IIPOBJIEMHA CTATTA

UDC 616.24-002.17-004-036.12-036.17-08](048.8) DOI:10.46847/ujmm.2025.2(6)-24
INTERSTITIAL LUNG DISEASES: A VIEW ON THE PROBLEM
0.G. Sych?, Y.0. Dziublyk?, T.F. Liubarets!

10. 0. Bogomolets National Medical University, Kyiv, Ukraine
2 State institution «Yanovsky National Scientific Center of Phthisiology, Pulmonology and Allergology
National Academy of Medical Sciences of Ukraine», Kyiv, Ukraine

Introduction. The prevalence of interstitial lung diseases (ILD) has been steadily increasing in recent decades
both in the world and in Ukraine. Given the heterogeneity of ILDs, the complexity of their diagnosis and treatment,
this problem is one of the most relevant for specialists in the field of respiratory medicine, general practitioners -
family medicine and other therapeutic specialists.

Purpouse. To analyze the literature data regarding the etiology, pathogenesis, modern classifications,
algorithms for the diagnosis and treatment of ILD.

Materials and methods. The article uses the bibliographical method. Literature data are presented, in
particular the results of a meta-analysis conducted by specialists from Europe, Asia, North and South America over
the past decades regarding different phenotypes of ILD (progressive, non-progressive disease variants, idiopathic
pulmonary fibrosis (IPF)).

Results. Numerous epidemiological studies on the prevalence and mortality from ILD, conducted in various
countries of Europe, South and North America, and Asia over the past two decades, indicate progressive trends in the
growth of their prevalence. The features of the etiological factors of ILD, their relationship with previous
inflammatory diseases, autoimmune pathology, individual occupational factors, and other potential risks of their
occurrence (taking medications, undergoing radiation therapy) are analyzed. The modern classification of ILD is
presented, which takes into account the etiology and mechanisms of the formation of specific inflammatory/fibrotic
changes in lung tissue. The clinical features of ILD with different phenotypes (fibrosing ILD, in particular progressive
and non-progressive disease variants, ILF) are considered. Modern approaches to the therapy of ILD are presented,
including immunomodulatory agents (tocilizumab, rituximab, mycophenolate mofetil) and new antifibrotic drugs
(nintedanib and pirfenidone) to slow the progression of these diseases, and new directions for their treatment (lung
transplantation) are identified.

Conclusions.The literature data presented in the review indicate the need to standardize algorithms for the
diagnosis and treatment of ILD, which will ensure the provision of full medical care, improve the quality and extend
the life expectancy of this category of patients.

Keywords: interstitial Iung diseases, progressive pulmonary fibrosis, idiopathic pulmonary fibrosis,
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Beryn. ITowupenicms iHmepcmuyiiiHux 3axeopioeaHs fezeHs (13/1) npomsizom ocmakHHix decamuaime sk y
ceimi, mak i 8 Ykpaini HeenuHHO 3pocmae. Bpaxosywouu zemepozernicms 13/, ckaadHicms ix diazHocmuku ma
NIKY8aHHS, Ysi npobiema € 00Hi€ 3 HalbLIbW akmyaabHux 01s cneyiaaicmie eaaysi pecnipamopHoi MeduyuHuU,
AlKapie 3a2a1bHoi npakmuku — cimetiHoi MeduyuHu ma iHWux gaxisyie mepanesmu4Ho20 npogito.

MeTa: [Ipoananizyeamu daHi sgimepamypu cmocoeHO emio/o0zii, namozeHe3y, cyvyacHux Kaacugbikayit,
aszopummie diazHocmuku ma AiKy8aHHs iHMepcMuyiliHuX 3aX80pH08aHb J/1€2EHb.

