CTAHOAPTU AIATHOCTUKU TA JIIKYBAHHA

0. I. DeweHko, B. K. FaBpuciok, H. . TopoBeHko, O. . A3o6nuk, T. O. NepueBa,
M. M. OctpoBcbkuii, A. B. BacaHeupb, O. B. BuueHko, f. O. [iso6nuk, J1. I. KoHonkKiHa,
T. B. Kupeesa, I. B. JlickiHa, €. O. MepeHKoBa, H. 1. PyaHuubkKa,

0. B. CrpadyH, O. C. Tonox
IAIONATUYHWUIA NETEHEBUI ®IBPO3 | MPOMPECYIOUYUIA NETEHEBUI ®IBPO3
Y AOPOC/INX: ABANTOBAHA K/NIHIMHA HACTAHOBA, 3BACHOBAHA HA IOKA3AX
(MPOEKT)

AY «HayioHaneHuti incmumym ¢musiampii i nynemoronoeii imeHi @. I. AHoscbkoeo HAMH YkpaiHu»
HayioHaneHut yHigepcumem oxopoHu 300po8'a YkpaiHu imeHi 1. J1. Llynuka
JIHinposcbKul OepxagHuli MeduyHUU yHisepcumem
lsaHo-OpaHkiscbKul HayioHanbHUl MeOuYHUU yHisepcumem
Haykosuli yeHmp npeseHmMuBHOI MoKcuKosozil, xap4o8oi ma ximidHoi 6e3neku imeHi akademika /1. . Medseda MO3 Ykpaitu
JlbgigcoKkul HauioHanbHUU MeduyHul yHieepcumem imeHi [. [anuybkozo
Xapkiscoka meduyHa akademis nicnsdunaomHoi ocgeimu MO3 YkpaiHu

IAIONATUYHUW NETEHEBUIA ®IBPO3 | MPOTrPECYIOYUNA
JNIETEHEBUI ®IBPO3 Y JOPOC/INX:
AAQANTOBAHA K/NIHIYHA HACTAHOBA, 3BACHOBAHA HA JOKA3AX
(MPOEKT)
10. I. ®ewenko, B. K. Faspuciok, H. I'. FopoeeHko, O. A. []310671uk,
T. O. lNMepyeea, M. M. Ocmpoecekuti, A. B. bacaHeyp, O. B. BuyeHko,
A. 0. 43106nuk, J1. I. KononkiHa, T. B. Kupeeea, I. B. Jlickina,
€. O. MepeHkoaa, H. [j. Pyonuyska, O. B. CmpadgpyH,
0. C. Tonox
Pestome

Y 2000 poui AmepuKkaHCbKe TopakanbHe ToBapuctBo (ATS) Ta
€Bponeiicbke pecnipaTtopHe ToBapucTBo (ERS) ony6nikyBanu nepiue mix-
HapofHe MOMIOXEHHA 3 fAiarHoCTMKM Ta nikyBaHHA /IO — American
Thoracic Society, European Respiratory Society. Idiopathic pulmonary
fibrosis: diagnosis and treatment. International consensus statement. y
2011 poui 6yna ony6nikoBaHa HOBa HaCTaHOBA 3 [iarHOCTVIKMN Ta BefjeHHsA
MO, wo npwuitHata ATS, ERS, AANOHCbKMM pecnipaToOpHUM TOBapUCTBOM
(JRS) Ta JlaTnHoamepuKaHCbKO TopakanbHoW acouiauielo (ALAT) — An
Official ATS/ERS/JRS/AL: Idiopathic Pulmonary Fibrosis: Evidence-based
Guidelines for Diagnosis and Management, B 2015 poui — po3gin
«JlikyBaHHsA», a y 2018 poui — po3gin «[liarHoCcT1Ka» y HOBIl pefaKuii.

BigomMo, WO y YacTMHM NaLi€eHTIB 3 TaKUMW iHTePCTULINHMN 3aXBO-
ptoBaHHAMM nereHb (13/1), sk igionaTnuHa HecneundiyHa iHTepCTULiHA
NMHEBMOHIisl, CUCTEeMHa CKNIepofepMisi, MHEBMOKOHIO3U, XPOHiuHa dpopma
rinepceHCcMTUBHOIO MHEBMOHITY, CapKoifo3, npouec Gpibpo3yBaHHA Moxe
HabyBaT/ MPOrpecyloyoro HEKOHTPOIbOBAHOTO XapakTepy 3 CYMMTOMO-
KOMMJIEKCOM, MO3HaYeHM AK nporpecyounin nereHesuin ¢iopos (MIO).
Kpim Toro, B ocTaHHi poku ony6sikoBaHi pe3ynbTaTil YChilWHOro 3acTocy-
BaHHA aHTUdIBpoTUYHOT Tepanii npu geaknx Gibpo3yiounx I13J1, BigMiHHIX
Big IN® (gocnipkeHHa INBUILD, SENSCIS), wo cnoHykano fo 3miHu napa-
ourmu B 6ik €gMHOro nigxofy fo aHT1di6po3Hoi Tepanii.

Bce ue pano nigcraBy AnA PO3LWMPEHHA NOKasaHb [0 3aCTOCYBaHHA
AHTMIOPOTUYHOT Tepanii 3 BKIIOUYEHHAM [0 iX nepeniky iHwwux 13J1 i3 cumn-
Tomokomnnekcom MJD. Y 38'A3Ky 3 uum ekcneptamu ATS, ERS, JRS Ta ALAT
y TpaBHi 2022 poky ony6nikoBaHa HoBa HactaHoBa An Official ATS/ERS/
JRS/ALAT Clinical Practice Guideline. Idiopathic Pulmonary Fibrosis (an
Update) and Progressive Pulmonary Fibrosis in Adults, B sikoi, nopsg 3
YaCcTKOBUMM 3MiHaMV NPUHLMNIB AiarHOCTMKM Ta Tepanii /10, npexcrasne-
Hi BU3HaYeHHsA, KpuTepii giarHo3y Ta pekomeHgaLii wogo nikysaHHa M1
npw iHWwnx ¢ibpo3sytounx I371.

Takum 4YmHOM, 3a NpoToTUN AAAnNTOBaHOI KIiHIYHOI HacTaHOBU
«lpionaTnyHun nereHesnii ¢ibpo3 i Nnporpecyiounii nereHeBun Gidbpos y
LOPOCNNX» B3ATO 6a30BUI KOHCEHCYCHUI foKyMmeHT ATS, ERS, JRS i ALAT
«An Official ATS/ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:
Evidence-based Guidelines for Diagnosis and Management» (2011) Ta
oro oHosneHi po3ginu «An Official ATS/ERS/JRS /ALAT Clinical Practice
Guideline: Treatment of Idiopathic Pulmonary Fibrosis. An Update of the

IDIOPATHIC PULMONARY FIBROSIS AND PROGRESSIVE
PULMONARY FIBROSIS IN ADULTS:
ADAPTED EVIDENCE-BASED CLINICAL GUIDELINE
(DRAFT)

Y. l. Feshchenko, V. K. Gavrysyuk, N. G. Gorovenko, O. Y. Dziublyk,
T. O. Pertseva, M. M. Ostrovsky, A. V. Basanets, O. V. Bychenko,
Y. O. Dziublyk, L. I. Konopkina, T. V. Kireieva, I. V. Liskina,

Y. O. Merenkova, N. D. Rudnytska, O. V. Strafun,

0. S. Tolokh
Abstract

In 2000 American Thoracic Society (ATS) and European Respiratory
Society (ERS) published first international statement on diagnosis and
treatment of idiopathic pulmonary fibrosis (IPF) — American Thoracic
Society, European Respiratory Society. Idiopathic pulmonary fibrosis: diag-
nosis and treatment. International consensus statement. In 2011 there was
published new statement on diagnosis and treatment of IPF, approved by
ATS, ERS, Japan Respiratory Society (JRS) and Latin American Thoracic
Society (ALAT) — An Official ATS/ERS/JRS/AL: Idiopathic Pulmonary
Fibrosis: Evidence-based Guidelines for Diagnosis and Management, in
2015 — section «Treatment», and in 2018 — section «Diagnosis» an
update.

It is known, that in part of the patients with such an insterstitial lung
disease (ILD) as idiopathic nonspecific interstitial pneumonia, systemic
sclerosis, pneumoconiosis, chronic hypersensitivity pneumonitis, sar-
coidosis, lung fibrosis may acquire a progressive uncontrolled character
with combination of symptoms described as Progressive Pulmonary
Fibrosis (PPF). Besides, in recent years there have been published data on
successful use of antifibrotic therapy in several fibrosing ILD, other than
IPF (INBUILD, SENSCIS studies). This has required the change of the treat-
ment paradigm in favor for a unified approach to antifibrotic therapy.

This was a rationale for an inclusion of other ILD manifested as PPF
into the list of indications for use of antifibrotic therapy. To comply with
this novelty the experts of ATS, ERS, JRS and ALAT in May 2022 published
new statement An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline.
Idiopathic Pulmonary Fibrosis (an Update) and Progressive Pulmonary
Fibrosis in Adults. In this document alongside with partial update of IPF
diagnosis and treatment principles, there have been presented a defini-
tion, diagnosis criteria and recommendations for treatment of PPF in
other ILD.

In summary, «An Official ATS/ERS/JRS/ALAT Statement: Idiopathic
Pulmonary Fibrosis: Evidence-based Guidelines for Diagnosis and
Management» (2011) and its updated sections «An Official ATS/ERS/JRS /
ALAT Clinical Practice Guideline: Treatment of Idiopathic Pulmonary
Fibrosis. An Update of the 2011 Clinical Practice Guideline» (2015),
“Diagnosis of Idiopathic Pulmonary Fibrosis: An Official ATS/ERS/JRS/
ALAT Clinical Practice Guideline» (2018) and Idiopathic Pulmonary
Fibrosis (an Update) and Progressive Pulmonary Fibrosis in Adults were
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BCTYN

Y 2000 poui AmepuKaHCbKe TOopaKalibHe TOBapUCTBO
(ATS) Ta €Bponencbke pecnipatopHe ToBapucteo (ERS)
ony6nikyBanu nepiue Mi>kHapOLHe MNONIOXEHHSA 3 AiarHOCTW-
K1 Ta nikyBaHHs IJ1TO — American Thoracic Society, European
Respiratory Society. Idiopathic pulmonary fibrosis: diagnosis
and treatment. International consensus statement. y 2011
poui 6yna onybnikoBaHa HOBa HaCTaHOBA 3 AiarHOCTUKM Ta
BegeHHa IO, wo npunHata ATS, ERS, AnoHcbknm pecni-
paTtopHum ToBapucteoM (JRS) Ta JlaTuHOameprKaHCbKOO
TopakanbHoto acouiauieto (ALAT) — An Official ATS/ERS/
JRS/AL: Idiopathic Pulmonary Fibrosis: Evidence-based
Guidelines for Diagnosis and Management, 8 2015 poui —
po3ain «JlikyBaHHA», a y 2018 poui — po3gin «[iarHocTnka»
Y HOBII pegakKuii.

Bigomo, Wo y YacTMHM NaUi€HTIB 3 TaKMMM iIHTePCTULIN-
HMMW 3axBOploBaHHAMKU nereHb (I13J1), Ak igionatnyHa
HecneundiyHa iHTEPCTULIHA NMHEBMOHIS, CUCTEMHA CKIle-
poaepmisi, MHEBMOKOHIO31, XpoHiuHa dopma rinepceHcu-
TUBHOIO MHEBMOHITY, Capkoifgos3, npouec ¢ibpo3yBaHHA
MOXe HabyBaTV MPOrpecyyoro HEKOHTPOSbOBAaHOroO
XapaKkTepy 3 CUMMTOMOKOMIMIEKCOM, NMO3HaUYeHNM fiK Mpo-
rpecytoumnin nereHesuii ¢i6pos (MJ1Q). Kpim Toro, B oCTaHHi
POKU Ony6siKoBaHi pe3ynbTaTy YCMiWHOIo 3aCTOCYBaHHA
aHTndibpoTNUHOI Tepanii npu geaknx ¢ibposyroumx 1311,
BigmiHHUX Big 1O (mocnigkeHHa INBUILD, SENSCIS), wo
CMOHYKano 0 3MiHW napagurmu B 6ik eAMHOro nigxogy no
aHTUPI6PO3HOT Tepanii.

Bce ue gano nigctaBy AnA po3WMpPeHHs MokasaHb A0
3aCTOCYBaHHA aHTUIOPOTUYHOT Tepanil 3 BKIIOYEHHAM A0
ix nepeniky iHwwux I3]1 i3 cumnTomokomnnekcom MNO. Y
3B'A3KY 3 UMM ekcrnieptamu ATS, ERS, JRS ta ALAT y TpaBHi
2022 poky ony6nikoBaHa HoBa HactaHoBa An Official ATS/
ERS/JRS/ALAT Clinical Practice Guideline. Idiopathic
Pulmonary Fibrosis (an Update) and Progressive Pulmonary
Fibrosis in Adults, B AKkoi, nopag 3 4YacTKOBUMWU 3MiHamMu
NpUHUMNIB giarHOCTMKM Ta Tepanii /1O, npeacrasneHi
BM3HAUYeHHA, KpuTepii giarHo3y Ta pekomeHpauii wopo
nikyBaHHa M1O npw iHwmx ¢idbposyounx 13]1.

Takmm uymHOM, 3a npoToTun AJanTOBAHOI KNiHIYHOT
HacTaHoBWU «lgionatnyHun nereHesun ¢idpos i nporpecyto-
ynii nereHeBuin ¢Gibpo3 y gopocsnx» B3ATO 6a30BUI KOH-
ceHcycHui fokymeHT ATS, ERS, JRS i ALAT «An Official ATS/
ERS/JRS/ALAT Statement: Idiopathic Pulmonary Fibrosis:

YKpaiHCbKUIA NyNbMOHONOTiYHNIA XKypHan. 2023, N2 1

Evidence-based Guidelines for Diagnosis and Management»
(2011) [1] Ta noro oHoBneHi po3ginu «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].

[opaTkoBi OKa3w BKIOYEHI 3 iHWNX JpKepen:

1. Idiopathic Pulmonary Fibrosis in Adults: Diagnosis and
Management. NICE Guideline. 2013. Available at: www.
nice.org.uk/guidance/cg163 [5].

2. Jo HE, Troy AK, Keir G, et al. Treatment of idiopathic
pulmonary fibrosis in Australia and New Zealand: A
position statement from the Thoracic Society of
Australia and New Zealand and the Lung Foundation
Australia. Respirology. 2017;22:1436-1458 [6].

YACTUHA I:

I4IONATUYHUN NEFTEHEBUN ®IEPO3

lgionaTnuHmii nereHeBuin ¢idbpo3 BiAHOCKUTLCA JO rPYyNK
iaionaTMYHUX IHTEPCTULINHMX MHEBMOHIN, MOAIGHNMYN O3Ha-
KaMU AKX €: NepeBaXkHE YPaXKeHHA IHTePCTULINHOT TKaHUHN,
nporpecytounii Gpibpo3ytounii NPoLec y nereHsx, Wo cynpo-
BOPKYETbCA 3aULLKOIO, KA HAPOCTAE 3 YaCOM, | PECTPUKTUB-
HUMM MOPYLUEHHAMU BEHTUNALINHOT GYHKLIT nereHb.

MerTa

OcHOBHa MeTa HaCTaHOBM NONArae y 3abesneyeHHi KniHi-
LNCTIB pPeKOMEeHAALIsIMU KOHCEHCYCHOrO AOKymeHTy ATS/
ERS/JRS/ALAT, wo 6a3ytoTbcA Ha [LOCKOHAsbHOMY Ornafi
ony6nikoBaHuUx [fokasiB 3 BukopuctaHHam GRADE-
meTtogonorii [7]. HactaHoBa [a€ MOXNMBICTb KHiHiLMCTam
iHTepnpeTyBaTh Ui pekomeHAauil y KOHTeKCTi iHanBigyanb-
HUX OCOGNMBOCTEN NALLIEHTIB Ta NMPUNMATU BigNOBiAHI pilueH-
HA LWOAO BCiX acrneKTiB BeAeHHA XBOPOro 3 Tunosum IJ10.

Jokasn

AKicTb goKasiB BU3Hayvanu BignosigHo ao ATS GRADE-
KpuTepiis (Tabn. 1).

GRADE-nigxig po3sonse igeHTudikyBatn BCi 3HauyLi
4N nauieHTa pe3ynbTatym AudepeHuioun KpUTUYHI
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Tabnuuys 1

Bu3sHaueHHA AKOCTi foKa3iB (piBeHb fOKas3iB)

CTyniHb JOKa30BOCTI [n3anH pocnigykeHHA

Bucoka PaHpomizoBaHe KOHTpPONbOBaHe AoCNia-
MKeHHsA

MomipHa CnpolyeHe paHaoMi3oBaHe
KOHTPOJIbOBaHe AOCiAMeHHA abo
BAOCKOHAaJIEHe HarNiAA0Be JOCIAXKEHHA

Hun3bka [lobpe opraHizoBaHe Harnsgose

[OCNIAPKEHHA 3 KOHTPOJIbHOIO rpynoto

[ly>ke HU3bKa IHwWi (onuc BunaaKy abo cepii BUNapaKis)

pe3ynbTaTn Bif 3HAUHUX, afie He KPUTUUYHUX. PekomeHpauii
3anexaTb Bif [OKa3iB Ta AKOCTI KOXKHOMO 3HauyyLoro
pe3ynbTaTy. 3 KOXHOro NUTaHHA BCi JOCTYMHI foKasn 6ynu
rpafy/oBaHi 3a piBHeEM AKOCTI (BMCOKMIA, MOMiIPHUI, HN3b-
KNI i By»Ke HU3bKWN).

3rigHo AKocTi gokasiB GRADE pekomeHpauii € a6o
«CUNBbHUMWY», ab0 «YMOBHMMUY». YMOBHI peKomeHpauii €
CMHOHIMOM cnabKkux pekomeHgauin. DakTopwu, LWo BU3HA-
YyalTb CUNY peKkoMeHAauil, BKIYalTb CUNy AOKasis,
pe3ynbTaTu [OCNIAXEeHb Ta MOB'A3aHY 3 HMMW 3Hauy-
WicTb AnA nauieHTiB, 6axaHi i Heba)aHi Hacnigku, Bap-
TiCTb Ta BNAUB JliKyBaHHA Ha 3abe3neyeHHs PiBHOCTI B
MUTAHHAX OXOPOHU 340POB'A, MOXIUBICTb NPOBEAEHHA
NiKyBaHHA i MOro MPUMNHATHICTb ANA BaXkKNUBUX 3aLiKaBs-
JIEHUX CTOPiH, a TAKOX MOTEHUiNHi NpobnemMn MOHITO-
PVHTY Ta BMNPOBafXeHHA NiKyBaHHA. 3HaUeHHA CuUu
pekomeHpauii gnAa pisHMX 3auikaBneHuX CTOpPiH HaBefe-
HO B Tabn. 2.

BU3HAYEHHA

lgionaTnyHmit nereHeBuin ¢pi6pos (IJ1P) — ue cneuu-
diuHa dpopma XpoHiIUHOT nporpecyUoi iHTepCTULINHOT
¢$i6po3ytouoi NHEBMOHIT HEBIAOMOT NpUPOAN, fiKa CrocTepi-
ra€TbCA rofIOBHM YMHOM Yy 0Ci6 cTaplie 50 pokiB, obmexe-
Ha Ypa)KeHHAM JlereHb Ta acouinoBaHa i3 NaToricTonoriy-
HUM i/abo pagionoriyHM naTepHOM 3BMYANHOI iHTEpCTu-
uinHoi nHeBMoHiT (31M).

Kog MKX 10:J 84.1

AKicTb fOKa3iB HUXKYE, AKLLO AKicTb fOKa3iB BULLE, AKLLO

06MEXKEHHS AKOCTI AOCNIAKEHHS: - CunbHa acouiauis, BigCyTHiCTb
daKTOpiB 3MillyBaHHA
- [loka3 fj0303anexHoro edpekTy

(rpagpieHTy)

- Henpami gokasn

- Baxxnuee npotupivua

« Po3pigkeHi abo HeTOYHI aaHi

« Bucoka nmoBipHicTbynepeakeHocTi
nyo6nikawii

ERNIAEMIOJIONIA

lNoKa3HMKKM 3aXBOPIOBAHOCTI Ta po3nosctogkeHocTi 10
B 3HAYHIN Mipi 3anexaTb Big BiKy. Tak, 3axBoptoBaHicTb /1O
cepep oci6 ctaplue 70 pokis B 10 pa3is nepeBuLLye aHano-
riYHMI NOKa3HWK B 3aranbHin nonynadii [8].

Hanbinbw ToYHi AaHi Npo 3aXBOPOBaHICTb Ta nowmpe-
HicTb IO oTprmaHi B focnigxeHHi, nposegeHomy B CLLIA E.R.
Fernandez-Perez i cniBaBr. [9], OCKifbK/ aBTOpPU 3aCTOCOBY-
BaNv »KOPCTKi KpuTepii Bepudikalii giarHosy — Bik > 50
pokKiB, HaABHicTb natepHy 3Il1 npu natorictonoriyHomy
BMBYEHHI GionTaTiB nereHb abo AOCTOBipHUX O3HaK 3IMM-
naTepHy npu Komn'toTepHin Tomorpadii (KT). B pesynbtari
BCTaHOBJEHO, WO 3axBoptoBaHicTb /IO cknana 8,8 Bunagkis
Ha 100 000 HaceneHHs B piK, NOLWNPEHICTb — 27,9 BMNaaKis
Ha 100 000.

3a ocTaHHi poku KinbkicTb xBopux 1O 36inbyeTbes.

MNOTEHUINHI ®AKTOPU PU3BUKY

Xoua /1O 3a BU3HaYeHHAM — 3axBOPIOBAHHA HEBIJO-
Mo eTionorii, onucaHi NoTeHuianbHi dakTopy prUsmKy.

ManiHHa yuzapok. MNaniHHA acoUilETbCA 3 PO3BUTKOM
IN®, ocobnueo y ocib 3i ctaxem naniHHA noHag 20 nau-
Ko-pokis [10, 11].

Bnnug ¢akmopis omouyio4oeo cepedosuwd. 3HaYHO
NiABYLLEHUI PU3UK NOB'A3aHUN 3 €KCNO3ULIEID Ny MeTa-
niB (NaTyHb, CBUHeUb, CTanb) Ta NWIy AepeBUMHK (COCHa).
Bnnue ¢aktopis oTouylouoro cepepoBulla MiATBEPLXKYE
HanABHICTb B niMbaTnuHMX By3nax xsopux IO nigsuweHoi

Tabnuys 2

IHTepnpeTaLis cUNbHUX Ta YyMOBHUX peKOMeHAaL il AnA 3aliKaBieHuX CTOPiH (nalieHTy, KNiHiLMCTN Ta BuLLe KepiBHULTBO B
o6nacTi OXOpPOHM 340POB'A)

3HayeHHa gna:

MauieHTiB

KniHiyncris

3akoHopaBLiB

CunbHa pekomeHpaauis
(«<Mun peKkomeHAYEMO...»)

BinblwicTb niogen y Takii cuTyaLii 3axoue NPUAHATN
3aMpOMNOHOBaHUIA KypC Ail, | nvlle HeBenvKa YacTka byne
npoTu.

BinbLicTb NaLi€HTIB NOBUHHI OTPUMATN BTPYYaHHSA.
[loTprMaHHA Liel pekomeHAaLii BiANOBIAHO A0 KepiBHULTBA
MO>e BMKOPUCTOBYBATUCA AK KpUTEpIil AKOCTi abo nokas-
HUK edEeKTUBHOCTI.

(QopmanbHi fonomixkHi 3acobm ana

NPUNHATTSA pilleHb, WBKALLE 3a BCE, He 3HaZobNATbCA Ans
TOrO, LWO6 LOMOMOrTY NOAAM Y MPUNHATTI PilleHb BiANOBIA-
HO A0 TXHIX LiiHHOCTe Ta Bnogo6aHb.

PekomeHpgaLis Moxe 6yTV MpUINHATA AK NONITMKa Y
6inbLWOCTi CUTYyaLiiA, y TOMY YMCAi ANA BUKOPUCTAHHA AK
NMoKa3HWKiB epeKTUBHOCTI.

YMOBHa pekomeHpaaLis
(«Mun BBaxaemo...)

binblwicTb niogen y Takini cuTyadii 3axoue NPUAHATA
3anponoHOBaHWI Kypc Ailn, ane BenvKa KinbKicTb noaen
6yne npotu.

Bu3HainTe, Wwo AnA pi3HMX NauieHTiB NigXoAATb Pi3Hi
BapiaHTK, i BU NOBMHHI JONOMOITY KOXKHOMY NaLjieHTy
NPUAHATA PiLLEHHA WOAO NiKyBaHHA BiANOBIAHO Jo oro/ii
LiHHOCTel i BnoaobaHb.

QopmanbHi JoNOMiXKHI 3acobu AnAa NPUAHATTA pilleHb
MOXYTb OYTV KOPUCHUMU ANA NPUAHATTSA PilleHb Bigno-
BifiHO A0 IXHiX LiHHOCTeN i BnogobaHb.

Po3pobka nonitnkn notpebyBaTme 3HaUHUX 0BroBOpeHb
Ta yyacTi Pi3HUX 3aLikaBneHnx CTOPiH.

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 1
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KifIbKOCTi HEeOpraHiYyHMX YaCTUHOK Ha aBToncii [12, 13].
MikpobHi aeeHmu. Y KinbKox pocnig»KeHHAX BUBYanaca
MO>KJIMIBa POJIb XPOHIYHOI BipycHOI iHpeKLii B eTionorii 1O
[14-20]. binblwicTb gocnigxeHb 6yno 3o0cepeaeHo Ha Bipy-
cax EnwreitHa-bapp (EBV) Ta renatuty C. | 6inok, i IHK EBV
6ynu BMABNEHI B lIereHeBOI TKaHMHW nauienTis 3 V10, 3a3Bu-
Yyaln B aNbBeONAPHUX eniTenianbHUX KNiTuHax [14, 16].
MpoTe nonepeaHA iMyHoOCynpecBHa Tepania y bara-
TbOX MaLEHTIB, AKa MOXe pPobuTy iHPeKLilo NOTEHLiINHIM
YCKNagHEHHAM, @ TaKO>K BUCOKa nowmpeHictb EBV B 3aranb-
Hi nonynAuii NOKN He [O3BONAIOTb 3POOWTN OCTAaTOUHMX
BMICHOBKIB Npo ponb iHdpeKuii B po3sutky IN10 [15, 17, 20].
Facmpoe3zoazansHuli petokc. Pesynbtat AeKinbKox
JocnigpKeHb Nokasanu, Wwo ractpoesodaranbHuii pedniokc, y
3B'A3KY i3 MiKpoacnipaulieto, € akTopom pursnky 1O [21-23].
leHemuyHi pakmopu. € NOBIAOMNEHHA WOAO CIMENHOI
dopmn IN1O (HasBHICTb 3axBOploBaHHA y 2 i binblie Giono-
rYHKX uneHiB ciMmT), Xoua KifbKiCTb TaKMUX BUMAAKIB CTaHO-
BUTb MeHwWe 5 % [24-28]. 3HauHa reorpa¢iyHa KOHUeHTpa-
Lia BuNagKiB cimenHoro nereHesoro ¢ibpo3sy cepep *xuTe-
nis QiHNAHAIT NiATBEPOXKYE 3HAUMMICTb FeHeTUYHUX aKTo-
piB y po3suTky 1O [26].

