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A. 0. Az6nuk
Y ®OKYCI YBATU — JIETEHEBUIA ®IBPO3

AY «HauioHaneHul iHcmumym gpmusiampii i nynemoronoaii im. @. I. AHoscbko20 HAMH YkpaiHu»

be3cymHiBHO, OfHi€l0 i3 HaW3HaKoBIWWX MNOAIA AnA
NyNbMOHOMOTIYHOI CNINbHOTU € LWOPiIYHMI EBPONENCbKUN
pecnipaTopHuUin KoHrpec. Liboro poky 29-n mikHapogHuUmn
KOHrpec €BpONEencbKoro pecnipaTtopHoOro TOBapuUCTBa,
AKNIN 6e3 nepebinblueHHA MOXHa Ha3BaTW BITPUHOI Mef Y-
HOT JIOCKOHaNOoCTi BCi€i rafy3i CBiTOBOI pecnipaTopHOI Meaun-
LMHW, Npoxoamns 3 28 BepecHA Mo 2 »oBTHA y Magpwugai.
Cepep, NpiopuTETHMX HAMPAMKIB HayKOBMX PO3PO6OK OfHY
3 KNIOYOBUX NO3ULIN 06iliMae Npobnema HajaHHA [ONOMO-
rm XBopuM i3 nporpecytounm ¢ibpo3om nereHb, AKUN €
Hacnigkom nepebiry 6araTbox iHTepcTULianbHNX 3aXBOpPto-
BaHb LbOro opraHy. 1 XoBTHA 2019 pokKy 3a NigTPUMKN
dapmaueBTMUHOI KomnaHii «bepiHrep IHrenbxaim» 6yna
nposefeHa BaXnvBa MefiiHa nogia nig Ha3Boto «3a cynpo-
TUB NPOrpecyBaHHI0: nereHeBoMy Gi6PO3Y KMHYTO BUKIUK».
BapTo 3a3HaunTK, WO AaHWI 3axif NPOBOAMBCA Yy HE3BMUY-
HoMy Ana YKpaiHu dopmarti iHTepB'to Ta HeBMMYLLEeHOT Heci-
M 3anpoLleHnx Crikepis — BCECBITHbO BiJOMNX BYEHMX Ta
nauieHTiB i3 nereHeBum ¢i6po3om pi3HOT eTionoril.
AypuTopia — nepeBaKHO »KYPHanicTu NPOBIgHNX MeANUYHNX
YyaconuciB 3 Pi3HUX KpalH cBiTy. MeTa 3axofy — HafaHHA
npo6nemi nereHeBoro ¢ibpo3y AKHANLWMPLLIOro CycrninbHO-
ro PO3ronocy Ta O3HaNOMIEHHA WNPOKOro 3arany meamny-
HMX NPAaLiBHVKIB Ta NALi€HTIB i3 OCTaHHIMN JOCATHEHHAMM
bapmaLeBTUYHOT HayKK Y Ui cdepi.

3ibpaHHA BigKpne npodecop Luca Richeldi, npodecop
pecnipaTopHoi MeanLmHu Katonumubkoro yHisepcuteTy del
Sacro Cuore 3 Pumy. Bigomnin cBOiM Barommm BHECKOM Y
PO3PO6KY Mi>KHAapPOAHMX KIiHIYHMX HacTaHOB i3 igionaTunu-
Horo nereHesoro ¢i6po3y (I/1®), nposigHun daxiseupb 3
iHTepCTULianbHUX 3axBoptoBaHb nereHb (13J1), uneH pagwu
neKinbkox ¢axoBux i NaLieHTCbKUX opraHisauiin i poHais,
npodecop Richeldi, 30kpema, 3a3Haums HacTynHe. byab-aka
i3 noHag 200 Ho3onorin, AKi BXxoaATb To rpynu I3J1, moxe
npu3BoauTM Ao nporpecytodoro ¢ibpo3y B nereHsx, Wo
NPOABNAETbCA NaJIHHAM NOKA3HWKIB flereHeBol BeHTUNALil
Ta audysii, cyTTEBO Moriplwyun AKICTb XUTTA XBOPUX Ta
36iNnbLUyOYM CMEPTHICTb NaLieHTiB.