Marepiaiu Ta MeToAM. B cmammi eukopucmaHo 6i6baiozpagivHuii memod. IIpedcmaeaeHo OaHi
Aimepamypu, 30kpema pe3y/vmamu Mema-aHanisy, nposedeHozo gaxisysmu kpain €eponu, A3ii, IlisHiuHoi ma
IliedenHoi Amepuku npomsizoM OCMaHHIX Odecsimuaimb cmocoeHo pisHux deHomunie I3/1 (npoepecyroui, He
npozpecyroyi eapiaHmu 3axeopro8aHy, idionamuyHull s1ezeHesutl pibpo3 (1/1P)).

Pe3sysbTaTu. YucseHHi enidemiosoziuHi docaidxceHHss cmocosHo nowupeHocmi ma cmepmuocmi gid 1371,
nposedeHi 6 pisHux kpaiHax €sponu, IliedenHoi ma IlieHiuHoi AMepuku, A3ii npomsizom ocmaHHix deox decamusime,
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ceiduams npo npozpedieHmti meHdeHYii 3pocmanHs ix nowupeHocmi. [IpoananizosaHo ocobausocmi emios102iYHUX
yuHHukie 13/1, ix 83aeM036°5130k 3 nepeHeceHUMU 3aX80PHBAHHAMU 3aNA/AbHO20 2eHe3y, AQYMOLMYHHOK NAMOo/102IEr0,
okpeMumu npogeciliHumMu YUHHUKAMU, iHWI nomeHYiliHi pusuKu ix 8UHUKHeHHs (npullom saikapcbKux 3acobis,
nposedeHHs1 npomeHesoi mepanii). IIpedcmaeaeHo cyyacHy kaacugpikayiro 131, ska epaxosye emiosozito ma
MeXaHi3Mu @opmyeaHHs cneyu@iyHuX 3anagabHux/@ibpo3Hux 3MiH /nezeHe8oi MKaAHUHU. Po32/s5HyMo KAIHIYHI
ocobausocmi 13/1 3 pisHum peHomunom (pibpo3syroui 13/1, 30kpema npozpecyrodi ma He npozpecyroyi eapiaHmu
3axsopreany, L/ID). [IpedcmasaeHo cyyacHi nioxodu do mepanii I3/1 i3 6KAIOYEHHAM IMYHOMOOYMH0I04UX 3aco6ie
(moyunizymab, pumykcuma6b, mikodeHosramy Modemus) ma Ho8IMHIX awmugibpomu4Hux npenapamis
(HiHmedawi6 ma nipgeHidoH) 0a5 cnosinbHeHHs1 npozpecii Yux 3aXeopre8aHs, 8U3HAYEHO HOB8I HANPAMKU iX

NIKy8aHHA (MpaHcNAaHmMayis ge2eHs).

BucHoBKH. [IpedcmassieHi 6 oz2as0i daHi snimepamypu ceiduamv npo HeobxioHicmv cmaHdapmusayii
aszopummie diazHocmuku i aikysaHHs 13/1, wjo do3eo1umsb 3abe3nevumu HadaHHs MedudHoi donomozu y NOBHOMY
06cs3i, nokpawumu sikicms ma nodoexcumu mpusasicms dcumms daHoi yiei kamezopii nayienmie.

KirouoBi ci1oBa: inmepcmuyitiHi 3axeopro8aHHs AezeHb, npozpecyiovull nezeHesull ¢pibpos, idionamuyHuil

nezeHesull pibpos, anmugibpomuyHa mepanisi.

Beryn. IHTepcTulliliHi  3axBOplOBaHHSA
JereHb (I3JI) - 36ipHUN TepMiH, 1[0 BKJIIOYAE
PI3HOMaHITHY TIpyIly JiereHeBHUX 3axBOPIOBaHb,

AKI XapaKTepu3ylTbCA HafABHICTIO
HeiHQekuiliHuxX iHQINBTpaTIiB, HaWyacTilie B
JlereHeBOMY iHTepCTHUIIil Ta a/IbBe0J1ax, i B leIKUX
BUIIAJIKax NPU3BOAATD zo Nopy1eHb
apxXiTeKTOHIKHU BHACJIiIOK He3BOPOTHHX
$i6poTHYHMX 3MIH TKAHMHHU JlereHb [1].
IHTepcTULliil  ABJAAE OGO  OPOCTIp Mk
6asaJbHUMM  MeM6paHaMU  eniTesiaJIbHOTO