MATOrEHE3

Komenmap po6o4oi epynu:

Knrovosi naHku namozeresy IJ/10 cxemamuy4Ho onucaxi y
pobomi du Bois R. M. [29].

BHacniook ennusy aKozo-HebyOb HEBCMAHOB/IEHO20 (HaK-
Mopy NOWKOOXYEMbCA HOPMAbHUL CMpPyKmMypHUU npowa-
POK, AKUU pO30iNIA€E NOPOXHUHY G/1b8€0/IU 8i0 npocsimy Kani-

napy. BiH cknadaemsca i3 enimeniansHux KnimuH, 6a3aneHol

MeM6paHu i eHoomeniansHUX KimuH kaninapy (puc. 1-2).
Jani exknoyaromeca penapamusHi npouyecu i3 8usisnb-
HeHHAM enimeslianbHO-KIiMmUHHUX Mediamopis i NPOHUKHEH-
HAM hakmopie Kposi, skioyayu pakmopu kKoaynauii, e
npocsim aneseon (puc. 3). [lpoyec Habysae opeaHizyrHo2o
Xxapakmepy, 3 iHiyitosaHHAM pybuto8aHHs (puc. 4), ma Ha AKo-
Mycb emani npoyec ¢ibpo3ysaHHa 8uxooume 3 nid KOHMpPo-
7o (puc. 5). [IpuyuHU YWKOOXeHHS, 8 pigHili Mipi AK i npuduHU
npoepecyio4o2o ¢Gibpo3ysaHHsa, 00 HUHIWHbO20 4dcy He
ecmaHosneHi (du Bois RM. Strategies for treating idiopathic

Hopmanetuit wap,
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Puc. 5. [linAHKu nowkodxeHHA 3amiwjyromecs py6uyesoio mka-
HUHOlO, asie as1b8eosIo-KaninapHuli wiap He 8iOHO8/IIOEMbCA, |
¢i6po3yroyuii npoyec mpueae.

pulmonary fibrosis. Nat. Rev. Drug Discov. 2010;9(2):129-140).

KNIHIYHI CMUMNTOMMW, BAPIAHTU NEPEBITY

CumnTommn

11O 3a3BMYal NPOABNAAETLCA MOCTYNOBO HAPOCTAYO0
3aA4ULLKOIO Ta HEMPOAYKTUBHUM KallieM, AKAN HepiaKo Mae
npucTynonoAibHnn xapakTtep i Bigpi3HAETbCA pedpaKkTep-
HiCTI0O [O MPOTMKalIboBMX 3acobis [30, 31].  BiamiHHO
oco6nuicTio /1O € HeEMOMITHA NoABa CUMMNTOMIB — MALliEHT
3a3BMYaln He MOXe TOYHO BKa3aTu TeEPMiHWN NOABU 3afULLKN
3 TOYHICTIO 10 NiBPOKY, a iHoAj i 6inblwe. Cepep XBOpUX Npe-
Ba/oOTb YonoBiku. /IO TMNOBO BUHMKAE Ha WOCTOMY abo
CbOMOMY AeCATUAITTI XKUTTA. [MauieHTn y Bidi o 50 pokis
3yCTpivaloTbCA PiAKo, y TakMX XBOPWUX B MOAANbLIOMY
MOXYTb MPOABUTNCA CUMATOMW CUCTEMHOIO 3aXBOPIOBAH-
HA CMONYYHOI TKaHWHK, AKi Bynun BiCYTHI HA MOMEHT BCTa-
HOBNeHHA AiarHo3sy IN10. Y 6inblocTi xBoprx nepiog Bif
noyaTKy nosABM CUMMTOMIB A0 3BEPHEHHA [0 NikapA nepe-
BuLye 6 micauis [1].

KomeHnmap po6oyoi 2pynu:
Jedopmauis Hiemvosux panare y 8uenadi «6apabaHHux
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nanuyok» mae micye y 25-50 % nayieHmis. [pu ybomy peHo-
MeH «mpick yenopaHy» (38y4Ha Kpenimauia HanpukiHyj
80UXY) BU3HAYAEMbCA y HUXHIX 8i00inax, a nomim i Hao ecieto
nosepxHeto nezeHo [32]. Y 3apybixHit nimepamypi suko-
pucmosyemecsa iHwul mepmiH — Velcro-type crackles, wo
03HA4Yae Mpick 3acmibKu-«<uNyyku» npu ii po3cmibysaHHi
(Sgalla G., Walsh S.L.F., Sverzellati N. et al. “Velcro-type”
crackles predict specific radiologic features offibrotic interstitial
lung disease. BMC Pulm Med. 2018; 18 (1): 103 [33].

O3Haku nezeHegoz0 cepysa (nepugepuyHi HabpAku)
MOXymb cnocmepizamuca Ha Ni3Hix cmaodifax 3axe0plo8aHHA
(®eweHko kI, Taspuctok BK, MoHozaposa HE, ma iHuwi.
HauioHaneHa y2o0a: Idionamuyri iHmepcmuuiansHi nHeamo-
Hil: KniHika, 0iaeHocmuKa, NiKy8aHHA. YKp. NysIbMOHOJ. Xyp-
Han. 2008;(3, Jlooamok):38—46) [32].

BapiaHTu nepebiry

KniHiunun nepebir /1O xapaktepusyeTbca NoCTynoBmUM
MOripLeHHAM CTaHy XBOPMX, NPOTE YacTO HACTYMaeE piske
nporpecyBaHHaA, AKe MOB'A3aHe i3 BipycHOW iHdeKLi€,
PO3BMTKOM MHEBMOHIT abo Andy3HOro anbBeONAPHOro
YLIKOAPKEHHS.

Y 6inbwocTi nauieHTiB 3aXBOPIOBAaHHA MOBINbHO, ane
HeyXuSIbHO nporpecye («NoBinbHe NporpecyBaHHA»), feAKi
naLieHTX 3anMwalTbCA cTabinbHUMK («CTabinbHU nepe-
6ir»), Tofi AK Y iHLINX CNOCTEpPIiraETbCA CTPIMKe NOoripLIeHHA

_ —— Crabinexe _ @7* S

MNosinbHe ﬂ\‘@\_‘_
—

nporpecysaHHA

= i+=—— Tloctpe !

8 ! noripLIeHHA |

o . -
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= nporpecyBaHHs : '
\ v ¥

Yac

Puc. 6. Bapiaumu nepe6izy IJ/10

(«wBMAKe NporpecyBaHHaA») (puc. 6) [1].

MeHlua yacTuHa nauieHTiB MOXe BifuyBaTu Henepes-
6auyBaHe roctpe noripLeHHs ix xBopobu (bnuckasnyHe)
abo BHaCNifOK BTOPUHHUX YCKNAZHEHb, TaKNX AK MHEBMO-
Hif, abo 3 HeBigOMMX MPUUUH. Lle MoXe npussectn Ao
cMepTi abo iCTOTHO MOripWKTX CTaH NauieHTiB. BigHOCHa
YyacToTa TaKuMX BapiaHTiB 3aXBOPIOBAHHA HEBifOMa.

BapiaHT nepebiry 3axBoptoBaHHA Y KOHKPETHOro nadi-
€HTa B MOMEHT NMOCTaHOBKM iiarHO3y HenepenbayyBaHuUin. Y
6iNbLIOCTI XBOPMUX CMOCTEPIra€TbcA MOBiIbHE MOCTYnoBe
nporpecyBaHHA NPOTAroM AeKiNIbKOX POKiB. [leaki naLieHTu
3anualoTbcA cTabinbHYMK, TOA AK Y iHLWINX CNOCTepiraeTb-
CA WBMAKE MpOorpecyBaHHA. Y yacTvHM XBOPUX Bifg3Haya-
I0TbCA eni3oAn rocTporo pecnipaTOPHOro MoripLeHHs.

Yyactb pizHux deHotuniB /1O, reorpadiuHmx, eTHiuHMX,
KyNbTYPHUX, PacoBMX Ta iHWUX $aKkTopiB y PpopmyBaHHI
BapiaHTy nepebiry x8opobu [0 TenepillHbOro yacy He BCTa-
HOBMEHa.

3aroctpeHHs 10

HepaBHi cnoctepe)eHHA NigTBepAMAN, WO rocTpe
pecnipatopHe NOripWeHHA CNoCTepPiraeTbCA y MEHLOl
yactuHu xsopux IO (npubnusHo 5-10 % wopiuHo). Li
enizoan MOXyTb OYyTW BTOPMHHMMMK MO BiJHOLIEHHI A0
TaKWX CTaHiB, AK MHEBMOHIA, nereHeBa embonia, NHeBMO-
TOpaKC, cepLueBa HefoCTaTHICTb. AKLO NPUYMHaA rOCTPOro
pecnipaTopHOro NoripleHHA He Moke OyTn BU3HaueHa,
BMKOPUCTOBYETbCA TepMiH «3aroctpeHHa IJ1O». 3apas
HeACHO, UM € 3aroctpeHHa /IO npocto maHidecTauieto
HeifeHTN}IKOBaHOro ANXaNbHOIO YCKNaAHEHH:A (nereHesi
embonii, iHpeKUin), Wo cnpuAe 3arafbHOMY MOTiPLIEHHIO
nepebiry I/10, abo npepcTaBnae NPMPoOAHe NPUCKOPEHHA
naTtob6ionoriyHoro npouecy. [aHi, oTpumaHi npu aHanisi
ekcnpecii reHis y nauieHTisa 3 IJIO, He nigTBEepAXKYyOTb
iHdeKLinHy eTionorito.

IcTopuuHo KpuTepili 3aroctpeHHA 11O Bknovae Hes-
pOo3yMmine NoCKNeHHA 3aULWKN NPOTATOM OAHOro MicAus,
HaABHICTb CUMMTOMIB FiNOKCeMIl AK pe3ynbTaT BaXKoro
nopyLweHHA rasoobMiHy, HOBi pagionoriyHi anbBeoNApHiI
iHQiNbTpaTK i BiACYTHICTb anbTepPHaTMBHOIO MOACHEHHA
(iHpekuin, nereHeBa embonia, NHEBMOTOpPAKC abo cepueBa
He[OCTaTHICTb). 3arocTpeHHA MoXe 3'ABUTUCA B Oyab-
AKUN MoMeHT nepebiry 1O, a iHoai € nepwoto maHidecTa-
uieto xBopobu. MoXKyTb cnocTepiraTuca MNOCUJIEHHA
3aJMLWKK, NTMXOMaHKa, i/abo niasuLieHe BUAiNeHHA MOKPO-
TUHHA. QaKTopy pU3nKy 3aroctpeHHs /IO He BCTaHOBNEHI,
X0ua € BifJOMOCTi NPO rocTpy pecnipaTopHy AeKoMMneHca-
Lito nicnAa TopakanbHUX onepauin Ta 6poHxoanbBeonaAp-
HOro naBaxy. HesAcHo, un 6ynu Ui BUMagKM iCTUHHUMU
3arocTpeHHAMK abo 6ynu HacnigKom ycknagHeHHA Bigno-
BiAHMX npouenyp.

3aroctpeHHsa /1O npoAaBnAeTbca roctpum abo opraHisy-
IouMM AMOY3HUM anbBeONIAPHUM MOLIKOAMKEHHAM, abo,
pifle, opraHisytlouoto MHEBMOHIE B 30HaX BifHOCHO 36e-
pexeHOoI NereHeBOl TKaHVHM Janeko Bif Hanbinblw ¢ibpos-
HUX pinsHok [1].

3BUYANHA IHTEPCTULIINHA NHEBMOHIA —
MATOTICTOJNIONYHA XAPAKTEPUCTUKA

XapaKTepHO NaToricToNOriYHO 03HAKOIO | FOSIOBHUM
LiarHOCTUYHUM KPUTEPIEM € reTeporeHHe YepryBaHHA npu
Manomy 36inblueHHi obnactelt Gibpo3y i CTINbHNKOBUX 3MiH
3 AinAHKaMM MeHLW ypa)<eHoi abo HOpManbHOI NapeHximu
[34, 35].

Ui matorictonoriyHi 3miHM 4acTto crnocTepiraloTbCa B
cybnneBpanbHUX i NapacenTanbHUX AiNAHKaX. 3ananeHHs
3a3BuYalt cnabke, xapakTepursyeTbCa NIAMUCTO IHTEPCTH-
LinHoto iHdinbTpauielo nimbountTamm i NnasMaTUYHUMM
KNiTMHamu 3 rinepnnasieto anbBeonoymnTiB 2 TUNy Ta 6POoHXi-
onapHoro enitenito. 30HN $i6PO3y CkNafalTbCA NepeBax-
HO 3 LWiNIbHOrO KonareHy, Xoua TakoX MOCTIHO 3HaXoAATb
po3ciaHi onykni cybenitenianbHi ocepeakn nponidepyoumx
¢dibpobnacTis i miopibpobnacTis (Tak 3BaHi BorHuwa ¢ibpo-
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6nacTi).

®ibpobnacTnyHi dokycn ABNAIOTL COb60t0 APiOHI BOrHM-
Wwa 3 HaasHicTio ¢pibpobnactiB i MiodibpobnacTie y HiXKHO
nodpap60oBaHil MiXKKNITUHHI PeYOBUHI.

®ibpobnacTnyHi pokycn He € cneundiyHo O3HaAKOI
3IM, npoTe iX HaABHICTb, NPUYOMY B 3HAYHIN KiNbKOCTI, €
BaXNIMBOIO YMOBOIO [ BCTAHOBJIEHHA AiarHo3y.

«CTiNbHMKOBI» 3MiHM BUABNAIOTL B GiNbLIOCTI onepawin-
HMX 6ionCi nereHeBOoI TKaHVHW, BOHW NPefCTaBnAloTb co60io
po3LUMpPEeHi MOBITPAHI NPOCTOPY, 3a3BMYai BUCTENEHI KyObiu-
HVM eniTeniem, cepep BorHuLy Gibposy. YcepeauHi mikpokict
4acTo MPUCYTHI CJIM30Bi Macy, a TaKoX MOXYTb OyTu BKIItO-
YeHHA 3 anbBeOoTIOUUTIB, KNITUH KPOBI Ta 3ananeHHs.

LinAaHkn ¢ibpo3y, He NoB'A3aHiI 3i «CTiNbHUKaMK» — Le
oAHa TUnoBa rictonoriyHa o3Haka 3IlMN. Y BorHumwax ¢i6posy
i B CTIHKaX «CTiNbHMKIB» YacTO MOXHa 6aunTu rinepnnasito
rmafgkux M'A3iB, AKa B YaCTUHI CMOCTEpeXeHb MoXe OyTu
BENbMU BUPAKEHOIO.

Mpwn 3IM moxxnnBe BUABAEHHA MIOCKOKNITMHHOI MeTa-
nnasii 6poHxionApHOro eniTenito, a TakoX enitenito, WO
BWCTWUMAE afleHOMATO3Hi «CTiINbHUKOBI» CTPYKTYpW, PifKo
— ocudikauii, obnitepyiouoro eHgaptepiity. OfHak Ui
3MiHM HecneundiyHi | Po3BMBAOTLCA BHACNILOK NEPBUHHO-
ro ypaeHHs.

Mpw pocnigxeHHi 6ioncin B pasy roctpoi 31N mae micue
noegHaHHA KapTuHu 3l Ta AudysHoro anbBeonApHOro
nowkogxkeHHA (JAl) abo, pigwe, — opraHi3yyoi NHeBMO-
Hil.

LA npwn 3aroctpeHHi 3IlN xapakTepur3yeTbca mMo3aiy-
HOIO KapTUHOW YpaKeHHA JIereHiB, 3 MOTOBLUEHHAM
MiXanbBeoNIAPHMX MePETMHOK 3a paxyHok ¢ibpobnacTis i
MiodibpobnacTie 3 MiHIManbHOW 3ananbHO iHOINbTPaLi-
€10, BUpaKkeHolo rinepnnasieio anbseonountis Il Tvny, iHoAj
3 03HaKaMM ix aTunii, NOABOIO rianiHOBUX MembpaH, ¢ibpu-
HOBUX TPOMOIB B APiOHMX CyAMHaX, NNOCKOKMITUHHOT MeTa-
nnasii 6poHxionapHoro enitenito .

3IMN He € naTorHomoHiuHoto ans IJ1O, BoHa 3ycTpivaeTb-

CA | NPU IHWKX IHTepPCTULiaNbHMUX 3aXBOPIOBAHHAX NereHb,
30KpeMa nNpv ANPY3HNX 3aXBOPIOBAHHAX CMOMYYHOI TKaHW-
HY 3 ypaxeHHAM nereHb. To6To 3IIN He 060B'A3KOBO BKa3sye
Ha HasBHicTb /1O, ane y Bcix Bunagkax IJI® o6os'AskoBa
npUcyTHicTb mopdonoriyHmx o3Hak 3IMM [1].

MaTorictonoriyHi narepHu 3IM

lcTtonaTtonoriuHi Kputepii 3IM, wWo BMKNageHi B HacTa-
HoBi 3 giarHocTukm /IO 2018 poky 6yno nepernaHyTo i nig-
TBepAXeHO B HacTaHoBi 2022 poky [4].

MaToricTonorivHi pesynbtaTti 6ioncii peKkomeHAYETbCA
KnacuoikyBaTu 3a YoTupMa Kateropiamu: «3IlM», <imoBipHa
3IM», «HeBM3HauyeHa (cymHiBHa) 3IM» i «anbTepHaTUBHUN
ZiarHo3» (tabn. 3, puc. 7). MepeBara uboro nigxoay nons-
rae B TOMy, WO LA TepMiHOMOriA BignoBigae Kateropiam
pagionoriyHux (KTBP3) naTtepHis (xoua cneyundika Katero-
pii «<anbTepHaTMBHOrO AiiarHO3y» PO3Pi3HAETLCA), i Lie [03-
BOJIAE OOroBOPIOBATM NMATEPHN B KOHTEKCTI iHLWIMX KIiHiu-
HUX AaHWX Nif Yac MynbTUAUCUMUNAIHAPHOI AnCKycii. Lle
nonerwye CTBOPEHHA Hanbinbw TOYHOro AiarHo3y AnA
nauieHTa. bioncii, no3HaueHi Ak HeBu3HauveHa 31, gemoH-
CTpytloTb naTepH ¢ibpo3y, WO He BiANoOBifae KpuTepiam
3IMN abo AKOMyCb iHWOMY MaTOriCTONOriYHOMY MaTepHY
bibpo3syloyoi iHTepcTULianbHOT NHEBMOHIT i, B AeAKnX
BMMafKaxX, MoOXe CnpuATA anbTepHaTMBHOMY fiarHosy,
NPU LbOMY KaTeropuMyHO He BUKIIIOYAETbCA MOXKNUBICTb
CMCTeMaTUYHOT MOMUJIKY, L0 B KiHLLEBOMY NifCYyMKY BUAB-
naeTbea, wo ue € 3IMM.

KomeHnmap po6oyoi epynu:

Y 2000 poui AMepukaHcbke mopakaabHe mosapucmeo i
€sponelicbke pechipamopHe mosapucmeo onybsikysanu
nepwy MiXHapooHy y200y no OideHoCcmuui ma NiKy8aHH!o
II® — American Thoracic Society, European Respiratory
Society. Idiopathic pulmonary fibrosis: diagnosis and
treatment. International consensus statement [36].

MonoxeHHA nepedbayasno 0608'a3ko8y sepudikauyito dia-
2HO3y MemoOoM XipypeiuHoi 6ioncii nezeHw. Lja pekomeHdayis

Tabnuys 3.

MaTtoricTonoriuHi narepHn 3BUYaiHOI iIHTEPCTULIIHOT NHEBMOHIi [3]

3IM ImoBipHa 3IM

« LLinbHWiA Gi6PO3 3 apXiTEKTYPHUM
CMOTBOPEHHAM (TOOTO AECTPYKTVBHE
pybLioBaHHA i / abo CTiNIbHUKOBICTb)

« [leAki rictonoriyHi 03Hakm 3
cToBMYMKa 1 NPUCyTHI, ane He
B Tili Mipi, W06 BCTAHOBUTMN
nesHwin giarHos 3IM/IN1O

« MepeBaxae cybnnespanbHuii i/abo

napacenTanbHuii po3nogin ¢pibposy Ta

« BiacyTHicTb 03Hak, AKi nepef-
6ayaloTb anbTepHaTUBHWN Aia-
rHo3

« HeopHopigHe (MnAmucTe) ypaxeHHA
napenximmn ¢pibposzom

« BorHuwa ¢ibpobnactis Ab6o

+ CTINbHUKOBICTb TiNbKM
- BigcyTHicTb 03Hak, Aiki nepepbaya-
10Tb aIbTePHATVMBHUIA fjiarHo3

HeBwn3HaueHa (cymHisHa) 3IM AnbTepHaTUBHUI AiarHo3

- Qi6po3 3 abo 6e3
APXiTEKTYPHOro CMOTBOPEHHS, 3
0co6MBOCTAMM ab0 Ha KOPUCTb
natepHa, BigmiHHoro Big 3IM, abo
Ha kopwucTb 3, Wwo BToprHHa Mo
BiJHOLLIEHHIO A0 iHWOT NpUYnHN *

« [leAki rictonoriyHi 03Hakm 3
cToBnyMKa 1 NpUCyTHi, OAHaK 3
O3HaKamu, AKi nepefbayaloTb
anbTepHaTUBHUIA fliarHO3**

« O3HaKu ricTonoriyHnx naTepHis
iHWwwx M (Taknx AK BiACyTHiCTb BOr-

HUw $ibpobnacTie abo mM'aknin Gpibpo3s)

y BCboMy maTepiani 6ioncii

- FicTonoriyHi 3HaxigKK, AKi BKasyoTb

Ha iHWi 3aXBOPIOBaHHA (rinepceHcn-
TUBHUI NHEBMOHIT, JlaHrepraHc-
KNITUHHWIA TiCTIOUNTO3, CapKOifo3,
JTAM)

Mpumitku: 3IM — 3BUYalHa iHTepCcTULiiHa NHeBMOHIA, JTO - igionatnyHnin nereHesnii ¢ibpo3; IIM — igionaTnyHi iHTepCTULiHI NHeBMOHIT;, TAM —
nimdaHrioneiomiomatos. ¥ — rpaHynbomu, rianiHosi MembpaHu (Kpim BUNafKiB, NOB'A3aHMX i3 3arocTpeHHAM /1O, Ake Moxe OyTy MPOABOM Yy AeAKnx
NavieHTiB), BUPaXKeHi 3MiHM B LIeHTPanbHKX BifAinax AnxanbHUX LWAXiB, 06MacTi iHTepCTULINHOIO 3ananeHHA 6e3 acouiioBaHoro ¢ibpo3y, BUpa<eHuit
XPOHIUHMI GiOPO3HUIA NNEBPUT, OpraHidyioua NHeBMOHiIsA. Taki 0cO6MBOCTI MOXyYTb OyTW HeoueBUAHI ab0O HEMOMITHI HeniAroToBNeHOMY OKY, i iX YacTo
HeobxifjHO cneuianbHo WyKaTy. ** — O3HaKK, AKi NOBMHHI BUKNNKaTV NO6O0BaHHA LWOAO NMOBIPHOCTI a/ibTePHATUBHOIO AiiarHO3Y, BKIOYaloTb 3anabHui
iH}INbTPaT KNiITUH Aaneko Bif AINAHOK CTINbHUKOBUX 3MiH, BUpaXkeHy NimdoiaHy rineprnasito i 4iTko 6POHXiONOLEHTPUYHMIA PO3MOAIN, L0 MOXe BKoYaTh

BE/IMIKY NepibpoHXIioNApHY MeTannasito.
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6y/s1a 3aCHOBAHA HA Pe3y/lbmamax OUiHKU 00CMOo8ipHOCMI
OiaeHocmuku /IO Ha ocHoBI KiHIYHUX cuMnmomie, OaHUX
peHmeeHozpagii ma komn'tomepHoi momozpagii opzaHis
2pyOHOI NOPOXHUHU 8 NOPIBHAHHI 3 pe3yibmamamu 6ioncii.
Tak, 0ocmosgipHicms 0iazHO3Y, 3dCHOBAHO20 MIsIbKU HA KIli-
HiYHUX 0aHux, cknana 62 %, a 3acmMocy8aHHs peHmzeHo2pa-
¢ii i KT nidsuwysano moyHicme 0iaeHOCMUKU 8cbo2o 00 76
%.

Jocsio Haykosux 0ocniioxeHb, Hakonu4eHuti 3 MoMeHmy
ony6nikysaHHa y 2000 poui y200u no /1, 3ymosus HeobxioHicme
YMOYHeHHA Kpumepiia 0iazHOCMUKU 3aX80PIO8AHHS | nepezisidy
OesiKUX NpuHYUNie NikysaHHs xeopux. lepw 3a 8ce, ye 6ys10
Nog'A3aHo 3 pO3BUMKOM mexHoJ10¢2ili 8 0651acMi KOoMN'tomepHoI
mowmoepaaii. 3a HacmynHi 10 pokie diazHOCMUYHI MOX/IUBOCMI
KT 3pociu HacmineKku, wo 3a pesysibmamom MopgosioeiyHol
diazHoCcmuKu yeli Memod cmas YcniwiHO KOHKYpy8amu 3 Memo-
0OM NAMOo2icmosioeiyHo20 O00C/TIOXeHHSA. Y 38'A3Ky 3 yum y
HacmynHi poku 6yso po3pobneHo kpumepii KT-OiaeHocmuku
V1®, yymnusicme sxoi caeana 90-100 %.

Y KoHceHcycHomy OokymeHmi ATS/ERS/JRS/ALAT 2011
poky [1] 6yno ony6bnikosaro KT-namepnu 3Il1, aki 6yn0 oHos-
J1eHo 8 0okymeHmax 2018 ma 2022 pokig [3, 4].

KTBP3-natepHu 3IM

Cumnmomokomnsiekcu, AKi BXOOATb B PaBionoriyHnm
natepH 3IMN/JIO — cTiNbHNKOBICTb, TPAKLiNHI BpOHX0eKTa-
31 i BpoHXioNoeKTasm, siki MOXKyTb OyTV NPUUYKHOI popMy-
BaHHA JiNIAHOK «<MaTOBOrO CKJa» i M'AKOT peTUKynALii.

