnpeHictb — 27,9 Bunagkis Ha 100 000. MNMoka3HMKK
3aXBOPIOBAHOCTI Ta po3noBciogkeHocTi /IO B 3HauHIN mipi
3anexatb Bif BiKy. Tak, 3axBoptoBaHictb IO cepepn ocib
cTapwe 70 pokis B 10 pasiB nepeBuLlyE aHaNOriYHWI
NOKa3HWUK B 3arasbHiv nonynauii.

IN® xapakTepm3yeTbcA HafA3BMYANHO HECMPUATINBUAM
NMPOrHO30M — CepefHA TPUBANiCTb XUTTA XBOPUX Bif
MOMEHTY BCTaHOBJIEHHA [iarHo3y cTaHOBUTb Big 3 Ao 4
pokiB. He3saatouun Ha L, foTenep B YKpaiHi He po3pobne-
HO aflanToBaHy KNiHiYHY HaCTaHOBY Ta yHidikoBaHWI KNiHiu-
HWIA NPOTOKON LWOA0 HaflaHHA MeANYHOT JONOMOT I XBOPUM
Ha J10.

Y 2000 poui AmepukaHcbke TopakajibHe TOBAapUCTBO
(ATS) Ta €Bponeiicbke pecnipatopHe ToBapucTBo (ERS)
onybnikyBanu nepiue Mi>kHapofHe MNONIOXKeHHA 3 AiarHOCTu-
K1 Ta nikyBaHHaA IJI® — American Thoracic Society, European
Respiratory Society. Idiopathic pulmonary fibrosis: diagnosis
and treatment. International consensus statement. y 2011
poui 6yna onybnikoBaHa HOBa HaCTaHOBaA 3 AiarHOCTUKM Ta
BefeHHA 1O, wo npuiiHata ATS, ERS, AnoHcbknm pecni-
patopHuUm ToBapuctBom (JRS) Ta JlaTuHOameprKaHCbKO
TopakanbHolo acouiauieto (ALAT) — An Official ATS/ERS/
JRS/AL: Idiopathic Pulmonary Fibrosis: Evidence-based
Guidelines for Diagnosis and Management, B 2015 poui —
po3gain «JlikyBaHHA», ay 2018 poui — po3ain «fliarHocTnka»
Y HOBIl pepakuii.

Bigomo, Lo y YacTMHW NaUi€HTIB 3 TaKUMM iIHTEPCTULIN-
HUMK 3axBoploBaHHAMYK nereHb (I3J1), Ak igionaTuyHa
HecneundiyHa iHTEPCTUUIHA NMHEBMOHIA, CUCTEMHa CKie-
pofepmis, NMHEBMOKOHIO31, XpOHiYHa dopma rinepceHcu-
TUBHOFO MHEBMOHITY, CapKoigo3, npouec ¢ibpo3yBaHHA
MOXKe HabyBaTU MPOrpecyioyoro HeKOHTPOSIbOBAHOIO
XapaKTepy 3 CMMMTOMOKOMMIEKCOM, MO3HAaYeHMM fIK NPOo-
rpecytoumnin nereHesuii ¢i6pos (MJ10). Kpim Toro, B ocTaHHi
poKUu ony6nikoBaHi pe3ynbTaTy YCMIWHOro 3acTOCyBaHHA
aHTMOIBPOTUYHOT Tepanii nNpu Aeskmx ¢ibposyounx 1311,
BigMiHHUX Big NI (gocnipgkeHHs INBUILD, SENSCIS), wo
CNOHYKaNo Ao 3MiHWM Napagurmu B 6ik egnHOro nigxoay Ao
aHTMGI6po3HOT Tepanii.