IIOKPUTTSA aJIbBeoJl Ta eHJO0TesiaJIbHUX KJIITHH
CYAMH KaNJIApDHOTO pycJa, PO3TAllOBaHUX Y
MiXKa/nbBeOJIAPHUX IepeTuHKax. Ilpu 13J1 104
aHaToMIi4YHa CTPYKTypa NOLIKO/PKYETHCA
nepuow. JIoOCUTh YaCTO TaKOX YypaXKaloTbCs

aJbBeOJIAPHI NPOCTOPH, CTPYKTypa
nepudpepuyHUX NOBITPOHOCHUX LUIAXIB Ta
CYAVWHM,  PO3TAllOBaHi  NO3JOBXHBO [0

YUIKO/PKeHUX 6a3a/IbHUX MeMGpaH.
MeTa: [IpoaHanisyBaTHU [aHi JiTepaTypu

CTOCOBHO eTioJsiorii, maToreHesy, Cy4aCHHUX
kjaacudikalif, ajJropuTMiB [AiarHOCTUKH Ta
JIIKyBaHHA IHTepCTULINHUX 3aXBOpPIOBaHb
JlereHb.

Martepianim Ta MeroAM. B cTaTTi
BUKOPUCTAHO 6i6s1iorpadivHun MEeTO[.
IIlpencraBieHo  fgaHi  JiiTepaTypH, 30KpeMa
pesyJIbTaTH MeTa-aHaJlizy, NIpOBeJleHOr 0

¢axiBusgMu kpaiH €Bponwu, Asii, IliBHi4YHOI Ta
[liBgeHHOI  AMEpUKM  NpPOTATOM  OCTaHHIX
JleCATUNITh CTOCOBHO pi3HUX JeHoTuUniB 13J1
(nporpecyrodi, He nporpecywodi BapiaHTH
3aXBOPIOBaHb, i/lionaTUYHUN JiereHeBUll $i6po3
(119).

Pe3ysibTaTH Ta 06roBopeHH4. BiinoBigHo
A0 [laHUX OCTaHHIX pokiB, rpymna I3JI Bk/wO4ae
noHaa 200 HO30JIOTIYHUX OJWHHUIb, L0
BiZIpi3HAIOTHCA 3a €Ti0JIOTIE0, TATOreHeTUYHUMH
MeXaHi3MaMM PO3BUTKY, TAXKICTIO NPOTiKaHHA
Ta nporHo3oM [1-4]. Ilpu okpemux I3JI moxe

MaTH Micle perpec KJIHIYHUX TpoOABIB 3
YaCTKOBOK HOpMasi3alji€elo CTaHy MNalli€eHTiB,
HaBiTb 6e3 ¢apMakoJIoriyHol Kopeklii, oJHaK
JJs  GinpmiocTi 3axBOpIOBaHb L€l  rpynu
(imiomatuyHuil  snereHeBuin  ¢i6poz  (LJIP),
nporpecywoydil JiereHeBuii  ¢i6po3 (I1JIP))
XapaKTepHe HeBIIMHHe INporpecyBaHHsd. IIposaBu
[IJI® BxJIHOYAIOThb KAIHIYHI O03HAKM (3aJUILK],
KallleJib Ta O3HAKM TilOKcii, Taki AK MBHUJKA
BTOMJIOBAHICTb, 3allaMOpOYeHHs, IOpPYILIeHH:
naMm’aTi, 1liaHO3 NOKPHUBIB WIKIpU Ta CIAU30BUX
000JIOHOK);  nopyuieHH  QyHKILil  JilereHb
(nmigTBepAXyeTbCca PyHKIIOHAIBHUMU TECTaMU —
cnipoMeTpifi, 6oainnetusmorpadisa, AudysiiiHa
3JlaTHICTb JiereHb); Mop¢oJioriyHi 3MiHM, AKi
BU3HAYaAKOTbCA 3a BisyasisalliiHUMU MeTO/aMU
Ta pe3yJibTaTaMu 6iomncil (HasBHICTb AUPY3HUX
JABOCTOPOHHIX iHQI/IbTPATIB JiIereHeBOl TKAaHUHY,
O03HaKM 3amnaneHHs, $i6bpoTuyHi 3MiHu) [5].
KoMmiekc 1ux 1nopylleHb B  KiHIeBOMY
pe3y/abTaTi 06MeXye WI0JleHHY aKTHUBHICTb Ta
3HUXKYE AKICTb XKUTTS, IPU3BOAUTD 10 PO3BUTKY
JUXaJIbHOI HeJOCTAaTHOCTI Ta Ilepej4acHol CMepTi