CTiNbHUKOBICTb BIHOCUTBCA OO KIACTEPHUX KICTO3HUX
MOBITPAHMX NPOCTOPIB 3 TUMOBKM AiaMeTPOM KicT 3—-10 Mm, ane
iHoAj i OinbLue, 3 TOBCTMMM, UITKO OKpeCsieHUMM CTiHkamu. Lle
3a3BMYall MOEAHYETLCA 3 PETUKYNAPHMMN 3MiHAMK BHaCIAOK

Mpumitka: (A) MikpopoTorpadia Ha
Manomy 36inblUeHHi NoKasye KnacuuHuii
natepH 3IM npu INO: winbHuin ¢i6po3
nepeBaXHo B CybnneBpanbHii Ta
napacenTasbHiii napeHximMi, acoLiioBaHui
3 MOPYLEHHAM apXiTEeKTOHIKW y BUrnagi
MIKPOCKOMIYHUX  CTiITIbHUKOBUX  3MiH
(cTpinka) Ha Tni BiHOCHO Heypa)eHoi
napeHximu nereni (¥). Y BepxHiii YyacTuHi
PUCYHKY BUjHa BicLiepasibHa nnespa.

(B) MikpodoTtorpadia 3 Benukum
36iNbWeHHAM, wo leMOHCTpYE
cybnneBpanbHi pybLoBaHHA i CTINIbHVKOBI
3MiHM 3 acouiioBaHMMMK ocepeaKamm
dibpobnacTis (cTpinka).

(C) MikpodoTorpadia 3 manum
36iNblWEHHAM nokasye naTtepH
nmosipHoi 3ITMN/IJIO — xapakTepusyetbca
cybnneBpanbHUM i napacenTanbHUM
KnanteBum ¢i6po3oM, AKWA  MeHLW
PO3BUHEHUI | B MeHLWi Mipi acouino-
BaHWUI 3 MOPYLUEHHAMY apXiTEKTOHIKM Y
BUMMARI AECTPYKTUBHUX pybuiB abo
wia CTiIIbHUKOBMX 3MiH, LLO NPOiNoCTpOBaHe
Ha pucyHkax A i B.

(E) CymuisHui 3IM/I/T®-naTepH, npn AKOMY € M'AKNN HecneuudiuHnin Gibpo3, AKNIA He MaE
l06pe PO3BMHEHOIO OCEPEAKOBOrO i MepeBaXHO CybnneBpasnbHOro/napacentanbHOro
po3noginy, apxiTeKTypHWX MopylleHb Ta BOTHWLW, ¢ibpobnacTiB, XapaKTepHUX AnA
knacnyHoro 3IMN/IIO-natepHy. KicTkoBa meTannasia — 3BuYaiiHa, ane He cneundiyHa Ana
3IM 3Haxigka. Xoua Ui AaHi He € AiarHOCTUYHMMK, BOHM He BUK/oYaloTb giarHosy /10 y
nauieHTa 3 NigTBEPAXYUMMN KNIHIYHAMK | PafioNoriYHNMM JaHUMN.

Puc 7. lMamozicmonoziyHi 3miHu, wjo deMoHCmMpyiomeo 38u4aliiHy iHmepcmu-
yitiny nHeemodito (3II) [3]

TPaAKLiHMX 6poHX0- i GpoHxionoekTasis [37]. CTiNbHUKOBICTb
YacTille npeAcTaBieHa CKYNUYeHHAMM KIiCT B KiflbKa Lwapis, ane
iHoAj cyOGrnneBpasibHi KiCTY MOXyYTb OyT pPO3TalLOBaHI B OAUH
LIap, WO CTBOPIOE TPyAHOL AN AndepeHUianbHOI fiarHoCTy-
KU 3 napacenTanibHo emMdizemolo i 6poHxionoekTazamu [38].

TpakyitiHi 6poHxoekmasu i 6POHXiI0I0eKMasu € Ki4o-
BOIO O3HAKOW fereHeBoro ¢ibpo3y, BOHM BapiloloTb Bif
TOHKMX HEepiBHOCTEN OGPOHXiafbHOI CTIHKM JO 3HAYHOrO
CMOTBOPEHHA APXITEKTYPU 3 BapPiKO30MOAIGHNMY pPO3LWK-
peHHAMU [39-43]. bpoHxionoeKTasm yacTiwe po3TalloBaHi
CybnneBpanbHO MO CYCiACTBY 3i CTIIbHUKOBUMM KiCTamu.

CumMnmom «Mamoegozo Ck1a» — Ue OiNAHKa MOMYTHIHHA
napeHximMmn i3 36epexeHHAM Ha Moro T/i 6POHXO-CyANHHOrO
MantoHKy. liarHoctnyHe 3HayeHHa anA 31N ginAHKM «maToBOro
CKna» HabyBaloTb B TOMY BMMAAKY, AKLLO HA HUX HAKIAHAETbCA
HIPKHWIA CITYACTWIN MAsIOHOK BHACMIOK 6poHxionoekTasis [43].

Y HacTaHoBi 2018 poKy Ta HOBOMY AOKYMeHTi 2022 poky
BMUIiNeHi YOTUPWY AiarHOCTUYHI KaTeropii, AKi CKknagatTbca 3
KT-cumntomis, 3a3HaueHux Buwe (Tabn. 4). Li kateropii
BKntoyatoTb 3IM-natepH (puc. 8), imoipHuin 3IM-natepH
(puc. 11), HeBu3HaueHun (cymuisHun) 3IM-natepH (puc. 12) i
anbTepPHATMBHUI AiarHo3 (puc. 13).

Baxnueoto BigMiHHiCTIO HacTaHoBM 2022 pokKy € fia-
rHOCTUYHMI Nipxig Ao N0 3a HaABHOCTI NaTepHY NMOBIPHOT
3IM Ha KTBP3.

OcTaHHIM Yacom 3'ABNAETLCA BCe Ginblie JoKa3iB Toro,
Lo Y NauieHTiB 3 natepHom imosipHoi 31 i natepHom 31N Ha
KTBP3 xapakTepucTMKK Ta KMiHIYHUIA nepebir xsopobu €
nofioHumu [44-46]. npu ybomy BipPOFiAHICTb FiCTOMOMYHOTO
nigTeepaxeHHa 31N y nauieHTiB 3 natepHom imoBipHoi 3T
KonmnBaeTbcs Big 80 % no 85 % [44, 47, 48].
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Tabnuys 4.

MaTepHu igionaTnyHoro nereHeBoro ¢i6po3y Ha KoMN'IOTepHiil Tomorpadii 3 BUCOKOIO Po3A4inbHOI0 34aTHICTIO [4]

PiBeHb gocToBip-

MatepH 3IM

[ocToBipHUiA

MatepH Ha KTBP3

HeBun3HaueHa

MatepH imoBipHoi 3IM 3N

YMOBHa BUCOKa YMOBHa HU3bKa

PesynbTaTu KT, Wwo BKa3ytoTb Ha
anbTepHATMBHUIA AiarHO3

Hu3sbka un gy»e HU3bKa

HOCTi BifHOCHO (> 90 %) [OCTOBIPHICTb [OCTOBIPHICTb  AOCTOBIPHICTb

no 3IM-ricronorii (70-89 %) (51-69 %) (<50 %)

Po3nogin ¢ MNepeBarkae cybnnespanbHa i O MepeBaxae O AndysHnin O MNepeBarkae NeprnbPOHXOBACKYNAPHa
6a3asibHa foKasisauis cybnneBpanbHa i 6asanbHa  po3nopin 6e3  nokanisauis i3 cyonneBpanbHUM 36epexeH-
¢ Po3nogin yacto HeogHOpigHMI  noKanisauis cybnneBpanb-  HAM CTPYKTypw (po3rnsaHyTr HCIM)

(BiNAHKN HOpManbHOT nerexi { Po3nopin yacto HeogHO-  HOro O NepunumdatuHnin posnonin (pPo3rnaHyTH

nepemeXxoByIoTbCA AiNAHKaMN pigHUA (BiNAHKM HOpManb-  MepeBa)kaHHA  CapKoifo3)

¢ibpo3y) HOI JlereHi nepemexoBy- ¢ BepxHil1 abo cepepfiHil Bipain nerewi (posrns-

¢ MNepiognuHe andysHe 10TbCA AiNAHKaMM HyT $ibpo3Hui M, 3CT-13/1 Ta capkoifo3)

NOLINPEHHA peTuKynALii Ta Tpakuiin- ¢ CybnneBpasnbHe 36epeKeHHsA CTPYKTypu

¢ MoxnuBa acumeTpis HVMU 6pOHXOeKTazamu/ (po3rnanyTtn HCIM a6o I, nos’asaHy 3
6pOoHXionoeKkTazamm) KyPiHHAM)

O3Hakm Ha KT ¢ CTiNbHMKOBICTb 3 TPAKUiHUMN O PeTUKYNAPHUI PUCYHOK ¢ O3Hakmn ¢ 3MiHN B nerexsx
6poHxoeKTazamun/ 3 TPaKUinHUMN nlereHeBoro « Kictn (po3rnanyTu JIAM, JIKT, J1IM ta AIM)
6poHXionoeKTazamm Ym 6e3 Hyx 6poHxoeKTazamu/ $ibpo3y Ha KT, « Mo3aiuHe nocnabneHHs abo «nereHs
¢ HasaBHicTb HepiBHOMiIPHOrO 6poHxionoekTasamu AKi He cmpoBapiB» (po3rnanyTu Il)

NOTOBLUEHHA MiXXA0NbKOBUX ¢ ImoBipHicTb nerkoro NMMC  BKa3ytoTb Ha « MepeBaxaHHaA MMC (po3rnanyTu 1, xBopo-
neperopofok O BipcyTHicTb KOHKpeTHY 6y, NOB'A3aHy 3 KypiHHAM, MeJUKaMeHTO3HY
¢ 3a3BMYaii NepekpmBaETbCA cybnneBpanbHOro eTiosnorito TOKCWYHICTb Ta rocTpe 3arocTpeHHs ¢ibposy)
PETUKYNAPHUM PUCYHKOM, Ierke  36epeXKeHHs CTPYKTYpu + Mpody3Hi LeHTPINoBYNAPHI MIKPOBY3MKU
MMc (po3rnanyTu Tl abo xBopoby, NoB'A3aHy 3
O MoxnmBa nereHesa ocrdikaLisa KypiHHAM)

« By3nuku (po3rnaHyTn capkoinos)

+ KoHconipauia (po3rnaHyT NHEBMOHItO, L0

OpraHi3yeTbcsa, TOLWO)

¢ 3MiHV B cepeoCTiHHI

« MneBpanbHi 6nAWKM (po3rnaHyTH acbecTos)

+ Poswwmpenuin ctpasoxip (po3rnanytu 3CT)

CkopoueHHA: KT — komn'toTepHa Tomorpadia, 3CT — 3axBoploBaHHA CnonyyHoi TKaHuHK, [IN — peckBamaTMBHa iHTEPCTULiHA MHEBMOHIsA,

MMC — nomyTHIHHA 3a TMMOM «MaToBOro cknav, [Tl — rinepceHcMTUBHMI NHeBMOHIT, KTBP3 — komn'ioTepHa Tomorpadisa 3 BUCOKOIO PO3finbHOI0
3AaTHICTIO, I3/1— iHTepcTULiiHe 3aXBOPOBaHHA nereHb, IMN — iHTepcTuyiiHa nHeBMOHIA, JIJAM — nimdaHrionenomiomatos, J1INM — nimdboigHa iHTepcTmuiiHa
nHeBMoHifA, HCIM — HecneundiyHa iHTepcTMLiHa NHeBMOHIA. JIKI — JlaHrepraHc-KniTvHHWI ricTioyunTos, 3IM — 3BUYaiiHa iHTePCTULNHA MHEBMOHIS.

MpumiTtka: MonepeuHi (akcianbHi) 3pisn KT (A, B, D),
KOopoHanbHa pekoHCcTpyKuia (C), Wo nokasyloTb HaABHICTb
CTINBHMKOBMX 3MiH 3 cybnneBpanbHUM i 6Ga3sanbHUM
nepesakaHHAM. Big3HauyeHO ofHOYacHa MNPUCYTHICTb
M'SIKOro «MaToBOro cknax (D). 36inblueHe 306pakeHHs NiBoi
HWKHBbOT YacTKKM, WO MNOKa3ye TWUMOBI XapaKTepuUCTUKU
CTINbHUKIB, WO CKNajawTbCA 3i CKynyeHb KiCTO3HUX
NOBITPAHNX MPOCTOPIB 3 YiTKO OKpecneHWMu CTiHKamu i
BapiabenbHUM fiameTpom, fAKi BUAUMI B OAHOMY abo
AeKinbkox wapax (cTpinku) [3].

Puc. 8. Komn'rtomepHa momozpadia sucokoi po3dineHoi 30amHocmi (KTBP3), wyjo demoHcmpye namepH 3eu4atiHoi iHmepcmuyitiHoi
NHe8MOHii.
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Puc. 9. lapacenmanvHa emizema.

AKcianbHW Ta KOpoHanbHWI 3pi3u KT: BigHOCHO BenuKi cybnneBpanbHi
KicTM napacenTtanbHoi emdizemun (CTPINKM), NepeBakHO y BEPXHIX JONAX.
Takox cnocTepiraeTbes LeHTpinobynapHa emdizema. CybnnespanbHi KicTu
napacenTanbHoi emdizemy 3a3BMYall MalOTb OAUH WP i € BiNbWIMK, HIXK
CTiINbHMKOBI KiCTU (3a3BMYali >1 CM); BOHM He acoUiloTbCS 3 iHWUMK
ocobnusocTAMU $ibPO3Y, TAKMMU K PETUKY/IAPHA NaTosNoris abo TpaKLinHi
6poHxoeKTasu [4].

O3HaKu 3a TUMOM «CTifIbHUKOBOI NlIereHi» cnig, Bigpi3HaA-
TV Big NapacenTtanbHoOi emizemun (puc. 9) i pos3wmnpeHHA
nogiTpsAHoro npocropy 3 ¢idbposom (puc. 10) [4].

SR
I d L N | i .
Puc. 10. Po3wupeHHs nogimpsaHo20 npocmopy 3 ¢ibpo3om, sike
MAaKoXx Ha3uearmMo NO8’A3AHUM 3 KypiHHAM iHmepcmuuyitiHum
¢i6bposom, y Kypus.
AKcianbHi Ta caritanbHi 3HIMKI: CKynueHi acMeTpuyHi KicTu, AKi Ginblui Ta
HenpaBWbHIWI 3a TUMNOBI CTINIBHUKOBI KiCTW, BIACYTHICTb TPaKLUiNHNUX
6poHX0eKTasiB abo iHWMUX 03HaK Gibpo3y (CTPinKm). Takox crocTepiraeTbca
emodizema. Po3LLMpeHHA MOBITPAHOrO NpocTopy 3 $GibP030M BBaXKa€TbCA He
oKkpemoto GpopMOI0 iAioNaTUYHOI IHTEPCTULIHOI MHEBMOHII, @ pe3ynbTaTom
NPUCYTHOCTI Ginbluoro 06’emy ¢ibpO3y, HiX OMUCYETBCA B KNACMUYHOMY
BM3HaueHHi emdizemu [4].

Puc. 11. KTBP3-namepH imosipHoi 3eu4atiHoi iHmep-
cmuyitiHoi NHe8MOMHif.

MonepeuHi 3pi3u (A, B), KopoHanbHa PEKOHCTPYKLisi 060X lereHb
(C), 36inbLeHe cariTanibHe 306paXXeHHA MPaBOi HUXKHBbOI YaCTKM
(D) iNOCTPYOTb  HAABHICTb  PETUKYNAPHOrO naTepHy —
nepudepnyHi OpoHxionoektasn 3 cybnneBpanbHUM Ta
6azafbHUM MepeBaXkaHHAM. 3anexHo Bif opieHTaLil BiZHOCHO
nnowmHyn KT-3pi3y nepudepuryHi TpakuiiHi 6poHxionoekTasmn
BUIMAZAIOTb AK TyOYnApHi (CTpinku) abo KiCTO3Hi (HAKOHeUHMKM
CTPINOK) CTPYKTypu. Big3HaueHO opHoOYacHa MpPUCYTHICTb
MOMIpHOTO MOMYTHIHHA 3a TUMOM MaTOBOrO CKfa B
cybnneBpanbHUX 06nacTax 060X nereHb i BiACYTHICTb
CTiNbHUKOBUX 3MiH [3]

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 1



CTAHAAPTU BIATHOCTUKN TA NIKYBAHHA

Puc. 12. KTBP3-namepH Heeu3Ha4yeHoi (CyMHigHoi) 36uyatliHoi iHmepcmuuyitiHoi nHeemoHii (A—-C).
MonepeuyHi 3pi3v NoKasyioTb BENUKY iHINbTpaLlito NereHb, Wo NoeAHYE B cObi CTiINbHUKM, MOMYTHIHHSA 3a TUMOM MaTOBOTO CK/a Bifi 1EFKOro 1O MOMipHOro
CTYNeHA, aCMMETPUYHWIA PO3MOofin MiXK 060Ma NereHAMU i BiACY THICTb CybnneBpanbHOro nepeBaxaHHsa [3].

Puc. 13. KTBP3-namepH, wjo 00380/1€ npunycmumu asibmepHamueHuti diazHo3 ¢i6po3y nezeHsb.
MonepeuHi 3pi3n KT (A i B), oTpumaHi Ha rnbokomy BAWXY, MOKa3yloTb AMCeMiHOBaHY iHInbTpaLilo nereHb, 36epiraloTbcA AesAKi BTOPUHHI NereHesi
YyacTouku B 6asanbHuX Biaginax nereHb. MNonepeyunnii 3pi3 KT, otpumanunin Ha Buguxy (C), nigTBepaKye AONbKOBYIO MOBITPAHY NacTKy. Bci AaHi cigyatb

NPO XPOHIYHWI FiNepCceHCUTUBHNIA NHEBMOHIT [31].

Xoua natepH 31N Ta natepH imoBipHoI 3l 3anMwatTbca
BiJOKPEMNeHNMK, JiarHOCTUYHI Nigxoan AnA LWMX HO30/0-
riyHMX oAMHMUb NOAI6GHI, a rictonoriyHe NiATBEPAYKEHHA
3a3BMYall HEMoTpPibHe, AKLLO HEMAE KNiHIYHOrO 3aHEMOKOo-
€HHA LWOAO anbTepHaTMBHOrO AiarHo3y [4].

Ha puc. 14 npegcraBneHi pekomeHgauii Woao BCTaHOB-
neHHs giarHosy J1®, 3acHoBaHOro Ha aHanisi pisHMX KOMOi-
Hauin rictronatonoriyHoro Ta KTBP3-natepHis.

OOAATKOBI METOAU OIATHOCTUKA

KniTuHHuin aHanis BAJ1

KnitnHHmi aHanis BAJ1 € KopyucHuM y giarHocTuui ges-
kux ¢opm 13/1. Mpn BCTaHOBNEHHI AiarHo3y y naui€HTa 3
nigo3poto Ha IO Hanbinblue 3HaYeHHA KNITMHHOTO aHanisy
BAJ1 nonara€ y BMKNIOYEHHi XPOHIYHOrO rinepceHCUTUBHO-
ro MHEBMOHITY — 3HauyHWin nimdpoumTo3 (40 % i Ginblue)
nigTBepAXye Takuin AiarHo3. HewopasHi gocnigxeHHA
nokasanu, wo 8 % nauientie 3 natepHom 3l Ha KTBP3
MOXYTb MaTu 3MiHWM KNiTUHHOro cknagy bAJl, wo nigTeep-
IKYI0Tb iHWWIA AiarHo3. HeacHo, un gogae bAJT cyTTeBy gia-
FHOCTUYHY cneumdivHiCcTb Ao peTenbHO 3ibpaHoro aHamHe-
3y Ta KNiHiYHOro 06CTEXEHHS.

KnitHHmin aHani3z BAJl y pgiarHoctuyi /1O He noBuHeH
NpoBOAUTUCA Y BGiNbLWIOCTI NaLieHTIB i Moxe OyTU Kopuc-
HUM fiMLe Y MeHLUi YacTWHI NaLieHTiB (YMOBHa peKoMeH-
fauin). Lia pekomeHaauia Mae BUCOKY BENMUYNHY AOAATKO-
BOro pm3mky Ta BaptocTi BAJ1 y nauientis 3 IO Ta many

YKpaiHCbKUIA NyNbMOHONOTiYHNIA XKypHan. 2023, N2 1

BEJIUMHY MOXIMBOrO MOKpalleHHA cneumdivyHocTi faia-
FHOCTUKN.

CraH BeHTUNALiNHOI PyHKLii | AndysinHoI 3aTHOCTI

nereHb

MopyLueHHA 6poHXianbHOI MPOXIAHOCTI, AK MPaBWNO, HeCy-
MicHi 3 fliarHo3om IJT® — y xBopwX 3a3BMyal crocTepiraloTbea
BMKJTIOYHO PECTPUKTMBHI pO3M1aan ereHeBoi BeHTUNALL.

PecTpnKTMBHI NopyLlueHHA NPOABNATHLCA 3MEHLLEH-
HAM 3arafnbHoi eMHOCTi nereHb (TLC) 3a paxyHOK ycix ii ckna-
JOBUX, Y TOMY uncni i 3anuwkoBoro o6’emy nereHb (RV).
3MeHLLYI0TbCA XKUTTEBA EMKICTb NiereHb (VC), EMHICTb BAMXY
(IC), pe3sepsHuin o6'em Buamxy (ERV) i ¢yHKuUioHanbHa
3a/IMLLIKOBA EMHICTb nereHis (ITGV).

KomeHnmap po6oyoi epynu:

HeobxioHo 8i03Ha4yumu, wjo y xgopux Ha I/I® makox cno-
cmepieaemscs piske 3meHweHHA popcosaroi’ VC (FVC) i 06'emy
¢hopcosaHo20 suduxy 3a nepwyy cekyHOy (FE V), wo nomusikoso
PO3YiHIOEMbCA AK NPOA8 BPOHXIianbHOI 06CMpPYKUii. 3HUXeHHs
UUX NOKA3HUKIB € HACTIOKOM 3MeHWeHHS CmamuyHux ob’emis,
a MAKoX 3pOCMAHHA e1acMUYHO20 OUXAJIbHO20 ONOPY BHAC-
Ni0oK ¢ibpo3y nezeHb. BiocymHicme nopyuieHb 6poHXianeHoi
npoxioHocmi y xeopux /IO niomeepoxyemobca 36inblieHHAM
iHOekcy [eHcnepa (FEV /FVC) 0o 90 % i bintbuue.

Hanbinbw paHHiM NpoABOM MopylleHb ra3oobMmiHy B
nereHax € 3MeHWeHHA AndysiiHOI 30aTHOCTI nereHb —
DLCO.
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MpumiTku: * — «KniniuHa nigo3pa Ha I/IO»: natepH 6inatepanbHOro nereHeBoro Gpibpo3y HeACHOTO reHesy, 3 cumnTomamy abo 6e3, Ha peHTreHorpami abo
KT, 6i6a3unapHi iHcnipaTopHi xpunu, Bik ctapLie 60 pokis. (MauieHTn y Biui >40 pokis i <60 poKiB, 0CO6MBO 3 PU3MKOM CIMENHOTO flereHeBoro ¢ibposy,
PifKO MOXYTb MaTu TOW e KNiHIYHWIA CLeHapil, WO i TMMOBWIA NaLieHT cTapLue 60 pokKiB).

** — NiarHo3 /IO MOXNUBWMIA, KONW AKa-HeOYAb 3 TAKUX O3HaK MPUCYTHA:

« MomipHo-pi3Ko BrpaxeHi TPaKLillHi 6poHXxoeKTa3n/6poHxionoeKkTasm (BU3HaUYalTbCA AK HE3HAYHO BUpPaXKeHi GPOHX0-/ GPOHXIONOEKTa3n B YOTUPBLOX i
6inbLUe YyacTKax, BKIIIOUAIOUM A3MUYKOBI, LLIO BPAaXOBYOTbCA AK YACTKKM, @00 MOMipHO-PIi3KO BMpaxeHi B ABOX i binblue YacTKax y YonoBikis cTaplue 50 pokKiB i
y *iHOK cTapLue 60 poKis;

« PeTukynapHi 3miHu >30 % Ha KTBP3 y nauieHTiB ctapLue 70 pokis;

« 36inbLUeHHA KiNbKoCTi HenTpodinis i/abo BiacyTHICTb NimdpouuTis B pianHi BAJT;

« MynbTrgucumnniHapHa AUCKyCia BNEBHEHO CXUNAETbCA [0 AiarHosy IN10.

*** — CymHiBHUI giarHo3 IJ10:

- be3 apgekBatHoi 6ioncii /IO manomoBipHUi

- Mpw apgekBaTHI 6ioncii moxe G6yTy BCTAHOBMIEHUIA BiNbL KOHKPETHWI AiarHo3 nicas MynbTUANCLMUMITIHAPHOT ANCKYCiT a60 OAATKOBYX KOHCYbTaLi.

Puc. 14. [liazHo3 idionamuyHo20 /1ezeHe8020 ¢i6bpo3y, 3acHoeaHuli Ha KTBP3- i zicmonamonoziuHomy namepHax [30]

Pa3om i3 TMMm, ouiHKa peCcTPUKTUBHMX PO3NagiB flereHe- FasoBui cknapg i KNCNOTHO-OCHOBHMIA CTaH KPOBI
BOI BeHTUNALii, Andy3iliHMX NOpYyLIEHb He Ma€ iCTOTHOro MoToBLIEHHSA aNbBeosIo-KaninsapHoOi MembpaHu B nere-
3HaueHHA B giarHoctudi /10 i no3BonAe nuwe ouiHATK CTY- HAX MNPU3BOAUTbL OO 3HUXKEHHSA LWBUAKOCTI anbBeosio-Kani-
NiHb TAXKocTi /1O, Temnu nporpecyBaHHA XBOpo6U Ta nApHoi Andysii KUCHIO | pO3BUTKY FiNOKCeMii — 3HVXeHHS
epeKTUBHICTb NpU3HaYeHoi Teparnii. HaMpyrn KUCHIO B apTepianbHin kKposi (Pa0,) i nokasHuka
Tabnuys 5.

