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Ckiag MyJbTHANCHHUILUIIHAPHOI PO00YO0I rPYIH 3 ONPANIOBAHHSA KJIITHIYHOI

HaCcTaHOBH

DelIeHkKo
IOpiii IBanoBHUY

I'aBpucrok

BOHOI[I/IMI/Ip KoctsHTHHOBHY

I'opoBenko
Haranis ['puropiBaa

J[310011K
Onekcannap SApocnaBoBuu

[Tepuea
Teraua OnekciiBHa

OcTtpoBckuit
Muxkoira Muko1anoBuyg

J[31001MK
Apocnas OnexcanapoBUY

KoHonkina
JIronmua [BaniBHA

TEHEPAIBHUNA  JUPEKTOP
«HamionanpHuii  HaykoBHM  meHTp  ¢THU3iaTii,
MyJIEMOHOJIOTT Ta aJIeproJiorii iMeHi1
@.I. SAnoBcbkoro HAMH ~ Vkpainm», rososa
rpomMajicbkoi opranizamii «Acouiamis (GTusiaTpiB Ta
MyJBMOHOJIOTIB YKpaiHm» (3a 3roj1010);

JIEPKaBHOI ~ yCTAaHOBU

3aBiJyBay BIIJIIJICHHS IHTEPCTHUIIIITHUX 3aXBOPIOBAHb
JereHb  JepkaBHOI  ycraHoBU  «HarionansHui
HAyKOBUW UEHTp ¢TusiaTpii, MTyJIbMOHOJOTII Ta
aneproiorii  imeni  ®.I'. AnoBcekkoro HAMH
VKkpainn», 3aCTYmHUK TOJOBH poOO4Yoi TIpynu
(3a 3roJ1010);

3aBiJlyBauka kadeapu 1abopaTopHOi Ta MEIUYHOT
reHeTvku HaiioHanbHOTO YHIBEPCUTETY OXOPOHH
3nopoB’sa Ykpainu imeni [1.JI. ynuka;

3aBiJlyBad  BUIIUJICHHS  TEXHOJIOT1M  JIIKyBaHHS
HecnenupIuHUX 3aXBOPIOBaHb JIET€Hb JIEPXKABHOL
yctaHoBM  «HamioHanbHUI ~ HAyKOBHM  LEHTP
¢Tuziatpii,  MyJIBMOHOJOrIT  Ta  aJleprojorii
iMmeni  ®.I. AnoBcbkoro HAMH  Vkpainu»
(3a 3ro/1010);

pektop JIHIIPOBCHKOTO JIEPKABHOTO MEIUYHOTO
yHiBepcuTeTy, npodecop Kadenpu BHYTPILIHBOT
MeIUINHI 1, JIHITPOBCHKOTO JIEPHKABHOTO
MEIUYHOTO YHIBEPCUTETY;

3aBigyBad Kadeapu ¢rTuziaTpii 1 MyJIbMOHOJOrIT 3
KypcoM npodeciiiHux xBopoO [BaHo-DpaHKIBCHKOTO
HAI[IOHATHPHOTO MEIUYHOTO YHIBEPCUTETY;

OPOBIIHUIA HAyKOBUW CHIBPOOITHUK  BIJIUICHHS
IHTEPCTHUIIITHUX 3aXBOPIOBAaHb JIETEHb JEpP>KaBHOL
yctaHoBM  «HamioHanbHUN ~ HAyKOBHM  LIEHTp
¢dTuziatpii,  MyJIBMOHOJOrIT  Ta  aJleprojorii
M. @.I'. AnoBcbkoro HAMH VYkpainny (3a 3r0/1010);

3aBiyBauka Kadeapu BHYTPINIHBOT MeIUIMHA |,
JIHITPOBCHKOTO MEAUYHOTO YHIBEPCUTETY;



Kipeera
Tersna Bonogumupiaa

MepenkoBa
€prenis OnexkcanapiBHa

Pynnuipka
Hanist JImutpiBHa

TOIEeHT Kadeapu BHYTPINIHBOI METUIUHH 1,
JIHITTPOBCHKOTO JEeP>KaBHOTO MEINYHOTO
YHIBEPCUTETY;

MPOBIAHUI HAYKOBHM CIIBPOOITHUK  BIJTIJICHHS
IHTEPCTUIIINHUX 3aXBOPIOBAaHb JIET€Hb JEp>KaBHOT
ycranoBu  «HarioHanbHMiI ~ HAYKOBHMI  LIEHTP
dTuziaTpii,  MyJIbMOHOJOTi  Ta  ajeprojiorii
iMmeri  @.I'. SIlnoBckkoro  HAMH  Vkpainu»
(3a 3ro/1010);

noueHT kKadenpu PruziaTpii 1 MyIBMOHOJIOTII

JIBBIBCHKOTO HAI[lIOHATBHOTO MEJIUYHOTO
yHiBepcuteTy 1imeHi J[. [amumpkoro, 3aBimyBau
MyJIEMOHOJIOTTYHOTO BIJITLITY JIbBIBCHKOTO

PEriOHANBHOTO  (PTU310MYJIEMOHOJIOTTYHOTO IIEHTPY
(3a 3ro/1010).

MeTtoaosi0oriyHui cynposia Ta ingopmauiiine 3a0e3ne4eHHs

['ynenko
Okcana [BaHiBHA

[nnkina
Onena OnekcanapiBHa

3aCTYITHUK JIUpeKkTopa JlemapraMeHTy - HadaJIbHHK
YHOPABIIHHS CTaHAapTU3alii MEJIUYHO1 Ta
pealbimiTamiifHol JIOIIOMOTHA JlenmapTaMeHTy
cTaHAapTiB y chepi oxoponu 3710poB’s Jlep:kaBHOTO
nmignpueMcTBa  «Jlep>kaBHUI  e€KCIIEPTHUN  IIEHTP
MiHicTepcTBa  OXOpPOHU  37I0pOB’ST  YKpaiHu»,
3aCTYITHUK TOJIOBU POOOYOT IPYIH 3 METOI0IOTHHOTO
CYIIPOBOJY;

HAaYaJIbHUK BIAJAUTY CTaHAapTU3alli MEJAMYHOI Ta
(dapmaneBTUYHOI JOTIOMOTH YIOPABIIHHS
CTaHJapTU3aIlli MeAM4HOi Ta  peaduTiTaliiHOl
nornoMoru JlemapraMeHTy CTaHIapTiB y cdepi
OXOpOHHM  3710poB’st  JlepaBHOro MiANPUEMCTBA
«/lepxaBHuil ekcnepTHHil 1EeHTp MiHicTepcTBa
OXOPOHHU 3/I0POB’Sl YKpaiHm».

Jep:xxaBHuii ekcniepTHUM HeHTP MiHicTepcTBa 0XOPOHM 310POB’Sl YKpaiHu

€ 4JICHOM:
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EBV Bipyc Enmreiina-bapp
ERA AHTAroHICT PEIENTOPIB CHAOTETIHY
ERS €Bporneicbke pecripaTopHe TOBAPUCTBO
FEV1 00’eM (popcoBaHOTO BUINXY 3a MEPITY CEKYHIY
FVC dbopcoBaHa KUTTEBA EMHICTD JIETEHb
JRS SInoHchbKe pecripaTopHe TOBAPHUCTBO
KL-6 Kpeb6c don nen Jlynren-6
MMP-7  matpuuHna MeTanornporeinaza 7
NICE Hanionansuuit [HcTuTyT 310pOB'ss Benukoi bpuranii
SPD cyphakranTHui npotein D
BAIJI OpOHXO0-aJIbBEOJISIPHUI JTABAXK
I'EPX ractpoe3odaranbHa pedirokcHa XBopoOa
I'KC [JIIOKOKOPTUKOCTEPOI TN
I'T1 riNepCEHCUTUBHUN THEBMOHIT
JAII nu(y3He aabBEOJISIPHE MOUIKOIKEHHS
JIIIT JeCKBaMaTUBHA IHTEPCTHIlIHHA ITHEBMOHIS
3111 3BHYaliHA IHTEPCTHIlIaIbHA THEBMOHIS
3CT 3aXBOPIOBAHHS CIIOJTYYHOI TKAHUHU
[3J1 IHTEPCTHIIIITHE 3aXBOPIOBAHHS JIETEHb
II11 11lonaTHYHa IHTEPCTUIIIaTbHA ITTHEBMOHIS
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KH KJIIHIYHA HACTAaHOBA
KT KOMIT F0T€pHa ToMorpadis
KTBP3  komm’totepHa Tomorpadis BUCOKOI pO3a1IbHOI 3AaTHOCTI
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JIT JIereHeBa TinepTeH3is
JIIT niMdoigHa IHTEpCTUIIITHA THEBMOHI15
JIKT Jlanrepranc-KJIITUHHHUM T1CTIOIUTO3
MJIJT MYJIBTHIUCIIUIUTIHAPHA JTUCKYCis
HCIIT HecrenudiyHa IHTepCTUIlIaIbHA THEBMOHIS
IIMC MOMYTHIHHS 32 TUTIOM «MaTOBOTO CKJIa)»
PKJI paHI0MI30BaHe KOHTPOJIHOBAHE JOCITIKCHHS
TBKJI TpaHCOpOHXiaJIbHA KP10010TICist JIeTEeHb
TOP TpoMOOoIUTapHHI (PaKTOp poCcTy
XBbJI XipypriuHa O101Cist JIeTeHb



IlepeamMoBa MyJILTHANCHUILIIHAPHOI po0040i rpynu

loionamuunuii necenesuti giopos (IJID) sionocumvcsa 00 epynu idionamuyHux
inmepcmuyivnux nxeemonitl (IIl1), nodidnumu o3HaKamu sAKUX €. NepeatiCcHe
YPasicenHs iIHmepcmuyitinoi MKaHuHU, npozpecyiodutl hidpo3yrouuti npoyec y le2eHsx,
WO CYNpOBOONCYEMbCS 3A0UWIKOI0, SIKA HAPOCMAE 3 YACOM, I PecmpuKmueHuMu
NOPYULEHHAMU BeHMUNAYIUHOL (DYHKYIT 1eceHb.

Haxazom MO3 Vkpainu Ne 2664 eio 24.12.2019 idionamuunuii necenesuil
@iopos sxnroueno 0o llepeniky pioKicHux (opghanuux) 3axeopro8ams, ujo NPU3B00sMs
00 CKOPOYEHH MPUBANOCMI HCUMMS X0pUux abo ix imeaniousayii ma O AKUX
ICHYIOMb U3HAHI MEeMOOU JIIKYBAHHSL.

Jlana xkniniuna nacmanosa (KH) po3pobaena 6ionogiono 0o Memoouku po3pooku
ma 6npoBaAONCEHHI MEOUUHUX CMAHOAPMIE MEOUUHOT OONOMO2U HA 3ACA0aX 00KA30801
MeOuyuHuy, 3ameepodiceHoi Hakazom Minicmepcmea oxoponu 300po8’s Ykpainu 6io
28.09.2012 Ne 751 «llpo cmeopenHs ma 6npoOBAONCEHHS MeOUKO-MEXHONOIUHUX
0oKyMenmie 3i cmaunoapmusayii meouurnoi oonomocu 6 cucmemi Minicmepcmea
0xXopoHu 300pos’s Vxpainuy, 3apeccmposanum 6 Minicmepcmsi rocmuyii Ykpainu
29.11.2012 3a Ne2001/22313 (3i sminamu) ma aoanmosana OJisi CUCHEMU OXOPOHU
300po8’s VKkpainu Ha OCHOBI KOHCEHCYCHO20 OOKyMeHma AMepukancbKozo
mopaxanvrHoco mosapucmea (ATS), €s8poneticbkoeo pecnipamopHo2o mo8apucmed
(ERS), Anoncvkoco pecnipamopnoco mosapucmea (JRS) i Jlamunoamepukancoxoi
mopakanvroi acoyiayii (ALAT) «An Official ATS/ERS/JRS/ALAT Statement:
Idiopathic Pulmonary Fibrosis: Evidence-based Guidelines for Diagnosis and
Management» (2011) [1] ma woeco onosnenux posoinie «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] ma ldiopathic Pulmonary Fibrosis (an
Update) and Progressive Pulmonary Fibrosis in Adults An Official
ATS/ERS/JRS/ALAT Clinical Practice Guideline (2022) [4], wo obpani pobouoro
2PYnoio AK NPUKIa0 HAUKpauwjoi NpaKmuKy HAOaHHs MeOUYHOI 00NOMO2U NAYIEHMAM 3
UID i tpynmyemovcs Ha OaHux 00KA3080i MeOUYUHU CMOCOBHO eeKmueHocmi ma
Oe3neku MeOudHUx empyuanv, apmaxomepanii ma Op2aHI3AYIUHUX NPUHYUNIG iT
HAOQHHSL.

Vei ookymenmu, siki 6yau posensnymi npu cmeopenni oanoi KH, oyineni 3a
00NOMO2010 MIJCHAPOOHO20 ONUMYBANLHUKA 3 eKCNepmusu ma OYIHKU HACMAHOS
AGREE II 3 memoio 6ubopy npomomuny HauKpauoi Memoooo2i4Hoi aKoCcmi.

Aoanmayis K1iHIYHOI HACMAHOBU Nepedbayac HeceHHsi 00 He3MIHHO20 MEeKCmy
opucinanenux Hacmanoe romenmapie pobouoi epynu, y AKUX 6i000pasceHo
MOJUCTUBICMb GUKOHAHHS MUX YU iHwux nonoxcerv KH 6 peanvnux ymoeax cucmemu
OXOpOHU 300p08°si  YKpainu, OocmynHicmb MeOUYHUX GMpPY4aHb, HASAGHICMb
peecmpayii 6 Yxpaiui nikapcokux 3aco6ie, wo 3asHaueni ¢ KH, 6ionosionicmo
HOpMamueHiti 6a3i wo0o opeanizayii HAOaHH MeOUYHOi OONOMO2HU.
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Bionosiono 0o 7 cmammi 44 3axony Yxpainu « Ocnosu 3akonooascmea Yxpainu
nPO OXOPOHY 300p08'sy HOBI Memoou npogitakmuxu, 0iaeHOCMUKY, NIKY8AHHA mMda
JIKAPCOKI 3acobu, sIKI 3HAX005AMbCs HA pO32A0L 8 YCMAHOBIEHOM) NOPAOKY, djle uje He
0onyujeHi 00 3aCMOCY8AHHA, He3APEECMPOBAHi JIKAPCObKI 3Aco0U  MOXMCYMb
BUKOPUCMOBYBAMUCS 8 THMEPecax SUNIKY8AHH 0COOU MINbKU 3a YMOBU OMPUMAHHS
AUCbMOBOI 3200U Ma IHHOPMYBAHHS X80P0O20 AOO 11020 3aKOHHO20 NPEeOCMABHUKA NPO
yini, memoou, noOiuHi eghexmu, MONCIUBUL PUBUK MA OYIKVBAHI pe3yibmamu
JIKYBAHHSI.

3anpononosana KIiHIYHA HACMAHOBA He NOBUHHA PO3YIHIOBAMUCDH, K CAHOAPM
MeOouuHo20 JNiKyeauHs. lLle pexomenoayivinHuti OOKyMeHm 3 HAUKPAUWOi MeOUUHOL
NPAKMuKY, NPUHadeHuil, 8 neputy uepey, 0Jisi NPAKMUKyouUx 1ikapie. /Jompumanus
nonodcenv KH He capanmye ycniuinoz2o i1iky8aHHs y KOHCHOM) KOHKPEMHOM) 8UNAOK),
il He ModcHa poszensoamu K NOCIOHUK, WO GKIYAE YCI HeoOXIOHI Memoou
OdiacHOCMuUKY ma JiKy8auHs ab0 8UKIIOYAE THUI.

OcHoéna Mmema  Hacmamosu  noisieac y  3a0e3nedeHHi  KAIHiyucmis
pexomenoayismu korucencycrhoeo ooxkymenmy ATSIERS/IIRS/ALAT, wo bazyiombcs na
OOCKOHANbHOMY 0271801  onybnaikoganux o0okazie 3 euxopucmanusim GRADE-
memooonoeii [7]. Hacmanosa daec mooiciugicmo KUiHIiyucmam iHmepnpemyeamu yi
pexomeHoayii y KoHmeKcmi iIHOUBIOYAIbHUX 0COOIUBOCMEN NAYIEHMIE ma NPUUMamu
8I0N0GIOHI pileH s OO0 BCIX ACNEeKMI8 8e0eHHs X80po2o 3 munogum 1J1D.

Kniniuna nacmanosa mae na memi HAOaHHA OONOMO2U JNIKAPIO [ NAyieHmy 6
NPULTHAMMIE PAYIOHATIbHO20 PIUUEHHS 8 PI3HUX KATHIYHUX CUMYAYISX, € IHPOPMAYIUHONO
NIOMPUMKOIO  OJis1 NIOBUWEHHS SAKOCMI KAIHIYHOI NpaKkmuku Ha OCHOBI 00KA3i8
ehexkmusHocmi  3aCMOCYBAHHA ~ NEeBHUX  MEeOUYHUX  MEeXHONO2Il, JIKi8 ma
opeaHizayiinux pecypcié meouunoi oonomoeu. Kininiuna macmanosa me 6iOMIHAE
IHOUBIOYaNbHOI 8ION0OGIOANLHOCMI (haxiéyie 3 OXOPOHU 300P08’s 34 NPULHAMMSL
HANeHCHUX piuleHb BION0BIOHO 00 0OCMABUH MA CMAHY KOHKPEMHO20 NAyieHma.
Daxiseyb 3 OXOPOHU 300P08 "5l MAKON*C BIONOBIOAE 3 NEPEBIPKY NPABUIL MA NOJIOHCEHD,
3acmoco8anux 00 NIKApPCbKUx 3aco0ié ma MeOuyHux eupoois, YUHHUX HA MOMEHM
NPUSHAYEHHS MAKUX MeOuyHux mexnonoz2iu. Ocmamoune pilueHHs CMOCO8HO 8UOODY
KOHKpemHoi KIIHIYHOI npoyedypu abo naany NiKY8AHHA NOGUHEH NpUtiMamu JiKap 3
VPaxy8aHHAM KIIHIYHO20 CMAHYy NAYIEHMA ma MOMCIUBOcmeu Ol NPOGEOeHHs.
OiaeHoCmuKY ma NiKy8aHHs ) KOHKPEMHOMY 3aK1a0i 0XOPOHU 300P08 5.