NMallieHTIB, He3BaKaloYd Ha  NpPOBeJleHHA
JiKyBaHHA [4].

Ck/aHICTD OTpUMaHHA 4YiTKUX
emniieMioJIOTIYHUX JaHUX CTOCOBHO
3aXBOPIOBAHOCTI 1 posnoscromxeHocti 13J1

06yMOBJIeHA psi/IoM NPUYHH [4, 6, 7]. OfHielo 3
HUX € X reTepOreHHiCcTh i YUC/IEHHICTb (OHAJ
200 Ho30JI0TIYHUX OJUHHULDL) [2, 34]. [aa
yacTUHU [3J1 eTiosioria Bce 1ie MOTpe6ye
NOJAJIbIIOr0 YTOYHEeHHsd. [IolyK 4YWHHUKIB, 110
CNpUATD IX BUHUKHEHHIO, € HEOOXiJHUM [Jif
PaHHBOI JiaTHOCTUKHU i [J03BOJIUTb PO3POGUTHU
cy4acHi kinacuikarnii X 3axBoproBaHb [4, 6, 7].
[ToTpi6HO 3a3HAYUTH, 11I0 HA eTami NepBUHHOTO
3BepHeHHA TnalnieHTa, [3J1 BHU3HaA4YawTbCA Ha
Pi3HUX CTaZiAX NPOrpecyBaHH4, i Ile He 3aBXAU
BiAiNOBiJae MNepBUHHIN cTafil MaHipecTanii
nponecy [8]. Takox Heo6XiJHO BpaxoBYyBaTH
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BiZICYTHICTb yHidpikoBaHUX Mmiaxo/iB o
HaKONMYeHHA JaHUX CTOCOBHO 3aXBOPKOBAHOCTI
Ta nomupeHocTi I3J1 y peecTpax pisHUX KpaiH, 1110
3yMOBJIEHO eTHIYHUMH i coliaJbHO-
€KOHOMIYHMMH yMOBaMH. YcCe BHIle 3a3HayeHe
CTBOPIOE MIATPYHTSA [Jis1 OHOBJIEHHS KpUTepIiiB
JiarHoctukH i kaacudikanii 13J1.