PekomeHpauii ATS/ERS/JRS/ALAT (2018) wopo 3acTocyBaHHA AeAKNX METOAIB AiarHOCTUKN

KTBP3-natepHu 1moBipHOi, cymHiBHOI 31l Ta anb-

MeTtoan . KTBP3-natepH 3IM
TepaTUBHOro AiarHo3y

KnitnHHwuin aHanis BAJ1 Mw BBaXa€emo, Lo KNITUHHMIA aHani3 BAJT moxke Mw BBaXKa€eMO, WO KNITUHHWIA aHani3 BAJ1 He cnig
6yTI BUKOHaHWI (YMOBHa pekomeHAaLif) BUKOHYBaTU (YMOBHa pekomMeHzaLis)

XipypriuHa 6ioncia nereHi (XbJ1) Mwu BBa)Kaemo, Lo xipypriuHa bioncisa nereHi Mw pekomeHayEMO He BUKOHYBaTU XipypriuHy
MoXe 6yTn BUKOHaHa (YMOBHa pekomeHzaLis) 6ioncito nerexi (cunbHa pekomeHaauis)

TpaHcOpoHXxianbHa bioncia nereHi PekomeHpaLii WwWopo TpaHcOpoHXxianbHoi bioncii Mwu peKomeHAYEMO He BUKOHYBATV TPaHCOPOHXianbHy
nereHi (3a abo NpoTm) He 3po6nEeHO. 6ioncito nerexi (cunbHa pekomeHaauis)

Kpiob6ioncis nerei PekomeHpaii wono kpiobioncii nerexi (3a abo Mu pekomMeHAYyEMO He BUKOHYBaTMK Kpiobioncito
npoTK) He 3po6neHO. nereHi (cunbHa pekomeHpauin)

MepaunyHn aHamMmHe3 BXMBaHHA NiKiB Ta Mwu pekomeHzyeMO 3i6paTh AoKnagHy iCTOPIlo AK NPUIOMY NiKiB, TaK i BNVBY HABKONMLLHbOFO

BM/IMBY HaBKOJIMLUHbOIO CepefoBULLa cepepoByLLa BAOMA, Ha PO6OTi Ta B iHLIMX MiCUAX, fe NaLieHT YacTo 6yBa€,ANsA BUKIIOYEHHA NOTEHLNHNX
npuymH 1371,

CepororiyHe TecTyBaHHA AnA BUKMOYeH- My peKoMeHAYyEMO CeposioriyHe TeCTyBaHHSA A/ BUK/IOUYEHHA 3aXBOPOBaHb CMOMYYHOT TKAHNHU AK
HA 3aXBOPIOBaHb CMONYYHOI TKaHUHWU noTeHUiHOI npnynHK 13]1.

MynbTraucumnniHapHa guckycia Mwu BBaxaemMo, Lo MyNbTUANCLMNIIIHAPHY AUCKYCilo CRifi NPOBOAUTU ANA YXBaSleHHA pilleHHs (YMOBHa
peKkomeHaaLlis)

biomapkepwu cupoBatku Mw pekomeHayeMo He BUMiptoBaTu cpoBaTkoBi MMP-7, SPD, CCL-18 a6o KL-6 3 meToto BigpisHutn /10 Big
iHWwX 13J1 (cunbHa pekomeHAaLis)

Mpumitka: KL-6 — Kpebc dpoH aeH JlyHreH-6; MMP-7 — maTpuuyHa meTanonpoTeiHasa 7; SPD — cypdaktaHTHMI npoTeid D; CCL-18 — xemoKiHOBMWI
nirang 18.

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 1
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HacnuyeHHsa KpoBi KucHem (Sa0,). Mpu uboMy WBUAKICTD
andysii Byrnekmcnoro rasy npakTUYHO He 3MIHI0ETbCA,
OCKINbKM PO3YMHHICTb BYINEKUCIOro rasy B 6GionoriuyHmx
memMbpaHax B 20 pasiB nepeBuLLYE aHaNOriYHUIN NOKa3HUK
anA Knchio. lNinepBeHTUAALIA BHACTIQOK rinokcemii npu3Bo-
OWTb [0 BUMMBAHHA 3 KPOBI BYTNEKUCNIOro rasy — PO3BUTKY
rinokanHii (3HWKeHHA Hanpyru BYrNEeKUCIoro rasy —
PaCO,) i amxanbHoro ankanosy. Y nisHix cragiax 3axsopto-
BaHHA BHaCNiAOK rpyburx nopylleHb apXiTEKTOHIKM JiereHb,
CKOpOYEeHHA mnouli GYHKUIOHYUMX AINAHOK 3a paxyHOK
3amilLeHHs X Gibpo3HOI0 TKaHNHOI BifOyBaETbCA HopMani-
3auia PaCO, Ha i TAXKOI rinokcemii, a MoTiM i PO3BUTOK
rinepkanHii — nepepBicHMKa ¢aTanbHOro Hacnigky.

Y Tabnuui 5 npeactaBneHi pekomeHgadii ATS/ERS/JRS/
ALAT (2018) wopo 3actocyBaHHA AeAKNX MeTORIB fiarHoC-
TUKWN.

Y HactaHoBi 2022 pOKy BHECEHO 3MiHN A0 peKoMeHAa-
Uil Wwopao TpaHcbpoHxianbHoI Kpiobioncii nereHi (TBKI): «Mu
gsaxaemo, wo TbKJ1 € nputiHamHoto anemepHamusgoto XbJ1
0719 8CMAHOB/IEHHA NAMO2iCMO/102i4HO20 0iazHO3Yy 8 NAYiEH-
mie 3 13/1 Hesu3HayeHo20 Muny 8 MEOUYHUX UeHMpPax 3 00C8i-
00M 8UKOHAHHA ma iHmepnpemaduii TbKJ1 (ymosHa pekomeH-
0ayis, 00Kasu 0y»e HU3bKOI AKOCMi)».

Anroputm giarHoctukm 1O (ATS/ERS/JRS/ALAT, 2022)
npencraBnaeHnin Ha puc. 15.

JIIKYBAHHA NALLIEHTIB 3 N1®

OnTumanbHe nikyBaHHA NaLi€HTIB 3 igionaTnyHUMm nere-
HeBVM ¢ibpo3om (1) Bumarae GaratoBMMIpHOro niagxoay,
Lo BKItoYaEe GpapMaKonoriyHy Ta HeMenukaMeHTO3Hy Tepa-
nito, xipypriyHe nikyBaHHA Ta peabiniTauinHi 3axoan. Kpim
TOro, KOMMJEeKCHe niKyBaHHA BK/lOUYae B cebe Tepanito
CyNyTHiX 3aXBOpPIOBaHb, CUMMTOMIB, MOB'A3aHMX 3 XBOPO-
6010, NoninweHHA 3arafbHOro CTaHy 3[0POB'A, a TaKoX
po3'AcHoBanbHy poboTy 3 nauieHTamu [5]. He3Bakatoum Ha
BiICYTHICTb KOHKPETHMX [0Ka3iB LOAO KOHTPOMIO 3arab-
HUX NokasHuKiB 3popoB'a npu O, geaki rnobanbHi GpaxTo-
pu, MOXYTb MaTW HacNigKu, WO BMXOAATb 3@ PaMKU LibOro
3axBOpPOBaHHA. Hanpuknag, Ana nauieHTiB BaXxnmBo nig-
TpUMyBaT/ NpaBWibHE XapyyBaHHA i 340pOBYy Bary Tina,
OCKIiNbKM Lie 4aCcTo BPaxOBYETbCA NPU OTPUMaHHI NpaBa Ha
TpaHcnnaHTauito. BigmoBa Big maniHHA € BKpan BaknnBuM
$aKTopOM B LibOMY BifjHOLLEHHi, OCKiNbKM Ma€ HacNigKu ana
BMKOPUCTaHHA TpuBanoi KucHesoi Tepanii (TKT). byno
TaKOX [JOBefeHO, WO ManiHHA 3HWXYE CUCTEMHWUIA BMVB
aHTNIOPOTNYHUX NpenapaTiB, TOMy Nnepes NoYaTKkoM Mnpu-

[ [TamienT 3 migo3poro Ha 1JID )

)

[ IToreHuifiHa NIPUYNHA/TIOB’I3aHUI CTaH

Hi

| l'ak

. 1
Hi (HiﬂTBe,EDKCHHH cnemud.

(  KTBP3-marepn -

|

Lﬂiamosy, BrrogHO i3 KT

Tak

[ 31T abo J [ Hesusnauena 3111 abo ]
imoBipHa 3IIT* AIFTEPHATHBHHI AiarHo3

l

M
BAJI + TBKJT }--—--- XBJI
( MU
Y
J1d

@mb"repnamannﬁ niarnog

Puc. 15. [iazHocmuyHuii anzopumm 0na idionamuyHozo nezeHesozo ¢ibpo3y (I/1P), po3pobaeHuli wnaxom KOHCEHCycy 8 npoyeci

062080peHHH.

*MaLieHT 3 peHTreHONOrYHM NaTePHOM IMOBIPHOI 3BUYaHOI IHTEPCTULINHOT NTHeBMOHIT (3I11) MOXKy Tb 0TpuMaTK AiarHos 1O nicna mynsTuancumnniHapHol
amvckycii (MAJ) 6e3 nigTBepakeHHA AaHMMK 6ioncii nereHb y BIANOBIAHIN KNiHIYHIN cuTyauii (Hanpuknag, Bik 60 pokiB, Yonosiya cTaTb, KypiHHA). BAJT moxe
6y T JOUINbHUM ANA AeAKUX NaLieHTiB 3 naTepHoM iMoBipHoT 3IM. BAJT moxe 6yTn BUKOHaHWi nepeg MO y fAeAkrx naui€eHTiB, AKi NPOXOAATb 06CTEXEHHSA
y focsigueHux ueHTpax. Cnig Bipaaty nepesary TpaHcOpoHxianbHiin Kpiobioncii nereHb (TBKJ) nepepn xipypriuHoto Gioncieto nereHb (XBJ1) y ueHTpax 3
BiNOBIAHUM [OCBIAOM Ta/abo B AeAKMX rpynax MauieHTiB, AK onucaHo B TeKcTi. Moganbwa XBJT moxe 6yT BUMNPaBAAHOK Yy AeAKMX MaLi€HTIB 3

HepiarHOCTUYHUMK pe3ynbtatamu TBKJI.

YKpaiHCbKUIA NyNbMOHONOTiYHNIA XKypHan. 2023, N2 1
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nomy 6yab-AKOro 3 HUX CJlif HanonernMBo pekomeHayBaTh
BiAMOBY Bif naniHHA [49].

[enpecia i TPUBOXKHICTb € iHWMMW NOLWNPEHNMN CYNYT-
HiMU 3axBOploBaHHAMK y nauieHTiB 3 1D, Aki yacto He
6epyTbcA A0 yBaru Ta acouilolTbCA 3 MOTipLIEHHAM AKOCTI
XUTTA | HacnigkiB xBopo6u [50]. OcHOBHI NpoABKM Aenpecii i
TPUBOXKHOCTI YaCTO KOPESIOTb 3 HAABHICTIO BUCHAaXNNBUX
CUMMTOMIB, TaK/X AIK 3afM1LIKa — CYMMNTOM, Ha AKWI CTPaX-
JaTb Ao 90 % nauieHTiB Npy BCTaHOBMEHHI AiarHo3y [51].
[enpecia i TPMBOXHICTb MOXYTb TaKOXX MOCKNIOBATMCA
nobiuHumn edektamm nikis, 3aroctpeHHamu IO i norip-
LIEHHAM CTaHy, WO BMMarae rocnitanisauii, a Takox cTpa-
XOM, MOB'A3aHMM i3 3arasibHMUM MOraHWM MPOrHO30M Mpw
LbOMY 3axBOPIOBaHHI. KOHTPONbOBaHi AOCNIgXeHHA, npu-
CBAYeHi NiKyBaHHIO Aenpecii i/abo TPNBOXHOCTI y NaLieHTIB
3 1O, BigcyTHI.

B yKpaiHCbKMX pekomMeHAaLiaX CTOCOBHO MiKyBaHHA
nauieHTis 3 JI® BMKoprCTaHHI oKpeMi nonokeHHa odiuin-
HOroO MPaKTUYHOrO KAiHIYHOro KepiBHUUTBA Amepu-
KaHCbKOro TOopaKkaNbHOro ToBapuctea / €BpONencbKoro
pecnipaTopHOro ToBapucTaa / ANOHCbKOro pecrnipaTopHoO-
ro ToBapucTsa / JlaTuHoameprKaHCbKOI TOpakanbHOI acoLyi-
auii, aAke 6yno cxeaneHo B 2015 poui [2] | AKe € OHOBNIEHHAM
Ta JOMOBHeHHAM pekomeHpauin ATS/ERS/JRS/ALAT 2011
poky [1].

KomeHnmap po6oyoi eapynu
Ha cbo200HiwHiIl OeHb KepisHuymeo ATS/ERS/JRS/ALAT
2015 poKy € OCHOB0I0 NPAKMUYHO BCiX HAYIOHAIbHUX peKo-

MeHOayit y caimi. Le obymosneHo mum, ujo 80HO 6ys10 po3-
pobsieHe MiXXOUCYUNIIHAPHUM KOMimemom, 00 CK1aody AK020
8x00usIU nNpogioHi ¢haxisyi 3 8USHAHUM docsioom 8 obaacmi
1®, aki npedcmasnanu ATS, ERS, JRS i ALAT. [lna oHogneHHsA
pekomeHOayit 3 nikysaHHA /1O 6yno po3enaHymo 08aHao-
UAMb KOHKpemHUX NUMAHe, AKi € akmyanbHUMU | 3Ha4yuju-
MU 0514 Cy4dcHOT KniHiYHOT npakmuku. binbwicme 3 Hux 6ynu
po3enAaHymi padiwe, i ogiyitiHi pekomeHoauii 6yau npeo-
cmaseneHi 8 0okymeHmi 2011 poky. B mou xe 4ac nosoxeHHs,
wo cmocytomeca niky8aHHA nayieHmis 3 I/10 3a donomoezoio
nezeHesoi peabinimayii, 000amKko8020 KUCHK0, aHmubiomu-
Kig, naniamueHo20 JiKy8AHHA, MeXAHIYHOI 8eHmunAayii
J1e2eHb,  MAKOX KOHKPeMHi NUMAHHA, AKi ompuMasnu «cuse-
Hy pekomeHOayito npomu» abo «cusibHy pekomMeHOayito 3a» 8
KepigHUYM8i 2011 poky, 8 0AHOMY OHO8J1eHHI He po32/1A0au-
€A, AKWO 8 pe3ysibmami nowyky simepamypu He 6ynu 8use-
J1eHi Ho8i | 8i0N0BIOHI DoKa3u.

Pekomengauii ATS/ERS/JRS/ALAT 2015 poky 6ynu cTBO-
peHi 3 ypaxyBaHHAM Joka30Boi 6a3n GRADE ansa KoxHoro
nonoxeHHa [52]. 3rigHo cTpykTypu fokasis GRADE peko-
MeHpauii € abo «CUNbHUMU», ab0o «YMOBHUMMK». YMOBHI
pekoMeHpauii € CMHOHIMOM Cnabkux peKkomeHZauii.
@QakTopw, WO BM3HAYalTb CUY peKoMeHZaLlil, BKITYaloTb
cuny foKasiB, pe3ynbTaTi JOCTigKeHb Ta NOB'A3aHy 3 HAMA
3HauywWicTb AnA nauieHTiB, GaxaHi i HebGaxaHi Hacnigky,
BapTICTb Ta BM/MB NiKyBaHHA Ha 3abe3neyeHHA PiBHOCTI B
MUTAHHAX OXOPOHW 340POB'A, MOXMBICTb MPOBeAEHHA
NiKyBaHHA i NOro NPUNHATHICTb ANA BaXKNMBMX 3aLikasne-

Tabnuys 6.

MopiBHAHHA pekomeHpaauii ATS/ERS/JRS/ALAT y KepiBHMLTBaX WoA0 NiKyBaHHSA igionaTtnyHoro nereHeBoro ¢pi6posy 2015 i

Mpenapat

AHTVKOarynaHTu (BapdapuH)

Kom6iHaLjia npeaHi3onoHy + a3aTionpuHy +
N-auetnnuncreiny

CeneKTMBHWIA aHTAroHICT peLenTopis
eHpoTeniHy (ambpizeHTaH)

IMaTWHIb, iHriGITOP TMPO3UHKIHA3VM 3 OfHI€EID
MiLLEHHI0

HiHTeaaHi6, iHribiTop TMpO3UHKiHa3M 3
OeKinbKoma mileHAMMN

MupdeHigoH

MopBilHi aHTaroHicT peLenTopiB eHpoTeNiHY
(MaunTeHTaH, 603eHTaH)

IHri6iTop docdopiectepasn-5 (cungeHadin)

AHTaumngHa Tepanis
N-aueTunumcreiH y moHoTepanii

Tepania nereHeBoi rinepTeH3ii Ha GoHi
inionatnuHoro nereHesoro ¢ibpo3y
TpaHcnnaHTauia nerexi:

OLHOCTOPOHHSA a60 ABOCTOPOHHSA
TpaHcnnaHTauisa nerexi

2011 pp. [2]

KepiBHuLTBO 2015 poKy
Hosi i nepernaHyTi pekomeHAaaLil
CunbHa pekomeHAaaLlia NpoTN BUKOPUCTAHHA®

CunbHa peKoMeHAaLis MPOTW BUKOPUCTaHHA T

CunbHa peKoMeHAaLis MPOTW BUKOPUCTaHHA T

CunbHa peKoMeHAaLis MPOTW BUKOPUCTaHHA®

YMOBHa pekomeHAaLif Ha KOpUCTb
BUKOPUCTaHHA*

YMOBHa pekomeHAaLif Ha KOpUCTb
BUKOPUCTaHHA*

YMoBHa pekomMeHAaLis NPOTU BUKOPUCTaHHA T

YMOBHa peKkomeHAaLif NpoTN BUKOPUCTaHHS®
PekomeHpaLii 6e3 3miH

YMOBHa pekomeHpaLifa Ha KOPWCTb BUKOPUCTaHHA

YMOBHa peKkomeHAaLiA NpoTN BUKOPUCTaHHS

lNoBTOpHa OLiHKa nonepeaHbOi pekoMeHaaLii
6yna BigKknageHa

DopmynioBaHHA peKkomeHAaLii Woxo
OHOCTOPOHHbBOI 360 ABOCTOPOHHBLOT
TpaHcnnaHTaLii nereHb 6yna BifknageHa

KepiBHuLTBO 2011 poKy

YMOBHa pekoMeHAaLia NPOTU BUKOPUCTaHHA F

YMOBHa peKomeHpAaLlif NpoTN BUKOPUCTaHHSA T

He po3rnAaganaca

He po3srnAaganaca

He po3rnAaganaca

YMOBHa peKomeHpAaLjifA NpoTN BUKOPUCTaHHA T

CunbHa pekoMeHpaLia NpoTy BUKOPUCTaHHA®

He po3srnAaganaca

YMOBHa pekomeHfaLlifs Ha KOPUCTb BUKOPUCTaHHA
YMOBHa peKkomeHAaLif NpoTy BUKOPUCTaHHA T

YMOBHa pekoMeHAaLiA NpOoTy BUKOPUCTaHHA F

He posrnaganaca

Mpumitka: * — GO PO, nomipHa NepeKoHNMBICTb OUiHKM edeKTy, T — PP OO, H13bKa NepeKoHNMBICTb OUiHKM edeKTy, F —D OO O, pyKe H13bKa

NepeKOHSIMBICTb OLIHKUN edeKTy.
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HUX CTOPIH, @ TAKOX NOTEHUiNHI NPOo6aemMn MOHITOPUHTY Ta
BMNPOBAaPKEHHA NiKyBaHHA. 3HAUYeHHA CUIXM peKkomeHaauil
ONA Pi3HKX 3aLiKaBeHNX CTOPIH HaBeaeHo B Tabn. 2.

MeTtoto KepiBHuyTBa ATS/ERS/JRS/ALAT 2015 poky €
aHanis gaHux, oTpMMaHux nicna nybnikauii nonepeaHbOro
KepiBHnutBa B 2011 poui, i BianoBigHe OHOBNEHHA peKo-
MeHAauin Wogo nikyBaHHA. KepiBHMUTBO JOMOMOXe fika-
pAM B iHTepnpeTaLii Lx pekoMeHAaL i B KOHTeKCTi iHgnBI-
OyanbHUX LiHHOCTEN i BNopgo6aHb MaLi€eHTiB, a TakoX B
NPUHATTI BiANOBIAHMX KAiHIYHMX pilleHb LWoAo NiKyBaHHA
IN®. Hoei abo nepernaHyTi pekomeHAauii 3 KepiBHULUTBA
20711 poKy HaBefieHi y Tabn. 6.

Y kepisHnuTBi ATS/ERS/JRS/ALAT 2015 poKy He MiCTUTb-
CA pekoMeHAaUil Ha KOPUCTb OAHIEI CXemn NiKyBaHHA B
NMOPIBHAHHI 3 iHWO. 3a BUHATKOM pekomMeHAaLii npoTu
BUKOPUCTAHHA MPeAHi30NIoOHYy 3  a3aTionpuvHOM Ta
N-aueTunuucTeiHoM, y LibOMy AOKYMEHTI HEMA€E NONOXKeHb
Ha KOpuUcTb abo NpoTy KoMbBiHOBaHUX cxeM abo nocnigos-
Hoi Tepanii. ToMy ouiHKa «CcunbHa» abo «yMOBHay ANA KOX-
HOI pekoMmeHAauil MOBMHHA 3BaXyBaTUCA iHAMBIAYaNbHO,
TO6TO [Bi pekomMeHAauii 3 04HAKOBMM BM3HAUEHHAM «CUJb-
Ha» ab0 «yMOBHa» He MOBUHHI 3@ 3aMOBYYBaHHAM BBa)aTu-
CA eKBiBaNeHTHUMN.

Y HactaHoBi 2022 poKy BHECEHO 3MiHM LWOoAO aHTauuA-
HoW Tepanii: «<Mu 8saxaemo, Wo He c/1i0 Jlikysamu nayieHmis 3
UI® aHmayudoHumu npenapamamu 3 Memor NOKPAauweHHsA
pechipamopHux pesysbmamie (yMosHa pekomeHoayis, 0oKa-
3u Oy»xe HU3bKoi Akocmi». BignosigHo ao HactaHoB wogo MEP
aHTauMAHI npenapaTtyé Ta iHWI BTPyYaHHA MOXYTb OyTn
nouinbHUMK ans nauieHTiB Ak 3 1O, Tak i 3 cumnTomMamm
ractpoesodareansHoi pedntokcHoi xBopobu (FTEPX) 3 meToto
MOKpaLLEHHA Hacnigkie, Nos’A3aHUX i3 ractpoesodareasnb-
HUM pedntokcom (TEP). Kpim Toro, He 6yna pekomeHAoBaHa
aHTUpednIoKCHa onepawia An1a NoKpaLleHHs pecnipaTopHMX
pe3ynbTaTiB y nauieHTiB 3 N10: «<Mu seaxaemo, wo He cnio
Hanpasnamu nauieHmis 3 I/10 Ha aHmupediioKcHy onepauito
3 Memolo NOKPAaujeHHs pecnipamopHux pe3ysibmamis (ymos-
Ha pekoMeHOAis, 00Ka3u Oyxe HU3bKOI AKkocmi)». BignosigHo
[0 HactaHoB wopo EP aHTupedniokcHa onepauia Moxe
6yT1 gouinbHoto anA nauieHTis 3 /1O Ta cumntomamun MEPX 3
METOI0 MOKpPALLEHHA pe3ynbTaTis, nos’A3aHux 3 [EP.

Yci iHWi pekomeHpauii kepisHuuTBa 2015 poKy 6ynu
nigTBepaAXeHi y HacTaHoBI 2022 poky.

KniHiyncTn, naudieHT Ta iHWI 3auikaBneHi CTOPOHU He
NOBWHHI po3rnagatu pexkomeHgauii ATS/ERS/JRS/ALAT
2015 poKy fAK BKa3iBKM. YKoaHe KepiBHULUTBO abo peKoMeH-
Jauii He MOXKyTb BpaxyBaTy BCi, HacTille 3a BCe He3[0NaHHi,
YHiKanbHi iHAMBIAYyanbHi KNiHiYHi 06cTaBMHW. TOMY HiXTO He
NMOBUHEH HaMaraTuca 3acTOCOBYBaTW peKkoMeHAaLii Lboro
KepiBHULTBa MexaHi4yHO abo 3a WwabnoHom.

®apmakonoriuHa Tepanis

MonepenHa Teopia natoreHesy ifionaTMYHOro fiereHe-
Boro ¢ibpo3sy (I/1®) nonarana B Tomy, WO reHepanizoBaHe
3ananeHHsA Nporpecysano A0 NOWWPEHOro napeHxiMaTos-
Horo ¢ibpo3y. Baxanocs, WO HeBCTaHOBMIEHE MOLIKO-
O)KEHHA anbBeONIAPHOI CTIHKM iHILitOBaNO LKA XPOHIYHOro
3ananbHOro ypakeHHA anbBeon (anbBeoniTy), Wo BeAe Ao
$i6po3y [53]. [PYHTYIOUNCD Ha Liil NAaTOreHeTUYHIN KoHLen-
Ljii, NpoTn3ananbHi areHTX Ta iMyHomoAaynAaTopu 6ynn BUKo-
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puctaHi ana nikysaHHaA J1®. Kpim Toro, noaginHe cnine Kni-

HiuHe pocnigkeHHA (IFIGENIA), nposeneHe M. lemeTcoMm i

cnisaBTopamu B 2005 poui Ha 182 nauieHTax 3 AgiarHoO30om

IN®, nokaszano, Wo Tepania aueTunymcTeiHom B fo3i 600 mr

Tpu pa3u Ha fo0Oy, foAaHa fo NPeAHI30N0HY Ta a3aTionpuHy

306epirae XMTTEBY EMHICTb NereHb Ta 3A4aTHICTb Jo Andysii

okucy Byrneuto (DLCO) Kpalue, HiXK TiNbKM CTaHAapTHa Tepa-

nia [54].

Mpote, B gaHuin yac npu /1O He pekomeHOytombca
TaKi papmaKonoriyHi npenapaTu:

— MoHomepania kopmukocmepoioamu. C/nbHa peko-
MeHZauifA, HM3bKa NePeKOHAUBICTb OLiHKN epeKTy.
3a paHMMK peTPOoCNeKTUBHUX AOCIAKEHb, MOHOTEpa-

niA KOPTMKOCTEPOIAaMU He BM/IMBAE Ha BUMMBAHHA XBOPUX

3 IO [55, 56], a ix TprBane BUKOPUCTaHHA MOXe CYMnpOBO-

IPKYBaTNCA Cepno3HUMK NobiuHuMn edpektamm [57-59].

— yumocmamuku, AK y euanAa0i MoHomepanii, mak i e
kom6iHayii 3 TKC. CunbHa pekomeHpauia, HuU3bKa
NepeKOoHNMBICTb OLiHKM eheKTy.

Hemae [OCTOBipHMX JOKasiB NMpO MOMIMWEHHA BUXK-
BaHHA xBopux Ha J1®, AKi oTpmmyBanu LUTOCTaTUKK (aHa-
norun a3oTucToro inputy — uuknodochamig Ta iHWi iMmyHo-
JenpecaHT! — a3aTionpuH) y BUrNAAI MOHOTepanii, i npu
KombiHaLii 3 KopTukocTepoigamm [1, 2]. Tepania yutoctaTu-
KaMn MOXe CynpOBOMAKYBaTMCb PO3BUTKOM CEPNO3HMX
nobiyHNx edekKTiB.