Ocmamoune piulenHs cmoco8HO 8UOOPY KOHKPEmHOI KIIHIUHOI npoyedypu abo
naawy JNiKY8AHHA NOGUHEH NPUtMamu JiKap 3 YPaxy8auHAM KIIHIYHO20 CMAHY
nayicuma, Moxcausocmeti Ol NPOBEOEHHs OIA2HOCMUKU MA  JUKYBAHHA Y
KOHKPEMHOMY 3aK1a0i 0XOPOHU 300P08 5.



An Official ATS/ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management» (2011)

Beryn

SkicTp JOKa3iB BM3HaYanM Bignmosimmo gm0 kpurepiiB ATS GRADES
(tabm. 1 1 2). GRADE-migxix mo3Boiis€ iqeHTH(IKYBATH BCl 3HAUYII JUIS TAIliEHTa
pe3ynbTaTi TUQEPEHITIIOIYNA KPUTHYHI pe3yIbTaTH BiJl 3HAYHUX, aJle He KPUTHYHUX.
Pexomennarii 3ayexath BiJ TOKa3iB Ta SKOCTI KOXKHOTO 3HAYYIIOTO pe3yjabTaTy. 3
KO’KHOT'O MMUTAHHS BC1 IOCTYITHI IOKa3u OyJv rpalyiioBaHi 3a piBHEM SKOCTI (BUCOKHA,
MOMIPHUM, HU3BKUM 1 Ty’K€ HU3BKUM).

3rigHo sikocti goka3iB GRADE pexomenparlii € a00 «HaCTIHHUMU (CUIILHUMHU )»
a60 «ymoBHUMHU (crnabkumu)». DakTopu, MO BHU3HAYAIOTH CHIIy PEKOMEHJAIlIi,
BKJIFOYAIOTh CUJTY JIOKa31B, pe3yIbTaTH JOCIIKEHb Ta MOB'A3aHy 3 HUMH 3HAYYIIICTh
JUIS TaIll€HTIB, OakaHi 1 HeOakaHl HACTIJAKWA, BapTICTh Ta BIUIMB JIIKYBaHHS Ha
3a0€3MeUeHHs] PIBHOCTI B MHUTAHHSIX OXOPOHH 370POB'S, MOXIUBICTh MPOBEICHHS
JIKYBaHHS 1 HOro MPUUHATHICT JJIA BaXJHMBUX 3allIKaBICHUX CTOPIH, & TaKOX
NOTEHI1I1HI TPOOJIEeMH MOHITOPUHTY Ta BOPOBAI>KEHHS JIIKYBaHHS.

Ta6auus 1. BusHaueHHs SKOCTI JOKa3iB (p1BEHb JOKa3IB)

Cryninb . ) SIKicThb 10Ka3iB HHIKYE, SIkicTh noxa3siB
. Jluzaiin qocaiizKeHHs
A0KAa30BOCTi SIKIIIO BHIIIE, IKIIIO

Bucoxka PK/] OOMexeHHS SKOCTI * CunpHa

[Tomipna Cnpomiene PKJ] a6o JOCTIIKEHHS: acoriartis,
BJIOCKOHAJIEHE HaArJIII0BE *Henpsmi qokasu BIJICYTHICTb
JOCIIJKSHHS *Baxxnuse npoTtupivus dbaxTopiB

Husbka JHo6pe opranizoBane | *Po3pikeni a00 HETOUHI | 3MIITyBaHHS
HAIIA0Be JOCHIKEeHHA 3 | JaHi e JTokas
KOHTPOJIbHOIO IPYIOI0 *Bucoka iiMOBIpHICTB 710303aJI€3KHOTO

Jyxe Husbka | I (onuc BUmajaKy abo cepii | YIEPEUKEHOCTI edexty (rpajieHTy)
BUIIAJIKIB) myOiKarii

Taoauns 2. OLiHKa SKOCTI JOKa31B Ta HACIIIKHA

Bucoxnii [Tomanbmri 1OCIKEHHS HaBPSJl Y4 3MIHUTH HAITy BIEBHEHICTH B OIIHII €PEKTy.
(CDDD)

[TomipHuit BiporigHi momaneini AOCTIKEHHS, MOKE€ MaTH BaXXIMBHI BIUIMB Ha HaIly
(P Po) BIIEBHEHICTH B OITIHII €PEKTY 1 MOXKE 3MIHUTH SKICTb.

Hwuzpxuii [Tomanpii gOCTIKEHHS AyKe WMOBIPHO, MATUMYTh BaXJIMBHI BIUIUB Ha HAIIy
(bpoo) BIIEBHEHICTH B OITIHIII €(PEeKTY 1, IBHU/IIE 332 BCE, 3MIHUTD SKICTb.

Hyxe HU3bKHiA | MU Aye HEBIEBHEHI MIOJI0 SIKOCTI.

(Booo)

3HaYeHHs J0KA30BHMX PEKOMEHJIANIH /s KJIIHINMCTIB ISl JIIKyBaHHSA
nanieHTiB 3 1JI®

[IpoTsATOM OCTaHHBOTO JECATHIITTSA 3'SBISETHCS BCE OUIBINE JOKa3iB, IO
CTOCYIOThCS KIJIIHIYHOTO BefieHHs TmamieHTiB 3 [JID. I'pyna excrnepTiB po3TJsHYIN
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BEJIMKY KIJIBKICTh OMyOJIIKOBaHOI JiiTeparypu. Hapasi pexomeHpaliii HajgaroTbCs Ha
OCHOBI HaiiHOI Ta Mpo30poi MeTonosorii. OCKUIBKH MPOLEC € MPO30pPUM, HaJlaHi
pEeKOMEHAIlli PO3IMUPIOIOT, MOMKJIMBOCTI KJIIHIIMCTA 3ITKHYTHCS 3 TAIll€EHTOM 3
tunoBuM JI® nns mpudHATTS HAWOUIBIN BIAMOBIIHUX pIIIEHb 0 IIHHOCTEH Ta
yrnoo0aHp NalieHTa. 3Ha4eHHs CHJIM peKOMEHAIIIT IS pi3HUX 3alliKaBICHUX CTOPIH
HaBEJICHO B Ta0JI. 3.

Pexomenmamii mpoTH NEBHUX BTPyYaHb OCOOJMBO BAXJIHBI, SKIIO TpyIa
eKCIIEPTIB 3aHEMOKOEHA THUM, IO ICHYyIOYa IMpakTUKa MOTpeOye 3MiH 1 SIKIIO JaHi
BKa3yIOTh Ha T€, 110 BiJl BTPYYaHHsS MOKEe OyTH OUIbIIE IIKOAM, HIXK KOPUCTI YacTo
BUKOPUCTOBY€EThCS. Clijl MIAKPECTUTH, [0 HAYKOBO OOIPYHTOBaHI peKOMEHAAIIll €
115 TunoBux IlarienTiB. s okpeMuX MaIl€HTIB 1HOI HAMKpAIUM PIIICHHSIM MOXKe
BUSIBUTUCS HE T€, 110 PEKOMEHJOBAHO HAYKOBO OOIPYHTOBAaHMMHU HACTaHOBAMH.
dakropamu, MO BIUIMBAIOTh HA TaKl PIIIEHHS, CHEPIIY IMOB'sI3aHl 3 I[IHHOCTSIMHU Ta
BITOJIOOAHHSMM MAaIlieHTIB. JlesKi maIieHTH MOXYTh OYyTH TOTOB1 MIPUHUHITH MOXKJIHBI
HECIPUATIIMBI HACIIJIKH, HABITh SKILO OYIKYBaHA KOPUCTh HEBEJIMKA; 1HIII — HI.

Tabamua 3. IdTepnperariiss CUIBHUX Ta YMOBHHMX pEKOMEHAAIIN A
3aI[1KaBJIEHUX CTOPIH (MAI[lEHTH, KJIHILKUCTH Ta BULLE KEPIBHULTBO B 00JIACTI OXOPOHH

3JI0POB'sT)
3HauyeHHH CuniabHuii Caadxkuid
NI CuibHuii Tak CuabHuii Hi Cnalkmii Tak Caadxuii Hi
[TamienTiB binbmicte moaeit y | binbmricts moneit  y | binbmicts mroaei | binbiicts
il cuTyauii Oaxkanu | mid  cuTyauii  He |y Il cuTyauii | Jroxed y i
0 BTpy4aHHs, 1 JIMIIe | 3aXOTLIM O BTpY4YaHHs, | XOTUIH 0 | cutyanii He
HEBEJIMKA YaCTKa HI |1 JIMIIEe  HEBEJMKa | BTpy4YaHHs, aje | XOTUIH 0
YacTKa 3aXxoTiia 6 6araro XTo Hi BTPYYaHHsI
KnininueriB | BinbliicTe  mamieHTIB MOBUMHHI  OTpuMatu | ByabTe Ouibll TOTOBI 1OMOMOITH
PEKOMEH0BaHUM Kypc Aiid narieHTaM MpUHHATH pillIeHHS,
sIKE BiMoOBigae BJIACHUM
IIHHOCTSIM MAaIlieHTa
3akoHonaBuiB | Pekomenpanis Moxe OyTu npuiiHsta sk | Po3poOka MOJIITUKH
MOJIITHKA Y OUTBLIOCTI CUTYyallil, y TOMY YHCI | mOoTpeOyBaTuMe 3HAYHUX
JUTS BUKOPUCTAaHHS  $5IK MTOKa3HUKIB | OOrOBOPEHb Ta Yy4acTl pI3HUX
e(EeKTHUBHOCTI. 3alliKaBJICHUX CTOPIH.
Busnauenust
UI® — ne cnemudiuna ¢dopma XpoHIYHOI Mporpecyrouoi (pidpo3yrodoi

IHTePCTUIIIIHOT ITHEBMOHII HEBIAOMOi €Ti0JOorii, 0 BHHHKA€E TIEPEBaXHO B OCIO
JITHBOTO BIKY, OOMEKY€EThCS JIETEHSIMHU Ta aCOLIIOETHCS 3 TICTOMATONIOTTYHUMU 1/a00
PEHTICHOJIOTIYHMMH O3HAaKaMH 3BHYAiHOI iHTepcTHUIianbHOoi mHeBMoHiT (3II1).
Busnauenns 1JI® Bumarae BUKIIOYCHHS IHINMX BiJIOMHX INPUYUH 1HTEPCTHUILIMHOT
nHeBMOHIi, Takux sK iHmIi [T Ta [3J1, moB’s3ani1 3 BIitnBoM (akTOPiB HABKOIHUIITHHOTO
CEpEeIOBUIIA, 3aCTOCYBAHHIM JIIKAPCHKHUX 3aC001B 200 CHCTEMHHM 3aXBOPIOBAHHSIM.

EINIAEMIOJIOI'TA
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[Toka3zHMKHK 3aXBOPIOBAHOCTI Ta nomupeHocTi [JID B 3HauHIM Mipl 3a1ekaTh Bij
BiKy. Tak, 3axBoproBanicTb IJI® cepen ocib crapmie 70 pokiB B 10 pasiB nepeBuirye
aHAJTOTIYHUH IMOKAa3HUK B 3arayibHii mormyssmii [8].

[Toxasauku mommpenocti IJI® xonumBatoThest Big 2 10 29 BUMAAKIB Ha
100 000 oci6 y 3zaramphiit momynsii. [upokuit niamazon mux mudp, AMOBIPHO,
MOSICHIOETBCS ~ TIOTIEPEIHBOI0  BIICYTHICTIO  €MHOTO  BHW3HAUYEHHS,  SKE
BUKOPUCTOBYBAJIOCS Il BUsABJICHHS BuNaakiB [JID, a TakoX BIAMIHHOCTSIMH B
JU3aifHl Ta MOIYJIAIIl TOCTIKeHb. AHali3, 3aCHOBAaHUN HA JaHWX 3asB Ha OILIATY
MEAMYHUX MOCIYT y paMKax BEIUKOTO TUIaHy MeAudIHoro obciyroByBaHHs y CIIA,
naB omiHKy nommupenocti Big 14,0 go 42,7 nwa 100 000 oci®6 3anmexHO Bij
BUKOPHCTOBYBAaHOTO BH3HAYCHHS BHITAJKY. 32 OCTaHHI POKH KUIBKICTh XBopuX [JID
30UTBIITy€ThCs. HeBiqoMo, Un BIUIMBAIOTh HA 4YaCTOTY BUHUKHEHHS 1 momupeHicTs [JID
reorpadiyHi, €THIYHI, KyJIbTYpPHI YM pacoBi (haKTopHu.

Komenmap pobéouoi epynu: Hatibinew mouni 0ani npo 3axeoprosanicms ma
nowupericmo IJI® ompumani 6 docniodxncenni, nposederomy 6 CILIIA six > 50 poxis,
HassHicmb namephy 3111 npu namoeicmono2iuHomy 8usuenni bionmamis ieceHb abo
docmogipnux osnax 3llI-namepny npu komn'tomepuiti momoepagii (KT). B
pe3ynbmami 6CMAaHO8NIeHo, wo 3axeoprosanicme IJID ckrana 8,8 eunaoxie Ha
100 000 nacenenns 6 pix, nowupenicmo — 27,9 eunaoxis na 100 000 [186].

OcKinbKu enioemiono2iuti O0CHIOHNCEeHHs 3aXBOPIO8AHOCMI MA NOWUPEHOCHI
UID, wo 3acHoeani HA AKMUBHOM) GUABNEHHI XEOPUX, GUMA2AIOMb 3HAYHUX
EeKOHOMIUHUX eumpam, 6 YKpaini 00 ybo2o 4acy 6UUEHHS 3aX80PIOSAHOCMI MAa
nowupernocmi 1JI® He nposoounocs.

Kuiniyna kapruna

Haspuicte IJI® cnim migo3proBath B yCIX TMAIE€HTIB, Yy SKUX BUHHUKAE
HE3po3yMijia XpOHIUHA 3aJuIIKa Tpu (PI3MYHOMY HaBaHTaXKEHHI, TPU I[LOMY YacTO
CIIOCTEPITAEThCS Kalllellb, XPUIIU B HWKHIX BIAJIJIAX JIETEHb HAa BIUXY Ta CUMIITOM
OapabanHux nanudok [28, 29].YacroTa BHHMKHEHHS 3aXBOPIOBAHHS 3pOCTa€ 31
30UTBIIEHHSIM BIKY, IPUYOMY TUIIOBI O3HAaKW BHHHUKAIOTh HA IIOCTOMY Ta CbOMOMY
NECATUITTAX KUTTA. Bunagku po3Butky JI® y Bimi g0 50 pokiB HeuucieHH1 i
3roJIOM Yy TaKWUX TAIIEHTH MOXYTh CIOCTEpIraTUCA SIBHI O3HAaKU OCHOBHOTO
3axBoproBaHHs crnony4yHoi TkaHuHU (3CT), mo mano cyOkmiHIYHUN Tepelir Ha
MoMeHT miarHocTyBaHHs [JI®. TloBimomisieTbes, 1m0 y 4ojoBikiB [JID BuHuKae
yacTille, HiX Y )KIHOK, @ OUTBIIICTh NAI[IEHTIB MAlOTh KYPiHHS CUTapeT B aHamHe31 [29].

Iorenuiiini ¢pakTopu pusuKy

Xoua [JI® 3a BU3HAUEGHHSM — 3aXBOPIOBAHHS HEBIIOMOiI €TIOJOTIi, OmMHCaHi
MOTEHIIIITH1 (haKTOPU PU3UKY.

Kypinua cueapem. KypiHHS 3HAYHOIO MIPOIO aCOIIIOETHCS 3 PO3BUTKOM IJID,
0co0JMBO y 0¢i0 31 cTaxkeM naniaHs moHaa 20 mauko-pokis [9, 10].

Bnaus ¢axmopis nasxoruwnvoco cepedosuwja. 3HaYHO TIIBUINECHUNW PHU3UK
MOB’SI3aHUM 3 €KCMO3MUIIIEI0 TUITY METaJlIB (JIATyHb, CBUHEIb, CTAJIb) Ta TUITY JIEPEBUHU
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(cocHa). BmmB ¢akTopiB OTOYYHOYOTO CEpEeAOBHINA MIATBEPKYE HASIBHICTh B
JiMbaTHIHUX By3nax xBopux [JID migBuIeHoi KiTbKOCTI HEOPTaHIYHUX YaCTUHOK Ha
asrorcii [11, 12].