YacToTa BMHUKHEHHA nporpecytouoro ¢ibposy cepep
nauieHTiB 3 13J1 KoNMBa€ETbCA 3@ AAHUMW eniaeMioNoriYHnX
pocnigxeHb Big 18 0o 32 % [1]. B ocHoBI naToreHesy gaHoi
Hefyrn NIeXnTb NOpYLUEHHA BiAMNOBIAI IMyHHOI cnctemu Ta
TKaHVH NereHb Ha MOLUKOAXKEHHA anbBeon nig BMAMBOM
€K30- UM eHJoreHHNX $pakTopiB 3 rinepnponidepadieto cno-
NYYHOT TKAHWHU Ta YTBOPEHHAM BOrHuL Gibpo3y, Wwo npu-
3BOAMNTb A0 3MEHLUEHHSA NOLLi a/IbBEOIO-KaninspHOI MeM6-
paHu Ta Tl NOTOBLaHHA. Lle, B CBOIO Yepry, BUKNMKaE Nopy-
LIeHHA ra3000MiHy B NlereHsax Ta MPW3BOAUTb O MOABU
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KNiHIYHUX CMMNTOMIB, MPOBIAHUMM 3 AKNX € HEMPOOYKTUB-
HWI Kallesb Ta 3agULiKa. TepMiH XXUTTA NalieHTIB 3 nporpe-
cytoumm $ibpo3om Mae 3HauHy BapiabenbHiCTb, Npu LboMy
BUKMBAHICTb NauieHTiB 3 /1D, AKNA € OAHNM i3 HAUTAXKUNX
I3]1, € cyTTEBO MEHLUOIO, aHiX Npu 6araTbox BMAax paky [2].
HedapmakonoriyHi meTofn nikyBaHHA Takux MNaLieHTIB
BKJIIOYAIOTb 3aCTOCYBaHHA TPUBASIOl OKCMreHoTepanii Ta
di3nyHOT peabinitauii, epeKTUBHICTL AKMUX NiagTBEpOXKEHA
OaHuMK gocnigkeHb [3].

Okpim IO, pe posefeHolo € edeKTUBHICTb BUKOPU-
CTaHHs npenapartiB 3 aHTUGIOPOTUYHMY edeKTamu, TaKu-
MU SIK iHFiGITOP TUPO3UHKIHA3M HiHTefaHib, NuTaHHA dap-
MakonoriyHoi Tepanii nawieHTiB 3 nporpecytourm ¢idbposom
nereHb He Po3pobrieHi. [4].

[Jani cnoBo 6yno nepepaHo nauieHTam 3 nereHeBuMM
¢ibpo3om. Ron Flewett 3 Benukoi bpuTaHii BnepLue fisHaBcA
npo MO y Biui 53 pokis, konu'y 2014 poui oMy giarHocTy-
Banu AaHy Hepyry. [1o 3axBOploBaHHA BiH 6YB Hafi3BMYaNHO
AKTUBHOIO JIIOANHOMO, 3aiMaBcA 6afMiHTOHOM, NiaBaHHAM
Ta BeniocnopTom. licna BCTaHOBNEHHA AiarHO3y, OTPUMYIO-
uun cneundivyHe MerKaMeHTO3He NiKyBaHHSA, 3aMiCHY OKCK-
reHoTepanito 3a 4ONOMOrol0 MOPTAaTUBHOIO KOHLEHTpaTo-
py KWCHIO Ta nepebyBaoun B NINCTI OYiKyBaHHA Ha TpaH-
CnaHTaLilo lereHb, CKepyBaB BCHO CBOK €HePrilo Ha NpoBe-
[JeHHA CyCninbHOI AiANbHOCTI. Ron € ronoBol MicLeBol
rpynu niaTpumky navieHTis i3 1O, uneHom PF trust, EU-IPF
Ta ambacajopoM NaLieHTCbKOT JOCNiIAHMLBbKOT OpraHisauii y
Papworth Hospital.