— MoHomepania N-ayemunyucmeiHom. YMOBHa peKo-
MeHZauifA, HM3bKa NepPeKOHAUBICTb OLiHKKN epeKTy.
MoHoTepania aueTunumncTeiHom NopiBHAHO 3 Nnauebo

[OCTOBIPHO He MoKpallyBana »KOAHOro 3i 3Hauywmx AnA

XBOPOro MokasHukKiB, BkAyvatoum FVC (-0,18 n i -0,19 n

BignosigHo; P = 0,77), BuwxunBaHHA (4,9 % npoTtn 2,5 %,

P =0,30) i yactoTy 3aroctpeHb JID (2,3 % y KOXKHi rpyni,

P >0,99) [60].

— Komb6iHosaHa mepania ayemunyucmeiHom, azami-
onpuHomM ma npeodHizonoHom. CnbHa pekomeHaallis,
HU3bKa NepeKOHNUBICTb OLiHKN edeKTy;

KombiHoBaHa Tepania aueTunauucTeiHom, asaTionpu-
HOM Ta MpPefHi30I0HOM Y NMOPIBHAHHI 3 Nnaue6o 36inbLye
CMEpPTHICTb i YaCTOTYy rocnitanisalii, a TakoX He Ma€ 3Hauy-
Wmx BigMiHHOCTen y BigHoweHHi 3miHM FVC, DLCO i nokas-
HUKIB AKOCTI »KUTTA [61].

— aHmukoazynaumu (eapgapuH). CnnbHa pekomeHfa-
LjifA, HU3bKa NepPeKOHMBICTb OLIHKKN edeKTy;
3actocyBaHHA BapdapuHy B NlikyBaHHi /IO nos'asaHe 3

NigBULLEHHAM PU3NKY NeTanbHOro Hacnigky [62]. Lia peko-

MeHAaLiA CTOCYETbCA TiNbKM MepopanbHoro BapdapuiHy 3

LiNbOBUM MiXKHAaPOOAHUM HOPMani30BaHMM BigHOLWEHHAM

2,0-3,0 i He BKIIOYA€E BUKOPUCTAHHA iHLWMX aHTUKOArynaHTIB

3a IHWMUMW NOKa3aHHAMMW. [TauieHTn, AKi MaloTb anbTepHa-

TUBHI Ta/abo BiJOMi NOKa3aHHA A0 aHTMKOArynAHTHOI Tepa-

nii, Taki AK BEHO3Ha TpoMboeMboniyHa xBopoba abo dibpu-

nAuia nepegcepab, NOBUHHI AOTPUMYBaATUCh PeKOMeHAAL N

o0 NiKyBaHHA LMX 3aXBOPIOBaHb He3aneXHo Bifl HAABHO-

CTi Yy HUX OCHOBHOTO 3axBoptoBaHHA 1O [2].

— iIMamuHi6, ceneKTUBHWUI iHriBITOP TUPO3UNHKIHA3M, AKNIA
nofaense audepeHuitoBaHHA i nponidepalito nereHeBux
dibpobnacTi-miodibpobnacTie, a TakoxK iHribye Bupo-
6neHHA N03aKNiTMHHOIO MaTPUKCY LWAAXOM NPUrHiYeHHA
TpombouuTapHoro GakTopy pocCTa i CUrHaNbHOro LWAAXY
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TpaHchopmytouoro dakTopy pocTa-f. CuibHa pekoMeH-

JaLis, NomipHa NepPeKOHNUBICTb OLHKN edeKTy.

Ha cborogHi Hemae fokasiB KOpuCTi iMaTUHIOY Ana naui-
eHTiB 3 JI® y BigHOWeHHiI 3anobiraHHA nporpecyBaHHA
3aXBOPIOBaHHA abo cmepTHOCTI. B KOHTeKcTi BigcyTHOCTI
JoBefdeHOI KIiHIYHOI KOPUCTI, B Ui pekoMmeHAaauil Bennke
3HauyeHHA HafaeTbcA HebaxxaHVM ABULLAM i CyTTEBIN BapTO-
CTi NnikyBaHHA [2].

— cunoeHaghin, iHribitop ¢docdogiectepasn-5. YmoBHa
pekomMeHpauifA, MOMipHa. MNepPeKOHAMBICTb OUiIHKK
edekTy.

CungeHadin He nokasas 3HaYHOrO MO3UTUBHOMO BMJIW-
BY Y BiJHOLLEHHI CMePTHOCTI (HM3bKa NepeKoHAMBICTb) abo
3aroctpeHHa 1O (HM3bka nepekoHnMBicTb). MNpu 3acTocy-
BaHHi cunpeHadiny Big3Hauyanoca geake NonineHHA AKOo-
CTi »KWUTTA NPW OUiHLI 3@ pecnipaTOpPHUM ONUTYBabHNKOM
nikapHi CB. leopria (MomipHa NepeKoHNMBICTb) i He Byno
CYTTEBOrO MOMIMWEeHHA iHWUX noka3Hukie: FVC (nomipHa
nepekoHnuBicTb), DLCO (Hn3bka NepeKkoHNMBICTb), 3aauLU-
Ka 3a WkKanoto bopra (nomipHa nepeKkoHNMBICTb), HaCUYeH-
HA KPOBi KNCHeEM (HU3bKa NepeKoHNMBICTb) abo AncTaHLiA B
TecTi 3 6-XBWIMHHOK X0fbb0I0 (HM3bKa MepeKOoHNUBICTb)
[63, 64].

— amO6pizeHmaH, cefeKTUBHUI aHTAroHICT pelenTopis
eHgoTteniHy (ERA). CunbHa pekomeHpauisa, HU3bKa nepe-
KOHNMBICTb OLiHKM edeKTy.

AmOpi3eHTaH CrnpurA€ NporpecyBaHHIO 3aXBOPIOBaHHS,
AKe BM3HavyaeTbCA AK noripweHHa DLCO abo FVC, He3zanex-
HO Bif HaABHOCTI abo BigcyTHocTi JIT (NomipHa nepeKoHu-
BiCTb). Kpim TOro, ambpizeHTaH He NpPM3BOAUTb A0 MOKpa-
LLleHHA NOKa3HMKIB BiACTaHi ANCTaHUil, NpoNaeHoI y TecTi 3
6-XBUIMHHOI X0Ab00I0, Ta AKOCTI XUTTA [65].

— 603eHmaH abo mayumeHmMad, NOABINHI aHTaroHicTn
peuentopiB eHgoTeniHy (ERA Ta ERB). YmMoBHa peko-
MeHAaLifA, HU3bKa NepeKoHNMBICTb OLHKN edeKTy.
Mpu BMKopucTaHHi 603eHTaHy abo MauuTeHTamy Yy

nauieHTis 3 /1O He BUABNEHO 3arasibHOro BMANBY Ha CMePT-

HICTb UM NporpecyBaHHA 3aXBOPIOBAHHA (HU3bKWIA CTYNiHb

nepekoHNMBOCTI), a TakoXx FVC (nomipHa nepekoHNUBICTb),

yacToTy HebakaHWUX ABMLY (BMCOKa MepeKkoHNMBICTb) abo

Cepro3HuX HebaxaHuX ABULY, (BMCOKa MepeKOHIUBICTb)

[66-68]. Kpim TOro, He BCTaHOBIEHO MO3UTUBHOIO BMUBY

Tepanii 603eHTaHOM Ha flereHeBy reMofMiHaMiKy y NaLieHTiB

3 10 3 piarHocToBaHoto J1T 3a pe3ynbTataMm KaTteTepmsadii

npasux Bigainis cepya [69].

Ha cboropHilWwHin geHb ana nikyBaHHA nauieHTis 3 IJ1O
peKoMeHA0BaHI HACTYMHI papMakonoriyHi 3acobu:

— HiIHMeOoaHi6, iHribiTop TMPO3MHKIHa3U. YMOBHa peko-
MeHAaLif, NoMipHa NepeKoHNMBICTb OUIHKN edeKTy.
HinTepaHi6 cnouaTky 6yB po3pobneHunn Ak NpoTunyx-

NMHHWIA 3acib, NepL HiX 6yno Bii3HaUYeHO NOro akTUBHICTb

npotn ¢ibpobnacTie 3a paxyHOK iHribyBaHHA dakTopy

pocta eHpoTenito cyauH (VEGF) Ta iHWwux megiaTopis npodi-
6po3y, Taknx AK dpakTop pocty TpombouuTis (PDG), dakTop
3pocTaHHA ¢ibpobnacTis (FGF) Ta TpaHchopmytoumin dak-

Top pocty- B (TGF-B) [70, 71].

Bxopi 12-micauyHoro pocnigxeHHs ¢asn 2 (TOMORROW),
BMKoHaHoro JI. Puuengmn Ta cniBaBTOpamu, ouiHioBanaca
edeKTMBHICTb Ta 6e3neka YOTMPbOX PI3HMX NepopanbHUX
103 HiHTefaHiby nopiBHAHO 3 nMnauebo y nauieHTis 3 IJ1O

[72]. MepBUHHOI KiHLEBOI TOUKOK Oyna piyHa LWBUAKICTb
3HUXKeHHA FVC. 3aranom 432 nauieHTy BUNagkoBmum YMHOM
6ynu po3nogineHi aona NpuiomMy OAHIEl 3 YOTUPbOX 03 HiH-
TefaHiby (50 Mr oguH pa3 Ha aeHb, 50 Mr Bivi Ha feHb, 100
Mr [Bidi Ha AeHb, 150 mr ABidvi Ha geHb) abo nnauebo. Y
nauieHTis, AKi oTpumysanu 150 mr ABidvi Ha AeHb, cnocTepi-
ranacs TeHAeHUiAs OO0 3MEeHLUEeHHA WBUAKOCTI 3HUMEHHSA
bYHKLUIT nereHb y nopiBHAHHI 3 Nnaye6o. MNpu ubomy piuHe
3HWKeHHA FVC ctaHoBmno 0,06 11y TMX, XTO NPUIAMaB HiHTe-
JaHi6 150 mr gBivi Ha AeHb, nopiBHAHO 3 0,19 n'y rpyni nna-
ue6o (P =0,06).

Lo cTocyeTbcA BTOPUHHMX KiHLEBMX TOYOK, YacToTa
3aroctpeHb IJI® 6yna HMXK4Yol0 B rpyni, AKa OTpuMmyBana
HiHTefdaHi6 y no3i 150 Mr Biui Ha feHb, NOPIBHAHO 3 MnaLle-
60 (2,4 npotn 15,7 Ha 100 nauieHTa-pokis, P = 0,02 ).
Hanbinbly yacTky xBopwux, AKi NPUNMHUAW NPUIAOM JOCNi-
IPKyBaHOro npenapaTy yepes nobiuHi ebektn, cknanum Ti,
XTO NpUMaB HiHTedaHi6 y go3i 150 mr aBidi Ha geHb. [o
HebaXKaHUX ABMLL, WO HalyacTiwe Npu3BoAATb 4O NpUnu-
HEHHA NpUOMy Npenapaty, Hanexanu giapesn, HygoTa Ta
6110BaHHS. 3arasioM Lie JOoCTiAKEeHHA BUABUIO NPUAHATHUIA
npo¢inb 6e3nekun Ta NOTEHLiVHI KNiHiYHI NnepeBaru NikyBaH-
HA HiHTeaaHi6bom y fo3i 150 mr ABivi Ha aeHb [72].

Y xoBTHi 2014 poKy YnpaBniHHA 3 CaHiTapHOro HarnAagy
3a AKICTIO XapyoBMX NPOAYKTiB Ta MeaukameHTis CLLA (FDA)
cxBanuno HiHTenaHi6 (OQEB®) ana nikyBaHHA MauieHTiB 3
INO®. Le piweHHA 6a3yBanoca Ha OCHOBI aHasi3y pe3ynbTa-
TiB ABOX 52-TUPKHEBMX PaHAOMI30BaHUX MOABINHMX CAiMWX
BUNpoOyBaHb dasu 3 i3 NOBTOPIOBAHNM [M3aiHOM, B AKKX
B3AnM yyacTb 1066 nauieHTiB, paHAOMI30BaHWX B CNiBBIAHO-
WeHHi 3:2 gna oTpumaHHA 150 Mr HiHTeaaHiby ABivi Ha Bo6y
B NMopiBHAHHI 3 nnaue6o (INPULSIS-1 ta INPULSIS-2). KoxHe
BMMNPOOYBaHHA MOKa3ano CTAaTUCTUYHO 3Hauvylle MoKpa-
weHHA FVC nopisHaAHO 3 nnaue6o (P = 0,001). HiHTepaHi6
6yB NoB'A3aHMI 3 PO3BUTKOM fliapei, NpoTe Lie Npu3Beno Ao
NPUNNHEHHA NPUNOMY NiKiB MeHLU HiX Y 5 % nauieHTis [73].

Cnig 3a3HaunTy, Wwo B gocnigkeHHax INPULSIS a6o npwu
06'egHaHHI gaHux i3 gocnigxeHHAm TOMORROW He 6yno
BiJ3HAUYEHO 3HWKEHHA CMePTHOCTI NpU NiKyBaHHI HiHTeaa-
Hi6om (KP cknas 0,70; 95% [iI, 0,47-1,03; nomipHa nepeKoH-
nuBicTb) [74]. Kpim TOro, Ha OCHOBI 06'€gHaHUX AaHUX He
OTPUMaHO [10Kas3iB TOro, WO CMEPTHICTb MiCNA 3aroCTPeHHsA
3HMXKyBanaca Npu 3acTocyBaHHi HiHTeAaHiby (KP=0,47; 95%
Al, 0,17—1,29; Hu3bKa nepekoHAMBicTb) [75]. MMpoTe,
pe3ynbTaTv UnX TPbOX AOChigXeHb [72, 73] npoaeMOoHCTpY-
BanW, WO HiHTeAaHi6 JOCTOBIPHO B MOPIBHAHHI 3 niaue6o
3MeHLye WBUAKicTb 3HMKeHHA FVC (P < 0,0001), 36inbLuye
Yyac [0 BUHMKHeHHA 3arocTtpeHHs J1O (P=0,0047) Ta nokpa-
LYy€E AKICTb XWTTA 3a daHumu SGRQ (P=0,0095). B ToI e
Yyac 3HayHO Ginblue nauieHTIB, AKI OTPUMYyBanu HiHTeAaHi6,
noeigoMmnn npo HebaxkaHi ABUWA (BMCOKA MepeKkoHNn-
BICTb), afle He NPO cepo3Hi HebaxaHi ABMLLA (BMCOKa Nepe-
KOHJIMBICTb).

Y uin pekomeHgaLii HaAaeTbCA BENMKe 3HaYEHHA NOTEH-
LiMHIN KOPUCTi BUKOPUCTAHHA HiHTeAaHiby Y BigHOLWEHHI
BaXNMBUX ONA NaLi€eHTa HACcNigKiB, TakKMX AK NporpecyBaH-
HA 3axXBOPIOBAHHA, AKE BM3HAYAETbCA 3a LWIBUAKICTIO 3HU-
»eHHA FVC, Ta cMepTHICTb, i MeHLle 3HaYeHHA NOTEeHUiHO
3HauyLWmMm NobiyHMM edeKTaM, a TaKoXK OUiKyBaHili BapTo-
cTi nikyBaHHA. Ha BigMmiHy Bif 6inbl cenekTMBHUX iHribiTo-
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piB TMPO3MHKIHA3W, HiHTeRaHIb, AK 3'AcyBanoca, Mae feaki
nepeBarn 3 TOYKWU 30pYy BaxxnuMBUX AnA nauieHTis 3 /1O
HacnigKiB, Xoua 3HaYHOro BM/MBY Ha 3aranbHy CMepTHICTb
He crnocTepiraetbca. [ob6otoBaHHA, 3aCHOBaHI Ha MOTOYHIN
BapTOCTi, MOXYTb OOMEXMTN MOXI/MBICTb 3aCTOCYBaHHA
HiHTegaHiby. Mpwu nikyBaHHI LM NpenapaToM 4acTo BiA3Ha-
YaloTbcA Heba)kaHi edpeKTun, 30KpeMa Aiaped, i NauieHTU
NOBUHHI 6yTN NPoiHPOPMOBaHi NPO Le Nif Yac NPUAHATTA
pilleHHA WoAo NikyBaHHA [2].

KomeHnmap po6oyoi apynu

KniHiuHi 0ocnioxeHHA epekmusHocmi ma 6e3neku HiH-
meoaHiby 6ysiu nposedeHi MAKoX i Npu IHWUX ibpo3yrodux
30XB80PIHOBAHHAX: CUCMEMHOI CKlepodepMil — 00C/TiOXKeHHA
SENSCIS (Distler O, Highland KB, Martina Gahlemann M, et al.,
for the SENSCIS Trial Investigators. Nintedanib for Systemic
Sclerosis—Associated Interstitial Lung Disease. N. Engl. J. Med.
2019;380:2518-2528 [76]), npoepecyroyux ¢ibpo3ytodux
iHMepcmMuuiliHUX 3aX80PIOBAHHAX JieeeHb — 0O0C/TiOXeHHS
INBUILD (Flaherty KR, Wells AU, Cottin V, et al., for the INBUILD
Trial Investigators. Nintedanib in Progressive Fibrosing
Interstitial Lung Diseases. N. Engl. J. Med. 2019; 381:1718—1727
[77]). Pesynemamu 0ocnioxeHb 00380/1UU 8HECMU Ui 3aX80-
Ppro8AHHA 8 nepesiik NOKAa3aHb 0714 3aCMOoCy8aHHA HiHMeoa-
Hi6y.

— nip¢eHiOoH, aHTNHIOPOTMUHMIA 3acib. YMOBHa peko-
MeHAaLif, NoMipHa NepeKoHNMBICTb OUiHKN edeKTy.
TouHun mexaHi3m gii nupdeHigoHy npu ¢idbposi nereHb

MOKM He BCTaHOBMEHO. BiH Mae HM3Ky MpoTM3ananbHKX Ta

aHTUPIGPOTUYHIKX edeKTiB, BKMKOYalOUM iHriOyBaHHA CMHTe-

3y KonareHy, npurHiyeHHa TpaHcdopmyoyoro dakrtopy
pocTa-f Ta dakTopy Hekposy nyxnvHu (TNF-a), LuTOKiHY,

AKUIN, AK BiAOMO, Bifirpa€ akTVMBHY POSb Y 3ananeHHi, a

TaKOX 3HWKeHHA nponidepauii pibpobdbnacTis.

MipdeHigoH (EcOpieT®) ana nikyBaHHA igionaTUyHOro
nereHesoro ¢ibposy 6ys cxBaneHuit FDA y xoBTHi 2014
poky. e piweHHA FDA npuiiHANO 3 ypaxyBaHHAM pe3ysib-
TatiB gocnigxeHb ASCEND ta CAPACITY 1 Ta 2, B AKux nip-
beHifoH noka3aB MOXMBICTb YMOBINbHIOBATU WBUAKICTb
3HMXKEHHA, @ Y AeAKMX Naui€eHTIB 3yNnUHATK 3HUKeHHA FVC
Ta MOKpallyBaTn BUXMBaHHA 6e3 nporpecyBaHHsA [78, 79].

baratoueHTpoBe noagiviHe cine nnayeb6o-KOHTPONbO-

BaHe paHAOMi30BaHe KiiHiYHe gocnigkeHHA ¢pasn 3, npose-

ZeHe B AiNOHiIi, nonepeaHbO NPOAEMOHCTPYBano, Wwo nipde-

HiOH BiBHOCHO Aob6pe nepeHocuBcA naudieHTamy 3 110,

CMOBINbHIOBaB WBKAKICTb 3HMXeHHA FVC i 36inbluyBaB vac

BUPKMBaAHHA NpoTArom 52 TvkHis [80].
3a umm Oynm BUKOHaHI ABa MapanenbHi MiKHapoOAHi

KNiHIYHi paHAOMI30BaHi KOHTPONbOBaHI JOCNiAKEeHHA

(CAPACITY 1 T1a 2) y 110 ueHTtpax AscTtpanii, €Bponi Ta

MiBHIYHIN AMepuUi WOoAO OLiHKN edeKTMBHOCTI Ta 6e3neku

nipdeHigoHy y xsopux 3 J10.

MNipdeHigoH y pocnigxenHi CAPACITY 1 npusHavanu y
no3i 2403 mr/go6y (nepuwa rpyna) um 1197 mr/poby (apyra
rpyna), abo nnauebo (TpeTta rpyna) B cniBBigHOLWEHHI 2:1:2.
CepegHa 3miHa FVC Ha 72 TuxkHi cknana -8,0 % (cTaHpapTHe
BixuneHHa 16,5) y xsopux nepLoi rpynm 1a-12,4 % (18,5) y
nauieHTiB TpeTboi rpynu (pisHuua 4,4 %, 95 %). Y 35 (20 %)
nauieHTiB NepLUoi rpynu NopiBHAHO 3 60 (35%) nauieHTamu
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Lpyroi rpynu, BigNoBiAHO, 3HMKEHHSA LibOro Noka3HuKa cTa-
HOBWNO He MeHLe 10 %. 3HauHWIN NikyBanbHUN edeKT 6yB
BiI3HAaYeHWI y BCi YaCOBi TOUKM, MOYMHAOYUN 3 24-TO TUXKHA,
Ta Npw aHanisiy BCi YacoBi TOUKM fgocnigkeHHs (P =0,00007).
CepepHsa 3miHa FVCy rpyni nipdeHigony 1197 mr/po6y 6yna
NMPOMIXKHOI MOPIBHAHO 3 Takoto y rpyni nipdeHigoHy 2403
mr/po6y Ta nnaue6o.

Y pocnigkernHi CAPACITY 2 nauieHTn oTpumyBanu nip-
deHigoH y posi 2403 mr/poby (nepuwa rpyna) abo nnaue6o
(apyra rpyna) y cniBBigHOWeEHHI 1:1 Ha NpPoOTA3i 72 TUXHIB.
CepepnHa 3miHa FVC Ha 72 TuxkHi cknana -9,0 % (cTaHpapTHe
BigxuneHHa 19,6) y nepwin rpyni i -9,6 % (19,1) y gpyrin
rpyni, a pisHUUA MiX HUMK He b6yna 3Hauywa (0,6 %, Bif -3,5
no 4,7). Mpote cTiniknii edpeKT NipdeHiaoHy 6yB oueBUOHNI
fo 48 TmxHiB (P = 0,005) Ta npu aHanisi BCix TM4YacoBUX
Touyok pgocnigKeHHa (P = 0,007). Y nauieHTiB, AKi oTprMyBa-
nu nipdeHigoH y fosi 2403 mr/po0by, yacTiwe cnocrepiranu-
cA HypoTa (36 %), aucnencia (19 %), 6ntoBaHHA (14 %), aHo-
pekcia (11 %), csitnouytnumeictb (12 %), BUCUNaHHA (32 %)
Ta 3anamopoueHHs (18 %), Hix y rpyni nnauebo. HanmeHwa
KiNbKiCTb 3aranbHux cmepTent (6 % npotu 8 %) Ta MeHwWwa
KinbKicTb cmepTeld, nos'asanumx 3 10 (3 % npotu 7 %), Bia-
MiYeHa y nauieHTiB NepLuIol rpynu, HixXK y Apyrin rpyni.

Pe3ynbTati uMx ABOX JOCNiAXeHb CBiguaThb, Wwo nipde-
HiQOH Ma€ cnpuATAMBUA Npodinb nepesar i PU3KKY, a
TaKOX € HafinHUM BapiaHTOM JliKyBaHHA NaLi€HTIB 3 igiona-
TUYHUM NlereHeBuM ¢ibpo3om.

Y niotomy 2014 poky InterMune ony6nikyBas nore-
penHi faHi 6araToHalioHanbHOro, pPaHAOMiI30BaHOro, nia-
Lebo-KoHTponboBaHoro gocnigkeHHa (ASCEND) ana nia-
TBepXeHHA edeKTUBHOCTI Ta 6e3neku nipdeHigoHy y naui-
eHTiB 3 IJ10. Le pocnigxeHHa 6yno BMKkoHaHo Ha 3anut FDA
yepe3 HeBIAMOBIAHOCTI MiX [BOMa BUMPOOYBaHHAMU
CAPACITY. B Hbomy B 127 ueHtpax y CLUA, Asctpanii,
bpa3wunii, Xopsartii, I13paini, Mekcnui, Hosin 3enaHgii, Mepy
Ta CiHranypi 555 nauieHTiB 6ynun BUNagKoOBMM YMHOM PO3-
nogineHi B cniseigHoweHHi 1:1 y ABi rpynu: nepLia npuiimMa-
na nipdpeHigoH y fosi 2403 mr/goby, a gpyra — nnauebo.

MepBMHHOK KiHLEBOK TOUKOK OYNno MOPIBHAHHA YacT-
KW MauieHTiB y rpynax, y AKWX CrnocTepiranuca KiaiHiuYHo
3Hauywwi 3miHn FVC abo cmepTb. Ha 52 TvxHi y 16,5 % naui-
€HTIB NepLoi rpynu cnoctepiranoca 3HmxeHHA FVC Ha 10 %
i 6inble abo HacTaBana cmepTb NopiBHAHO 3 31,8 % y Apy-
riv rpyni. Kpim T0Oro, 22,7 % nauieHTiB nepLwoi rpynn He
3a3Hanu 3HmKeHHA FVC nopiBHAHO 3 9,7 % y apyrin rpyni, a
TaKOX 3aCTOCYBaHHA MippeHigoHY NOKPaLLMIO BUXKMBaHHSA
6e3 nporpecyBaHHA i 3MEHLLWIO 3HVKEHHA ANCTaHLil TecTy
6-XBUINHHOI Xoab6u [79].

O6'egHaHnin aHani3 gocnigxeHb CAPACITY 1 1a 2, a
Takoxx ASCEND poBiB, Wo nikyBaHHA nipdeHifoHOM y Ao3i
2403 Mr/geHb 3MeHLLYBano YacTKy NaLi€HTIB, Y AKMX Bia3Ha-
yanocs 3HMxeHHA FVC Ha 10 % i 6inbwe abo HactaBana
cMepTb, Ha 43,8 % [80]. Kpim Toro, cnocrepiranoca 3HmKeH-
HA BIHOCHOrO PM3MKYy CMePTHOCTI Bif ycix npuymH Ta /10
3a 52 TVPKHA NiKyBaHHA nipdeHigoHom [80].