Bce ue pano nigctaBy AnA po3WMPEHHA MOKa3aHb O
3acTocyBaHHA aHTUGIOPOTNYHOI Tepanii 3 BKMOYEHHAM [0
ix nepeniky iHwwmx I3]1 i3 cumnTomokomnnekcom MJ1O. Y
3B'A3Ky 3 uum ekcneptamu ATS, ERS, JRS ta ALAT y TpaBHi
2022 poky onybnikoBaHa HoBa HacTtaHoBa An Official ATS/
ERS/JRS/ALAT Clinical Practice Guideline. Idiopathic
Pulmonary Fibrosis (an Update) and Progressive Pulmonary
Fibrosis in Adults, B AkKiin, nopag 3 YacTKOBUMU 3MiHamMK
npuHUMNIB giarHoCTMKK Ta Tepanii /1O, npeactasneHi
BM3HAYeHHA, KpuTepil AiarHo3y Ta pexkomeHpauil WoAo
nikyBaHHsa MO npu iHWKUx Gpibpo3sytoumx 13]1.

Takmm 4ymHOM, 3a npoToTMn AAanTOBaHOI KAiHIYHOT
HacTaHOBM «lgionaTnyHuin nereHeBuin ¢ibpos i nporpecyto-
ynin nereHeBuin ¢idbpPo3 y Jopocnx» B3ATO 6a30BUIA KOH-
ceHcycHui fokymeHT ATS, ERS, JRS i ALAT «An Official ATS/
ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management»
(2011) [1] Ta ioro oHoBneHi po3ainu «An Official ATS/ERS/
JRS /ALAT Clinical Practice Guideline: Treatment of

Idiopathic Pulmonary Fibrosis. An Update of the 2011
Clinical Practice Guideline» (2015) [2], “Diagnosis of
Idiopathic Pulmonary Fibrosis: An Official ATS/ERS/JRS/
ALAT Clinical Practice Guideline» (2018) [3] Ta Idiopathic
Pulmonary Fibrosis (an Update) and Progressive Pulmonary
Fibrosis in Adults. An Official ATS/ERS/JRS/ALAT Clinical
Practice Guideline (2022) [4].

B oHoBneHomy KepiBHuuTBi 2022 poKy (OCHOBHUIA Npo-
TOTMM), NOPIBHAHO 3 6a30BMM [10/10’KEHHAM, BHECEHO 3MiHU,
AKi 6yny BpaxoBaHi Nif Yac CTBOPEHHSA HaLioHanbHOI agan-
TOBaAHOI HaCTaHOBM.

Y po3gini "iarHocTrKa" Wi 3MiHM CTOCYIOTbCA NOKa3aHb
[0 xipypriuHoi 6ioncii nereHi agna sepudikauii giarHoly —
BOHW CYTTEBO 3BY»KeHi. A came: 3a HaaBHOCTi KTBP3-naTepHis
He TiNbKW AOCTOBIPHOI, a 1 IMOBIPHOI 3BUYaNHOT iHTEPCTU-
uinHoi nHeBMmHii (3IM) xipypriuHa 6ioncia He NOTPibHa, AKLLO
HeMa€ KNiHiYHMX JaHNX 33 anbTepHATUBHMWI JiarHos.

Kpim Toro, y KepisHuytsi ATS/ERS/JRS/ALAT 2022 poky
KTBP3-kpuTepii 31N Ta imoBipHoi 3IMM BigpisHAOTLCA BinbL
noAnbHMM nigxogom. 3okpema, Ha KTBP3 ponyckaetbca
HasABHICTb AiNAHOK NIerKOro NMoMyTHIHHA NapeHxiMu (cumn-
TOM "MaToBOro ckna'").

CytteBmnx 3MmiH y posgini "JlikysaHHA" KepiBHuUTBa
HeMa€. 3acTOCYBaHHA aHTauMAHOI Ta aHTUpedNOKCHOI
Tepanii pekoMeHOOBaHO MPOBOAUTM TiIbKM 3@ MPAMUMU
MoKa3aHHAMMU, a He AK meTopA NikyBaHHA IJ10.

OcHOBHMMU NpenapaTamn B NiKyBaHHi xBopux Ha IJ10
3anuwarTbcA HiHTegaHib Ta nipdeHigoH. Mpu ybomy B
afanToBaHil HacTaHOBI NpeacTaBfeHi HelwoAaBHO BiA3Ha-
YeHi ceplno3Hi NobiuHi edpekTn nipdeHigoHy, Wo obmexy-
l0Tb IOr0 BUKOPUCTaHHA.