CBOIM [JOCBIAOM, @ TaKOX MepeXuTMn BiguyTTAMU
nopinunuco 3 ayputopieto Joep Welling, nauieHT i3 cucrtem-
HOI0 CKnepogepMieto, uneH €sponencbkoi Acouiauii i3 ckne-
popepmu (FESCA) Ta ekc-ronosa roniaHACbKOI NaLieHTCbKOT
cninkn NVLE, a Takox Steve Jones, ronosa opraHisauii Action
for Pulmonary Fibrosis UK, unex opranisauin EU-IPFF Ta ELF,
AKun y 2016 poui nepeHic TpaHCNNaHTaL o OfHi€l nereHi.

Bci nauieHTn, onucytoumn noyaTok CBOEI XBOPOOY, Ha3u-
BaNW Kallesnb, AK OAVH i3 HaNbiNbLl coLianbHO i30/10YNX
cMmnTOMIB. Ron npuragaB HeOfHOPa3oBi OOCTEXEHHA Yy
Kapgionora, Ha AKi HeOQHOPA3oBO WNOro HanpasnAnn y
3B'A3KY i3 334ULLKOIO, WO € TUMOBMM Ha WAAXY A0 AiarHO3y
Ans 6inblIOCTi NauieHTiB 3 nereHeBM ¢ibpo3om. MNauieHT i3
CKnepofepmi€elo Ha3BaB CTpalleHHY BTOMY, Aka CyrnpoBOA-
XKyBasa 6yab-AKy noro gito. Btim, BCi 6e3 BUKNOUeHHA navi-
€HTW 3a3HauYUNN, WO HAUTAXKYMM NPOABOM 3aXBOPIOBAHHA
CTana AnA HWX Nporpecyloyda 3aguwKka, AKa AyXe LWBUAKO
3MeHWMIa iX XUTTEBUIA MPOCTip Ta nosbasBuna pagocTi
6yTTA. TON CMepTenbHUN BUPOK, AKMM GAaKTUYHO € fiarHo3
N0, no36aBnAe naujieHTa HaAil i 3MyLLY€E NOro 3aMKaTNCA B
camomy cobi. Came TOMy 3anyyeHHA NaLiEHTIB O aKTUBHOI
couianbHoT JiANbHOCTI, NoABa CycnifibHOI MOTMBaLil Ta Bif-
UyTTA HEOoOXifHOCTI iCHYBaHHA € BaXUBOK CKIAJOBOI
NiKyBanbHOro npotecy.
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Micna KinbKOX 3anMTaHb A0 MNALIEHTIB Bif XXYPHanIcTiB i3
3anu, OyB laHWI CTApT APYTi YaCTVHI 0O6roBopeHHs. B npe-
3ngii go npodecopa Richeldi gonyuunacb goktop Kristin
Highland 3 Knisnenay, CLUA. Ti kniniuHa npakTuKa nonsrae y
HaflaHHi AOMOMOrM XBOPUM i3 ANDY3HMM 3aXBOPIOBAHHSA-
MW CMOJTYYHOI TKaHUHW. HayKoBi iHTepecn gokTtopa Highland
nponAratoTb y ranysi I13/1 Ta nereHeBoi rinepTeHsii y nauieH-
TiB i3 CKnepogepmieto.

Y cBOill KOpoOTKin npeambyni npodecop Richeldi y
OOCTYMHIN ANnA 3aranbHOro cCNpuUnHATTA GOpPMi HaBiB CTUC-
ny xapaktepuctuky IJ10. BiH gaB BU3HaYeHHs, 3riHO AKOro
INI® — ue xpoHiyHe iHBanigusytoue i Nporpecytoye iHTep-
CTuuianbHe 3aXBOPIOBAHHA NereHb 3 BUCOKMM PiBHEM
cmepTHOCTi. OcKinbky B pe3ynbTtati GpibpoTm3adii nereHi
BifOyBa€TbCs BTpaTa QYHKLiOHaNbHOT 3aTHOCTI OpraHy,
AKa BUMIPIOETbCA 3a MOKa3HMKOM POPCOBAHOT KUTTEBOT
emHocTi nereHb (OXKEJT), ue npm3BoaUTb [O 3HAYHOrO
napiHHA AKOCTI XUTTA XBOPUX. 3HWXKeHHA OXKEJT Ha 1 %
03Hauae, WO NauieHT MOXe NPONTK, B cepefHbomy, Ha 60
KpOKiB y feHb MeHuwe. /IO € gocnTtb pigkol xBopoboio,
AKa Bpaka€ 6511M3bKo 3 MifIbOHIB N0fEe Ha HaLWil nnaHe-
Ti. Cepefi XBOpMX MepeBakaloTb YOMOBIKM BikoM Bif 60
pokiB. MprunHu 1O HeBigoMi, TUM He MeHLUe, NeBHe 3Ha-
YeHHA MaloTb NaniHHA, CiMeNHa CXUbHICTb, HECAPUATINBI
UNHHMKK OTOYYIOUOrO CepefoBMLa Ta XPOHIYHI BipyCHI
iHdpekuii [5].