Y uin pekomeHpauil HaJaeTbCA BeNMKe 3HaYeHHA
NOTEHUiNHIA KopucTi NippeHifoHy y BiAHOLWEHHI Baxnu-
BUX ANA MauieHTa HacnigKiB, TakMx AK MporpecyBaHHA
3aXBOPIOBaHHA, WO BU3HAYAETbCA 3a WBUAKICTIO 3HUKEH-
HA FVC, i cmepTHiCTb, Ta MeHLWe 3HayeHHA MNOTeHUiHO
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3Hauywmnm nobiuHnm edekTam i BapTOCTi NikyBaHHA. [aHi
Npo AKICTb XUTTA 6yNy NpeAcTaBneHi niie B MOOAMHOKMX
JocnigkeHHAX nipdeHigoHy. MNobiuHi edpekTn npn 3acTocy-
BaHHi NipdeHifoHy BapiloTbCA, | AeAKi NaLieHTN MOXYTb
6yTV He roToBi MUPUTMCA 3 HAMIK HaBiTb B YMOBaXx Mo3u-
TUBHOTO epeKTy Bifj NiKyBaHHA, WO OLHIOETLCA 3@ MNOKas-
HuKom FVC. PilwweHHA NOBWHHO MPUAMATUCA CMIiNbHO, i
nauieHTu, AKi NOYMHaOTb NiKyBaHHA, MOBMHHI 6YTV NPOiH-
¢dopmoBaHi npo BCi MmoxnuBi NobiuHi epekTn. Kpim Toro,
nipdeHifoH B faHWIA Yac € fiy>ke AOPOrMM npenapaToMm i Le
HeobXifHO BpaxOBYyBaTU B Mpoueci NPUNHATTA PilleHHs,
ocobnneBo B pasi, Konu xBopi 6e3nocepefHbO HeCyTb
diHaHcoBuI TArap nikysaHHA. OTpUMaHi Ha CbOorofHi AaHi
NMOKW He J03BONATb 3p06UTM BUCHOBOK LWOAO ONTUMaSb-
HOT TpWBanocTi Tepanii, i HeBiAOMO, AK fOBro 36epiraeTbcA
epeKT Npu NOTOYHIN Tepanil.

KomeHnmap po6oyoi apynu

OcmaHHim yacom gi03HayeHi ceplio3Hi nobiyHi ecpekmu 3
60Ky neyviHKU, 8K/IOYAKOHYU OKpeMi 8unaoku 3i cMepmesbHU-
Mu Hacniokamu, y nayieHmis 3 IJ10, aki ompumyeanu nipgeHi-
0oH. Ui nodil, 6inbwicme 3 Akux 6y1u 1a6opamopHUMU 8i0-
XUJTEHHAMU, cnocmepieanuca y nayieHmis, AKi ompumysanu
nipgeHiooH (9,5 %) 8 nopigHAHHI 3 nnaue6o (4,3 %).Y 38'A3ky 3
uum E€sponelicbke azeHMCMBO 3 NiKapcoKux 3acobie i komna-
Hia Roche 8 xoemHi 2020 poky posicnanu iHgpopmayitiHul
nucm «Ecépiem (nipgheHiOoH): 8axiuse oHo8MeHHA 3 6e3neku
i Hosi pekomeHOayii 000 3anobiedHHA YpaxeHb NeYiHKu,
BUKJTUKAHUX JiKapcbkumu 3acobamu» (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)

Available at: Esbriet 11-66-G DHPC letter (all amendments,
clean) (hpra.ie) [82]).

TaknM YMHOM, Ha CbOTOAHILLHI AeHb HiHTedaHIO i nip-
beHigoH oTpMManu no3uTUBHI pekomeHAauii 6aratbox
daxiBuiB CBiTY Wono nikyBaHHA nauieHTiB 3 /IO nerkoro i
NMOMIPHOrO CTyMeHA TAXKKOCTi Ta MOXKYTb BUKOPUCTOBYBATU-
€A B AKOCTI Tepanii nepLuoi NiHii. Bubip aHTMdi6bpoTnyHoro
3acoby nosuHeH OyTW iHOMBIAyanbHUM ANA nalieHTa B
3aNeXHOCTI Bifl CynyTHiX 3aXBOPIOBaHb i IMOBIpPHOI NepeHo-
CMMOCTi KOXKHOTO 3 HUX [2].

IcHye py»xe mMano gaHux, AKMMKM Mornm 6 KepysaTucA
nikapi AnA nikyBaHHA NauieHTiB 3 Taxkolo dopmoio 1D,
OCKINbKM Liell KOHTUHIeHT OYB CUCTEMaTUYHO BUKITIOUYEHWIA
3 yCiX MacWwTabHUX KOHTPOSIbOBAHMX AOCHiaXeHb. Hapasi
npoBeAeHa HU3Ka HEeBENUKUX KOTOPTHUX AOCAiAXeHb, AKi
nokKasanu, Lo NauieHTy 3 6inblLl TAXKKO GOPMOI0 3aXBOpIO-
BaHHA MOXYTb OTPMMATW KOPWUCTb Bif nipdeHigoHy npu
aHanoriyHin yactoTti Nob6iuHMX Asuw,. Kpim Toro, B gocni-
keHHAX INSTAGE [83] 136 nauienTiB 3 DLCO < 35 % Bia
HanexHoro Ta INPULSIS 638 xBopux 3 FVC = 50 % Big
HanexHoro i DLCO 30-79 % Big HaneXxHoOro oTpumysanu
TiNbKW HiHTeAaHiO, a B gocnigkeHHaX INPULSIS 423 nauieH-
Ta — nnaue6o. Temnu 3HmxkeHHs FVC cknanu -52,3 Ta -66,7
MI1/24 TVXKHI Y XBOPUX, AKI OTPUMYBaNu TiNbKW HIHTEAaHI6 y
nocnigxeHHsax INPULSIS i INSTAGE, signosigHo, Ta -102,8

MI/24 TVKHI y NaLieHTiB, AKI oTpumyBanu nnauebo y gocni-
oxeHHax INPULSIS. MiantBeparkeHi abo nigo3ptoBaHi igiona-
TUYHIi 3arocTpeHHa 6ynu 3apeectpoBaHiy 0,6 Ta 3,7 % naui-
€HTIB, AKi OTPMMYyBanM MOHOTepanito HiHTeAaHiIboM y gocni-
axeHHAax INPULSIS ta INSTAGE, signosigHo, iy 2,1 % y
nauieHTiB, AKi oTpumyBanu nnauebo y HJOCHigXKeHHAX
INPULSIS. JletanbHi Hacnigkm Hactann y 2,0, 11,0 Ta 1,9 %
nauieHTiB umx rpyn BignosigHo. MobiuHi ABMwWa y BUrNAgi
Jiapei 6ynu 3apeectpoBaHi y 52,5 Ta 48,5% naui€eHTiB, AKi
OTPVMYBanu MOHOTepanito HiHTefaHIboM y JOCHiIKeHHAX
INPULSIS Ta INSTAGE, BignoBigHo, Ta 16,1 % nauieHTiB, Wo
oTpumyBanu nnayebo B gocnigxkeHHAx INPULSIS.
IpyHTYIOUMCb Ha AaHux gocnimgkeHb INSTAGE ta INPULSIS,
HiHTe#aHi® y XBOpUX 3 GiNbll BUPaXeHNMY NOPYLUEHHAMM
ra3o06MiHy MOPIBHAHO 3 MEHLL TAXXKMMU YMHWB NOZIOHWIA
BMAMB Ha 3HWKeHHA FVC npoTtarom 24 TWMXKHIB, a TakKoX
nodioHunn npodinb 6e3nekn i nepeHocumocrTi. Ui paHi niag-
TPUMYIOTb BUKOPUCTaHHA HiHTeAaHiby y nauieHTis 3 /1O Ha
Ni3HIX CTagifAX 3aXBOPIOBaHHA.

Be3ymMoBHO, OTprMaHi pe3ynbTati epeKTUBHOCTI HiHTe-
JaHiby Ta nipdeHifoHy y XxBopurx 3 TAKKUM nepebirom 1O
MOKW WO € nonepeaHiMu, ToMy HeobXifHi AoAaTKOBI AaHi,
nepLu HiX MoxHa byfe aatn Oyab-Aki pekomeHAalii wono
NiKyBaHHA aHTMGIBPOTUYHMMM NpenapaTtamn LbOro KOH-
TUHreHTY XxBOopuX. Hapasi y 6aratbox KpaiHax micLiei obme-
YKEHHA Ha NpU3HAYeHHA NiKiB 3a60POHATb BUKOPUCTAHHA
LMX 3aC06iB Npu TAXKKIN GOpMi 3aXBOPIOBAHHA.

— iH2i6imopu nNpomoHHOi noMnu ma aHmazoHicmu
H2-2icmaminosux peyenmopis. YMOBHa peKkoMeHAa-
Lifa, AyXe HWU3bKUIN piBEHb MEPEeKOHANBOCTI OLiHKM
edekKTy.

Y pAgi pocnigKeHb BCTAHOBMIEHO, WO AOAaBaHHA A0
Tepanii N® iHriditopis npotoHHoi nomnu (IMNMM) nigsuwye
FVC, 3HMKye yacToTy 3arocTpeHb [84] Ta MOKpaLLy€e BUXU-
BaHHA xBopux Ha /1O [85]. XBopi, AKi oTpumyioTb NipdeHi-
[OH, He MOBMHHI NiKyBaTMCA OMenpa3onom vepe3 Hebaxa-
Hy NiKapCbKy B3aeMOfIt0, TOA AK iHLWI iHribiTOpy NPOTOHHO-
ro Hacoca MO>KyTb BUKOPUCTOBYBATUCh OLHOYACHO 3 Mipde-
HigoHOM [86]. He3Baxkatoum Ha Te, WO B AeAKMX nybnikauiax
6yB MOKa3aHW 3B'A30K Mi>K NMPU3HAYEHHAM aHTaLUUAHUX
npenapatiB i BUHMKHEHHAM MHeBMOHII [86-89], npoTe,
BMKOHaHu K. QinioHom Ta cniBaBTOpamMy MeTa-aHani3
obcepBaLiiHMX foCNigKeHb NoKasas, wo IMNM He nigBuLy-
l0Tb PM3KK rocnitanisayii 3 npmBoAy no3anikapHAHOI NMHeB-
MOHIT B 3aranbHiv nonynauii [89].

Pasom 3 1M, y HacTaHoBi 2022 poKy BHECEHO 3MiHWU
WoAo aHTaumnaHom Tepanii: «Mu BBaXKaeMo, L0 He CAif NiKy-
BaTW nauieHTiB 3 I/IO aHTaUMgHMMKM NpenapaTammn 3 METOLO
MOKpaLleHHA pecnipaTopHUX pe3ynbTaTiB (yMOBHa peKo-
MeHgZauif, AoKa3n AyXe HU3bKOoI AKoCTi». BignosigHo po
HacTaHoB wWwopo MEP aHTaumAaHi npenapati Ta iHWi BTpyYaH-
HA MOXYTb OYTV AoUiNbHUMYK AnA nauieHTiB AK 3 IJ1O, Tak i 3
CMMNTOMaMM racTpoesodareanbHoi pedtoKCHOI XBOpobu
(TEPX) 3 meTol0 noOKpallyeHHsA Hacnigkie, nos'Aa3aHux i3
ractpoesodareanbHum pedniokcom (FEP).

JNlikyBaHH#A 3aroctpeHb /10

Ha cboropHi Hemae poBefeHUX epeKTUBHUX MeTOoLiB
Tepanii 3aroctpeHb JIO. Tomy NoBMHEH BUKOPUCTOBYBaTH-
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CA KOMMJIeKC 3axofiB, BK/OYaloumM: NiaTpumyiouy Tepanito,
B TOMY YMCNi JOAATKOBUN KNCEHb ANA KopeKLii rinokcemil;
nonerweHHA CMMNTOMIB; PO3rnAf NMUTaHHA MPO 3acToCy-
BaHHA aHTUOBIOTUKIB LWIMPOKOro CNeKTpy Aii, Wob BUKNoum-
TN MOXIMBICTb iHbEKUiT; pO3rnAg NUTaHHA NPO MeXaHiuHy
BEHTUNALUIIO NereHb. PiluleHHA Npo NpoBefeHHA MeXaHiuyHoT
BEHTUNALIT IereHb B TaKUX yMoBax Ma€ OyTu peTesibHO 3Ba-
MEHWM, OCKINbKIM NeTaNbHICTb NpW 1T BAKOPUCTaHHI JocArae
90 % [90]. B okpemux cuTyauiax (Hanpuknag, nicna BUAB-
NEeHHA KOHKPEeTHOI BUWIKOBHOI MPUYMHK 3aroCTpeHHs,
TaKoi AK iHdeKLuia abo Tpomboembonia nereHeBoi apTepii,
abo B AKOCTI NiAroToBKM LO TpaHCMIaHTaLil nereHb) Take
pilLleHHA MOKHa BBakaTu AouinbHuUM. KepiBHuuteo ATS/
ERS/JRS/ALAT He peKomeHAyE MexaHiYHYy BeHTUAALI
nereHb, CTBEPAXKYUN, WO «OiNblUicTb NaLi€HTIB 3 Anxanb-
HO HefoCTaTHICTIO BHacNifokK /IO He NOBUHHI OTprMYyBa-
TW 1i, ane BOHa Moyke 6yTy AOUINbHMM BTPYYaHHAM y AeAkoTl
YyacTVHM nauieHTiB» (cnabka pekomeHgauifa, AOKa3n HU3b-
Kol akocTi) [11.

He3Barkaloun Ha BiACYTHICTb KOHTPONbOBAHMX AOKa3iB,
KOPTUKOCTEPOIAM 4acTO BUKOPUCTOBYIOTbCA MpPW 3aro-
cTpeHHi /1. Xoya JOCTYMHi nuwe oKpemi NoBifgoMNIeHHA
Npo NO3UTUBHWI edeKT, 3a BifCYTHOCTI iHLLNX METOAIB TiKy-
BaHHA i 3 ornAgy Ha HeCNPUATANBUI MPOrHO3 3aroCTPEHHA
LibOro 3aXBOPIOBAHHA, KOPTUKOCTEPOIAN YacTo NpusHayva-
IoTbCcA B Takin cutyauii. KepisHuutso ATS/ERS/JRS/ALAT
MiCTUTb ClabKy pekoMeHAaL il nNpo Te, Wwo 6inblicTb nawi-
€HTIB i3 3arocTpeHHaAMm IJ1O cnig nikyBaTh KOpTUKOCTEpOiaa-
mu [1]. Mpw 3aroctperHi N0 MmoxyTb 6yTn PO3rNAHYTI iHLWI
meToamn nikyBaHHA. ObcepBaLiiHi KOrOPTHI JOCHigXeHHA
HU3KM MeTogiB NiKyBaHHA (Lmknodocdhamia, LMKIOCNOPKH,
pUTYKCiMab B NOEHaHHI 3 nna3modepe3om i BHYTPILLHbO-
BEHHMM iMyHOTT06YyNiHOM, TaKpONiMyC, BHYTPIiLHbOBEHHWIA
TpombomogyniH, remonepdysia 3 dikcoBaHMM nonimikcu-
HOM B Ha BOMOKHax KOMIOHKM) CBifYaTb NPO MO3UTUBHWUI
edeKT; oiHaK paHAOMI30BaHi KOHTPOSIbOBAHI AOCNIAXKEHHSA
He NMPOBOAWNNCA, | PYTMHHE BMKOPUCTAHHA LUX MeToAiB
no3a ymoBaMu KAiHIYHUX AOCAIAXKeHb He NiATBEPAXYETbCA
HaABHUMW gaHumu [90].

3a BifcyTHOCTi edeKTUBHOro NiKyBaHHA 3aroCTpeHHs
IN® BaknvMBe 3HauYeHHA HaJaeTbCA NPOQINaKTULi TaKmx
nogin. JocTynHi geAki faHi Ha KOPUCTb BUKOPUCTaHHA HiH-
TepaHiby anAa 3anobiraHHA oro po3sBuTKy [73]. Kpim Toro,
KOropTHe JOCHIIXeHHA 3 BUKOPUCTaHHAM rpyn nnaue6o B
KNIHIYHUX JOCNIgXEeHHSAX MOoKa3ano 3HWKEHHA KinbKocTi
3arocTpeHb y TUX, XTO OTPMMYyBaB aHTaLuUgHy Tepanito [84].
MpoTe, Nnepw Hixk AaBaTh pekomeHAaaLii Woao npodinaktu-
Kun 3aroctpeHb /1O, HeobXigHO NpoBecTy AoAATKOBI AOCI-
IPKEeHHA.

MporHo3 npu 3aroctpeHHi IO Hecnpuatnusmi.
HaagHi BapiaHTK nikyBaHHA OOMeXeHi i He niaTBepaXeHi
[aHUMM KOHTPOJSIbOBaHUX focniaxeHb. HeobxigHi noganb-
Wi pocnimgKeHHA cTpaTerin npodinakTukn i NikyBaHHA
3aroctpeHHs 0.

JlikyBaHHA CynyTHiX 3aXBOpIloBaHb

OnTuMmi3zauia BefeHHA CyNyTHiX 3aXBOpPKOBaHb y naui-
€HTiB 3 /IO MOXe noninwunTh AKICTb XUTTA, a Y AeAKUX 3
HUX | TPUBaNiCTb XUTTA. PaHHE BMABNEHHA Ta NiKyBaHHA
iHpeKUiN, perynapHa BakuUMHauiA i nNnaHoBe MefuuHe
06CTeXEHHA TaKOX € BaXKNMBUMU NPOPinakTUYHMMM CTpa-
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Teriamm B Ui rpyni nauieHTiB. lNowmpeHa cynyTHA naTono-
ria BKNOYa€e cepLeBo-CyANHHI 3aXBOPIOBaHHA, racTpoeso-
daranbHy pedniokcHy xBopoby (IEPX), Tpomb6oemboniio
rifoK nereHeBol apTepii, pak nereHb, fiereHeBy rinepTex-
3ito (JIN), emdizemy/3axBoploBaHHA AMXaNbHUX LWAAXIB Ta
COATC) [91-94]. He3Baxalounm Ha obOMexeHy KinbKicTb
KOHKPeTHUX AO0Ka3iB NMiKyBaHHA LMX CTaHiB y NaUi€HTIB 3
IN®, uinbosa Tepania Mmoxe OyTX Po3rnAHyTa B TUX BUNaA-
Kax, KONMn KOpWCTb, NMOBIPHO, NepeBULLY€E MOTEHLiNHY
wkogay [1, 2.

JlezeHeaa 2inepmeH3sisn

3a HasBHUMUY paHumu, JI 3ycTpivaeTbea y 3-86 % naui-
eHTiB 3 J10, WwWo npu3BoanTb A0 NOTipLIEHHA BUKMBAHOCTI
[95-97].

Ha cborofHi He icHye cnevianbHMX Ba3oAnnaTaTopHUX
npenapatiBa ana nikysaHHA JII y nauieHTis 3 IJ10.
BunpobyBaHHA cungeHadiny, 603eHTaHy, aMOpi3eHTaHy i
MauuTeHTaHy, AK Oyno paHiwe BigMiueHO, BUABUNIKCA
HeBanUMM i He 3MOTIN NPOAEMOHCTPYBaTN epeKTUBHICTb
B nmonynAauii Takux xBopux [67-69, 98]. Tomy 6inbLocTi
nauieHTiB 3 /IO He peKoMeHAYETbCA MPU3HAUYEHHA cneuu-
biuHmx npenapatis gna nikysaHHA JII. [poTe, B oKpemumx
BMMNafKax Taka Tepania MoXe MOKpPaLuTX nereHeBy remo-
OVHaMiKy Ta nepeHOCUMicTb Gi3VYHOro HaBaHTaXKeHHsA
[92]. MNauieHT 3 migo3pot Ha MomipHy abo Taxky JIT
MOXYTb OyTW HanpaBfieHi B cnewiani3oBaHi LeHTpW AnA
npoBefeHHsA KaTeTepu3alii npaBux BiaAiNiB cepusa i Bunpo-
6yBaHHA cungeHadiny 3 noganbWNM peTesibHUM HarnAagom
[99]. lopaTKOBUI KNCEHD i AiyPeTUKN TAKOXK MOXKYTb noser-
WNTK TArap CMMATOMIB i NOAINWNUTA reMOANHAMIKY Y Bax-
KX Maui€eHTIB i3 CynyTHbOIO HEAOCTaTHICTIO NPaBOro LWiy-
HOUKa.

Bci pocnipgkeHHA cneymndivuHoi BazogunaTaTopHoi Tepa-
nii gna nikysanHA JII npu J1O 6ynn HeraTUBHUMM Y BiffHO-
LEHHI X OCHOBHOI KiHL|EBOT TOYKMW.

MopyweHHA OUXAHHA y8i CHi.

3a HaABHVMMW AaHMMK, NOPYLUEHHA AWXaHHA YBi CHI
(cuHppom 06CTpyKTMBHOrO anHoe-rinonHoe cHy — COAIC)
4acTo 3ycTpivaeTbcaA B rpynax nauienTis 3 10, npu ubomy
yacToTa KonmBaeTbca BiA 59 % ao 90 % [100-102]. COAIC
BM3HAYaAETbCA AK 30iNblUeHHA iHAeKCY anHoe-rinomnHoe > 15
enisofis y yac [103]. MNoeagHaHa 3 COAC rinoseHTUNALIA
nocuntoe rinokcemito Ta JI [98].

JlabopaTopHa nonicomHorpadia moxe 6yTv po3rnaHy-
Ta y nauientis 3 U1® ana suasneHHa COAIC i/abo 3HauHoI
HIYHOI rinokcemii; NpoTe onTUManbHi TepMiHM NPOoBeAeHHSA
UMX AOCNiaXKeHb HEBU3HAYEHI.

Mpw BuABNeHHI NnomipHoi abo Baxkoi dpopmn COAIC y
nauienTis 3 /1O moxe 6yTK AoLINbHUM NPOBeAeHHA NOCTil-
HOrO MO3WTUBHOIO TUCKY B AMXanbHUX wnaxax (CPAP-
Tepanifa). Kpim Toro, nauieHtam 3 /1O 3i 3HauHOM HiYHOIO
riNoKCi€lo peKoMeHAYETbCA AOAATKOBA HiYHa KNCHEBA Tepa-
nia (AK onucaHo 6inbw peTanbHO B po3gini «Hemepu-
KameHTO3Ha Tepanis»). Lle Takox Moxe OyTn po3yMHOI
CTpaTerielo Ana nauieHTiB, AKi noraHo nepeHocATb CPAP;
npoTe onyo6nikoBaHi JOKa3n Ha NiATBepPAXEeHHA LbOro
obmeXxeHi.
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KombiHayis nezeHesoezo ¢i6posy ma emepizemu.

Komb6iHauis nereHeBoro ¢i6po3sy Ta emdizemn
(CPFE) — ue cMHOpPOM, AKWIA XapaKTepu3yeTbCA NMOEfHaH-
HAM nereHeBoro ¢i6po3y i peHTreHoNoriyHo niaTBEepaXe-
Hoto eMdizeMolo B 0Cib, KOTpi NiAfalTbCA 3HAUHOMY BMNAU-
By ToTioHY [104]. Hapasi HeACHO, un ABNAE Le NoEAHAHHA
oKpemun peHoTUN XBOpOobU abo Lie NpocTo 36ir ABOX NpPo-
LeciB i3 cninbHO0 eTionorieto. Y 6inblocTi nauieHTiB 3 CPFE
Ha KTBP3 cnoctepiraetbca /1O 3 natepHom 3IM1, xoua
MOXYTb crnocTepiratuca n iHwi dopmu I3J1, BKNovaoun
JecKBaMaTUBHY iHTepcTuulianbHy nHeBMOHil0 [105].
Mauientn 3 CPFE 3a3BuyYaln mMatoTb HOPMaibHi MOKa3HUKK
cnipomeTpii Ta 06’eMy nereHb, He3Ba)<aloumn Ha MolIMpeHe
3axBoptoBaHHA. OOGCTPYKLUiA NOBITPONPOBIAHMX LWNAXIB
CnocTepiraeTbca y AeAkunx, ane He y BCix nauieHTis 3 CPFE
[106]. Ak npaBuno, DLCO cnnbHO 3HM»KEHA; YacTO PO3BMBa-
€TbCA rinokcemina y ctaHi cnokoto [107]. JIM HaAaBHa MeHLU HiXK
y 50 % nauieHtiB 3 CPFE npu BCTaHOBREeHHi AiarHosy, 3
CYNyTHIM NiABULLEHNM PU3NKOM CMEPTHOCTI Yy MOPIBHAHHI 3
nauieHtTamm 3 CPFE 6e3 J1 i nauieHTamu 3 /10 6e3 emdizemu
[108, 109]. Pn3nk po3BuTky paky nereHb npu CPFE Takox
BMLWMIA, HiXK npu IO abo XpoHiyHOMY O6CTPYKTMBHOMY
3axBOpIOBaHHIo fiereHb (XO3J1).

Moxxnusocti Tepanii CPFE cborogHi BenbMum 06MexeHi,
OCKINbKW KNiHIYHMX AOCAIAMXEHb B Ui rpyni NauieHTiB BKpam
maro.

Y nauieHTiB 3 KOMbiHaLUi€to nereHeBoro ¢ibpo3y Ta
emdizeMun Ma€e micue nigBuLeHnn pusnk po3suTky JII i 3no-
AKICHUX NyXAWH nereHb. [1oAaTKOBMI KWCeHb Ta iHrana-
UinHa O6poHxofunatauiiHa Tepanis MOXyTb [OMOMOITU
NoNerwnTy 3aduWKy y AeAkux nauieHTis. Y nigrpyni xso-
pux, y AKUX cTyniHb Gibpo3y binblue, Hixk CTyMiHb eMdizemu,
i OOB,/OXEJ > 80 %, € nigcTaBy NPUNYCKaT KOPUCTH Bif
aHTUPiI6bpOoTUYHOI Tepanil.

HemepukameHTO3He NiKyBaHHA

MoTpeba B KWCHi B CTaHi CMOKOM, a TakoX CTyMiHb
rinokcemii, NoB'A3aHOI 3 Gi3NYHUM HaBAHTAXKEHHAM i CHOM,
€ NPOrHOCTUYHMMMK daKToOpaMn HeCNPUATAMBUX HaCNiaKiB
npw 1O [110-112]. Hapasi HeBigomo, un fonomarae npodi-
naKTMKa rinokcemii 3a JONOMOrol [OAATKOBOrO KUCHIO Y
Takux 06CTaBUHAX 3HU3UTU NiABULLEHWIA PU3UK CMEPTHOCTI.

HenpAmi gokasn nNpo KOpuCTb KMCHeBOI Tepanii npwu
INI® 3acHOBaHi Ha AaHNX, OTPUMAaHKX AJ1A XBOPUX Ha XPOHiu-
He 0OCTPYKTUBHE 3axBOptoBaHHA nereHb (XO3/1) [113, 114].
Tomy npu npoBeAeHHI KNCHEBOI Tepanii MM peKOMeHAYEMO
BMKOPWCTOBYBATW NPUHLMMNN, HAaBEAEHi B afanToBaHiln Kni-
HiYHi HacTaHoBI, npuceaYveHin XO3J1[115].

1. NMokasaHHAMK Ana KncHeTepanii €: PaO, < 55 mMm pT.
ct. a60o Sa0, < 88 % B cnoKoi.

MNokaszaHHA AnA KucHeTepanii XBOPMX 3 XPOHIYHUM
nereHeBum cepLiem abo 3 rinepkanHieto — Pa0, < 59 mm pr.
ct. a60o Sa0, < 89 % B cnoKoi.