Mikpobni acenmu. Y KITbKOX JOCHIDKEHHSX BHBYajacs MOXINWBA POJb
XpoHi4HO1 BipycHOI iH(pekii B eTionorii JI® [13—19]. binbuiicts nocmigxers 0yno
30cepemkeno Ha Bipycax Emmreiina-bapp (EBV) ta rematury C. 1 6inok, 1 IHK EBV
Oynu BUSIBIICHI B JIETEHEBOi TKaHMHM TarfieHTiB 3 [JID, 3a3Buuail B ambBeOIpHUX
emiTemanbHuX KiithHax [13, 15].

[IpoTe momepeaHsi IMyHOCYIIpECUBHA Tepallisl y 0araTboX MaIli€HTIB, SKa MOXE
pobutu 1HGEKI[II0 TOTEHIIIMHUM YCKIaAHEHHSIM, a TaK0XK BUCOKa nomupeHicte EBV
B 3araJibHIM NOMYJISAIIT MOKHU HE 03BOJIAIOTH 3pOOUTH OCTATOYHUX BUCHOBKIB IIPO POJIb
ingekmuii B [JID [14, 16, 19].

L'acmpoezoghazanvruii peghnroxc. Pesynbratl JEKUTBKOX JTOCTIIKEHb MTOKa3allH,
o ractpoe3odaralibHuii peduiroke, y 3B’S3Ky 13 MiKpoacmipalie, € (pakropoM
pmsuky LJIO [20-22].

I'enemuuni gpaxmopu. € noBigoOMIEHHS 111070 ciMeitHo1 popmu [JID (HasBHICTH
3aXBOPIOBAHHS y 2 1 Ouiblie O10JIOTIYHUX YJIEHIB CIM’1), XO4Ya KUIbKICTh TaKHX
BUMAAKIB CTaHOBUTH MeHIIe 5% [23-27]. 3nauna reorpadiuHa KOHIEHTpAIlis
BUIAJIKIB CIMEMHOro jereneBoro (pidpo3y cepen xkurteniB OIHISHALL MATBEPIKYE
3HAYMMICTh TEHETHYHHX (PaKTOpiB y po3BuTKy LJID [25].

Komenmap pobouoi epynu: Emionocis IJI® nesiooma. Ilpome okpemi namnxu
namoeenesy IJID documsb wupoxko ob62o6oporomuvcs y nimepamypi. 3 no2iaoy yieHie
MYTbMUOUCYUNTIHAPHOT pOOOYOI epynu Yy HACMAHOBL OOYLIbHO NpUBecmu KIoYo6i
nanku namoeenesy LJI® cxemamuuno onucani y po6omi du Bois R. M. (2010).

Buacniook ennuey sikoeo-nebyob He6CmMaHo81eH020 (PaKmopy NOuK0oONCYEMbCs
HOPMANIbHULL CIPYKMYPHULL NPOWAPOK, AKUL PO3OLIAE NOPONCHUHY aANb6eONU 8I0
npoceimy kaninapy. Bin cknadoaemocs i3 enimenianvHux Kiimum, 6a3aibHoi Memopanu
i eHOOmenianbHUX KIIMuH Kaniisapy. /lani éKIouaromscs penapamusHi npoyecu i3
BUBIIbHEHHAM enimenianbHO-KIIMUHHUX Mediamopié [ NPOHUKHEHHAM (aKxmopis
Kpo6l, eKuouarouu ¢akmopu xoa2ynayii, 6 npocsim anveeon. Ilpoyec nabysac
Op2aHi3you020 xapakmepy, 3 IHIYil0BAHHAM pPYOYIOBAHHS, MA HA SAKOMYCb emani
npoyec hiopo3yeanHs 8UXoo0ums 3 nio KoHmpoato. lpuduunu yuKoONiCeH s, 8 PiGHIll
Mipi AK | npuyuHu npoepecyrdoco @Giopo3yeanHs, 00 HUHIUWHBLO2O UYAC) He
6CMAHOBIEHI.

Ipupoaumnii nepeodir 1JIP

[Tpupoauuit mepebir IJID onucyeThes Sk Mporpecyrode 3HIKEHHS Cy0 €KTHBHUX
Ta 00’€KTUBHUX MOKA3HUKIB JIETE€HEBOI (YHKIIT BiJ IUXaAJIbHOI HEIOCTATHOCTI abo
YCKJIAQAHEHOTO CYIMyTHBOTO 3aXBOPIOBAaHHSA ax J0 cMepTi. HasBHi pesynbratu
JIOHTITIOAHUX JOCIIIKEHb HE JI03BOJISIIOTh YITKO OLIHUTH MeZlaHy BUKMBAHOCTI IpU
JI®. YV perpoCneKTUBHUX JIOHTITIOMHUX JOCHIDKEHHSX MeJlaHa BW)KHBAHOCTI
CTaHOBMJIA B1J1 2 10 3 pOKIB 3 MOMEHTY BCTaHOBJIEHHS Jl1arH03y. OIHaK Yy MaIi€HTIB 13
30€pEeKEHOI0 JITEHEBOIO (DYHKITIEI0 TaKa OIlIHKA MOXe OyTH 3aHMKEHOIO.
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IcHye Kinbka MOXIMBHUX BapiaHTiB mpupogHoro mnepebiry IJID. Jlns koxxHOro
KOHKPETHOTO TMallieHTa MPUPOAHMN mepedir HemepeaOadyBaHUW HA MOMEHT
BCTAQHOBJICHHSI J1arHO3y. Y OLIBIIOCTI TMALI€HTIB CIIOCTEPIra€ThCsl MOBLIbHE
MOCTYIIOBE MPOTPECYBAHHA MPOTIroM OaraThoX pokiB. CTaH JEAKHX 3aJUIIA€THCS
CTaOlIbHUM, TOJIl SIK Y 1HIIUX BiJI0YBA€ThCS MPUCKOPEHE 3HMKEHHS. [leski nmarieHTu
MOKYTh 3a3HAaTH TOCTPOTO pecHipaTopHOro mnoripmienHs. HeBimomo, uyu 111 pi3Hi
BapiaHTH MPHUPOJHOTO TMepediry mnpeAcTaBisioTh pi3Hi ¢geHotunu [JID, un Ha
IpUPOJIHUIN Tepedir BIIMBAIOTHh TeorpadiyHi, €THIUHI, KyJbTypHI, pacoBi abo iHIII
daxTopu. Ha nepelir 3axBoproBaHHS MOXYTh BIUIUBATH 1HIII CYITyTHI 3aXBOPIOBAHHS,
Taki sk em@dizema ta jerenena rineptensis (JII).

3arocrpenns 1J1®

["octpe pecripaTopHE MOTIPIISHHS IITOPIYHO BIIOYBAETHCS Y HEBEJIMKO1 KIJTBKOCTI
naiieHTiB 3 [JI® (mpubamsno 5-10 %). Taki emizogu MOXXyTh BHHHKATH Ha TIi
MOIIUPEHUX 3aXBOPIOBaHb, TAKUX SIK THEBMOHIS, JET€HEeBa eMOOIIis, THEBMOTOPAKC
abo cepueBa HenOCTaTHICTh. KoOJM HEMOKIMBO BCTAHOBUTHU IPUYUHY TOCTPOrO
3HMKEHHSI PECIIpaTOpHOI (PYHKIII], BUKOPUCTOBYETHCA TEPMIH «TOCTPE 3arOCTPEHHS
JI®». Hapasi He3po3ymuto, yu roctpe 3aroctpeHHs [JI® € mpocto mnposBoM
HE1JICHTU(IKOBAHOTO PECHIPaTOPHOIO YCKJIaAHEHHS (TaKOro sIK JiereHeBa eMOois,
1H(eKIis), U0 COpHse TOCTPOMY MOTIpHIeHHIO y mamieHTa 3 IJID, yn € BracTuBUM
MPUCKOPEHHSIM MaTOOI0JNIOTIYHUX TpoueciB, 3amydeHux 10 [JIP. Ocranni naHi
npoIIOBaHHSA eKcrpecli TeHIB Yy MaIlieHTiB 13 TocTpuMm 3aroctpeHHsMm [JID He
BKa3yIOTh Ha 1H(EKIIHHY €TI0JIOTIIO.

Tpanumiitno kputepii roctporo 3aroctpeHHs [JID Bxmrovanu He3po3ymiie
MOCUJICHHS 3aIUIIKH MPOTATOM | MicsIs, O3HAaKH TIMOKCEMIii, IO BU3HAYAETHCS
MOTIPIICHHSM abo CEepHO3HUM MOPYILIEHHIM ra3oo0MiHYy, HOBUMH
PEHTIeHOTpaQIUYHUMH  albBEOJISIPHUMHU  1HQUIBTpaTaMH  Ta  BIJICYTHICTIO
JIbTEPHATUBHOTO MOSICHEHHS, TAKOTO K 1H()EKIIis, JJereHeBa eMO0is, THEBMOTOPAKC
abo cepleBa HEOOCTATHICTh. ['OcTpe 3arocTpeHHsI MOK€ BUHUKHYTU B OYIb-SKHI
MoMeHT mif yac [JID 1 iHoai Moxke OyTH HOro cripaBHIM NposiBoM. CriocTepiraeTbes
MOCWICHHS KAalllII0, rapsyka Ta/a0bo 30UIbIIEHHS KUIBKOCTI MOKPOTHHHS. Xod4a
dbaxkTopu pu3HKy roctporo 3aroctpeHss [JI® HeBigomi, MOBIIOMIISETHCS MPO TOCTPY
pecrnipaTopHy JEKOMIIEHCAIll0 Micisl TOpakalbHOI XIpypriuHoi omepamii 1
oponxoansBeossipHoro jJaBaxa (bAJI). He3po3ymino, uu € 111 SBUIIA SABISIOTH COO0I0
CIIPaBXHI TOCTP1 3aTOCTPEHHS UM YCKIJIQTHEHHS BiIMOBITHUX TPOIEYD.

[ictonmoriuno roctpe 3aroctpeHHs IJI® mposBiserbcsi rocTpuM  abo
opraizyrounM Audy3HUM aidbBeossipHuM morkomkeHasm ([IAIT), abo, pimmre,
OpraHi3ylouol MHEBMOHIEIO B 30HAX BIJTHOCHO 30€peXeHOi JIEreHEeBOI TKaHWHU Ha
BiJICTaH1 BiJ HaWO1IbII (iOpo3HUX AUIIHOK. OKpeMi BUNAAKUA CBIAYATH MPO TE, IO
po0semMu 13 3a00poM 3pa3KiB y JACSKHUX MAIll€EHTIB MOXYTh MPHU3BECTU JO TOTO, IO
3pa3Ku JEMOHCTPYBATUMYTh Jiuiie Heyckianneny 311 abo opranizyrouy ¢azy JAIl
0e3 ricronoriyHux o3Hak ocHoBHO1 3111 B qociimkyBaHOMY 3pasKy.
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Idiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary
Fibrosis in Adults An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline
(2022)

IHaroricrosoriuni o3naxu 3111

[TaToricTonmoriuni kpurepii, mo xapaxktepusyiots 311 Ta iimoipny 3II1 Oyno
nepersiHyTo 1 miaTBepxeHo. [iarno3 3111, BcranoBieHuit 3a gomomorow Oiorcii,
IPYHTYETbCS HAa TOEAHAHHI TakKWX O3HAK: 1) BOTHHINEBW INIIbHHNA (GiOpo3 3
MNOPYLIEHHSIM apXITEeKTOHUKH (TOOTO YTBOPEHHS JAECTPYKTUBHHX pYOIB Ta/abo
CTUIBHHUKOBICTB), 2) CXHJIBHICTh 0 CYOILUIEBpaIbHOI Ta MapacenTalbHOT MapeHXIMHU
JereHb, 3) Borumia ¢Gpiopo0iacTiB, a Takox 4) BIJICYTHICTh O3HAK, SKi JO3BOJISIOThH
NPUIMYCTUTU allbTepHATUBHMM aiarHo3. Komm mpucyTHI BCl Il O3HAKW, MOXHa 3
yneBHeHicTio ycranosuty natep 3111, «Mmosipaa 31TT» IpyHTY€eThCs Ha pe3yibTaTax
Olomcii, sika BUSBJSE JIESIKI 3 IIMX O3HAK, 3a BIJICYTHOCTI XapaKTEPHUCTHK, IO
JTO3BOJISIIOTH MIPUITYCTUTH alIbTEPHATUBHUMN J1arHO3.

“Diagnosis  of  Idiopathic  Pulmonary  Fibrosis:  An  Official

ATS/ERS/IRS/ALAT Clinical Practice Guideline» (2018)

Mu pexkoMeHayeMO Kiaacu(iKyBaTH MATOTICTOJNOTIYHI pe3ynbTaTH Olomcii 3a

kareropisimu  «3II», «imoBipuuit  3IIl», «uHeBu3Hauennit guga 3lI» Ta
«aJbTePHATUBHUH JiarHo3» (Tadi. 4).
Ta6auusa 4. [Taroricronoriuni natepau 3111
3111 Mmosipna 3111 HeBusnauena AJIbTepHATUBHUI
(cymuiBua) 3111 aiaruo3
[inpHUi Gidbpo3 3 Hesiki di6po3 3 abo 6e3 O3Haku
apXIiTeKTypHUM TICTOJIOTI4HI apXiTEKTYpHOTO TICTOJIOTIYHUX
CIIOTBOPEHHSM (TOOTO O3HAKH 3 CIIOTBOPEHHS, 3 natepHiB iHmmx II1
JIECTPYKTHUBHE PYOIfOBaHHS 1 | CTOBIMYUKA | 0COOIMBOCTSIMU a00 | (TaKUX SIK BIJCYTHICTb
/ ab0 CTIILHUKOBICTB) MIPUCYTHI, ajJie He | Ha KOPUCTb NaTepHa, | Boruuul piopobdiacris
B Tii Mipi, 100 BigminHoro Bix 3II1, | abo m'sikuii Gidbpo3) y
[TepeBaxkae cyOneBpaibHUN | BCTAHOBUTHU a0o Ha xopucts 3II1, | BchoMy MaTepiani
1/abo mapacenTanbHUMA MIEBHUH J1arHO3 10 BTOPUHHA 110 6iormcii
posnoain Gpidposy /1D BiJTHOIIEHHIO 70
BincyrtHicth 1HIIOT IPUYKHU * INicronoriusni
Heonnopinue (msMucte) O3HaK, SIKi 3HaX1JIKH, SKi
YpaKEHHSI TApEeHXIMU nependavaroTh Jesiki ricTosoriuHi BKa3yIOTh Ha IHIII
¢bi6po3om IIbTEPHATUBHUNA | O3HAKH 3 CTOBMYMKA | 3aXBOPIOBAHHS
J1arHo3 1 npucyTHi, ogHaK 3 | (TINEPCEeHCUTUBHUN
Bornwuma ¢i6pobnactis O3HAKaMHU, 5Kl nHeBMOHIT, JIKT,
abo nepea6adaroTh capkoinos, JIAM)
BincyTtHicTh 03HaK, sKi aJIbTEepHATUBHUU
Tepe16avaoTh Tinbkn Jiarao3**
AIbTePHATUBHUN N11arHO3 CTLIEHUKOBICTh

3II1 — 3BuvaitHa iHTepcTHIianbHa MHEBMOHIA, IJID - imionmatwynuii snereneBuii (idpos; 1T —
igionaTHyHi iHTepcTULianbHI MHeBMOHIl; JIAM — nimdanrioneiiomiomatos, JIKI' — Jlanreprauc-
KJIITAHHUA TICTIONATO3.
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* I'panynbomu, TiadiHOBI MeMOpaHu (KpiM BHUIIAIKIB, MOB'S3aHUX 13 3arocTpeHHsM LJID, sike moxe
OyTH MPOSIBOM Y JISSKHUX TAIIEHTIB), BAPAKEHI 3MiHU B IICHTPAIBHUX BIIIITAX AUXATBHUX IIIJISXIB,
00J1acTi 1HTEPCTHUIIATLHOTO 3amajieHHs 0e3 acomiioBaHoro ¢iopo3y, BUpPaKEHUN XpOHIYHUN
(bi10po3HMIA MIIEBPUT, OpraHi3yroda MHEeBMOHIsA. Taki 0coOIMBOCTI MOXKYTh OyTH HEOYEBUIHI abo
HETIOMITHI HEIATOTOBJIEHOMY OKY, 1 iX 4acTO HEOOXiTHO CHEIialbHO ITyKATH.

**(O3Haku, sIKi MOBUHHI BUKJIMKATH MOOOIOBAHHS 00 WMOBIPHOCTI aJbTEPHATUBHOTO JiarHO3Y,
BKJIFOYAIOTh 3alaJIbHUI 1HQUIBTPAT KITHH MaJeKO BiJl AUISTHOK CTUIBHUKOBUX 3MiH, BHPaXXEHY
TiMGOIAHY TIMEPIUIa3iro i YiTKO OPOHXIONMONESHTPUYHUA PO3MOILL, 110 MOXKE BKIIOUYATH BEIUKY
NepiOpOHXIONIIPHY METaruiasito.