AIK NpaBmno Bif NOABU KAIHIYHMX CUMNTOMIB 4O BCTa-
HOBJIEHHA AiarHo3y npoxoAnTb 1-2 pokwu. [liarHocTuKa €
Haf3BMYaliHO CKMafHoW i BKMYae B cebe mpoBefeHHA
KoMMN'toTepHOI ToMorpadii BUCOKOI po3ainbHOI 34aTHOCTI
opraHis rpygHoi KnituHn (KTBP3-OrK), Aka BUABNAE peHTre-
HOJIOTIYHNIA NATTEPH 3BUYANHOI IHTEPCTULiaNIbHOI MHEBMO-
Hil. B okpemnx Bunagkax 3 meToto Bepudikauii giarHosy
NPOBOAMNTLCA AOCAILXKEeHHA GioNCiiHOro maTepiany nerei.

CborofHi cepes; MeAUKaMEHTO3HYX 3aC06iB, CXBaneHUx
ana nikyBaHHA nadieHTiB i3 /1O, 3acTocoByloTbea nipdeHi-
[IOH i HiHTeZaHIb, a TaKoX, Y AEAKUX XBOPUX, N aHTaUUgHI/
aHTVCEKPETOpPHi npenapatu. HiHTenaHi6b, 3apeecTtpoBaHuin
y 70 KpaiHax CBiTy, B KNiHIYHNX AOCHIAMKEHHAX NPOAEMOH-
CTpyBaB 3[aTHICTb A0 CNOBISIbHEHHA TeMMiB NporpecyBaH-
HA 3axXBOPIOBaHHA, AKE BM3HAYAETbCA 3@ LWOPIYHMM 3HU-
XeHHAM QyHKUii nereHb [6]. B aBox pgocnigxeHHsax Il ¢pasn
INPULSIS-1 Ta INPULSIS-2 6yno BCTaHOBMEHO, WO HiHTeaa-
Hi6 y nopiBHAHHI 3 Nnaue6o Ha 50 % 3mMeHLyBaB WBUAKICTb
nagiHHA nokasHuka OXKESy nauienTis i3 /1. MNpoaosxeHHA
nporpamn gocnigxeHb INPULSIS-ON npogemoHcTpyBano
36epeKeHHA BCTaHOBNEHOro edeKTy NpoTArom 4 pokKis
CNOCTEPEXEHHS.