AKLWO piBeHb rinoKkcemii He JOCAra€e BKa3aHMX 3HaY€eHb,
KMCHeTepanito He cif Npu3HavaTh «Ha BCAKUA BMMAZOK».
HeobxigHo nam'atati, wo O, i CO, B KPOBi € NOTYKHWUMM
perynatopammn pexmnmy nereHeBol BeHTUnAUil. IHranauin
KUCHIO HeMUHyYe BTPY4Ya€eTbCA B YCTaneHWi CTepeoTun
aBTOHOMHOI perynauii AnxaHHA i NpU3BOANTb A0 riNOBeHTU-
NAUIT i3 3aTPUMKOI0 BYFIEKUCIOTI B OpPraHi3mi.

2. 3 Li€i K NPUYMHN KMCHeTepanisa NoBUHHa OyTn TpuBa-
noto (He meHwwe 15 roanH Ha foby), 3aCTOCYBaHHA KOPOTKMX
CeaHCiB HEMpPUNyCTUMO.

3. 3agava KucHeTepanii € Kopekuia rasoBoro cknagy
KPOBi i OCATHEHHA 3HavYeHb PaO, > 60 mm pT. cT. i Sa0, >
90 %. OnTMmarnbHUM BBaA)KA€ETbCA MiaTPUMaHHA Pal, B
mexax 60—65 Mm pT. cT. i Sa0, B Mmexax 90-95 %.

4. EdeKTMBHICTb OKcMreHauii NOBMHHA KOHTPOMOBATU-
€A 3a AOMOMOrOI0 MOKa3HWMKIB MyNbCOKCMMETPIi abo ra3oso-
ro cknagy Kposi. BignosigHo go umx gaHMx NOBUHHA BCTa-
HOBMIOBATVCA KOHUeHTpauisa O, i iHwi napameTpu KncHeTe-
panii. Y 6yab-AkoMy BUMafKy KOHLEHTPaLiA KUCHIO y CyMmiLli
He NoBMHHa NepesuLyBaTh 40 %, WO BiANOBIAAE BENNUYUNHI
MOTOKY KMCHIO 5 1/XB Npwv BAMXaHHI Yepe3 HOCOBI KaHtoni. Y
6inbLWIOCTI NauieHTiB ANa edpeKTUBHOI KMCHeTepanii JocuTb
notoky 1-3 n/xs. 40 % KoHueHTpauia O, € 6e3neyHolo y
XBOPUX 3 HOpMasbHUM BMicToM CO, B KpOBi. ¥ XBOpYX 3
rinepkanHielo KncHeTepanito cnig noyrMHaTy 3 MiHiManbHOI
BENIMUYNHN NOTOKY — 1 N/XB Mif CTPOrMM MOHITOPUHIOM
rasoBOro cKfagy Kposi.

5. IHranAuinHa KucHeTepania BYMarae o60B’A3KOBOro
3BONOMKEHHA CyMillel, Wo BanxaloTbcA. CyyacHi NikyBanbHi
YCTaHOBW MaloTb LieHTpasni3oBaHe PO3BefEeHHA KUCHIO, Lo
MOKe 3aCTOCOBYBAaTWCA ANA TpWBanoi KucHetepanii npwu
HaABHOCTI MPUCTOCYBaHHA AS1A 3BOJIOXKEHHA CyMiLli i 4O3U-
MeTpa BeNIMUYNHI NOTOKY.

TpuBana KucHeTepania B JOMALUHIX YMOBax BMMarae
3aCTOCYBaHHA aBTOHOMHUX i NOPTaTUBHMX JAXepen KACHIO i €
JOCUTb JOPOrMM mMeTofoM. Pa3om 3 TMM Yy 3HAYHIN YaCTUHI
BUMNASKIB — Lie EAVMHNIA CNOCiO MPOAOBXUTU KUTTA XBOPOTO.

Benmunsayitina niompumka

HeiHBa3vBHa MexaHiuyHa BeHTUNAUiA nereHb (HMBJT)
BCe YacTille 3aCTOCOBYETbCA Y MaLliEHTIB i3 CTabiNbHUM TAX-
Kum nepebirom 3axBopioBaHHA. /1A LINPOKOro 3aCTOCyBaH-
HA UbOro MeTofa NiKyBaHHA MOKM HeAOCTaTHbO [OKas3iB.
KombiHauia HMBJ1 3 goBroTpurBanoto KUCHeTepanieo Moxe
MOKPALUMTU CTaH OKPEMMX NaLi€HTiB, 0COONMBO 3 Brpaxe-
HOIO TrinepKamnHielo B AeHHWA 4Yac. Lle moxe nogosxutm
BVXKMBAHICTb, afie He NoKpaLlye AKICTb XUTTA. Kpim Toro, y
XBOpUX i3 noegHaHoto natonorieto IJI® ta COATC 3acTocy-
BaHHA BEHTMAALIT i3 NOCTINHUM MO3UTUBHUM TUCKOM MOKpa-
LLYE BUXKMBAHICTb Ta 3MEHLLYE PU3MK rocnitanisauin.

HeiHBa3nBHa JOMNOMIXHa BEHTUNALIA lereHb — Hale-
dekTuBHiwmMM cnoci6é nikysaHHa COAIC. 3a BMCHOBKamwu
ekcnepTie AmeprkaHcbKoi Akagemii MeguumnHu CHy nosu-
TUBHUN TUCK B AMXaNbHUX LWNAXax — Le Tepania Bubopy
npwu BCix Gopmax CMHAPOMY OO6CTPYKTVMBHOIO anHoe-rinon-
HOe CHY i NOBMHHa YT 3aNpPONoOHOBaHa KOXKHOMY XBOPOMY
3 BKa3aHO10 NaTosorieo.

Tunu npunagis, WO CTBOPIOIOTb MO3UTUBHUN TUCK B
AVXanbHUX LUAXaXx:

A. CPAP — pocTtaBKa NoBiTPAHOro NOTOKY 3 dikcoBa-
H/M TUCKOM B AUXaNibHi WAAXM Maui€HTa NMPOTArOM HOui
(CPAP — continuous positive airway pressure — NOCTiHWIA
NO3UTUBHUI TUCK B AuXanbHuX wwnaxax). Mpunagn CPAP
MaloTb 610K, L0 reHepye NOBITPAHWIA NOTIK, AKUIA CPAMO-
BYIOTb Y ANXasibHi WAAXM NaLi€HTa Yepe3 Mmacky. CTBOpeHuin
MO3NTUBHUIA TUCK MepelKoAKae CrnafjaHHI0 BepxHixX
AVXanbHUX LUNAXIB.
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B. BiPAP (bilevel positive airway pressure — gBopiBHe-
BMI NMO3UTUBHUI TUCK B AUXANIbHUX LLIAXax) — AOCTaBKa
6inbw Bucokoro IPAP (inspiratory positive airway pressure)
nig vac Bauxy Ta 6inbw HM3bkoro EPAP (expiratory positive
airway pressure) nii yac BUAMXY B AMXalbHi LWNAXN NaLi€H-
Ta. BiPAP-Tepania BMKOpPUCTOBYETbCA Y NaLi€HTIB 3 MOEA-
HaHHAM COATIC Ta TaxkKoro nepebiry JI®, rinoseHTUNALIN-
HAM CUHOPOMOM, a TakKOX NpW MOraHin NepeHoCMMOCTI
CPAP-Tepanii nauieHTOM.

C. AutoCPAP — pexunm 3 aBTOMATUYHUMMK 3MiHaMK
TUCKY ANA MNIATPUMKMA MPOXiGHOCTI AWXaNbHUX LWAAXIB B
3a/1eXXHOCTI Bif pecnipaTopHux noTpeb nauieHTa.

HeinBa3ninHa BeHTUnAUiA neredb (HIBJT) € meTogom
BEHTUNALINHOT NIATPMMKN, AKA HE BUMara€ BUKOPUCTaHHA
eHAoTpaxeanbHOI TPyOKW. 3a3BMyaii MPOBOAUTLCA uepe3
MacKy, fKa MOKPWBAE HiC, ane iHOAi BMKOPWCTOBYETbCA
NMOBHONMNLbOBA MacKa, WO MOKPMBAE Hic i poT. Anapatn €
KOMMAKTHUMU i NOPTAaTUBHUMMU, feAKi 3 HUX MOXKYTb MpaLito-
BaTW AK Bifj eNeKTPUYHOI Mepexi, TaK i Bi aBTOMOGINbHOI
6aTapei. 3aCTOCOBY€ETbCA NPU FOCTPIl NNereHeBiln HegocTaT-
HoCTi Mif Yac 3arocTpeHHa 1.

IcHye 6e3niu NpaKTUYHNX NUTaHb, AKI HEOOXiAHO Bpaxo-
BYBaTW MpW NPU3HaYeHHi KUCHI0, 0cobnmeo B ambynatop-
HUX YMOBaXx. BaXnnBumm YnHHMKaMm € BapTiCTb NOPTaTUB-
HUX KOHLeHTpaTopiB, Gi3nyHi TpyaHoLi, NoB'A3aHi 3 nepe-
HeceHHAM abo TPaHCMOPTYBaHHAM MPUCTPOIO AOCTaBKY, a
TakoXK obmeXkeHa TpMBaniCTb JOCTaBKM KUCHIO B OanoHi i
HeobXigHICTb YacToro NOBTOPHOrO BMKOPUCTAHHA. Hapasi
HeBiJOMO, UM OHaKOBO 3af0BOJIbHAIOTb MOTPeOU navjieH-
TiB 6e3nepepBHa Ta iMNynbcHa MoAayva KUCHIO, 0CcobnMBO
npu nporpecyyomy 3axBopioBaHHi. MicueBi opraHu, AkKi
diHaHCcyloTb 3abe3neyeHHA KUCHEM, MO-pPi3HOMY HafaloTb
ob6nagHaHHA ANA TUX, XTO BiANOBIAAE KpUTEPIAM, | Lie TaKoX
6yne BnnmBaTh Ha BMbGip cnocoby goctasku. BignosigHo no
MiP>KHapOAHMX peKoMeHAaLin, nikapi NOBMHHI NPOMNOHYyBaTn
TpuBany KMcHeBy Tepanito nauieHTam 3 J1® 3 rinokcemieto y
CTaHi CMoKol i po3rnAgaTM MOXNUBICTb [OAATKOBOro
KMUCHIO AN1A NaUi€HTIB 3i 3HAYHOIO JecaTypaui€lo KUCHIO Npu
bi3MYHOMY HaBaHTaXkeHHi Ta YBi CHi.

JlereHeBa peabinitauis

KepisHuuTtBo ATS/ERS/JRS/ALAT pae cnabky pekomeH-
Jauilo Ha KopucTb nereHesoi peabinitauii npu 1O, npote
BM3HaHO, LLIO BOHA MOBMHHA 3aCTOCOBYBATUCA Y BCiX NaLji€H-
TiB 3 UMM 3aXBOPIOBAHHAM, MPUYOMy 06’eM ii BU3HAYA€ETLCA
TAXKICTIO Nepebiry 3axBoptoBaHHA [1, 116]. HanpasneHHsA
Ha nereHeBy peabiniTauildo NOBUHHO 3AiACHIOBAaTUCA AK
MO>Ha paHille, OCKiNbKM NalieHTN 3 6inbLu nerkoto Gopmoto
IN® matoTb GinbL cTirikni epekT [117].

Mporpamu nereHeBoi peabiniTauii NOBMHHI BKIOYaTH
TpeHyBaHHA Ha BUTPMBANiCTb BCbOro Tina (xopbba abo
i34a Ha Benocunesi) Ta N0 MOXINBOCTI TPEHYBaHHA 3 OMo-
poM (cunoBi), a TakoX HaBYaHHA, KOHCYNbTyBaHHA 3
NUTaHb Xap4yBaHHA i NcMxocouianbHy NigTPUMKY. Bnpasu
y nauieHTis 3 I/10, AK npaBuno, He BiApPi3HATbLCA Bif CTaH-
JapTHMX NPOTOKONIB, AKi BXXe 6arato poKiB BUKOPUCTOBY-
10TbCA AnA nauieHTis 3 XO3J1. JaHW KOHTUHIEHT XBOPUX
CTUKAETbCA 3 TaKNMM CaMUMU MepeLlKogamu npu npose-
[eHHi nereHeBoi peabiniTauii, Wo W iHwWI NauieHT 3 Xpo-
HiYHMMYK 3aXBOPIOBAHHAMU JlereHb, BKMYalum CTpax

YKpaiHCbKUIA NyNbMOHONOTiYHNIA XKypHan. 2023, N2 1

nepen Gi3YHNMM BNpaBaMu i MOB'A3aHY 3 HUMW 3aAULLKY,
TArap perynAapHuX Noi3fokK AnA BiABiAYBaHHA nporpamu i
BiACYTHICTb BiA4YyTHOI KopucTi. Ui nepewkoam MOBUHHI
6yTW YITKO PO3rNAHYTI Nif Yac HanpaB/ieHHA Ha BIAHOBJIO-
BafibHe NiKyBaHHA, 6aXkaHO NiKyloUMM fikapeM, OCKinbKu
3a0X04YeHHA 3 Noro 60Ky € Ko4yoBMM (GaKToOpoM, Lo
CNpUAE NPOXOAXKEHHIO JiereHeBoi peabinitauii [118].
Ockinbky nauieHTn 3 /1O yacTo BUKOPUCTOBYIOTL AojaT-
KOBUI KMCEHb AOUiNbHO, Wo6 nereHesa peabinitayia npo-
BOAMMACA B Mporpamax, AKi MalTb MOXIUBICTb Mofaui
KMCHIO Mif Yac TPeHyBaHb.

JlereHeBa peabinitauia y nauieHTis 3 /IO pae 3HauHi
nepesarun B niaHi 3aTHOCTi A0 $i3NYHOro HaBaHTAXKEHHA,
CYMNTOMIB Ta AKOCTI XXMUTTA, 00YMOBIEHOT CTAHOM 340POB'A,
0cobnMnBo Y XBOpUX 3 Binblu nerkoto Gopmoto 3axBoproBaH-
HA. MNauieHTiB 3 /IO MoXKHa ycnilWHO NiKyBaTW B pamKax
icCHylouMx nporpam nereHeBoi peabinitauii i Tpeba Le 3ailc-
HIOBATM Ha paHHix eTanax Po3BUTKY XBOPOOU.

XipypriuHe nikyBaHHA

TpaHcnnaHTauia nereHb 3anuWAETbCcA €OVHUM edek-
TUBHMM METOAOM JliKyBaHHSA ANnA okpemux nauieHTis 3 J10.
Yac 3BepHeHHA [0 Nikapa Ana po3rnagy nMTaHHA Npo TpaH-
CnnaHTalilo flereHb Ma€ BeNvKe 3HaueHHs, i Le cnifg 3pobu-
TV Ha PaHHIX CTagiaXx 3axBOpPKOBaHHA. TpaHCnnaHTauito
nereHb cnig posrnagatv ana nauieHTis 3 10, Aki Bignosiga-
I0Tb HACTYMHUM 3arafibHUM KpuTepiam [119]:

— BMCOKMI (> 50 %) pu3nK cMepTi Bif 3aXBOpPOBAHHA
nereHb NPOTAroM 2 POKiB, AKLIO TPaHCMaHTaLiA ereHb He
nposefeHa;

- BUCOKa (> 80 %) MMOBIPHICTb 5-piYHOro BUMXKUBAHHA
nicnA TpaHcnnaHTauil i3 3aranbHOI MeANYHOI TOUKM 30pY 3a
YMOBU afekBaTHOI GYHKLii TpaHCMNaHTaTy.

MoKasaHHAMM ANA LbOro XipypriyHoro BTPyYaHHA €
6yab-Aka dopm nereHeBoro ¢Gibpo3y 3 ofHIE 3 HACTYNHUX
O3HaK 3a OCTaHHi 6 MicAuliB, He3BaXkaluM Ha BignoBsigHe
nikysaHHa [119]:

— abcontoTHe 3HMKeHHA FVC > 10 %;

— abcontotHe 3HMKeHHA DLCO > 10 %;

— abcontoTHe 3HMXKeHHA FVC > 5 % 3 peHTreHONoriYHUM
nporpecyBaHHAM;

- 5p0, < 88 % abo 3HWKEHHA > 50 M Y TeCTi 6-XBUNH-
HOT xoabbu;

— NnereHeBa rinepTeHsia Npu KateTepu3adii NpaBux Bif-
Ainis cepuAa abo ABOBMMIPHOI exokapgiorpadii;

- rocnitanizauifa y 3B'A3Ky 3 noripweHHAM GyHKUT
[OVXaHHA, MTHEBMOTOpPakcom abo 3aroctpeHHam 1.

MNpoTunokasaHHA ana TpaHCNaHTaL il nereHb HaBedeHi
B Tabnuui 7 [119].

PesynbTat nicnAa TpaHcnnaHTauii nereHb Aaneki Big
ileanbHMX: MefiaHa BWXMBAHOCTI MNicnA TpaHcnaaHTauil
nereHb npu 1O ctaHoBUTb 4,5 poku. Lie HabaraTo HUXKue,
HiX Npwv TpaHcNnaHTauil nereHb Npy Mmykosicympaosi i XO3J1
(7,81 5,4 pokn, BignosigHo) [120].

TpaHcnnaHTauia nereHb € AOUiINMbHUM BapiaHTOM ANA
06paHux nauieHTis 3 I/1Q i fae nepeBaru B NnaHi BMXXMBaHO-
cTi. BignoBigHO A0 Mi>KHapPOAHOro KOHCEHCYCHOro [OKY-
MeHTa 3 TpaHCNIaHTalii nereHb, paHHE 3BEPHEHHA A0 LieH-
TPy TpaHCOnaHTauil Ma€ BaXnvBe 3HAYEHHSA, OCKINbKM
BaXKKO TOYHO nepenbaunTy nepeodir Liei xgopobu.
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Tabnuys 7.

MpoTunokasaHHA 4O TpaHCNNaHTaLii nereHb

A6GCONOTHI NPOTUMOKa3aHHA

3nosakKicHa NyxsivHa MPOTArOM OCTaHHiX 2-5 PoKiB.

IHWa HeBUNiIKOBHA ANCOYHKLiA XKUTTEBO BaXKNUBUX OPraHiB.
ATepoCKIepoTUYHe 3aXBOPIOBAHHA 3 AUCHYHKLiEI0 OpraHy-MiLleHi, Wo
He MiffaeTbca KopeKLii.

[ocTpa MeanyHa HecTabinbHICTb abo remopariyHui giates.

XpoHiyHa iHdeKLiA BUCOKO BipyNeHTHUMU Ta/abo CTiKummn Mikpobamu,
BKJIIOYaloun aKkTUBHY iHbeKuito Mycobacterium tuberculosis.

IMT > 35.0 Kr/m?.

HepoTpumaHHA meankaMeHTO3HOT Tepanii.

McrxiaTpruHi abo NCUMXONOTiYHI CTaHW, WO POBAATL HEMOXKITMBUM
cniBnpawo 3 KoMmaHAoto Nikapis.

BigcyTHicTb cuctemm couianbHoro 3abesneyeHHs.

Baxke o6MexeHHs YHKLiOHaNbHOro CTaTyCy 3 HU3bKUM MOTEHLiaiom
peabinitauii.

AnKorosibHa/HapKOTYHa 3aNeXHiCTb.

Taknm unHom, nikyBaHHsA /1O cborogHi ma€ nepcnekTu-
BU, OCKiNIbKM 3'ABUNNCA HOBI METOAN NiKyBaHHA 3 BUKOPUC-
TaHHAM HiHTe[aHiOy Ta nipdeHigoHry, siKi, AK 6yno nokasaHo,
3MEHLUYIOTb TEMMY NPOrpecyBaHHA 3axBOptoBaHHA. OfHak
€HTy3ia3M CTOCOBHO MpPU3HAYeHHA UMX npenapaTis [OBO-
OWTbCA CTPUMYBATU Y 3B'A3KY 3 BiACYTHICTIO JOKa30BOi 6a3u
B 6araTbox MiArpynax, a TakoX MicLleBMX MpaBui AepKaB-
HOro ¢iHaHCyBaHHA AaHUX MeTOAIB NikyBaHHA. Tepanis
nauieHTiB 3 I/10 He 06MeXyeTbCA aHTMDIGPOTMUHOLO Tepani-
€10, BaXKNIMBO YCYHYTW CYMYTHi 3aXBOPIOBaHHA | BNOpaTncA 3
CUMMTOMaMK, BUKOPUCTOBYOUM $hapMaKoNoriuyHi Ta Heme-
ONKaMEHTO3HI MeToan NiKyBaHHA. He3Ba)kaoun Ha neBHi
ycnixy B nikyBaHHi, /IO 3anvwaerbca nporpecyoumm i
CMepTeNibHO Hebe3neuyHrM 3aXBOPIOBAHHAM, TOMY JiereHe-
Ba peabinitTauis Ta po3rnag MOXIUBOCTI TpaHChaHTauii
nereHb MawTb BaXKUBE 3HAUYEHHA [ANA KOMIMJIEeKCHOro
pornagy 3a nadieHtamu 3 0.

YACTUHA It
NMPOrPECYIOYUIA JIETEHEBUI ®OIBPO3 (MNO)

BusHauenHa MNO [4]

Y nauieHTa 3 13J1 (Kpim IJ10) Bigomoi abo HeBigomoi eTio-
NOTil, y AKOro CrocTepiraloTbCA PEHTFeHONOrYHI 03HaKn
nereHesoro ¢i6po3y, MO BM3HaualTb WOHAMMEHLLE 3a
OBOMA 3 TakuUX TPbOX KPUTEPIiB, AKi BUHUKIM MPOTArom
OCTaHHbOrO POKY i HE MalOTb aNlbTEPHATUBHOIO MOACHEHHA
(tabnuus 8):

1. MNoripweHHA pecnipaTOpHUX CUMMNTOMIB.

2. QizionoriyHi 03HaKn NporpecyBaHHA 3aXBOPIOBaHHS.

3. PagionoriyHi o3HaKku nporpecyBaHHA 3aXBOPIOBaHHA.

binbw petanbHO BM3HaueHHa IO npepcraBneHo y
Tabnuu;i 8.

Y HactaHoBi 2022 poky nigkpecnioetbca, Wwo MO He €
giarHo3om, MO nuwe gonosHioe dopmyny aiarHosy ¢ibpo-
3ytoyoro I13J1.

Y Tabnuui 9 npeacrtasneHi ocHOBHi dopmu ¢ibpo3syio-
yux [3J1, AKi MOXKYTb NPU3BOANTN A0 PO3BUTKY MJTD.

Kpim TepmiHy «nporpecytounin nereHesuin ¢ibpo3s»,
KOMITeT 3 pO3p0OOKU HACTaHOBY PO3IsAHYB i iHWi. KomiteT
He nigTpyMas TepMmiH «nporpecyiove ¢ibposyroue 13/1»,

BigHOCHI NnpoTunokasaHHA

Bik > 65 poKiB 3 HV3bKIM 0i3i0NOriYHNM pe3epBom.

MexaHiuHa BeHTUNAL A Ta/abo eKcTpaKoprnopasbHe XNTTe3abe3neyeHHs.
Mporpecytounii abo TAXKKMIA po3naf XxapuyBaHHS.

TAXKNN CUMNTOMAaTUYHUIA OCTEOMOPO3.

KornoHisauia abo iHdiKyBaHHA fy»Ke CTiiKumun abo BipyNeHTHUMU
Mikpobamu.

IMT > 30 kr/m?

MNepeHeceHa Benvika onepauis Ha rpyAHi NOPOXHUHI 3 pe3eKLieo
nereHi.

l'enatnt B Ta/a6o C.

IHbeKuia BIJ.

Cy6onTumarnbHa Tepanis 3aXBOPIOBaHb 3 MOXIIMBICTIO YPaXXeHH:A OpraHis-
MilLeHen.

Tabnuus 8.
BusHaueHHsa MO

Y nauieHTa 3 13J1 (kpim IJ1®) Bigomoi abo HeBigomoi eTionorii, y AKoro €
pagionoriuHi o3Haku nereHesoro ¢ibpo3y, MO B13HayaTb
LOHaMeHLLe 3a IBOMa 3 TakUX TPbOX KPUTEpIiB, AKi BUHUKAN
NPOTAFOM OCTaHHbOIO POKY | He MaloTb afibTEPHATVBHOFO MOACHEHHSA

1. MoripweHHA pecnipaTOPHUX CUMMTOMIB

2. OisionoriuHi AoKasy NporpecyBaHHA 3aXBOPIOBaHHA (OyAb-AKMN 3
HaCTyMHKX):

a. abconioTHe 3HMKeHHA FVC = 5 % HaneXXHoro npoTAarom 1 poKy
CnocTepeXXeHHa

b. abcontotHe 3HMxKeHHA DLCO (3 nonpaBKoto Ha remornobiH) = 10 %
HaNeXXHOro NPOTAroM 1 POKy CriocTepeXKeHHsA

3. PagionoriuHi goKasn nporpecyBaHHA 3aXBOploBaHHA (0AMH abo 6inb-
Lue 3 HaCTYNHUX):

a. 36iNblUEHHA NPOTAXHOCTI ab0 TAXKKOCTI TPAKUiNHMX 6POHXOEKTa3iB
Ta 6pOHXionoeKTasis

b. HoBi AinsiHKM 3HVXXeHHA NPO30POCTi 3a TMMOM MaTOBOIO CKJ1a 3 TPaK-
LinHMMK 6pOHXOEKTa3aMm

c. HoBi ginAaHkn m'AKoi peTukynauii

d. 36inblueHHA NPOTAXHOCTI UM CTYNEeHA BUPaXeHOCTi Fpy6oi peTuky-
napHoi gedpopmadii

e. HoBi finAHKM abo 36inblueHHA CTyneHs CTiINbHUKOBKX 3MiH

f. 36inbleHHA BTPaTN 06CAry YacTku

Mpumitka: FVC - dopcoBaHa XUTTEBA EMHICTb nereHb, DLCO - andysiiiHa
3[1aTHICTb NereHb 3a MOHOOKCUOM BYr/eLo.

OCKiNbKM nporpecyBaHHA xBopobu € pesynbtatom MO 3a
MeXKaMK iHTePCTULINHOro NPOCTOPY B JIereHeBiln napeHxi-
Mi. EKcnepTu TakoXX po3rnaHynuv i He nigTpymann TepmiH
«peHoTUN» (Hanpuknag, nporpecyoumnin ¢Gibpo3syounii
¢dbeHoTMN), OcKinbKy GpeHoTUN nepenbdavac HasiBHICTb ifeH-
TUPIKOBAHOrO reHoOTUNY — reHoTWn, acouinoaHun 3 MNNO,
B IaHUI YacC HEBIJOMUIA.

QisionoriuHi KpuTepii giarHocTukn MNJ1O

Ab6contomHe 3HuxeHHA FVC

FVC — disionoriuHuin napameTp, AKUIA HakvacTile BUKO-
PUCTOBYETbCA ANA CNOCTEPexeHHA 3a nauieHTamu 3 1110,
OCKiNIbKM el napameTp acouiioBaHui 3 nporHo3om [129].
KomiteT ekcnepTis BU6paB abcontoTHe 3HMKeHHA FVC Ha 5 %
i 6inblue NpoTAroM 1 PoKy AK OfVH i3 KpUTePIiB AiarHOCTUKIN
MNQ®, akuin 6ys ekcTpanonboBaHWi 3 nitepatypu npo 1.