YucneHHI JOCHiPkeHHs CBig4aThb, IO
3axBOploBaHicTb Ha [3JI y CBIiTI HeBNHMHHO
3pocTae. lle miATBep/KYIOTh [laHi MeTa-aHaJi3y,
npoBeJieHoro [9] i3 BK/IW0YEHHAM CIOCTepexxXeHb
3a mepioz TpuBajdicTi0 9 pokiB. IlokasaHo, 10
nopiBHsgHo 3 2010 pokoMm, B 2019 poui
3aXBOPIOBaHICTh Ta NOLIUPEHICTh 131
NiBULIMINCD, BiiOBiAHO, HA 9,4% i 14% [9].
PazoM i3 TUM, JOCHIJHUKM 3a3HA4aKThb, L0
CMepTHicTb BHacaifok [3JI pisHuaace 3
ypaxyBaHHAM CTaTi i cepe/i *KiHOK Gy/1a HUXKYO0I0
Ha 8 % mnopiBHAHO 3 4ojoBikamMu [10]. Tarap
3aXBOPIOBaHHf, BHW3HA4eHUHM 3a IOKa3HUKOM
DALY (Disability-adjusted life year — mokasHuk
3araJbHOro TArapad XBOp00, BHpPaXXeHUH B
KIZIBKOCTI pOKiB, BTpaueHUX Yepe3 NOTaHUM CTaH
3/10pOB's, iHBa/MiJHICTb a60 MepegyacHy CMepThb),
3aJiekaB  Bifi maToJiorii, fAka 06yMOBHJIA
BUHUKHeHHda [3JI. Tak, 13J1 Ha TiAi capkoifosy
obymoBuau B 2019 poui 3,8 wMinbHoHa i3
3arajbHOI KinbKOCTi 4,7 MinbiioHiB DALY-pokiB,
NOB’sI3aHUX 3 I[UM 3aXBOPIOBAHHAM Y CBiTi. I3J] Ha
TJi TaKMX 3aXBOPIOBAaHb fAK pPeBMaTOIiAHUM
apTpUT, CUCTEeMHa CKJepoJepMis, 3MillaHe
3aXBOPIOBAHHA CNOJIyYHOI TKAaHUHU OOYMOBMJIHU
BTpaTy 23,2 MinbioHiB DALY-pokiB y BCcbOMy
cBiTi B 2019 poui.

B po6oTi [1] npoaHasnizoBaHO aconjiaiiio
I3/ 3 pi3HOMaHITHUMHU 3aXBOPIOBAaHHAMM |

OKpeMHMH npodeciiHUMHU YUHHHUKAMHU.
[lokasaHo, 10 NpU CKJIepoAepMil NONIUPEHICThb
I3/1 Bapiwe Biz 26,1 po 88,1%, 1pu

peBMaToifHOMY apTpuTi — Bifg 0,6 no 63,7 %. B
LIbOMY 3K JOCJi/P)KeHHI He BUABJIEHO 3MiH 1100
3pOoCTaHHA  IOUIMUPEHOCTI I3J1 Ha  TJi
NMHEBMOKOHiI03y (aHaJsi3 nmoka3HukiB 2019 poky
cniBctaBieHo 3 1990 pokom). B Toi ke 4ac,
JocaifHUKaMM 3 KwuTaw BCTaHOBJIEHO, 10
IIHeBMOKOHi03 y 90,0% BUHHUKaE sk npodeciliHe

3axBoploBaHHA 1 aconilerbcsa 3 I3J1 [11].
BigmiyeHo 3HA4YHY reTeporeHHiCTb
3apeecTpoBaHux BapiaHTiB I3J1 [9]. Takox

II0Ka3aHo, 1o cMepTHicTb Big 13J1 Ta TIi
CapKoiflo3y JiereHb € CTabiJIbHO BMCOKOIO, a
YacToTa Ta NOIIMPEHICTb LUX 3axBOpPIOBaHb B
cBiTi 3pocTae [11].

Yce BHUlle 3a3HaYeHe NiJTBEPPKYE, 10 AJA
OTPUMaHHA  KOPEeKTHMX  JlaHUX CTOCOBHO
nomupeHocTi [13JI, Heo6XiIHO CTaHJAPTU3YBaTH

JiarHOCTUKY L€l Trpynd 3axBoplooBaHb [1].
IIpocneKTUBHI JOCHiP)KeHHA JJid BUSABJIEHHA
KaTeropiu oci6 3 HAaWBUIUMU PaKTOpPAMHU PUSUKY
I3/ nmnoBUHHI  BKJIOYATU TeHeTUYHI Ta
MOJIEKYJIAPHI JOCHiPKeHHA i3 BU3HA4YeHHAM |
BIIPOBa/PKEHHAM B IPAKTHUKY CTaHJapPTU30BaHUX
NpeAUKTOPIB NpoOrpecyBaHHA 3axBOploBaHb. lle
Ha/laCTb MOXJIMBICTb NMPOTHO3YBaTH KJIiHIYHUH
nepe6ir 13JI, cBoeyacHo npu3HayaTu epeKTUBHE
JIIKyBaHHH, AKe CIIOBIJIBHUTDb npolrec
$ibpo3yBaHHA, i, TaKMM 4YHUHOM, J[J03BOJIMTH
MOKPALUTH AKICTDb XKUTTHA NaLi€HTIiB.