OcTaHHIM Yacom Bif3HaueHi cepino3Hi NobiuHi epeKkTn 3
60Ky NneyiHKK, BKMYauy oKpemi BUNaaKy 3i cMepTesNibHU-
MU Hacnikamu, y nauienTis 3 J10, Aki oTpumyBsanu nipdeHi-
goH. Li mopgii, 6inblwicTtb 3 Aknx 6ynu nabopaTtopHUmMK Bif-
XUNEHHAMK, CocTepirannca y nauieHTiB, AKi oTpuMyBanm
nipdeHigoH (9,5 %) B NopiBHAHHI 3 Nnauebo (4,3 %). Y 38'A3-
Ky 3 UMM EBponericbKe areHTCTBO 3 JiKapCbKUX 3acobiB i
KomnaHia Roche B »oBTHi 2020 poky po3sicnanu iHpopma-
LinHmi nuct «EcopieT (NipdeHigoH): BaXxnmBe OHOBMIEHHS 3
6e3neku i HOBi pekoMeHAaLii Woao 3anobiraHHA ypakeHb
NeyviHKK, BUKIUKAHUX RiKapcbKumn 3acobamm» (Esbriet
(pirfenidone): Important safety update and new
recommendations to prevent Drug-Induced Liver Injury
(DILI). Available at: Esbriet (pirfenidone): Important safety
update and new recommendations to prevent Drug-
Induced Liver Injury (DILI) | European Medicines Agency
(europa.eu).

TaknM YMHOM, HiHTeaHiI6 Ha CbOrOAHILLHIN AeHb € npi-
OPUTETHUM 3aCO60M aHTUHIBPOTUYHOI Tepanii y XBOPUX Ha
no.

PILLEHHA

1. Toroautnca 3 fyMKOK eKcrnepTiB CTOCOBHO HaCTYMHO-
ro.
[nAa nigBriLieHHA piBHA Ta 06CAry [ONOMOrM NaLieHTam
igionatnyHuUm nereHeBum ¢ibpo3om HeobxigHa HanAB-
HiCTb HaLiOHaNbHOroO KIiHIYHOro MPOTOKONY, WO CKe-
py€ NpakTUYHWX NiKapiB B AiarHOCTULI Ta NiKyBaHHI
LibOro 3axBOPKOBaHHA i CTaHe MiArpPyHTAM [0 MOKpa-
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WweHHA 3abe3neyeHHA XBOPMX 3 Li€l0 MaTosorielw
LOCTYNMHUM NiKyBaHHAM.

CxBanutn B UinoMy npoekT AAanToBaHOI KAiHiYHOI
HacTaHOBW «lgionaTnyHMin nereHeBuin GpibPO3 i Nporpe-
cytounin nereHeBuin ¢ibpo3 y [opocnmx».

Ha BigmiHy Big 13/1, wo cnpuumHatotb possutok MO,
IN® HanexuTb go rpynu opdaHHUX XBOPO6 Ta BXOAUTb
[0 KomneTeHUii poboyoi rpyn MO3 YkpaiHn "OpdaHHi
3axBopiloBaHHA". Y 3B'A3KYy 3 LM MPOEKT KIiHiYHOro

4.

NPOTOKOAY 3 AiarHOCTVKKM Ta nikyBaHHA /IO nopasatu
8o MO3 YkpaiHu 6e3 yactuHu, nprcaayeHoi NNo.
CtBOpUTK poboUy rpyny MO CTBOPEHHIO OCTaTOYHOTO
BapiaHTy  ApanTtoBaHOI  KNiHIYHOT  HacTaHOBU
«lgionatnuHun nereHesuit $ibpo3 i nporpecyunin
nereHesun ¢ibpo3 y OPOCMX».

CtBopuTK pobouy rpyny Mo CTBOPEHHIO Ta NOAaHHI0
ana 3aTBepakeHHA B MO3 YkpaiHu yHipikoBaHOro Ki-
HiYHOro NPOTOKONY NO BeAeHHo nauieHTis 3 1.

Hapada siobynacs 3a niompumkoro kKomnaHii bepiHeep IHeenbxadim.

YKpaiHCbKUIA NyNbMOHONOriYHNIA XKypHan. 2023, N2 2