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 1
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Tabnuus 9.

®i6po3yloui 3aXBOpIOBaHHA JiereHb, AKi MOXKyTb MaHipectyBaTtu Ak MO

MoTeHUiNHO $ibpo3ytoyi iHTepcTULiHI
3axBOPIOBaHHA NiereHb (13J1)

lpionatnuHa ¢ibpo3yioua HecneumdiuHa
iHTepcTULinHa nHeBMoHis (F-INSIP)

MneBpo-napeHximanbHuin ¢pibpoenactos (PPFE)

Qi6po3ytoya opraHisytoua nHeBMoHiA (FOP)

®ibpo3ytoue 13]1, acouiioBaHe i3 3aXBOPIOBaHHAM
cnonyyHoi TkaHuHu (CTD-related ILD)

Dibpo3youni rinepceHCUTNBHNN MHEBMOHIT (HP)
Qi6po3ytoue npodeciiiHe 13/1

Qi6po3ytounii JlaHrepraHc-KNiTUHHWIA ricTioynTo3
(F-LCH)

Qibpo3ytounii capkoifos

HeknacndikoBaHe ¢ibpo3ytoue 13J1

IHWi 1311

licTonoriyHi natepHu
« F-INSIP [121]

« IHTpaanbBeonsapHUii Gpibpo3s Ta enactos (IAFE) [121]
» Moxe cniBicHyBaTy 3 iHWIMMW NaTepHaMK, TaKUMK AK 3BMYaliHa iHTepcTuLiiHa nHeBmoHiA (UIP)
y XBOpYIX 3 iHWKMK dopmamu cynyTHix 13/1 (Hanpuknag, N0) [122]

- Py6uioBa opraHisytoya nHeBMOHiA [123]
- OpraHisytoua MHeBMOHis 3 CynyTHIM iHTePCTULINHIM $i6Po30M (iHOA| BTOPVHHA MO BifHOLIEH-
HIO 10 ANPY3HOTO aibBEONIAPHOIO MOLWKOLKEHHA/TOCTPOI iIHTePCTULINHOT MHEBMOHII) [121-124]

« F-iNSIP, FOP, UIP (BMKOpPVCTOBYIOTbCA FiCTONATOMNOTiUHI KpUTEPIT Ans igionatnyHmux Xxsopoob)
[121]

« HP a6o nmoBipHui HP [125]
» OiI6POTUYHUI eneMeHT Moxe ByTun Takum, Ak npu UIP,
F-iNSIP a6o 6poHxoLeHTpryHMA Gibpo3

+ 3anexuTb Bif xapakTepy npodecinHOro 3axBoptoBaHHsA nereHb (acbectos, GidbposyoumninHP,
CUNiKOo3, MHEBMOKOHIO03 Ta iH.) [126]

« F-LCH [127]

+ HeHeKpOTUYHi rpaHynboMu 3 nepuniMeaTMyHUM PO3MOAIOM Ta CynyTHIM ¢ibpo3om [128]

+ Bunagku, no3HayeHi TepMiHOM «HeKnacpikoBaHN», MOXyTb OyTU BU3HaHI TiNbKW NicnA MyJib-
TMaMcUMnAiHapHoi Anckycii. binbLicTb BUNaaKiB npeacTaBneHi KOMb6iHOBaHMMM abo napanenb-

HUMW NaTepHaMM iHTEPCTULLIHUX MHEBMOHIN, WO KNacudikyoTbcA, i MOBUHHI po3rnaaaTnca Ak

Taki.

- Qi6po3 B acoujiaLlii 3 ypoaXeHMn aedekTamm MeTaboniamy, MopyLeHHs CyppaKkTaHTHOro

6inka, NlereHeBe 3aly4YeHHA CYCTEMHIIX MOPYLLEHb Ta iH.

Xoua B fileaknx KNiHiYHNX AOCNigXeHHAX BUKOPUCTOBY-
Banaca BigHocHa 3MiHa FVC pgna ouiHKu nporpecyBaHHA
nereHeBoro ¢ibpo3y, KOMITeT HaJaB nNepeBary BUKOPUCTaH-
HI0 abCONMOTHOI 3MiHM, TOMY LLO BOHa MPOrHO3Y€ HalripLui
pe3ynbTaTh i PO3rNAQAETLCA AK BaXKMBUIN NPEANKTOP Npu
110 [130].

Baxknvneo po3ymitu, wo abconoTHi Ta BiAHOCHI 3MiHK
FVC BuaABnaioTb pi3Hi nonynauii. Hanpuknag, nauieHT mae
noyaTkoBun nokasHmk FVC = 60 % HanexHoro. Yepes 1 pik
cnocrepexeHHs 3HmxkeHHs FVC gocarno 55 %. A6conioTHe
3HWKeHHA FVC (60-55 % =5 %) y KOMMAEKCi 3 iHWnUMN Kpu-
TepiAMY gae€ nigctasu ana giarHo3sy MJ1O. AKwo Bnkopucro-
BYBaTW BigHOCHEe 3HWXeHHA FVC, To 5 % 3HMXeHHA nokas-
HMKa MOXHa OTpMMaTW BXe 3a 3HWKeHHA FVC po 57 %
((60 =57 %) : 60 = 5 %), TOOGTO abCONOTHE 3HUMKEHHSA € BinblLu
MKOPCTKUM KpuTepiem giarHosy M1o.

A6contomHe 3HuxeHHa DLCO

Ha nymky ekcneprtis, DLCO He 6yna ycniwHoto KiHue-
BO TOUKOK B KAiHiYHUX BuUNpobyBaHHax INBUILD
«EdpeKkTrBHIiCTb Ta 6e3neka HiHTeaaHiOy y nauieHTiB 3 npo-
rpecytounmMm ¢Gibpo3yuM iHTEPCTULINHUM 3aXBOPHOBaH-
HAM nereHb» [131], RELIEF «BuBueHHA edeKTUBHOCTI Ta
6e3neku nepopanbHoOro nipdeHigoHy Npu Nporpecytoyomy
Ta Yy JOCNIKEHHI 3 BMBYEHHSA MaUi€HTIB 3 HeKnacudikosa-
Hum 13/1» [132, 133]. Lle 3ymoBneHo BapiabenbHicTio BUMIpiB
NPV BUKOPUCTaHHI PI3HNX METOAMK, a TaKOX BifCYTHICTIO
cneyndiyHOCTI WOAO NporpecyBaHHsA flereHeBoro Gpibpoay.
He3Barkatoun Ha Ui obmexxeHHs, 3miHa DLCO (3 nonpaBKoto
Ha remorno6iH) € NOCNiAOBHUM i CUNbHUM MPELVKTOPOM
CMepTHOCTI y MauieHTiB i3 pisHMMKU $ibpo3yroummn 3axso-
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proBaHHAMU nereHb [134, 135].

BknioueHHA KomiTeTom guHamikm DLCO sk opHoro 3
Kputepiie MO noTtpebye BUMKNIOUEHHA anbTepPHATUBHYX
npuunH noripweHHss DLCO, wo nepepbavyae npoBeaeHHsA
aHanisy B KoMnekKci 3 ouiHkow gaHmx KTBP3.

KomiTeT BM3HaumMB KNiHiYHO 3HauyLe 3HMKeHHA DLCO
AK abCONOTHE 3HMKeHHA Ha 10 % i 6inblue, WO BUMNpPaBLo-
BY€E 6inblL BUCOKMI NOPIr y 3B'A3KY 3 TEXHIYHMMUN OOMEXKEH-
HAMW, WO BM/IMBAE Ha BiATBOPIOBAHICTb LibOro BUMIpy. K y
BunagKy 3 FVC, KomiTeT BBaXa€ 3a Kpalle BUKOPUCTOBYBaTH
abCoNIOTHY 3MiHY BeIMUMHY NMOKa3HUKa.

PeHTreHonoriuHi kpurepii 10O

Bi3yaneHe 6usHa4yeHHA npoz2pecye8aHHs1 Jie2eHeg020

¢i6posy

MporpecyBaHHa ¢ibpo3y 3a3BMYall OLHIOIOTL Bi3yasnb-
HO, CMMpPaKYnCb Ha BiCOTOK OO'eMy nereHb, WO MICTUTb
bi6pOo3HI 03HaKM y BepxHill, cepefHili Ta HUXKHIA 30Hax.
MopiBHIOIOTL po3TalloBaHi Nopyy nonepeyHi, GPoHTasbHI
Ta cariTasibHi CyMiXHi 3pi3n NOYaATKOBOro Ta MofdasblUoro
KT-pocnigxeHb. 36inblieHHsa cTyneHs ¢ibpo3HMX O3HaK
CBifUNTb NPO NporpecyBaHHA. [0 HUX MOXYyTb Hanexartu
36iNbLlUEHHSA TPAKUINHNX OPOHX0EKTa3iB i OPOHXIONoeKTa3siB,
HOBA HEMPO30pPICTb 3a TUMOM MAaTOBOIO CKMa 3 TPAKLiNHUMN
6pOoHX0EKTa3aMm, HOBa PETUKYNALiA, MiABULLEHA )KOPCTKICTb
PETUKYNAPHUX 3MiH, HOBA CTiNbHUKOBICTb @60 36iNnbLIeHHA
KONMULUHBbOT Ta 36iNblUeHHA BTpaTh 06’'EMY YaCTOK.

Mpu VIO nporpecyBaHHA 3a3BMYail NPOABNAETbCA
36inbweHHAM cTyneHa UIP-natepHy siK y nonepeyHunx, TakK i
B KOPOHanbHMX 3pi3ax [136-138]. Po3mip Ta KinbKicTb CTinb-
HMKOBMX KIiCT 4acTo 36inbluyoTbCsA Y Mipy NporpecyBaHHsA
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XBOPOO6U. PO3BMTOK TpaKLiHNX BpOHX0EKTa3iB Ta OpOHXio-
NOEKTa3iB € CUNbHUM He3aNeKHUM NPeANKTOPOM CMEePTHO-
cti npw MO [139]. OgHak npwu 13/1, BiogmiHHKX Big 110, xapak-
Tep NporpecyBaHHsA BapiabenbHWI i MOXe BKloYaTn eBo-
NoLito 3MiH 3a TUMOM MaTOBOIO CK/a 10 PETUKYNAPHUX 3MiH
[137, 140], eBoniouito peTUKYNAPHOCTI 4O YTBOPEHHA CTiflb-
HUKiB [29] Ta/abo 36inblueHHA TpaKLiiHMX 6POHX0eKTasiB/
6poHxionoekTasis. lNauieHTn 3 HecneyndiyHOW iHTepPCTU-
LiHOIO MNHEeBMOHIi€l0 MOXYTb nporpecysatn fo 3IM-
nogibHoro natepHy 3i CTiNbHUKOBOI CTPYKTYypoto Ha KT [140,
141] (pucyHoK 16).

HactynHa KTBP3 nokasaHa, Konu € KniHiyHa nigo3pa
nporpecyBaHHA ¢i6bpo3y. ONTumanbHWIA iHTEPBan crnocTe-
pexeHHA 3 BukopuctaHHAaMm KTBP3 gna BM3HaueHHA npo-
rpecyBaHHA 3axBOpPKBaHHA HeBigomuii. ObmexeHi AaHi
CBiuaTb MpPO Te, WO Y XBOPUX Ha CUCTEMHY CKIlepofepMiio
Ta cTabinbHy OyHKUilo nereHb nosTopHa KTBP nmpotarom
12-24 micauiB Moxe 6yTU KOPUCHOI ANA LWBULKOTO BUAB-
NEHHA NPOrpecyBaHHsA, i, MOXIMNBO, 34aTHa BIUIMHYTM Ha
nporHo3 [142]. lopiuyHy KTBP3 MoOXHa BBaXkaTu CKPWHIH-
rOM Ha HaABHICTb YCKNafHeHb, 0COONNBO pPaKy NereHb.

Baxkko nepepb6aunTy nponopuito nauieHTis i3 13/ 6e3
INO®, y Aaknx po3suBaTMMeETbCA nporpecyunin ¢idpos,
npote fgeaki pesynbtatn KTBP3 po3rnagatoTbca Ak npeank-
TOpW NPOrpecyBaHHA 3axBOPIOBaHHA. Hanprknag, Ha gofa-
TOK 4O HasiIBHOCTI CTiIbHMKOBOCTI Ta TPAKLiNHUX OPOHXOEK-
TasiB, AKi acoLiloTbCA 3 MOraHMM NPOrHO30M, BifOMO, L0
BenuKa AoBXKNHa GiIOPO3HMX 3MiH TaKOX € MPOrHOCTUYHNM

Puc. 16. lMpozpecytoyuli nezeHesuli ¢i6po3 eHacniook Hecne-
yueiyHoi iHmepcmuyitinoi nHeemonrii (HCII).

(A) Komn'totepHa ToMmorpadis y 45-piuHoi KiHKU 3i CKNepoaepMi€to NoKasye
nepeBaxaHHA 3MiH y HWXHIX Bigginax nereHb, Tunosi ana HCIM —
peTuKynapHa aHomanis, 3MiHM 3a TUMOM MaTOBOTO CKJla i3 CybnieBpanbHIM
36epexeHHAM napeHximu. B) Yepes feB’AaTb pokiB ¢pibpos nporpecysas 3i
36iNblIEHHAM CTyneHsA PeTVKYIAPHOI aHOMaii, MOCUNEHHAM TPaKUiiHX
OGpOHX0eKTasiB Ta E€BONIOLIE PETUKYIAPHOI aHOManii B CTiIbHUKOBY
CTPYKTYpY. HaABHI HeBeNVKi ABOCTOPOHHI MieBpasbHi BUMOTW.

dakTopom cmepTtHocTi npu IO, 13/ npu peBmaToigHoMy
apTpuTi, CUCTEMHOMY CKneposi, pibpoTuUHOMy rinepceHcu-
TUBHOMY NMHEBMOHITI Ta HeknacudikosaHomy 1371 [143].

KT-o3Hakn paHHboro ¢ibpo3y nereHb BKOYAOTb M'AKY
peTnkynAuitlo, BHYTPILWHbOAONbKOBI NiHil, CMOTBOPEHHA
APXITEKTOHIKM (HenpaBWbHi 3BUBUCTI NIereHeBUX CyAMH Ta
APIOHMX AUXanbHUX LWNAXIB, CNOTBOPEHA JONbKOBa aHaTo-
Mifz) — i30nboBaHi abo HaknageHi Ha AiNAHKW MaTOBOro
ckna. Len natepH, AKnin nepepndayae iHTepCTULiNHI 3MiHK B
paHHi cTagii, Mmoxxe 6T BUABNEHWI BUMAAKOBO NpW rpya-
HOMy abo uyepeBHOMY KT-cKaHyBaHHi, BMKOHaHOMYy Ans
iHWWX Uinen, BKOYaOUM CKPUHIHT Ha pak nereHi (4acto
aCcoL|il0ETbCA 3 ricTONOriYHMMM 03HaKkamu ¢ibpo3y [144]. Li
BMMNAAKOBO ifeHTMIKOBaHI IHTEPCTULiNHI aHOManii nereHb
€ He3anexHum GakTopoM pusnKy cmepTHocTi [145].
MpuHaiMHi He MeHwWwe 40 % cy6'eKTiB 3 TakMMK 3MiHaMK
noKasylTb iX MNporpecyBaHHA npu MNoAanblIOMy
KT-pocnigkeHHi yepes 4-6 pokis [144].

MepcnekTVBHUM MeTOLOM OLiHKM NporpecyBaHHA
nereHeBoro ¢i6po3y € kinbkicHa KT, AKa 06'eKTMBHiWa
NMOPIBHAHO 3 Bi3yanbHol ouiHKol [146, 147]. MoTpibHa
nofanblua rnepesipka MeTogy 3 po3pobKOol CTaHJapTM30-
BaHVX MPOTOKONIB A0 TOro, AK KinbKicHa KT 6yae wupoko
BMPOBaZKeHa y MPaKTUKY.

[oka3oBi pekomeHpgauii wopo nikyBaHHa MO,
Kpim 10 [4].

MipgeniooH. Komimem 3 po3po6Ku HACMaHoau peKo-
meHOy€e nodasibuwie 00c/i0XKeHHA eheKMUBHOCMI, pe3yib-
mamueHocmi ma 6e3neku nip¢eHiooHy ak npu 1) I3]],
kpim /10, wo manigpecmyrome IJ1® e yinomy, mak i npu
2) cneyugpiynux munax I13/1, kpim IJ/10, wo suknukarome
nnao.

B obrpyHTyBaHHi Takoro piweHHA KomiTeT 3a3Havae
Take.

Llinkom MMOBipHO, Wo aHTUIOPOTMYHI Npenapatu, AKi
YMNOBiNbHIOWTb NporpecyBaHHA xBopobu /1O, Takox
MOXyYTb YNOBiNbHUTK i NporpecyBaHHA [MJ10. OanH 3 Taknx
npenapaTie — nip$eHigoH — nepopanbHuii 3aci6 3 npoTu-
3anaNbHYMU, aHTUOKCMAAHTHUMY Ta aHTUNpodinepaTNBHN-
MW BNAacTUBOCTAMM, AKUIA PEKOMEHAYETbCA ANA NiKyBaHHA
IN® y nonepepHix HactaHoBax [3].

B pesynbTati cuctematnuHoro ornagy [148] suasneHo
[Ba paHAOMI30BaHi JOCNIIXeHHA, A0 AKUX Oynun BKIIOYEHi
nauieHTn 3 NMJ1O 6e3 /1O 3 ouiHko edekTiB NipdeHigoHy
[132, 133]. B ogHe BUNpobyBaHHA paHgoMi3yBanu 253 nadi-
€HTU 3 Gibpo3ytounm HeknacudikosaHum I13J1 ansa npuiiomy
nipdeHigoHy Ta nnaue6o 3 nopanbLM CNOCTEPEXEHHAM
3a nauieHTamy npotAarom 24 TuxHiB [133]. B iHwe gocni-
IxeHHA RELIEF panpomizyBanu 127 nauienTis 3 MO, Akxi
oTpumyBanu nipdeHigoH Ta nnauebo 3 nepiogom nopanb-
Woro cnocrepexxeHHA 48 TwkHiB [132]. o gocnigxeHHA
RELIEF 6yno BkntoueHO MaLi€HTiB 3 XPOHIYHMM FinepceHcu-
TMBHUM NMHeBMOHITOM; 131, acouiioBaHMM i3 3aXBOpPKOBaH-
HAMK CMONTYYHOI TKaHMHKM; HecneuundiyHow iHTepCTULin-
HOI MHeBMOHi€l Ta $ibPO30M, CNPUUYNHEHUM a36eCTO30M.
Lle BMnpobyBaHHA 6yno MPUMNUHEHO JOCTPOKOBO Yepes
NoBiNbHNI Habip NauieHTIB.

AIKicTb AoOKasiB ycix pe3ynbTaTiB 6yna ouiHeHa KomiTe-
TOM eKCnepTiB AK Jy»e HU3bKa, TOMY eKCrepTy BiA3HaunIm
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CTAHAAPTU BIATHOCTUKN TA NIKYBAHHA

HN3bKy BMEBHEHICTb B OUiHLi epeKTUBHOCTI nipdeHigoHy i
HeobXigHICTb IHTepNpPeTyBaTU pe3ynbTaTh 3 06epPeXKHiCTIo.

UneHun KomiteTy B13Hanu, wo nipdeHigoH € nepcnexkTuns-
HUM npenapaTtom y nikyBaHHi MNJ1O 6e3 /10, ane Bncnosms
[1Ba OCHOBHIi No6otoBaHHs. [o-nepiue, BoOHW 6ynn cTyp6oBaHi
TUM, WO NO3UTUBHE pilleHHA mMorno 6 6yTn 3acHoBaHe Ha
ouiHUi edekTiB NipdeHigoHy, NnpoBeaeHOT TiNbkK y 127 naui-
enTiB 3 NJ1O BHacnigok I13/1 (kpim $ibpo3ytouoi Heknacndiko-
BaHoi 13]1). MNMo-gpyre, BoHW 6ynn cTypboBaHi TM, WO peKo-
MeHJaLif [0 3aCTOCyBaHHA NipdeHifoHy y NaLieHTiB 3 Hekna-
cndikoBaHoto 13JT Moxe 1eMoTMBYBaTW KNiHILUCTIB Y BMU3Ha-
YeHHi ocHoBHoro Tuny 13/1 go nouaTky Tepanii.

HinmedaHi6.

Ulogo HuMHTepaHiba KoOMITeT i3 PO3pPOOKM HaCTaHOBWU
2022 poKy 3pobuB TaKi pekomeHgaLii:

« Mu nponoHyemo HiHmedaHi6 ona nikyeauHa 10 y
nayienmie 3 6e3ycniwHuUM eedeHHAM ibposyroyux I3]],
giomiHHuUx id I/1® (ymoeHa pekomeHOAyisi, HU3bKA
AKicmoe 0okasis).

» Mu pekomeHOyemo docnidxyeamu eheKmueHicme,
pe3ynemamueHicme ma 6e3neKy HiHmedaHiby npu nee-
Hux munax I13]1 6e3 I/1®, wjo suasnaromoca M.

CucrtematnyHum ornag [149] BmMABMB ogHe paHLOMI30-
BaHe JocnigkeHHA [77] Ta post hoc aHani3 gocnigkeHHaA
[150]. Y paHpomizoBaHe gocnigxeHHs (INBUILD) 6yno Bknto-
yeHo 663 nauieHTn 3 TJIO gna npuiiomy HiHTeaaHiby Ta
nnauebo NpoTArom 52 TUXKHIB.

Cepep ycix nadieHtis 3 MJI® FVC 3HmKyBanaca Ak y
rpyni 3 HiHTegaHibom, Tak i y rpyni 3 nnauebo, ane cepep-
HbOPIiYHEe 3HMXKEHHA 6yNo 3HaUYHO MeHLwe (107 M) B OCHOB-
Hi rpyni (HiHTegaHio).

MpenapaT 3HMXKyBaB pu3MK nporpecysBaHHAa 13J1y 2,4
pa3u. PisHnuA B WwopivyHomy 3HMKeHHi FVCy rpynax 3 HiHTe-
[aHibom i nnauebo ctaHoBmNa 128 mn/pik cepen NaUieHTIB,
AKi Manu pagionoriyHun natepH UIP, Togi AK y nauieHTiB 3
KT-kapTuHoto 6e3 UIP-naTtepHy BoHa gopiBHioBana 75,3 mn/
pik [77]. HiHTepaHi6 3MeHWMB pr3mnK nporpecyBaHHsA 13/1y
2,3 pa3n y nauieHTis 3 KT-natepHom UIP i He BNnvHyB Ha uen
nokasHuK y oci6 6e3 UIP.
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MauieHTn 3 MO, Aki oTpuMyBanu HiHTeAaHi6, manu
MeHLUe piyHe 3HMXKeHHA FVC, akwo B ocHoBI I3JT nexuTb 13]1,
nos'A3aHe i3 3axXBOPIOBAHHAMM CMOMYYHOI TKaHWHW (Ha
106,2 mn/pik MeHLe), dibpo3ytoua HecneundiuHa iHTepCcTU-
LiiHa nHeBMOHIA (Ha 141,7 mn/pik), abo ¢ibpo3sytoua npo-
decinHa xBopoba nereHb (Ha 252,8 mn/pik). OgHak He byno
CYTTEBOI pi3HULI Yy NporpecyBaHHi I3]1 ana 6yab-akoro Tuny
3axsoptoBaHb. flocnigxeHHA INBUILD He noka3ano cyTTeBoi
CMepTHOCTI cepep ycix nauieHTis i3 M1O.

Cepep ycix nob6iuHnx edekTiB y nauieHTis 3 MNJ1O HiHTe-
[aHib nigBuLLyBaB YacToTy abgomiHanbHuX 6onis (4,2 pasn),
HypoTu (3,1 pa3u), 6nioBaHHA (3,6 pa3u), giapei (2,8 pasn)
3HVXKEHHA Macu Tina (3,7 pa3u) nigBuLLeHHA piBHA acnapTa-
TaMiHoTpaHcdepasn (3,2 pasu), anaHiHamiHOTpaHchepasn
(3,6 pa3wn). Ta NnpUNMHeHHA NikyBaHHA (B 1,9 pa3u).

AKicTb goKasiB AnA ycix pe3ynbTtaTiB 6yno ouiHeHO AK
HU3bKy. Lle 03Hauvag, Lo KoMiTeT MaB Masio BNEBHEHOCTi B
OuiKyBaHVX edeKTax, TOMy onucaHi ebekTn cnig iHTepnpe-
TyBaTV 3 00epeXHicTio. 3aranbHUN PENTUHT HU3bKOI AKOCTI
FPYHTYETbCA Ha HAMHMXYOMY PENTMHIY AKOCTI [OKasiB
cepeq KPUTUYHUX pe3ynbTaTiB Ta NOMIPHIN AKOCTI foKasiB
ANA nporpecyBaHHA XBOPOOU.

PiweHHA ekcnepTiB 3pobUTM YMOBHY pekomMeHAaLilo
InA HiHTegaHiOy y nauieHTis 3 MNJ1® 6yno 3acHoBaHe Ha ABOX
OCHOBHMX dpakTopax: 1) Mano micue CTaTUCTUYHO 3Hauylle
3MeHLUEeHHA MpOorpecyBaHHA 3axBOPKOBaHHA, WO BUMIpIo-
€TbCA AK LWOopiuHe 3HMKeHHA FVC, i 2) nobiuHi edpeKkTn 3BO-
POTHI NPW NPUMNWHEHHI NPUAOMY MefKaMeHTY.

KomiTeT BM3HaB, WO epeKT Tepanii MoXe Bigpi3HATMCA
3anexkHo Big Tunis I3J1, wo nexatb B ocHoBi MJ1Q, i BegeHHs
XBOPUX MOXKe OyTM 3acHOBaHe 3 ypaxyBaHHAM Lboro. OgHak
Ha AAaHU MOMEHT HeAOCTaTHbO JaHUX ANA NIATPUMKN Line-
cnpsaMoBaHoro nigxopy. OTke, KomiTeT 3pobuB pocnig-
HULbKY pekoMeHAaaLito — BMBUNTU eDEeKTUBHICTb, pe3yrb-
TaTUBHICTb Ta 6e3neKy HiHTefdaHiby y nauieHTis i3 MNJ1O,
06ymoBneHM neBHUMYK Tunamu |3J1.

Ha 3akiHUeHHA cnig nigkpecnuTu, Wo pekomeHgauii He
MO>KYTb BPaX0OBYBaTW BCi YHiKanbHi KiHiYHi 06cTaBmHM, i iX
cnif nepernagaT B Mipy Toro, AK HOBI AoKa3u bygyTb ony-
6nikoBaHi.
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