Buctyn poktopa Highland 6yB npucBaueHuid cKre-
poaepmii — gedirypytouomy, iHBanign3youyomy Ta NoTeHLin-
HO daTanbHOMy pPigKOMY ayTOIMYHHOMY 3axBOPIOBaHHIO,
AIKe BUKIIMKAE YTBOPEHHSA pybLiB i ¢pibpo3y B pi3HMX opra-
Hax, BKIIOYHO i3 nereHAMU. [MpOBIgHOIO NPUUYNHOIO CMepTi
cepep nauieHTiB i3 cknepogepmieto y 35 % sunagkis € 13/1. Y
1-16 % naui€HTIB i3 CKNepoAepMI€l0 BUHMKAIOTb TAXKI
CUMMTOMU NiereHeBoro ¢ibpo3sy. 7 310 nauieHTiB noBigom-
NATb NPO NoABY 3aAuLWKNU. EPeKTUBHICTb | 6e3neKy HiHTe-
[aHiby BMBYANM NPOTArOM 52 TWXKHIB y paHLOMi30BaHOMY
6araToLeHTPOBOMY MnaLebo-KOHTPONbOBaHOMY KAiHIYHO-
My pocnigxkeHHi Il pasn SENSCIS cepep 576 nauieHTiB i3
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CcKnepogepmieto, acouinnoaHoto 3 13/1. OCHOBHOIO KiHLEeBO
TOUKOI JOCSiAXKEHHA 6YN0 YNOBIfIbHEHHSA LWOPIYHOrO 3HU-
XeHHA nokasHuka OXEJ (mn/pik). B gocnigxeHHi Takox
OLiHIOBaNIM iHTEHCMBHICTb KJiHIYHUX CUMMTOMIB 3 6GOKy
WKipW Ta AKICTb XUTTA nauieHTiB. [MauieHTn oTpmmyBanm
HiHTeZaHi6 y fo3i 150 mr gBiui Ha go0by, abo nnaue6o Ha Tni
npu3HayeHnx Oinblie HiXK 3a 6 MicAUiB AO paHAoMi3aLii
METOTpeKcaTy, MikodpeHonaTty, abo npepaHizonoHy. CepeaHe
3HWXKeHHA OXEJT y rpyni HiHTeaaHiby NpoTsArom poky Tepa-
nii cknagano 52,4 mn y nopiBHAHHI i3 93,3 mn y rpyni nnaue-
60. TaKUM YMHOM, HiHTEAaHIO CYTTEBO i CTaTUCTUYHO 3Hauy-
L0 3MEHLUYBaB WBUAKICTb NagiHHA QYHKLi nereHb y obcTe-
XeHnx xBopux. Llen epeKT Takox CynpoBofKyBaBCA nepe-
Baramu HiHTefaHiby WoAo AKOCTI XUTTA Ta $ibPo3y LWKipw.
Cepep, HebaxaHMX ABULL Y NaLiEHTIB, AKI OTPMMYBanu HiHTe-
[aHib, nepeBakana fiapen Bif IErKOro 40 NOMIPHOro CTy-
neHA BypaxxeHocTi. He meHww Ak 80 % nauieHTiB 3anuwanu-
CA Ha aKTMBHOMY JliKyBaHHi BMPOAOBX BCiX 52 TMXHIB
pocnigxkeHHsa [7]. Y BepecHi 2019 poky HiHTenaHi6 6yB
cxBaneHnn y CLUA ak eguHun npenapart, 34aTHUI CNOBiNb-
HIOBaTW LWBUAKICTb 3HVKEHHA BEeHTUNAUINHOT yHKUii
nereHb y NaUi€HTIB 3 CUCTEMHOIO CKITepOAepMi€lo, acoLino-
BaHolo 3 I3]1.