Komenmap pobouoi zpynu: Y 2000 poyi Amepukancvke mopaxaivHe
moeapucmeo i €8ponelicbke pecnipamopHe mMo8aApPUCME0 ONYONIKY8aIU NepuLy
MIDCHAPOOHY Y200y no Oiacnocmuyi ma Jnikyeannto 1JID [187]. I[Honoowcenns
nepeobauano 0008's13x08y eepughikayio Oiacnozy memooom Xipypeiunoi 0Oioncii
necens. Lla pexomenoayis Oyna 3acHO8AHA HA pe3yTbmamax OYiHKU O0CMOBIPHOCMI
oiacnocmuxku IJI® Ha OCHOBI KIIHIYHUX CUMNMOMIB, OAHUX peHmeeHnozpagii ma
Komn'tomepnoi  momoepaghii  opeamnie  epyOHOi NOPONCHUHU 8 NOPIBHAHHI 3
pesynemamamu  6ioncii. Tax, O0ocmogipuicms 0iacHO3y, 3ACHOBAHO020 MINLKU HA
KAIHIYHUX OaHux, ckaana 62 %, a 3acmocysanns penmeenozpadii i KT niosuwyeano
MoYHIicMb 0Ia2HOCMUKU 8Ccb020 00 76 Y. [loceio Haykoeux 0ocniodicensb, HaKONUYeHU
3 momenmy onyonikyeanuns y 2000 poyi yeoou no IJID, 3ymoeus HeobXxiOHicmb
VMOYHEHHs Kpumepiie O0iacHOCMUKU 3aX680PI08AHHA 1 nepeaniady O0esiKux NpUuHyunie
nikyeanus xeopux. Ilepw 3a 6ce, ye 0y10 No8's13aHO 3 pPO3BUMKOM MEXHONO2IU 8
obnacmi komn'romepnoi momoepaghii. 3a wmacmynni 10 pokie OiacnHocmuuHi
moorcnugocmi KT 3pocau  nacmineku, wo 3a pe3yiomamom MopgonociyHoi
JiaeHOoCmMuKU  yeu  Memoo Ccmas  YCHIWHO  KOHKYpY8amu 3  MemoooM
namo2icmonociuno2o 0ocniodcenHs. Y 38'a3ky 3 yum y HACMYnHi poKku 0y10
po3pobneno kpumepii KT-0iaenocmuku IJI1®, yvymausicms sikoi caeana 90—100 %.

Osnaku natepny 3111 na KTBP3

Haiinommpenini o3naku 3111 na KTBP3 Brito4aroTh CTIIbHUKOBICTD, TPAKIIiiHI
OpOHXOEKTa3u 1 TpaKI[iHI OPOHXIOJOEKTa3H, SKI MOXYTh CIOCTEpIraTHUCS Ha Tl
MOMYTHIHHS 32 TUIIOM «MaToBoro ckia» (IIMC) Ta nerkoi peTuKyJsii.

CminbHuxogicms BITHOCUTHCS 0 KIACTEPHUX KICTO3HUX MOBITPSIHUX MPOCTOPIB
3 TUNOBUM JiamMeTpoM KicT 3—10 mM, ane iHOAl 1 OuIiblle, 3 TOBCTUMHM, YITKO
OKpECIICHUMH CTiHKaMu. lle 3a3BWYaii MOE€THYETHCS 3 PETHKYJISIPHUMH 3MiHAMU
BHACJIJIOK TPaKIIHHUX OpPOHXO- 1 OponHxiojioekTa3iB [31]. CTIILHUKOBICTh YacTiIe
MpEe/ICTaBlIeHa CKYMUYEHHSMH KICT B KUIbKa IIApiB, aje 1HOJI CyOIieBpaibHl KICTH
MOYTbh OyTH PO3TAIIOBaH1 B OJIUH IIaP, 110 CTBOPIOE TPYIHOIII 1 AU EPEHITIATBHOT
JIarHOCTUKH 3 TIapacenTajibHOI0 eMdizeMoro i OpoHxiojoekTazamu [32].

Tpaxyiini bpouxoekmasu i OpoHXioI0eKMa3u € KIFOUOBOIO 03HAKOO JICTCHEBOTO
¢16po3y, BOHU BapitOOTh BiJl TOHKUX HEPIBHOCTEH OPOHX1adbHOT CTIHKU JIO 3HAYHOTO
CIIOTBOPEHHST  apXiTeKTypu 3 Bapiko3omomiOHumMu posmupeHHsmu  [33-37].
bponxionoekTasn dacTtimie po3TamioBaHI CyOIJIEBpaJbHO TO CYCIICTBY  3i
CTUTPHUKOBHAMH KiCTaMH.
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Cumnmom «mamogoeo ckia» — 1€ JAUISHKAa TIOMYTHIHHS TapeHxiMu 13
30epeKEHHSIM Ha HOT0 T OPOHXO0-CYJUHHOTO MATFOHKY. J[iarHOCTHYHE 3HAYCHHS IS
3111 miIIHKHM «MaTOBOTO CKJIa» HaOyBalOTh B TOMY BHITQJIKy, SKIIO HA HHUX
HAKJIAIa€ThCS HKHUN CITYACTHI MaJIFOHOK BHACIIIOK OpoHXiooekTasiB [47].

Bunineno 4otupu AiarHOCTHYHI KaTeropii, siki ckiagaroThes 3 KT-cumnromis
(tabn. 5 momoBHeHa y 2022 pomi). 1li xareropii BkarovaroTh 3lI1-marepH (puc. 1),
nmoipuuit 311-matepn (puc. 2), HeBuznauenuit (cymuiBuuii) 31I1-matepn (puc. 3) i
aNlbTepHATHBHUMN AiarHo3 (puc. 4).

' Puc. 1. Kowmm'torepna Ttomorpadis
BHCOKO1 po3nibHOi 31atHOCTi (KTBP3), mo

nemonctpye marepn  3III.  Tlomepeuni
(akcianbHi) 3pi3u KT (A, B, D), koponanbHa
' pexornctpykuiss  (C), 1m0  TOKa3yrOTh
%~ , HasBHICTb CTITBHUKOBHX 3MiH 3
A cyOrieBpaIbHUM i 0azanpHUM
nepeBakaHHsAM. Bin3HaueHO oJIHOYAcHA
MPHUCYTHICTh M'IKOTO «MaToBOrO ckiay (D).
30inbIIeHe 300pa)KeHHsT JBOT HIKHBOT
YaCTKH, 1110 TTIOKA3Y€E THITOBI XapaKTePUCTUKU
CTUIBHUKIB, 110 CKIAJAIOThCS 31 CKYITYCHb
KICTO3HHMX MOBITPSHUX IPOCTOPIB 3 UITKO
OKPECJIICHUMH CTIHKaMHd 1 BapiaOeIbHUM
IiaMeTpoM, SKi BUIUMI B OJHOMY abo
JEKIIbKOX Mapax (cTpuiku) [3].

Puc. 2. KTBP3-marepn iimosipnoi 3III.
[Tonepeuni 3pi3u (A, B), kopoHanpHa
pexoHCTpyKIisi o6ox sereHs (C), 30imbIIeHe
caritajpHe 300pak€HHS TPaBOi HMKHBOI
gactku (D) UTIOCTPYIOTh ~ HasIBHICTb
PETUKYJISIPHOTO MaTepHy — mnepudepuyHi
OpoHxionoekTa3u 3 cyOIuIeBpaJlbHUM  Ta
0a3alpbHUM TIEPEBAKAHHSAM. 3aJekHO BiJ
opieHTanii BigHOcHO moumHU KT-3pizy
nepudepudHi  TpakIiiHI OpPOHX10JOEKTa3!
BUTJISAAIOTE SIK TYOynsipHi (cTpiniku) abo
KICTO3HI (HAKOHEYHUKU CTPUIOK) CTPYKTYpPH.
Bigzaaueno oJlHOYacHa MIPUCYTHICTh
nomipHoro [IMC B  cyOruieBpaibHUX
obOnactsix 000X JiereHb 1  BIJCYTHICTh
CTITLHUKOBHX 3MiH [3].
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Puc. 3. KTBP3-narepn neBusnauenoi (cymuiBuoi) 3111 (A—C). [lonepeuni 3pi3u MOKa3yiOTh BEIUKY
1H(DTBTpALIiIO JIETeHb, 10 MOeAHYE B co01 cTinbHUKHU, [IMC Bix Jerkoro 10 MOMipHOTO CTYIIEHS,
ACHMETPUYHHIA PO3IOILT MIXK 000Ma JIETEHsIMH 1 BIJICYTHICTh CyOIUIEBpaIbHOTO TIepeBakaHHs [3].

Puc. 4. KTBP3-marepn, mo 103BOJISIE MPUIYCTUTH ATbTCPHATHBHUU JiarHo3 (iOpo3y JIereHb.
[Tonepeuni 3pizu KT (A 1 B), orpumani Ha ramOOKOMy BAMXY, MOKa3ylOThb JIUCEMIHOBaHY
1HQUTBTpAIIO JIETEeHb, 30epiraloThes JesKi BTOPHWHHI JIETCHEBI YacTOYKU B Oa3aJIbHUX BiJUIiLIAX
nerenb. [lonepeunuit 3pi3z KT, orpumanuii Ha Bunuxy (C), miATBEpIXKYE OIBKOBYIO MOBITPSHY
nacTky. Bci mani cBiquaTh mpo XpOHIYHHHA TiIEpCEHCUTHBHUNA THEBMOHIT [31].
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in Adults An Official

ITatepn na KTBP3

PesyabtaTn KT, 10 BKa3yloTh Ha

cyOrmieBpanbpHa i
OazajpHa JOoKaIi3amis

Po3smoain gacro
HEOTHOPITHUH (IUTSTHKA
HOPMAJIBHOI JIeTeHI1
MIEPEMEKOBYIOTHCS
ninstHKaMu Giopo3y)

[lepioguune audysHe
MOV PEHHS

MoxuBa acumeTpis

cyOruieBpanbpHa i 6azanpHa
JIOKai3anis

Po3smoaun gacto
HEOTHOPITHUH (UTSTHKA
HOPMAJIBHOI JIETeHI
MIEPEMEIKOBYIOTHCSI
TUTSTHKaMU PEeTUKYIIALIT Ta
TpaKIIHHUMU
OpoHXOeKTa3aMu/
OpOHX10JIOEKTa3aMH )

oe3
CyOILIEBpaIbHOTO
[epeBaKaHHs

IHatepn 3111 ITatepn iimoBipHoi 3111 | HeBuznauena 3111 ..
aJIbTepHATHBHMIA 1iarHO3
PiBenb
. . . o YMoOBHa BUCOKA YMOBHa HU3bKA .
JOCTOBIPHOCTI JocroBipHuii . . Husbka un gyxe HU3bKA JOCTOBIPHOCTD
BLTHOCHO 110 (> 90 %) JIOCTOBIPHOCTH BIIEBHEHICTh (< 50 %)
. (70-89 %) (51-69 %) -
3III-ricTosorii
Pozmomin [TepeBaxae [TepeBaxkae Hudy3nauii posnonin | [lepeBaxae nepruOpoHXOBaCcKysIpHA JOKai3allis

13 cyOTIeBpaIbHUM 30€peKEHHSIM CTPYKTYPH
(posrnsanytu HCIIT)

[Tepunimbarrnanamii po3MoIILT
(po3rasiHyTH CapKoino3)

BepxHiit abo cepenHiii BiLI JereH1 (pO3rIISHYTH
¢bi6pozunii ['TI, 3CT-13JI Ta capkoino3)

CyOrmuieBpaiibHe 30€peKeHHs CTPYKTYpH
(posrasuytu HCIIT a6o 111, moB’si3any 3
KYPIHHSIM)

Osuaku Ha KT

CTIUJIBHUKOBICTBD 3
TpaKIiTHUMU
OpoHx0eKTa3aMu/OpoHXi
0JI0EKTa3aMH 4M 0e3 HUX

Hasgasuictn
HEpPIBHOMIPHOTO
MTOTOBIIEHHS
MIDXKIOJIBKOBHUX
TIEPErOPOJIOK

PetukynsspHuil pucyHOK 3
TpaKIIHHUMU
OpoHXOeKTa3aMu/
OpoHX10JI0EKTa3aMu

HIMOBIpHICTb JI€TKOTO
IIMC

O3HaKH JIETEHEBOT0
$i6po3y Ha KT, sxi
HE BKa3ylOTh Ha
KOHKpPETHY
€T10JIOTIIO

3MIHH B JIETEHIX
Kictu (posrmsytu JIAM, JIKT, JIIIT ta AIIT)

Moszaiune nocnabnaeHHs a00 «IeTeHsS CUPOBaPIiB»
(posrasyTh ['TI)

IepeBaxanns [IMC (posrnanytu I'TI, xBopoOy,
OB’ s13aHY 3 KYPIHHSM, METUKaMEHTO3HY
TOKCHUYHICTH Ta TOCTPE 3arocTpeHHs hidpo3sy)
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IIaTtepn na KTBP3
. o Pesyabratu KT, o BKa3yrrs Ha
IMaTepn 3111 IMaTepn iimoBipuoi 3111 | HeBusnauvena 3111 ¥ > O Bleasy
aJIbTepHATHBHMIA 1iarHO3
BincyrHicTh [Ipody3Hi HeHTPITOOYIAPHI MIKPOBY3IHKH
3a3Buyai cyOIIeBpaIbHOTO (posrasaytu I'T1 a6o xBopoOy, MOB’sA3aHy 3
IIEPEKPUBAETHCS 30epeKeHHs CTPYKTYpHU KYpPIHHSIM)
PETUKYISIPHUM
pucysnkowm, Jjierke [IIMC Bysnuku (po3riasiHyTH capkoinos)
Mo:xuBa JiereHeBa Koncomigariist (po3rissHyTH MTHEBMOHIIO, 1110
ocudikaris OpraHi3yeThes, TOLIO)
3MiHHU B CepeIOCTIHHI
[IneBpanbHi 6JAIKY (PO3TIISHYTH acOecTo3)
Posmmpennii crpaBoxiz (posrasayt 3CT)

Cxopouennsi: KT — xomn’totepHa Tomorpadisi, 3CT — 3axBoproBaHHs crionydHoi Tkanunu, J{II1 — neckBamaTHBHA IHTEPCTHIIIITHA THEBMOHIS,
[IMC — nmoMyTHIHHS 32 TUIIOM «MaToBOTO CKiIa», [ Tl — rinepcercuruBamii mHeBMOHIT, KTBP3 — koM torepHa TomMorpadist 3 BACOKOIO PO3/IUTHHOIO
3natHicTio, [3J1 — iHTepcTuIiiiHe 3aXBOpIOBaHHSA JiereHb, I — inTepcTuniiina nueBmoHisa, JIAM — nimdanrioneiomiomaros, JIIT — nimpoigna
iHTepcruuiina nHeBMoHis, HCIII — necneuudiuna intepcruniiina nueBMoHis. JIKIT — Jlanrepranc-kimitTuHHUi rictionuTos, 311 — 3Buuaiina
IHTepCTULIIiHA TTHEBMOHISI.
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OcraHHIM YacoM 3’SBIIE€TbCS BCE OUIbINE JOKa3iB TOro, IO Yy MAIll€EHTIB 3
natepaoM imoBipHoi 3111 1 mareprom 3111 na KTBP3 xapakrepuctuku Ta KIiHIYHAN
nepelir xBopobu € moxionumu [38—40]. mpu 1BOMY BIPOT1IHICTH TICTOJOTIYHOTO
niarBeppkenns 3111 y mamienTi 3 marepHom iMoBipHOi 3111 konuBaeTnes Bia 80 % mo
85 % [38, 41, 42].

Xoua martepH 3III ta marepn ¥imoBipHOi 3II1 3anumaroTbes BiTOKPEMIIEHUMU
(Tabn. 6), MIarHOCTWYHI MIIXOMW MJIs IMX HO30JOTIYHWUX OJWHHIL MOAIOHI, a
TICTOJIOTIYHE TMIiATBEP/KEHHS 3a3BHYail HEMOTpiOHE, SKI0 HEMAa€ KIIHIYHOTO
3aHEMOKOEHHS 00 aJIbTEPHATUBHOIO JI1arHo3y [4]

Ta6auusa 6. JliarHo3 igiomatuyHOTO JereHeBoro ¢(iOpo3y, 3aCHOBaHUN Ha
KTBP3- i ricronmarosorivnomMy narepHax [4]

licronartoJioriuHuii natepu
HeBu3znauenmnii
MMino3pa na LJI®* 31 i . 3 s 3111 a6o AJIbTepHATHBHMI
MOBIpHA oiomncis He miarLos
npononnnacn
3111 VId VId 1D He [JI®
Timogipna 3111 1D 1D Moscmsuii He UId
UIp**
KTBP3 MoxknuBuit Hesusnauenuii
narepH | Hesusnauena 3111 W) () DT DT He UI®
AnbprepHatuBHui | MoxnuBuil | HeBuzHaueHnii
JTarHo3 JTdD** [JTd*** He Ul® He Ul®

* — «Kuniniuna nmigo3pa Ha [JI®»: marepH 6inatepanbHOro JereHeBoro ¢idpo3y HESICHOTO TeHe3y, 3
cumnToMamMu abo Oe3, Ha peHtreHorpami abo KT, 6i0a3mispHi 1HCHIpaTOpHI XPHIH, BIK
crapie 60 pokis. (ITauientn y Biti >40 pokiB 1 <60 pokiB, 0COOIUBO 3 PU3MKOM CIMEHHOTO
nereHeBoro ¢iopo3y, piaKo MOKYTh MaTH TOM K€ KIIIHIYHUMA CIIEHAPIH, 10 1 TUTIOBUMN MAIlI€EHT
ctapiie 60 pokiB).

** — INiarno3 JI® moxxnuBuii, Koy Ka-HEOYIb 3 TAKUX O3HAK MIPUCYTHS:

1) nomipHO-pi3KO BUpaKeHi TPaKI[iiHI OPOHXOEKTa3u/OpOHX10I0EKTa3n (BH3HAYAKOTHCS SIK
HE3HAYHO BUPAXKEHI OpOHX0-/ OPOHX10JI0EKTa3H B YOTHPHOX 1 OLIBIIIE YACTKAX, BKIFOYAIOUH
S3MYKOBI, 110 BPAaXOBYIOTHCS SIK YacTKH, a00 MOMIpPHO-pI3KO BHpake€H1 B JABOX 1 Oliblie
yacTKax y 4oJioBikiB crapiue 50 pokiB 1 y iHOK ctapiie 60 pokiB

2) perukynspHi 3mian >30 % wa KTBP3 y manienris crapiie 70 pokiB

3) 30ibIIeHHS KUTBKOCTI HEUTPO(DLIiB 1/a00 BiCYTHICTH JiMQOIHTIB B pianHi BAJI

4) mynapTHIUCHHIUTIHApHA quckycis (MJI/]) BieBHEHO cXusieThest 10 aiarHosy 1J1d

*#%* _ CymHuiBHMHM niarao3 IJ1®
1) Be3 anexBatHOi Oioncii [JI® manoiiMoBipHU#

2) Tlpu anexBatHii Giorcii MoXe OyTH BCTAaHOBJICHUI OLTbIII KOHKPETHUH fAiarHo3 micis M1J]
a00 T0JaTKOBUX KOHCYIBTAIiH.

JliarHOCTHYHMH TiaXi

['pyna ekcriepTiB OHOBHJIM AlarHOCTUUHMM miaxia Hactanosu 3 niarnoctuku [J1®
Big 2018 p. OcHOBHa 3MiHAa B JIarHOCTUYHOMY QJITOPUTMI MOJSTa€ B TOMY, LIO
CTpaTerist BeleHHs namieHTiB 3 natepHoM iimoBipHoi 3111 na KTBP3 tenep cniBnanae
31 cTpareriero i namientiB 3 31I1, a e o3Hauae 3MEHIIEHHS HMOBIPHOCTI B3SITTS
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3pa3ka JIEreHI IICAsS TMOYaTKOBOro OararonpogiabHOro oO0roBopeHHs (puc. 5).
KmiouoBa 3miHa pucyHKa, sKui omnucye mnoeaHanHs nartepny Ha KTBP3 rta
TICTOJIOTIYHOI KapTUHH, MOJISTae B ToMy, 1o natepH Ha KTBP3, skuit cBiguuth npo
aJIbTEpHATUBHUI J1arHO3 y TMO€IHAHHI 3 T1CTOMATOJOTIYHOI0 KapTHHOI0 WMOBIPHOT
3111, Tenep BBaxkaeThest maTepHoM HeBu3HaueHoi IJID, a ne He-1JID. OGrpyHTYBaHHSIM
€ CIIOCTEPEKEHHS EKCIIePTIB IIOJA0 TOro, IO TAIll€EHTH 3 TaKOK KOMOIHAITIEIO
pe3yabTaTiB MOXKYTh MaTH HEOJHOPIAHI MAaTepHU XapaKTEPUCTUK Ta PE3yJIbTaTiB
3aXBOPIOBAHHS, y TOMY YHCHI iHOAI TOmiOHI J0 TWx y marmieHTiB 3 [JID, Tomy
NO3HAYEHHS LIbOTO NAaTEpHY SIK «HEBU3HAYEHOI'O» 3JA€ThCS KpalllUM Iepen Ouiblil
00OMeXKyBaJIbHUMH BKa3iBKaMHU, HaJJaHUMH B TIOMIEPEIHIM HACTAHOBI).

[ IMamieHT 3 migo3poro Ha JID ]
4
( IToreHnniiiHa NpUYMHA/TIOB’sI3aHUM CTaH ]
Hi | Tak
Hi :
( KTBP3-narepn ) (UlﬂTBenmeHHx cneu.mb.
| Lmarﬂo3y, BKIIO4YHO 13 KT
Tak
3111 abo ] HeBusnauena 3111 abo ]
imoBipna 3IIT* aJILTEPHATHUBHHH J1arHo3
( MJIJT
Y
(BAT£TBKI }———~(  XBI )
C ML )
¥ ¥
1D @mﬂbTepHaTI/IBHPIﬁ ,uiarHog

Puc. 5. JliarHOCTHYHMI anroput™M Jid igionatuyHoro jereHeBoro ¢ioposy (IJID), pospobienuit

HIJIIXOM KOHCEHCYCY B MPOILIeci 0OrOBOPEHHSI.

*[laieHTH 3 PEHTIeHOJIOTTYHUM TaTEpPHOM WMOBIPHOI 3BMYaiiHOI iHTepcTuLiiiHOi mHeBMOHIT (31I1)
MOXyTh oTpumatu aiarHo3 JI® micms MJIJl Ge3 miaTBepaKeHHS NaHUMHU OIONCIi JIEreHb Yy
BIJIMOBIAHIN KIIiHIYHIN cuTyanii (Hanmpukias, Bik 60 pokiB, 4ojoBiua ctaTh, KypiHHs). BAJI Mmoxe
OyTH IOLIUIBHUM JJIs ACIKHUX MaIieHTiB 3 narepHoM iimoBipHOi 3II1. BAJI Moxe OyTH BUKOHaHUI
nepen M/l y neskux Taii€eHTIB, K1 MPOXOAATh OOCTSXKEHHS y MOCBimMdeHUX IeHTpax. Crifg
BiJIaTH InepeBary TpaHcOponxianbHiil kpiobiomncii nerens (TBKJI) mepen XipypriuHoro 6iomnciero
nerenb (XbJI) y nenTpax 3 BIAMOBIIHUM JOCB1IOM Ta/abo B esKUX rpymnax nauieHTiB. [lonanbia
XBJI Mmoxxe OyTH BUIIPAaBIAHOIO Y JESIKUX MAIlI€HTIB 3 HellarHOCTUYHUMU pe3ynbTatamMu TBKIL

Komenmap poobouoi epynu: Jliacnocmuunuii aneopumm ons IJI® wupoxo ma
yeniwHo sukopucmogyemocs vy Llenmpi necenesoco ¢ioposy npu HHI] ®ITA HAMH
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Yxpainu. Aneopumm nokazas oocums 8UCOKy egpekmueHicmo y npakmuyHiu pobomi, a

makooasic  npu

BUKOHAHHI

MIHCHAPOOHUX

anmughiopomuuHux npenapamia.
Oouax cnid 3a3wayumu, wo mparcopouxianrvbha Kpiobdioncia necenv (THBKJI)
3ACMOCOBYEMbC Y 0OMEdCeHOI KinbKocmi nayicHmie, ockintoku @axieyi Llenmpy
(bponxonoeu ma namomopghonoeu) He 6ioznauarome cymmesux nepesaz THKJI y
NOPIBHAHHI 3 MPAOUYIUHOI MPAHCOPouXianbHO bioncieto necens (THBBJI).

npozpam  KJAIHIYHUX

8UNpooysas

Diagnosis of Idiopathic Pulmonary Fibrosis: An Official ATS/ERS/JRS/ALAT
Clinical Practice Guideline» (2018)

VY  Ttabmumi

7/ TpencTaBieHi

peKoMeHaaIi

3aCTOCYBaHHS JICSIKUX METO/IIB JIIarHOCTUKH.
Tabauus 7. PexoMeHalii mo/10 3aCTOCYBaHHS JESIKUX METOJIIB J1arHOCTUKH

ATS/ERS/JRS/ALAT

o0

Metoau

KTBP3-narepun iimoBipHoi,
cymuiBHoi 3111 Ta
AJIbTEePATHBHOIO TiarHO3y

KTBP3-narepn 3III

Kiituanaunii aganiz BAJI

Mu BBaxkaeMo, 1110 KIITHHHUI
anaiiz bBAJI moxe Oytu
BUKOHaHUH (YMOBHa
pPEKOMEHTaIlisT)

Mu BBaxkaeMo, 1110 KIITHHHUI
ananiz BAJI He citig BUKOHYBaTH
(yMOBHa pekoMeHaa1lis)

Xipypriuna Oiomncisi JiereHi
(XBJI)

Mu BBaxxaeMo, 1110 XbJI Moxe
OyTH BUKOHaHa
(yMOBHa pekoMeHaallisl)

Mu npornoHyeMo He BUKOHYBATH
XBJI (cunbHa peKOMEHIAIis)

TpancOponxiaiibHa OlorMCist
neredi (TBBJI)

Pexomenparii moao THBJI (3a
ab0 poTH) HE 3pO0JIeHO.

Mu iponoHyeMO HE BUKOHYBATH
TBbBJI (cunpHa pekoMeHaaIis)

Kpiobiomncis nerexi

Pexomenparii moa0 kpioGioncii
nereHi (3a abo mpoTH) He
3pO0JICHO.

M#u nporoHyeMO He BUKOHYBATH
Kp100i0ICito JIereHi
(cryibHa peKOMEH 1Al )

Meanunuii aHaMHe3
B)KMBaHHS JIIKIB Ta BIUTUBY
HAaBKOJIMIIIHBOTO
cepeIoBHILA

Mu nponoHyeMo 310paTu JOKIaAHY 1CTOPItO SIK IpUHOMY JIIKiB, TaK
1 BIUIMBY HaBKOJIMIIIHBOTO CEPEIOBUIIIA BIOMA, Ha pOOOTI Ta B 1HIINX
MICIISIX, JI€ TAlli€HT YacTo OyBae, A BUKIIOYEHHS MOTEHIIHIX

npuuuH [3J1.

CeponoriyuHe  TecTyBaHHs
Ju1st BUKITtoUeHHsT 3CT

M npornoHyeMo cepoJioridyHe TecTyBaHHA s BUKIoueHHs 3CT sk

noTeHuiinoi npuunau 13J1.

MynsTUANCIUILTIHAPHA
JTUCKYCIS

Mu BBaxkaemo, mo MJI/] ciig mpoBOAWTH AJsl YXBAJICHHS PIllIEHHS

(YyMOBHa peKOMEH/IaIlis)

biomapkepu cupoBaTku

Mu nporioHyemo He BuMiptoBaTu cupoatkoBi MMP-7, SPD, CCL-

18 abo KL-6 3 wmeroro Bigpisuutn UI® Bix ixHmwmx I13J1
(crytbHa pEKOMEH TAITis )
KL-6 — Kpeoc ¢on nen Jlynren-6; MMP-7 — wmartpuyna wmeranomnpoTeinaza 7,

SPD — cypdakrantuuit npotein D; CCL-18 — xemokinoBuit irang 18.
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«An Official ATS/ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management» (2011)

BucHoBku

1. 1JI® Bu3HauaeThes Ak cnenudiuna Gpopma XpoHiIUHOI, mporpecyrodoi Gpidpo3Hoi
IHTEPCTUIIATbHOI THEBMOHIT HEBIIOMOI MPUYMHU, SKAa BUHHUKAE TEPEBAXHO Y
JITHIX JIFOACH, OOMEKeHa JIETeHSIMH Ta II0B’s3aHa 3 TICTOIATOJOTIYHOI0 Ta/abo
peHTreHooriyHo0 kaptunoro 31I1.

2. Jlnsa niaraoctuku IJI® moTpidHO:

d. BUKIIOYCHHS IHIIUX BIJOMHUX NPUYMH IHTEPCTULIAIBLHOTO 3aXBOPIOBaHHS
nerediB (I13JI) (Hanpukiaz, BIUIMB HABKOJUIITHBOTO CEPEAOBUINA BJOMA Ta Ha
BUpoOHUITBI, 3CT Ta TOKCUYHICTD JIKIB);

b. wnasBuicTh kapTuHH 311 Ha KOMI'rOTEepHIH ToMorpadii BHCOKOI PO3aiIbHOT
snatHocTi (KTBP3) y matienTis, sikum He npoBoauiu XbJI;

c. cnenudiuni komOiHamii KTBP3 ta XBJI.

3. Tounicte miarHoCTHKU [JI® mABUIIYEThCA 3aBASKH MUDKIACIUATLIIHAPHOMY
OOrOBOPEHHIO MyJbMOHOJIOTAMH, PEHTTEHOJOTAaMHU Ta TATOJOTaMH, SKI MaloTh
nocBix glarmoctuku 13J1.

4. 1IJI® — cMmeprenbHE 3aXBOPIOBAaHHS JIETE€HIB; HOro nepedir MIHJIMBHMA 1
Hernepen0avyyBaHUM:

a. OumbwicTh nauieHTiB 3 [JI® BiAMIYalOTh MOCTYNOBE MOTIPIICHHS JIET€HEBI
GyHKITIT TpOTATOM 6araTb0X pPOKiB; Y MEHIIIOCTI MAI[IEHTIB CTaH 3aJUIIAEThCS
cTab1IpHUM 200 IIBUJIKO MOTIPITYETHCS.

b. meski mMmamieHTH MOXYTh BIJYYBaTH €IMI30AU TOCTPOIO PECIipaTOPHOIro
MOTIPIICHHS, HE3BAXKAIOUM Ha MOTIEPETHIO CTA0ITBHICTb.

5. IlporpecyBaHHs 3aXBOPIOBAaHHSI TPOSIBISETbCS IOCWIEHHSM pECHipaTOPHUX
CUMIITOMIB, TIOTIPIICHHSIM pE3yJdbTaTiB TECTy Ha JeTeHeBy (YHKIIIIO,
nporpecytounm (idpozom Ha KTBP3, roctpuM 3HMKEHHAM JUXaHHS 200 CMEPTIO.

6. Ilamientu 3 1JI® mMoxyTh MaTu CyOKIiHIYHI ab0 SIBHI CyIMyTHI 3aXBOPIOBAHHS,
Bkmovaroun JII', racrpoe3odareasibHuii peduirokc, OOCTPYKTHUBHE armHOE CHY,
OKUpPIHHA Ta eMQizeMy. BIIMB UX CTaHIB HAa PE3yNbTAT JIKYBAHHS IMALIEHTIB 3
JI® nescHui.

PexomMenaanii 1o JiikyBaHHIO
1. PexoMeHpalis mpoTH BUKOPUCTAHHS HACTYMHHMX 3ac001B ais jikyBaHHA [JID e
CHJIBHOIO:
MOHOTEpaIlis KopTukoctepoigamu (Pooo)
KoJxinua (ooo)
nuksocnopu A (€9ooo)
KOMOIHOBaHa Teparisi KOPTUKOCTEpOoiaMu Ta iMyHoMoay siTopamu (PP o0)
inrepdepon y 1b (BDDD)
6o3enran (BDDO)
eTaHeplent(PPPHo)

@me oo o
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2. PexoMenpariii mpoTH BUKOPUCTAHHS HACTYMHUX 3aco01B jyis JyikyBaHHs 1JID €
cllabKkuMu; TOOTO II METOAU JIIKYBaHHS HE CIIiJ] 3aCTOCOBYBATH y OUIBLIOCTI
nariedTiB 3 [JI®, ane BOoHU MOXKYTh OyTH PO3yMHUM BUOOPOM JJIsl MEHILIOCTI:

a. KOMOIHOBaHUU alleTUJIIMCTETH, a3aTiONpuH 1 npeaHi3oH (PP O0O)
b. monoreparmis aneruiucreinom (PHoo)

c. antukoaryisuis (PP Po)

d. mipdpeninon (PPHoo)

3. PexomMenpariist o0 TpuBaioi KMCHEBOI Teparii y mamieHTiB 3 [JI® ta kiiHIYHO
3HAYYIIUM CIIOKOEM — CHITbHaA (@ ©000)

4. PexoMmeHpamis 100 TPaHCIUIAHTAIlli JeTeHb BIANOBIAHUM marlieHTam 3 [JID €
CHJIbHOIO (€D 000)

5. Pexomenpanii mpoTH MPOBENEHHS IITYYHOI BEHTUJIALII JIET€Hb Yy TMAIlI€HTIB 3
JTUXaJbHOI0 HeAocTaTHiCTIO BHachigok IJI® e cpabkumu; TOOTO MITy4HA
BEHTWIALIS JIETEHIB HE MOBMHHA BUKOPHUCTOBYBATHUCS y OUIBIIOCTI MAIlIEHTIB 3
JI®D, ane moxe OyTH 00TpyHTOBaHUM BUOOpPOM y MeHIocTi (P oo)

6. Pexomennaiii o 10 JereHeBoi peadimitamii y mamieHTiB 3 [JI® € cmabkumu; To6TO
JereHeBa peadiniTalis HIOBUHHA 3aCTOCOBYBATHCS Y OUTIIOCTI MamieHTiB 3 [JID,
aJie 11 MEHILIOCTI BIAMOBA B1J1 JIETEHEBO1 peadlmiTalii Moxe OyTr 00IpPyHTOBaHUM
BruGOpoMm (PP oo)

7. PexoMenmarii moa0 KOPTUKOCTEPOIiB y MAIIEHTIB 13 TOCTPHUM 3arocTpeHHsIM [JID
€ cIabKUMU; TOOTO KOPTUKOCTEPOIIM CJIiJT 3ACTOCOBYBATH Y OUIBIIOCTI MAI[IEHTIB
13 rocTpumM 3aroctpeHHsM [JID, aje HEBUKOPHUCTaHHS KOPTHUKOCTEPOIIIB MOXKE
OyTu 00rpyHTOBaHUM BHOOpOM it MeHIocTi (Pooo)

8. Pexomennarii npotu jmikyBanHs JII', moB’s3anoi 3 1JID, € cmabkumu; TooTo JII™ He
cmia JnkyBaTd y Ouremiocti mamientiB 3 IJID, ane mikyBaHHS MoXke OyTH
0OIpyHTOBaHMM BHOOPOM Jijist MeHIIocTi (Do oo)

9. Pexomenmamii 11010 JIiKyBaHHS O€3CHMITOMHOIO TacTpoe30darcabHOTO
pedmokcy y mamientiB 3 IJI® € cmabkumu; TOOTO OE3CUMIITOMHHUIA
ractpoe3odareaabHuil peQuIroKe Ciif JIIKyBaTH y OUIbIIOCTI NamieHTiB 3 LJID, ane
B1JICYTHICTb JIIKyBaHHS O€3CUMIITOMHOTO racTpoe3odareaibHOro peirokcy Moxe
Oytu 00rpyHTOBaHUM BHOOpOM (H000)

3riTHO 3 OIMyOJIIKOBAaHUMH Ha CHOTOIHI JJOKa3aMHu, IEPEBIPEHOT (hapMaKOIOTTHHOT
tepamii [JI® He icHye. Y TOH uac sK KibKa AOCHIIKEHb MOKa3aJId MOTEHLINHY
KOPHUCTh BiJ JeskuX (hapMakoJOTIYHUX 3aco0iB, peKOMeHAallii, 3po0JeHi TPYyMor0
EKCTIEKPTIB MO0 X areHTiB, Oyiu «ciaOkuMu Hi». st 1oope moiHhOpMOBaHOTO
Nall€HTa, SKUA CHIBHO Oakae (apMakoJOTiYHOTO JIIKYBAaHHSI, MPOIMOHYETHCS, IO
BUOIp 3ac00y MOke OyTU 3p00JICHHI 3 Teparlii, ika oTpuMasa cIadKy peKoMeHAaIli o
MPOTHU iX BUKOPUCTAHHS («crabKka Hi»).