HapewrTi, TpeTs yacTuHa ui€i AckpaBoi nogii byna npu-
cBAYeHa pesynbtatam gocnigkeHHA INBUILD, paHi Akoro
6ynu ony6nikoBaHi HewogasHo B New England Journal of
Medicine i npegctaBneHi Ha KoHrpeci €Bponencbkoro
pecnipaTopHoro ToBapuctea y Magpwgi. laHe gocnigxeH-
HA CTano NepLrM KiHIYHUM JocnigaKeHHAM y ranysi 13]1, B
AKOMY Bif6Upanu nauieHTIB He Ha OCHOBI MEPBMHHOMO
JiarHo3y, a BPaxoBYOUN KNiHIKO-PEHTreHONOriYHy MaHi-
decTauito 3axBoptoBaHHA. ¥ nauieHTiB i3 I3]1, iHWyMn HixX
IO, TakKnMm AK XPOHIYHWIA TiNePCEHCUTUBHUI MHEBMOHIT,
peBMaToigHUI apTpuT, acouinosaHun i3 13J1, cncremHa
cKknepopepmin, acouiiobaHa i3 I3J1, 3milmaHe 3axsoploBaH-
HA CNONYYHOI TKaHMHMK, acouinoBaHe i3 13J1, capkoigos, Ta
ilionaTnyHa iHTepCcTULiaNibHa NMHEBMOHIs, ¢ibpo3 nereHb
Mo»Ke HabyBaTu mporpecytyoro xapakrepy. Came HasAB-
HiCTb Mporpecyoyoro ¢ibpo3y npotarom 24 micAuiB go
CKPVHIHTY, He3aneXHO Bif HO30/0rii, cTafa OCHOBHUM
KpUTEepieEM BKIIIOUYEHHA MaLi€HTIB B AaHe JOCAigXeHHA. Y
dopmaTi paHAOMI30BaHOro MOABINHOrO Cninoro nnaue-
60-KOHTPOJIbOBAHOIO Y MapanesibHMX rpynax KiiHiYHOro
JocnipeHHa cepep 663 xsopux 'y 153 LeHTpax i3 15 KpaiH
CBiTy pocnigxyBaBcs edeKT HiHTepaHiby y posi 150 mr
ABivi Ha OBy NPOTArom 52 TUXKHIB Ha LOPIYHY WBUAKICTb
3HMKeHHA OXKEJT (Mn/pik). JooaTKoBO oOUiHIOBann edek-
TMBHICTb Npenapaty 3a onutyBanbHUKom K-BILD (King's
Brief Interstitial Lung Disease), yacom O BVHWKHEHHS
NepLIOro 3aroCcTpeHHA Ta neTanbHicTio. [JomiHytouum KT
naTepHom y xBopux y 62,1 % Bunagkis 6yna 3BnyaiiHa
iHTepcTMUianbHa NMHEBMOHIA. B gocnigkeHHA BKovanu
naLieHTIB 3 yparkeHHAM He MeHLwe 10 % nnoLi nereHeBOro
nonAa 3a pgaHumu KTBP3-OlK. Pesynbtatm JocnigKeHHA
INBUILD nokasanu, wo HiHTefaHi6 ynoBinbHIOBaB LWIBWA-
KiCTb 3HW>KeHHA nereHeBoi GYHKLUIT 38 nokasHnkom OXKEJ
Ha 57 % B yci gocnig»KyBaHiln nonynauii xsopux. Y nauieH-
TiB, AKI OTPUMyBanu npenapar, Yepe3 52 TUXHi NiKyBaHHA
cepenHe 3HWxKeHHA OXKEJT cknapgano 80,8 mn/pik, Todi AK B
rpyni nnaue6o - 187,8 mn/pik. EdekT HiHTeaaHiby cnocTe-
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piraBca AK Npw naTepHi 3BMYaNHOI iIHTEPCTULiaNbHOT NHe-
BMOHIi, TaK i iHWKX ¢ibpo3HMx KT natepHax. HaibinbL
yactum HebaxaHUM ABuwem byna giapea (66,9 % B rpyni
HiHTepaHiby i 23,9 % B rpyni nnaue6o). B uinomy, npodinb
6e3neKkn HiHTedaHiby y nauieHTiB B JaHOMY AOC/iAXEHHI
He BiApi3HABCA Bif Takoro y nauieHTis i3 /10 [8].

Taknm UmMHOM, y3aranbHIOYN BeCb HasABHUI [OCBIA
KNIHIYHUX JOCNigXKeHb | NPaKTUYHOI MeAuLMHW, CbOTrOAHi
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MOXHa pPO3rnAfjath HiHTeAaHib, AK €aVHUA epeKTUBHWUIA
npenapat 3 aHTUOIGPOTUYHVMU BIACTUBOCTAMY, LLO MOXKe
epeKTUBHO CMOBINIbHIOBATY TEMMN KNiHIKO-QYHKLiOHaNbHO-
ro nporpecyBaHHsa I3J1 He3anexHo Bif iX HO30M10rYHOI NpuK-
HanexHocTi. Lle, 6e33anepeyHo, ga€ Hagito AK dpaxiBLAM, TaK
i NauieHTam 3 nporpecyounm Gibpo3om nereHb, Ta CNOHY-
Ka€ npoBeAeHHA Oinbll LWIMPOKOro HayKOBOrO MOLYKY
HOBUX ePeKTUBHMX BUAIB NiKyBaHHA.
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