Jlikapi, nauieHTH Ta CIIOHCOPU MOBUHHI JOKJIAJIaTH CIIUTBHUX Y3TOJKEHUX 3YCUITb
JUIs. TIPOBEJICHHSI J00pe CIUIAaHOBAHUX KJIHIYHMX JOCHIIKEHb, CIPSIMOBAHUX Ha
MOKPAIIICHHs] Pe3yJbTaTiB, BKIIOYAIOYN SKICTh XKUTTS, y mamieHTiB 3 [JID. I'pyna
eKCIIEPTIB BU3HAE HEOOXITHICTh OHOBUTH pEKOMEHAAlli IIOA0 JIKyBaHHS, KOJIU
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3 SBJISATHCS HOBI Ta BIJMOBIJHI BUCOKOSKICHI JOKa3HW IIOJI0 BUKOPHUCTAHHS 1HIIIOTO
JIKYBaHHSI, 1[0 CTAHE TOCTYITHUM JIJIsi HAYKOBOTO JTOCIIIKCHHSI.

Komenmap pobouoi cpynu: na momenm po3poOKu KIHIYHOI HACMAHOBU
JIKAPCOKULL  3acib  3a  MIJCHAPOOHOIO  HENameHmOBAHO0 HA38010 NPEeOHI30H
3apeecmposano 6 Ykpaini minvku y (opmi pekmanvhux cynosumopiie. B Yrpaini
3amicmsb nPeoHi30Hy BUKOPUCOBYEMBCS NPEOHI30JIOMN.

«An Official ATS/ERS/JRS /ALAT Clinical Practice Guideline: Treatment of
Idiopathic Pulmonary Fibrosis. An Update of the 2011 Clinical Practice Guideline»
(2015)

HactynHi pexkomeHpaiii € HOBUMU a00 TMEPErISHYyTUMH TIOPIBHSHO 3
HacranoBoto 2011 poky, sk nokazano B Ta6uuiii 8:

Ta6nuusa 8. IlopiBHAHHS peKOMEHIalii y KEpIBHMUIITBAX IIOAO JIKyBaHHS
irionaTuaHOro Jerenesoro Gpioposy 201512011 pp.

IIpenapar

KepiBauurspo 2015 poky

‘ KepiBauurso 2011 poky

Hogi i neperyisinyTi pekomMenaanii

AHTHKOArynsaHTU (BapdapuH)

CuibpHa peKOMEHIAIis IPOTH
BHKOPHUCTAHHS*

YMOBHa peKOMEHIAIIis
NPOTH BUKOPUCTAHHSIH

Komb6inaris mpeaHizony
+ azarionpuHy
+ N-anetuinucreiny

CuibpHa peKOMEHIAIis IPOTH
BUKOPUCTAHHS

YMOBHa peKOMEHIAIIis
MPOTU BUKOPUCTAHHS T

CenexTUBHUI aHTArOHICT
pelenTopiB eHAOTETIHY
(amOpi3eHTaH)

CuibHa peKOMeHIallis IPOTH
BUKOPUCTAHHS

He posrasimanocs

Hinrenani0, iHri6iTOp
TUPO3UHKIHA3MU 3 OJTHIEIO
MIIIEHHIO

CunpHa pekoMeHaallisl IPOTH
BUKOPUCTaHHA™

He PO3TIIAAaI0CA

HinrtenaniO, iHTi0iTOp
TUPO3UHKIHA3MU 3 JEKIIbKOMA
MIIIEHAMHA

YMOBHa peKOMeH1allis Ha
KOPHUCTh BUKOPUCTAHHS ™

He posrasimanocs

[Tippeninon

YMOBHa pekoMeH1allis Ha
KOPHUCTh BUKOPUCTAHHS

YMOBHa peKOMeHallis
IIPOTU BUKOPUCTAHHS T

IToxBiliH1 aHTAroOHICTH
PENenTopiB €HAOTETIHY
(ManuTeHTaH, 003€HTaH)

YMoBHa pekoMeH1allisl TPOTH
BUKOPUCTAHHS

CusibHa peKOMEH/IAITis
MPOTH BUKOPHUCTAHHS™

[uriGitop docdoaiectepazu-5
(cunpenadin)

YMoBHa pekoMeH1allisl TPOTH
BUKOPUCTaHHSA™

He po3riaainocs

PexoMenmgauii 0e3 3MiH

AHTaIMIHA Teparis

YMOBHa peKOMeH1allisl Ha
KOPHUCTh BUKOPUCTAHHSIH

YMOBHa peKOMeHIallisl Ha
KOPHUCTh BUKOPUCTAHHS

N-aneTuiImucTeid y

YMOBHa peKOMeH1allisi IPOTH

YMOBHa peKOMEH Iallis

MOHOTEpaIii BUKOPHCTAHHS IPOTU BUKOPUCTAHHS T
Tepanis JII" npu JII na poni [ToBTOpHA OIlIHKA MOTIEPEAHBOI | YMOBHA PEKOMEH/IALIS
1D pexkoMeHalii Oyia BiIKIaeHa | MPOTH BUKOPUCTAHHS+

Tpancnnanraris Jereui:
OJTHOCTOPOHHSI 200

DopMyTIOBaHHS PEKOMEH AL
110J10 OJTHOCTOPOHHBOT a00

He posrisinanocs
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IIpenapar KepiBauurpo 2015 poky Kepisaunrso 2011 poky
JTIBOCTOPOHHSI TPAHCIUIAHTAITis JIBOCTOPOHHBOT
JereHi TpaHCIUIAHTAIli] JIETeHb Oyna
BIJIKJIaJIEHA

* momipHa MEePeKOHJIMBICTh OLIHKU €(EKTY,
+ HM3bKa MEPEKOHJIMBICTh OLIHKU €(EeKTY,
I myxe HU3bKa MEPEKOHJIMBICTh OLIIHKU €EKTY.

Komenmap pooouoi epynu: Ha momenm po3pobxu 0anoi KiiHiuHOI HACMAaHo8U
JIKAPCOKUL 3ACIO 3 MIHCHAPOOHOI HENAmeHmOoBaAHOI0 HA38010 MAYUMEHMAH 8 YKpaiHi
He 3apeccmpo8anuil.

Komenmap pooouoi cpynu: unenu MPI 6sasicarome 3a 0oyinbhe akyeHmyeamy
yeazy axieyié Ha AIKAPCbKUX 3aco0ax, wo He peKoMeHOVIOMmbCs 00 3ACMOCY8AHHS
npu nikyeanni [JID:

—  MoOHomepania  Kopmukocmepoioamu. CunvHa  pexomMeHoayis,  HU3bKA
nepeKoHIUsicmy OYiHKUu eghexmy. 3a OaHUMU PEemPOCHEeKMUBHUX OO0CNIOHCEHD,
MOHOmMEPAnis KOPMuUKoCcmepoioamu He 8NIUBAE Ha 8udcusants xeopux 3 IJID [1,
2], a ix mpusane BUKOPUCMAHHS MOJCE CYNPOBOONCYBAMUCS CEPUOZHUMU
nobiunumu epexmamu [3, 4].

—  uyumocmamuku, AK y u2na0i monomepanii, max i 6 komoinayii 3 'KC. Cunvna
pexkomeHoayis, HU3bKA nepekoHaugicms oyinku egexmy Hemae docmosiphux
00Ka3ié npo NONINUieHHs 6udxicueanHs xeopux Ha IJID, axi ompumysanu
yumocmamuxyu (aHaio2u azomucmozo inpumy — yuxiogochamio ma iHwii
iMyHOOenpecanmu — azamionpuw) y eueisioi monomepanii, i npu KomoOiHayii 3
Kopmukocmepoioamu  [5,  6]. Tepania  yumocmamuxamu  Modice
CYNPOBOOIHNCYBAMUCH PO3BUMKOM CEPLUOZHUX NOOIUHUX edheKmis.

—  MoHomepania  N-ayemunyucmeinom. YmoeHa  pexomeHOayis,  HU3bKA
nepekoHIusicms oyinku epekmy. Monomepanis ayemunyucmeinom NOPiGHIHO 3
niayebo O00CMOBIPHO He NOKPAWY8ald MHCOOHO20 31 3HAUYWUX Ol XBOPO2O
nokasnukie, exmouaroyu FNC (-0,18 n i -0,19 n eionosiono;, P = 0,77),
sudcusarnus (4,9 % npomu 2,5 %, P = 0,30) i uacmomy 3acocmpensv 1JID (2,3 %
y kooicniu epyni, P > 0,99) [T].

—  KomoOinoeana mepanis ayemuayucmeinom, azamionpunom ma
npeonizononom. CunvHa pexomeHOayis, HU3LKA NEePEeKOHAUBICMb  OYIHKU
egpexmy. Kombinosana mepania ayemuiyucmeinom, a3amionpuHom ma
NPeoHI30JlOHOM V NOPIBHAHHI 3 Naayebo 30iNbUYE CMEPMHICMb | yacmomy
eocnimanizayii, a maKkoxc He MAe€ 3HAYyuux 8iOMiHHOCMel V 6IOHOWEHHT 3MIHU
FVC, DLCO i nokasnuxis sixocmi scumms [T].

—  anmuxoazynaumu (eapgpapun). Cunvna pekomeHoayis, HU3bKA NEPEeKOHAUBICIb
oyinku eghexmy. 3acmocysanus eappapuny 6 nikyeanti I/ID nos'szane 3
NIOBUWEHHAM PUBUK) NemaibHo20 Hacnioky [8]. s pekomenoayis cmocyemubcs
MINbKU NEePOPaAlbHO20 8aPMAPUHY 3 YINbOBUM MINCHAPOOHUM HOPMALI308AHUM
sionowennsam 2,0-3,0 i ne 6KIOUAE BUKOPUCMAHHS THUUX AHMUKOA2YISIHMIG 3A
iHwumu nokazauuamu. Ilayiecumu, sKi maroms aibmepHamusHi ma/abo 8i0oMi
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NOKA3aHHs 00 AHMUKOA2YIAHMHOI mepanii, maxi K 6eHO3HA MpoMOOeMOOoNiuHa
xeopoba abo piopunayis nepedceposb, NOBUHHI OOMPUMYBAMUCH PEKOMEHOAYil
w000 NIKY8AHHS YUX 3AX60PIOBAHb HE3ANEHCHO 810 HASAGHOCMI ) HUX OCHOBHOZ0
saxeoprosanns /I D.
iMamunio, cerexmusHuti  [H2IOIMOpP  MUPO3UHKIHA3U, AKUU  NOOABIAE
oughepenyirosanns i nponigpepayiro necenesux Qiopooracmis-miopiopoodracmis,
a maxooic iHeIOye upoobaeHHs NO3AKATIMUHHO20 MAMPUKCY ULTIAXOM NPUSHIYEHHS]
TOP i cuenanvnoco winaxy mpancgopmyiouozo ¢axkmopy pocma-ff. CunvHa
peKomMeHOayis, NOMIpHA nepekoHIusicms oyinku egexkmy. Ha cvoeoomni nemae
odoxasie Kopucmi imamunioy ona nayieumis 3 IJI® y sioHowenHi 3anobiearnHs.
NpO2CpPecy8anHs 3aX80PHBaHHs abo cmepmuocmi. B kowmexcmi 8iocymuocmi
008e0eHoi’ KNIHIYHOI Kopucmi, 8 Yill peKoMeHOayii eeuxke 3Ha4eHHs: HA0AEMbCsL
Hebadcanum seuwam i cymmesit eapmocmi nikysanms [9].
cunoenagin, in2cioimop gocgoodiecmepaszu-5. ¥Ymosna pekomernoayis, nomipHa.
nepexkounugicmos  oyinku egexmy. Cundenagin He NOKA3a8 3HAYHO2O
HO3UMUBHO20 BNIUBY Y BIOHOULEHHT CMEPMHOCMI (HU3bKA NepeKoHaugicms) abo
s3acocmpenns IJID (nuzvka nepexonausicms). Ilpu 3acmocysanni cundenaginy
8I03HAUANOCS OesiKe NONINULeHHS IKOCIE HCUMMS NPU OYIHYL 3a pecnipamopHum
onumyeanvrukom nixapui Ce. ['eopeisi (nomipna nepexounausicmv) i He 0OV10
cymmego2o noninuents inwux nokazuukie: FVC (nomipna nepexonnusicmy),
DLCO (nHuzbka nepexoHnaugicms), 3aduwika 3a wkanow bopea (nomipna
NEepPeKOHIUBICY), HACUUEHHS KPO8I KUCHeM (HU3bKA NEepeKOHIUsicms) abo
oucmanyis 6 mecmi 3 6-XGUIUHHOIO X00b00I0 (HU3bka nepekonausicms) [10,
11].
amopizeHman, celekmueHull ammazoHicm peyenmopie enoomeniny (ERA).
CunvHa pexomeHOayis, HU3LKA NEPEeKOHAUBICMb OYIHKU edpekmy. AmoOpizenman
CHpUsIE NPOCPECYBAHHIO 3AX8OPIOBAHHS, sIKe GU3HadYaembcs K no2ipuenns DLCO
abo FVC, nesanedxcno 6i0 HassHocmi abo eiocymuocmi JII' (nomipha
nepexoHaugicms). Kpim moeo, ambpizenman He npu3eo0ums 00 HOKPAUJEHHS
NOKA3HUKIB 8i0cmaHi oucmanyii, npouoenoi y mecmi 3 6-X8UIUHHOIO X00bOO10,
ma sixocmi sxcumms [12].
003enman abo mayumeHmaH, NOOGIUHI AHMALOHICMU Peyenmopie eHOOMeliH)
(ERA ma ERB). Ymoena pexomenoayis, HU3bKa NEPeKoHAUBICIb OYIHKU eghekmy .
Ilpu euxopucmanui 603enmany abo mayumenmamy y nayieumie 3 I/ID He
BUSIBNIEHO 3A2ANbHO20 BNIUBY HA CMEPMHICIb YU NPOSPECYBaAHHs 3AX80PIOBAHHSL
(Hu3bKULL cMyninb nepexkonausocmi), a maxodic FVC (nomipna nepexonnugicme),
yacmomy Hebaxdcamux A6uw (8UCOKA NEPeKoHAUsicmv) abo  ceplio3HUX
Hebadicanux seuws (sucoka nepexouausicms) [13-15]. Kpim moeo, He
BCMAHOBNIEHO NO3UMUBHO20 6HIUSY mepanii 0O03eHMAHOM HaA Jle2eHesy
eemoouHamixy y nayieumis 3 IJI® 3 diacnocmosanor JII' 3a pezyrvmamamu
Kkamemepu3zayii npasux 6i0oinie cepys [16 ].
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s gikyBanHs mnaugieHtiB 3 LJI® ymoeno pexomenoosani HaCTynHi
(papmaxoJioriuHi 3acoom.

a. Hinrengani0b, iHriGiTOp TUPO3MHKIHA3U, AKUM Jl€ Ha KUTbKa TUPO3HHKIHA3,
BKJIFOYA09YM (DaKTOp pOCTY €HAOTENi0 cyauH, (paktop pocty (ibpobaacTiB Ta
perenropu TOP (DD DO, momipHa BIEBHEHICTh y €(DEKT1 OLIHIOETHCS).

b. Iipbeninon (PP O, nomipHa BIEBHEHICTD B OIIHKaX ePeKTy

Hinrenanio6o

3azanvhi gioomocmi. Hinrenani6 (panime Bimomuid sik mojiekyina BIBF 1120) e
BHYTPIITHBOKJIITUHHUM 1HT101TOPOM JEKIIbKOX THPO3WHKIHA3, IO Ji€ HA YUCIICHHI
peuentopu (HakTOpiB POCTY, BKIIOUAIOYU CYJIUHHUN €HAOTEaTbHUI (aKTOp pOCTY,
dakTop pocty pi6pobaactis 1 TOP.

Pe3tome ooxaszie. JlikyBaHHA HiHTenaHIO0M y mamieHTiB 3 [JI® owuiHoBanocs B
tphox PKJI, omyOmikoBanux y aBox okpemux 3Bitax [29,30]. Ilepme PKJI Oyio
JOCIIKEHHIM 2 (a3u 3 6e3nexu Ta eheKTUBHOCTI, B IKOMY BUBUYAJIUCS YOTUPH PI3HI
no3u HiHTenaHi0y (50 mr Ha 100y, 100 mMr Ha 100y, 150 Mr Ha 100y 1 150 Mr ABiyl Ha
100y) y nopiBHsHHI 3 miare6o [29]. CyTTeBoi pi3HHMINI MiX TpyHaMH y BiJIHOIICHHI
CMEPTHOCTI He crioctepiraiocs. BigcoTok marienTiB 31 3HMWKeHHAM FVC O11b111 HIXK Ha
10 % npoTsirom 12-MicsIMHOTO MEPiOy CIOCTEPEKEHHS OyB HIDKUE MPU BUKOPUCTaHH1
HalBuIOl 103U HiHTenaHiOy (p = 0,004), mpoTe He cmocTepirajiocs 3HAYHUX
BIJIMIHHOCTEW NMPU BUKOPHUCTAHHI IHIIUX A03 y NOPIBHAHHI 3 mane6o. [lamientu, ski
OTpUMYBaJH OyAb-SKY 103y HIHTEaH10y, MaJiu MeHIie 3aroctpeHb [JID y mopiBHsHHI
3 KoHTpoJsHOIO Tpymoro (KP, 0,16; 95% JII, 0,04—0,70). Y mamieHTiB, SKi OTpUMYyBaJIH
HIHTEJaH10, criocTepiraiocs Oulblie HeOaKaHUX SIBUL 1 CEpUO3HUX HEOAKAHUX SIBULLI,
OJTHAK JKOJHE 3 HUX HE OyJIO CTATUCTUYHO 3HAUYIIIHM.

INPULSIS-1 (besneka i epextuBHicTs BIBF 1120 y BUcoKuX 103ax y NaIli€HTIB
3 1JI®) i INPULSIS-2 (Besneka i edexruBnicts BIBF 1120 y BHCOKHMX m03ax y
naiieHTiB 3 [JI® II) 6ynu PKJl 3 da3u 3 moBTOproBaHUM TU3aifHOM, B SIKMX B3SUIA
ydactb 1066 mariieHTiB, paHIOMI30BaHUX B CHiBBiAHOIIEHH] 3:2 115 oTpuMaHHs 150
MT HiHTeIaHiI0y ABidi Ha 100y B opiBHAHHI 3 mane6o [30]. TpuBaticTh MOAAIBIIOTO
CIIOCTEPESKEHHS B 000X JOCTIDKEHHAX CKIaja 52 THxKHI. SKIo po3rismaTta I
JOCIIJIKEHHSI SIK OJ{HE, TO HE OyJ0 BHUSBIICHO 3HAYYIIOI MEpeBard HIHTENaHIOy Yy
BigHOmeHHI cmeptHOCTi (KP, 0,70; 95% I, 0,44—1,11) abo 3aroctpenns 1JI® (KP,
0,64; 95 % I, 0,39-1,05). OngHak y MEHILIOTO YHCIa Mall€HTIB, sIKI OTPUMYBAJIU
HIHTe1aH10, abcontoTHe 3HmkeHHs DXKE 3a nepion gocnimkeHHs ckiano oibiie 10%
(KP, 1,16; 95 % /I, 1,06—1,27). Kpim Toro, ckopuroBasa piuaa msukictb 3minu FVC
cknana 2114,7 mn npu tepanii HiHTeAaH1I00M npoTH 2239,9 M npu Teparmii mianedo
(pizuuns, 125,2 mut; 95 % J11, 77,7-172,8). 3HauHO O1IBIIE MAIIEHTIB, KI OTPUMYBAJIN
HIHTe1aH10, moBigoMuM npo Hebaxani sisuma (KP, 1,07; 95 % AI, 1,03—1,11); onnax
He OyJI0 BiJI3HAYEHO 3HAYHOTO 30UTBIICHHS YaCTOTH CEPHO3HUX HEOaKaHUX SIBHUIIL.
[NamienTy, siKi OTpUMYyBaAJIM HIHTENaHI0, TOBLAOMIISIIN PO 3HAYHO OUIBINTY KUTBKICTh
BUIMAJKIB Jiapei 1 HyIOTH B MOPIBHIHHI 3 MalllEHTaMU, SIKI OTPUMYBAJH T1a1e0o.

OO0'emqnanuii anam3 nmx pociimkens [29,30] mokaszas, mo y BigHOIICHHI
cmeptHocti KP ckmaB 0,70 (95% [I, 0,47-1,03; momipHa MEepeKOHIUBICTB), a Y
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BiHOIIIEHHI BHpaxeHux 3aroctpenb — 0,47 (95 % JI, 0,17-1,29; Hu3bka
nepeKoHMBicTh). [lpm 3acTocyBaHHI HiHTemaHIOy crHocTepirajgacss TO3WTHBHA
JUHAMIKA 00 KUIBKOCTI MAIi€HTIB 3 a0COMIOTHUM 3HIKEHHAM FVC OuIbII HIX HA
10 % (KP, 1,15; 95 % I, 1,06-1,25; momipHa MEepEeKOHIUBICTH). 3HAYHO O1IbIIE
MAIEHTIB, SIKI OTPUMYBAJIM HIHTEAaH10, MOBIIOMMWIN MPO HeOakaHi sIBUIA (BUCOKA
MIEPEKOHJIMBICTB), aJie He TIPO CEePiio3H1 HebakaHi sIBUIA (BUCOKA TIEPEKOHIIUBICTS ).

Pexomenpamis. Mu pexoMeHIyeEMO JiKapsiM BHUKOPHUCTOBYBATH HIHTEHaHIO y
naifieHTiB 3 [JI® (yMoOBHA pekoMeHaIlisl, TOMipHA MMEPEKOHINBICTD OIIIHKHA €(PEeKTY).

Oorpynmyeanns i MIpKy8aHHsa w000 NPAKMUYHO20 3ACMOCY6AHHA. Y 1iH
peKoMeHaIlli HaJaeTbCcsl BEJIWKE 3HAYCHHs IMOTCHIINMHIM KOPUCTI HIHTEAaHIOy Yy
BIIHOIICHH] B&XJMBUX JJI1 TIAllIEHTa HACHIJIKIB, TaKUX SK IPOrpecyBaHHS
3aXBOPIOBAHHS, SIKE BHU3HAYAETHCA 3a MBHAKICTIO 3HMKEHHA FVC, 1 cMepTHICTS, 1
MEHIIIE 3HaYEHHS MOTEHI[INHO 3HAYYIUM NOOIYHUM e(eKxTaM 1 OUiKyBaHI1l BapTOCTI
mikyBaHHs. Ha BingMiHy Biag OUIbII CEJIEKTUBHHMX 1HTIOITOPIB TUPO3UHKIHA3M,
HIHTEaH10, AK 3'ACyBajiocs, Ma€ JeAKl NMepeBarud 3 TOYKU 30py BAXKIUBUX MJIS
NAlIE€HTIB HAcHIAKIB y maimieHTiB 3 [JI®, Xoya 3HaYHOro BIUIMBY Ha 3arajibHy
CMEPTHICTh HE crmocTepiraiiocs. [loOoroBaHHS, 3aCHOBaHI Ha TMOTOYHINA BapTOCTI,
MOXXYTb OOMEKHUTH MOXJIMBICTh 3aCTOCYBaHHs 1 BHUKOpucCTaHHA. LI MipKyBaHHs
BAXKJIMB1, OOTOBOPIOBAJIUCS TPYIIOI0 €KCIEPTIB B KOHTEKCTI PEKOMEH/Iallii 1 TOBHUHHI
BpPaxOBYBATHCS MPHU MPUHHATTI OyAb-SKOT0 pillIeHHs NI0J10 JiKyBaHHs. [Tpu mikyBaHH1
HIHTEIaHIOOM YacTO BiJ3HAYaIucCs HeOaxkaHl epekTH, 30KpeMa jaiapes, 1 Malli€eHTH
MOBUHHI OyTH MpoiH(OpPMOBaHI MPO 1€ IMiJ] Yac TPUHHATTS PIIICHHS 00 JIKYBaHHS.
SAx 3a3Hauanocs padimie, MPU 3aCTOCYBaHHI HIHTENaHIOy HE CIIOCTEpIirasocs
30UIBIICHHS YMCIIa CEPHO3HMX HeOaXKaHWX SIBUII, 1 BIJHOCHO HEBEIMKA KUIBKICTh
MAIl€HTIB MPUITMHUIIN PUHAOM TIpernapaTy depe3 Hebakani suia. Ciifl 3a3HA4YUTH,
0 OAWH 3 EKCIepTiB BBaXkaB, 1[0 PEKOMEHJAIlil IOBUHHA OyTH CHJIBHOIO
peKoMeHaIi€ero "Ha KOPUCTH", BCl IHINI EKCHEPTH TMOTOAMIUCA 3 YMOBHOIO
pexoMeHaani€ero. Ak 1y BUNaAKy 3 IHIIMMHU BTPYYaHHSIMU, HAsBHI J1aHI CTOCYIOTHCS
nauieHTiB 3 [JI® 3 jerkum ab0 MOMIpPHHUM MOTIPIIEHHSM MOKAa3HUKIB CHIpOMETPIi.
HesinoMo, un Oyzae TepaneBTUUYHHUA €QEKT BIAPIZHATUCA y TALIEHTIB 3 OUIbII
CEepHO3HUMU MOPYIICHHSAMU (DYHKIIIT 30BHIIIHBOTO AMXaHHS a00 y MAIIE€HTIB 3 IHIIUMU
CYNyTHIMH 3axBopioBaHHsMHU. Cepeja MAall€HTIB, Kl OpajiM ydacTb y KIIHIYHHX
JTOCTIDKeHHX, Aeski manu natepH Ha KTBP3, skuii BkazyBaB Ha 3BUYANHY
iHTepcTimiansHy mHeBMOHit0 (3II1) (1 Oynu mo3HaueHi sik «iiMoBipHuid matepH 3111»),
a Bupaxkennit marepH 311 (Tobro 6e3 miarBepmkenns 3II1 3a gomomororo XbBJI y
naifieHTiB, y skux KT BHCOKOI po3niTbHOT 34aTHOCTI HE MPOJAEMOHCTPYBaia MaTepH,
mio Bianosinae sHii 3111). HasgBHi nani He 103BONIAIOTH 3p0OUTH MPUITYIIICHHS IIO0
ONTUMAJILHOT TPUBAJIOCTI1 TEPAITii, 1 HEB1JIOMO, SIK JOBTO 30epiraeTbcst heKT JTIKyBaHHS
MIPY MOTOYHIN Tepartii.

Moowcnueocmi  ona  mandymuix Odocnioyceny. MailOyTHI  TOCHIKEHHS
HIHTEIaHI0y MOBWHHI OyTH cHpsMOBaHi Ha marlieHTiB 3 [JI® 3 OUIbII TSHKKUMH
nopyumeHassMu @3]1, Hixk Jierki ado nmoMipHi. Takox HeoOx1aHO OinbIe iHGOpMaIi
1010 JOI1IbHOT TPUBAJIOCTI JIIKYBaHHS.
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Hipdeninon

3azanwvni gioomocmi. 1lippeninon — nepopanbHuil aHTU(HIOPOTUUHMIA Tpenapar
3 IJIeHoTpomnHo0 Ai€r0. byno qoBeneHo, 1o BiH perysroe BaxIMBl mpo@iOopoTiuHi 1
Ipo3arajbHi ITUTOKIHOBI Kackaaw in vitro [65], a Takox 3HWKye mporidepallito
¢i0poOacTiB i CHHTE3 KOJIATeHY B TBAPHHHUX MOJIEISIX JIereHeBoro (idposy [32-34].

Pe3rome ookazis. Y xkepiBHOMY fokyMeHTI 2011 poky moBimoMIsLiocs: mpo J1Ba
BigHOCHO HeBenuki PK]I, B axux mup@eHiion NopiBHIOBABCS 3 TUIale00 y Mali€HTIB 3
JI® 13 Amnonii, koTpi Mamnu jerki abo nomipHi nopymenus O3] [35,36]. Oxne 3 nux
nocimkenp [35] 0yn0 70CTPOKOBO MPUITMHEHO Yepe3 MOTCHINIHHY KOPUCTh, OCKITBKH
OyJI0 BCTaHOBJIEHO, III0 3arOCTPEHHs (BTOPUHHUN HACIIOK) YacTillle BUHHUKAJIU B
rpymi 1ane6o. AHaJIOTIYHMM YWHOM, HE3BaXKalOud Ha HEMOBHHUM Hablp JaHUX,
KOpHUCTh Nup(eHiIoHy Oya BiJ3HAUYE€HA MPHU OLIHII YaCTOTH JecaTypallli KUCHIO i
Yac TeCTY 3 6-XBUIIMHHOIO X0/1b0O0I0 1 3HMKEHHS (popcoBaHoi )kuTTeBOT eMHOCTI (FVC)
3 vacoMm. Jlpyre mocmimkenHs [36] Mago ICTOTHI METOIOJOTIYHI MPOOJIEMH,
BKJIFOYAIOYM JKOPCTKUU B1JIOIP YYACHUKIB 1 3MIHY NIEPBUHHOI KIHIIEBOI TOUKU B XO/I1
nocnimkenHs. He3Baxkaroun Ha 11€, BOHO TaKOX MPOJAEMOHCTPYBAJIO KOPUCTh TEpartii
nup¢EHITOHOM B IUIaHI CIIOBLIbHEHHS BUAKOCTI 3HMKEHH: JKE (290 M npotu 2160
Mi1; p = 0,04) 1 DoMIMIIEHHST BUXKMBAHOCTI O€3 MPOrpecyBaHHs 3aXBOPIOBaHHSA (p =
0,03). Pesymbratu gochimkenas CAPACITY [37], oO'emHaHi pe3ysbraTH JIBOX
macmtabunx PKJI («be3neka i edekTuBHICTh mipdeHinoHy y mnamieHTiB 3 LJID» i
«Jocmimkennsa 6e3nexu Ta eeKTUBHOCTI MIpPEHIJOHY B TPHOX Ipylax IMAIEHTIB 3
JI®y), B sikux po3srisaascs nipdeHinon ais aikyBanas [JID, ne Oynu onmyOikoBaHi.
Opnak momepeHi pe3yiabTaTd Oyiau TOCTYIHI, 1 BOHM OyJIM BpaxoBaHI B OCTaHHIN
Bepcii KepiBHUIITBA.

VY nocnimxenni CAPACITY Oynu mpencraBiieHi JBa HE3aleKHUX MPOTOKOIU
nociikeHHs: qociixenHs 004 Bxirouano 435 maiieHTiB, paHI0MI30BaHUX B OJHY 3
TPHOX TPy JIiKyBaHHS (TipQeHiToH y BUCOKIN 1031 /(2,403 mr/moly), nipdeHinoH B
Menmiit go3i (1,197 mr/no0y) 1 nnamedo), B Toit yac sk B gociikenni 006 oyno 344
Nalle€HTa, PaHA0OMI30BaHUX TUIbKHU /1Bl TPyNU JiKyBaHHS (MIpQEHITOH Yy BUCOKIN 1031
(2,403 wmr/mo0y) i 1utane6o). Pesynbrati rpynu HH3BKOI A03HM TipdeHiToHy Oyin
NPOMIXKHMUMH BITHOCHO OUIbII BHUCOKOI 103U, 1 1100 YHUKHYTH HEOJHOPIAHOCTI
BTPYYaHHS, MH BUPIIIWAIN 30CEPEOUTHCS Ha pe3yibTaTax TPyHH BUCOKOI J03U
nipdeHiI0OHY B MOPIBHIHHI 3 pe3yibTaTaMu Ipynu Iuianedo B 000X JOCIIKEHHIX. Y
nocmimxenHi 004 mipdeHinoH moka3aB moBuUlbHE 3HIWKEeHHS FVC mpotsrom 72-
THUKHEBOTO Mepioy JiKyBaHHs. Y pociimkeHHi 006 He Oys10 BUSBIEHO MO3UTUBHOTO
edeKTy MpOTIroM TOTO X Tepiofay. BaximBo BiA3HAYMTH, IO TAIIEHTH 3 000X
JOCIIJIKEHb, SKUM TPU3HAYWIN BUCOKY 03y Mip(EeHiIoHy, MOBIIOMIISUTH PO
30UTBIIICHHST YACTOTH HYJOTH, JMCIEICIi, OJFOBaHHS, aHOPEKCIi, CBITIIOYYTIUBOCTI 1
BUCHUITY B IOpiBHAHHI 3 Tu1ane6o. Y pocnimkenni ASCEND «PannomizoBane moiiiHe
ciine mianedo-KOHTPOIbOBAaHE NOCTIKeHHS mipdeHigony y marieHTiB 3 [JID» 555
naiieHTiB 3 [JI® Oynu paHaoMi30BaHi B TPpyIi 3 BUCOKOIO /103010 mipdeHinony (2,403
Mr/mo00y) abo mianeoo [38]. Ha Biaminy Big mocmimkerass CAPACITY, pocmimkeHHs
ASCEND wmaio cyBopitn kputepii Bibopy maifieHTiB, Taki sk BigHomeHHs FEV1/
FVC auxue 0,8. I3 1562 nartienTis, siki npoium ckpuHiar, 1007 Oynu BUKITIOUYEH] Y
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3B'SI3KY 3 MMM MONEPETHHO BCTAHOBJICHUMH KPUTEPISIMU BUKIIIOUeHHS. [lipdeninon
3HaYHO 3MEHILIMB YAaCcTKy Malli€HTiB, y skuxX 3HWkeHHs FVC ckmnano 6inbme 10%
OpOTATOM  S52-THXKHEBOTO Tepioay crocTepexkeHHs. JlikyBanHs mipdeHiZoHOM
CHpUIIO 301TBIICHHIO JUCTAHIIIT B TECTI 3 6-XBUJIMHHOIO X050010 1 BIYKUBAHOCTI 0€3
MIPOTPECYBAHHS 3aXBOPIOBAaHHS TMOPIBHSAHO 3 miane6o. [loka3HUKM CMEpTHOCTI i
3aIUIIKA  HE PpO3pBBHSMCA. SIK 1 B TOMEpeaHIX JOCHIHKCHHSIX, TAaIlieHTH,
paHIoMi30BaH1 [ JIKyBaHHS Mip(EHITOHOM, MOBIAOMIISUIM MPO OUIBIIY KUIBKICTb
no01YHNX e(EeKTiB, MOB'A3aHUX 3 JTIKYBAHHSM.

OO'eqnani pe3yiapTaTH LUX AociimkeHb [35-38] cBigyaTh Hpo MOJIMIICHHS
MOKa3HUKa CMEPTHOCTI IpHu BUKopucTanHi mipdenigony (BP, 0,70; 95 % I, 0,47—
1,02; momipHa mnepeKoHIuBICTh). IlipdeHiIoH CHPHUSB CHOBIILHEHHIO IIBHUIKOCTI
samkeHHs FVC (crammaptusoBana cepems pizamig, 0,23; 95 % JI, 0,06-0,41,
BHUCOKA MEPEKOHJIUBICTR). Y 1110 00'€JHAHY OIIIHKY HE YBINIIUIA TO3UTUBHI PE3YJIbTATH
OJHOTO JociikeHHs [38] yepe3 HeOHOPIIHICTh 3BITHOCTI, 1110 3pOOHIIO 00'€ THAHHS
B [I€ JOCIIUKEHHA HEMOXIUBUM. O0'eqHaHUN aHaiIl3 MMOKa3aB 301JIbIIEHHS YaCTOTH
(hOTOUYTIUBOCTI (BUCOKa MEPEKOHJIUBICTB), CTOMJTFOBAHOCTI (momipHa
NEPEKOHJIMBICTD), TUCKOM(OPTY B LUIYHKY (ITOMIpHA MEPEKOHJIMBICTh) Ta aHOPEKCIi
(BUCOKa NEPEKOHJIMBICTh) Y MALI€HTIB, K1 OTPUMYBAJIU HMipPEH1IO0H.

Pekomenpanisi. Mu peKoMeHAyeEMO JIKapsM BHUKOPUCTOBYBAaTH MHIPPEHITOH y
naiieHTiB 3 [JI® (ymoBHa pekoMeHaallis, TOMIpHA MEPEKOHJIUBICTD OIIHKU €(PEKTY).

Oorpynmyeanns i MipKy8aHHs w000 RPAKMUYHO20 3acmocysanns. Hosi naHi,
110 3'SIBUJTKCS MICJISI BUXOAY TOTIEPEIHBO1 BEPCii IIbOTO KEPIBHUIITBA, JO3BOJIMIIN 1aTU
YMOBHY PEKOMEHJAIlII0 Ha KOPHUCTh JIIKyBaHHS. TUTbKM OJUH €KCIEPT BBaXKa€, IO
pEeKOMEHJaIlisl TMOBUHHA OyTH CHIJIBHOIO PEKOMEHJIAIIEI0 «HAa KOPHUCThHY»; YCl 1HIII
eKCIIepTH, SKI HE MarTh KOH(QIIKTY IHTEpECiB, TMOTOJUINCS 3 YMOBHOIO
peKoMeHaaIen. Y Il peKoMeHJalli HaJaeThCs BEIWKE 3HAUCHHS IOTCHIIIMHIN
KOPHUCTI MIpQEHITOHY y BIIHOMIEHHI BOXKJIMBUX JJIsl TAIll€EHTA HACTIAKIB, TAKUX SIK
MIPOTPECYBAHHS 3aXBOPIOBAHHS, 110 BH3HAYAETHCS 3a MBHAKICTIO 3HMXkeHHS FVC, i
CMEPTHICTb, 1 MEHIIIE 3HAYEHHS MOTEHIIIMHO 3HAYYIIUM TOOTYHUM epeKTaM 1 BapTOCTI
JikyBaHH4A. [[aHi Mpo SKICTb KUTTS OyJIM MPEACTaBIEHI B MOOJUHOKUX JTOCIIIKEHHIX
nipdeniony. [1o6iuni edexTn nmpu 3acTocyBaHHI Mip(eHi1TOHY BapitOlOThCs, 1 JEsKI
NAIIEHTH MOXKYTh OYTH HE TOTOBI MUPUTHUCS 3 IEBHUMU NOOIYHUMHU €(PeKTaMU HaBITh
B YMOBaX MO3UTUBHOTO €(PEKTY BiJ] JTIKyBaHHS, 110 OLIHIOETHCS 3a MokazHukom FVC.
PimieHHs MOBMHHO TPUWMATHCS CIUIBHO, 1 TMAIIEHTH, SKI MOYWHAIOTH JIIKYBaHHSI,
NMOBUHHI OyTHM TpoiHPOpMOBaHI TPO BCl MOXIMBI 1moOiuHi edextu. Kpim Toro,
nipdeHiI0OH B JaHU Yac € Ay»Ke JOPOTHM MperapaTom, 1 1ie HeoOX1JHO BpaXxOByBaTH
B MPOIECI MPUUHATTS PIMICHHS, OCOOJMBO B pasi, KOJHM MAIl€EHTH Oe3mocepeaHbo
HeCyTh (DIHAHCOBUUM Tsrap JIKyBaHHSA. 3 OTJSAy Ha Pi3HI KpUTEpil BKIIOYEHHS B
JOCTIIKEeHH mip(eHiIoHy, Li pe3yiabTaTh He 000B'A3KOBO MOXKYTh OYTH 3aCTOCOBHI
1o narieHTiB 3 [JI® 3 6unbm cepiiozaumu nopymeHassMu @3]] abo 1o marieHTiB 3
IHIIMMH 3HAYYIIMMU CYNYTHIMHM 3aXBOpIOBaHHAMU. OTpuUMaHi J1aHi HE JO3BOJISIIOTH
3pOOUTH BUCHOBOK IIIOJI0 ONMTHUMAJbHOI TPHUBAJIOCTI Teparlii, 1 HEBIAOMO, SIK JIOBIO
30epiraeTbces €eKT JIIKyBaHHS IIPU MOTOYHIM Tepartii.
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Moswcnusocmi ona mandymmuix oocnioxicenv. MaiiOyTH1 JOCIIKEHHS TOBUHHI
6yTI/I cnpﬂMOBaHi HA BHBYCHHS TpI/IBaJ'IOCTi JTIKyBaHHS Ta edekTy nnp(beHiz[OHy y
CYIyTHBOIO 00cTpyKuiero auxanpbHux nuwsixie 3 FEV1/ FVC menm nik 0,8 abo y
MAIIEHTIB 13 CYMyTHHOIO eM(}i3eMOI0.

Komenmap poobouoi czpynu: Hezeadicarouu Ha 0okasu e@exmueHocmi
anmughiopomuunux npenapamis (ynogiivHenHs memnie npoepecysants IJID) ma
NpUUHAMHUL Npoghine 0Oe3nexu, HaueoCmpiuio npooblremor iX 3acmocy8amHs 6
Ykpaini € eucoxa eapmicme yux 3acobis.

Haxazom MO3 Vkpainu 6io 24.12.2019 Ne 2664 «lIpo 3ameepdicennsn 3MiH 00
Ilepeniky piokicnux (opghannux) 3axeopiosamb, WO NPU3B00SIMb 00 CKOPOUEHHS
MPUBAIOCII UMM X8opux abo ix ineaniouzayii ma 05 AKUX ICHYIOMb BU3HAHI
Memoou jikysanusay IJ1® exntoueno 0o piokicHux (opganHux) 3axe0prosans.

Y nacmanosi 2022 poxy eneceHo 3MiHU w000 aHmayuouou mepanii: «Mu
NPONOHYEMO He NiKyeamu nayieumis 3 IJIO anmayuonumu npenapamamu 3 Memoio
NOKPAUW|eHHsl DeCcnipamopHux pe3yiomamis (YMO8HA peKoMmeHOayis, O00Ka3u Oyxice
HU3bKOI sikocmi)y. Bionogiono 0o nacmanos wooo I'EP anmayuoui npenapamu ma
[HWI 6MPYYaAHH MOd*CYMb Oymu OoyitbHUMU 0aa nayieumis sk 3 /IO, mak i 3
cumnmomamu  eacmpoesogazeanvroi peghatoxcnoi xeopoou (I'EPX) 3 memoro
NOKpAaweHHs: HACNiOKI8, no8 sa3aHux i3 eacmpoesopaceanvrhum peghioxcom (I'EP).
Kpim moeo, ne 6yna pexomenoosana ammupe@niokcna onepayis Oas NOKPAWEHHS
pecnipamopHux pesyrbmamie y nayicumie 3 1/1D: « Mu npononyemo He Hanpagiamu
nayiecumie 3 I/JI® Ha aumupegniokcHy onepayilo 3 Memow NOKPAUJeHHs
pecnipamopHux pe3yibmamié (YMOSHA peKOMeHOayis, 00Kasu 0ydce HU3IbKOI
saxkocmi)y. Bionogiono 0o macmanoe wooo I'EP awmupeghnrokcna onepayis moonce
oymu odoyinvHoio ons nayienmis 3 IJ1d ma cumnmomamu I'EPX 3 memoro nokpawerHsi

pe3yibmamis, nos ‘azarux 3 I'EP.
([xcepeno: ldiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary Fibrosis
in Adults an Official ATS/ERS/JRS/ALAT Clinical Practice Guideline (2022)).

BucHoBku

He3Bakatouu Ha BIJICYyTHICTh MEIUKAMEHTO3HUX BTPYUYaHb, K1 OTPUMAJI CUJIbHI
pekoMeHpaIli 3 JIKyBaHHs, OyJM MPEICTaBICHI YMOBHI PEKOMEHJAIIl 3 JIKyBaHHS
HOBUMHU TpenapaTaMmu, TAKUMHU K Mip(EH1I0H 1 HIHTeAaH10.

Kiininucry, siki 3aiiMaroThes JIIKyBaHHSAM NanieHTiB 3 [JI®, noBuHHI npuitMaTu
IHIMBIAyalibH1 PIIIEHHS CHIJIBHO 31 CBOIMM TAalllEHTaMH, SK II€ TMPOTOHYETHCS B
YMOBHUX PEKOMEH/IAIIISNX, 1 TOBUHHI 00€PEX)HO MIAXOAUTH J0 MOPIBHIHHS BITHOCHOT
YUCTOi KOPHUCTI Bl OJHOTO BTPYYaHHs 3 IHIIMM. 3HA4YHI BIAMIHHOCTI B yMOBax
BKJIIOYEHHS, 3aCHOBAaHMX Ha (i310JOTIYHMX 1 aHATOMIYHMX 3MIHHHUX, MIiX
JOCITIKEHHSIMU, BKJIFOYCHUMHU B 111 pe3IOMe JTOKa3iB, a TAKOXK BapiaOENbHICTh B PiBHI
MEePEKOHJIMBOCTI 3arajibHOI JIOCTOBIPHOCTI HASIBHUX OINIHOK €(EKTy, € BaKITHMBUMU
dakTopamu, siKi HEOOX1THO BPaxOBYBATH KIIHILMCTY MpH JiKyBaHH1 naiienra 3 [JID.

MoXIMBOCTI KOMOTHOBaHUX, MOCIITOBHUX a00 JOJATKOBUX CXEM JIIKYBaHHS 3
BUKOPUCTAHHSAM IMpEnapariB, BKIOYEHUX JO LbOIO KEPIBHUIITBA, HA CHOTOAHI HE
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BUBYEHI, TOMY PEKOMEHJAIlil He mpenacTaBieHi. (i1 BHUpIMICHHS HUX BaKJIUBUX
nuTaHb HeoOX1aH1 MaOyTHI ipsimi opiBHAIBH1 PK]l TepaneBTnunmnx BTpyyans. Kpim
TOTO, HEBIJOMA TPUBAIICTh TMO3UTUBHOTO €(EKTy BIJ 3aCTOCYBaHHS LHUX HOBHUX
npenapariB. HeoOXigHI momaibIm MOCTIDKEHHS MJIs OUIBII TOYHOTO BU3HAYEHHS
ONTUMAJbHOI TPUBAJIOCTI Tepamii. MokHa CHIOAIBAaTHCS, IO PE3YJIbTAaTH TaKHX
OUIKYBaHMX 1 MOTOYHUX JOCIHI/KEHb JOMOMOXKYTh 3HAWTH BIAMOBIAb I1I MUTAHHS
HaHOIIKYUM JacOM.

BaxnuBo BiI3HAYUTH, 110 Y NMEPEBaKHIA OUIBIIOCTI BUMAAKIB marieHTu 3 [JID
ctapiie 60 pokiB 1 BBaXXAIOThCS JIITHIMHU JIFOABMHU, 1 Y HUX MPOSIBISIETHCS BCE OLIbIINE
CYNYTHIX 3aXxBOpPIOBaHb, $IKi BUMAaraloTh IIBHUJKOIO BHSIBJICHHS Ta BU3HAUYCHHS
cTpaterii jgikyBaHHsA. J[o HUX BIIHOCAThCA Taki 3axBoproBaHHs, sk JII', emdizema,
oOcTpykiisi quxanbHux nuisixie, ' EPX, anHoe yBi cHi, imeMiyHa XBopoba cepus Ta
OKUPIHHSL.

[TanmiaTrBHA TepaIris TAKUX CUMITOMIB, SIK 3a]IMIITKA, KaIlIelb 1 CJIAa0KICTh, 8 TAKOXK
CUMIITOMAaTUYHA Tepallisl HEBUJIIKOBHO XBOPHUX HEOOXIJHI mamieHTtam 3 [JI® B kiHul
KUTTA. Y MalOyTHIX AOCHIHKEHHSX HEOOXIJHO PO3IJISIHYTH Il MUTAaHHA B SKOCTI
KIHIIEBUX TOYOK MPHU OL[IHII BIAMOBI/II HA HOBI CTPATET1i JIKYBaHHS.

Tpancmiianrtaniss JiereHb MOKa3zaHa Juisl miarpynud namientiB 3 DJID, sxi
BIIMOBIAAIOTh KPUTEPISIM; MPOTE HESICHO, YU € OJHOCTOPOHHS a00 JABOCTOPOHHS
TpaHCIUIAHTAIllsl JIETEHb KpPAlIOI0 3 TOYKH 30py JIOBIOCTPOKOBHUX PE3YJbTATIB.
OcCkiJIbKM B OUIBIIOCTI HEHTPIB KIIHIYHE PIMICHHS IIOJ0 OJHOCTOPOHHBKOI abo
JIBOCTOPOHHBOT TpaHCIUIAHTAllli JIeTeHb BHU3HAYAETHCS JCKUIBKOMAa CKJIQJIHUMHU 1 Ha
NEepIIniA OIS JAOBUIbHUMH (aKTopaMu, HEOOXITHI MOojaibili 0araToIeHTPOBI
JOCTIPKEHHS 111 BU3HAUYEHHS HalO1IbIII ONTUMAIBHOIO BUKOPUCTAHHS JOHOPCHKUX
JIET€Hb, 11100 MaKCUMaIbHO €()EKTUBHO BUKOPHUCTOBYBATH HAasIBHI OpPTaHH.

Hapemiri, miaxoau a0 MepcoOHaN30BaHOT METUIIMHHU, TakKi SK CTpartudikaiis
JIKyBaHHS 32 AQHATOMIYHUMH, KIHIYHUMH a0o0 ¢i310J0TIYHUMU OloMapKepamH,
BUSIBIICHUM B nepudepuyHiii kpoBl abo B yereHsax (TkanuHu abo BAJI), a Takox
JOCIIIJIKEHHSI 3 BUKOPHUCTaHHSIM (PapMaKOT€HOMIKM 1 (apMaKOEKOHOMIKH, BapTi
MaiOyTHHOTO BUBYEHHS. L{e T03BOIUTE JiKapsaM, K1 JTiKYOTh naiieHTiB 3 [JID, kparie
3pO3yMITH POJIb BCE OLIBII CKIATHUX 1 JOPOTHX JIIKYBAJIBHUX 3aXO0/I1B, CHPSIMOBAHHUX
Ha TONIMIICHHS pPe3yJbTaTiB JIKyBaHHS TAIl€HTIB 3 LHUM 3aXBOPIOBAHHSM.
HaiirosnoBHimie, 1m0 nNpyu NpOAOBXKEHHI CHUIBHUX KIIHIYHUX Ta (yHAAMEHTAIbHHUX
JOCTI)KEHb HAa BUCOKOMY PIBHI, HIJIECOPAMOBAHUX 3yCHUIUIAX 1 JOCTaTHIM KIIBKOCTI
pecypciB 1 KOIITIB Hajii Ha 3amo0iraHHs TPOTPECYBAHHIO 3aXBOPIOBAHHS 1, B
KIHLIEBOMY paxyHKY, Ha JIIKyBaHHS 11i€] XBOpoOU Oy yTh BUIIpaBIaHi.
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