B cnekTpi I3J1 okpeMO BUAIIAKTDL Ipyny
¢ibposyrouux 13J1 (PI3JI), mo BkIAKYAOTH
Iporpecywodi Ta He Iporpecyrwdi BapiaHTH
3axBopioBaHb [12, 13]. TepMiH «mporpecywoui
®I3/1» Ha CbOrojHi MNPONOHYITH 3aMiHUTHU
TEepMiHOM «IpOrpecylo4uil JiereHeBUH (i6po3»
(IIJ1®) [3]. KoHceHCycHe BU3HAYeHHS TepMiHY

IIJI® wHaBegeno B KuiniyHili  HacTaHOBI
AMEpHKaHCbKOTO TOpaKaJbHOTO TOBApHCTBA
(ATS), €BpPOMNEICHKOr0  peclipaTOpHOro

ToBapucTBa (ERS), AnoHcbkoro pecnipatopHoro
ToBapucTBa (JRS) Ta JlaTMHOaMepHKaHCHKOIO
TopakajibHOro ToBapuctBa (ALAT) y pepakuii
2022 poky [3]. BigmoBigHo go wniei Kuiniunoi
HactaHoBH, I1JI® Bu3HaYaeTbhCcA 3a HasABHOCTI
NMpUHANWMHI IBOX 3 HACTYNHUX TPbOX KPHUTepiiB,
AKI BUHUKJIUA [IPOTATOM II0TOYHOI'O POKY:

- nporpecyBaHHA pecnipaTOpHUX
CUMITOMIB (33/]M1IK3, KallleJib);
- ¢isiosoriyHi 03HaKM MNporpecyBaHHS

3aXBOPIOBaHHA, AKi BH3HA4YalOTbCA Ha MifCTaBi
abcosoTHOro 3HMeHHA PXKEJ Ha 25%
npoTaroM 1 poky ab6o a6Cco/iloTHe 3HUXKEeHHS
audy3iiiHOI 3JaTHICTD AJ11 MOHOKCHU/Y BYTJIEI[O
(DLCO) 210% npoTsarom 1 poky [14];

- PEHTIreHOJIOTi4YHI 03HAaKU NpPOrpecyBaHHsA
$i6po3y 3a pesyabraTamu KTBP npotarom < 24
MicaliB (TpakuiliHi 6GpoHXOeKTa3H, CiT4acTi
3MiHM  (peTuKy/Anii) 3 HafABHICTIO ab6o
BiZICYTHICTIO CTIZIBHUKOBUX 3MiH) [15-17].

I3/ 6isbmiow Mipowo, TMOpIBHAHO 3

IHIIUMHU I3J], XapaKTepu3ynTbCs
HeCIIpUATJIMBUM IIPOTHO30M, IPU3BOJAATL [0
LIBUAKOTO  3HWXXEHHA  AKOCTI  KUTTA |
nepeAdacHoi cMepTi mauieHTiB. /A BCiX
3axBoploBaHb 3 rpynu [1JI® 6a3ucHUM MeTOA0M
JIIKyBaHHA  3aJIMIIAETbCA  IpPOTH3aNaJbHaHA
Tepanis i3 NIpU3HAYEeHHAM

IJIDKOKOPTUKOCTEPOiJHUX NpenapaTis. OfHi€ro 3
ONLiii NpHU 3HAYHOMY YPa)KeHHi JiereHeBOro
iHTepcTulito  QiGPOTUYHUM  HpOLECOM €
npusHavdeHHs cnenuiyHoi aHTUPIGpOTHUYHOI
Tepanii - iHri6iTopiB nmpoTeinkiHa3 (HiHTeaHib)
[3]- Ha cborofHi cxBajJieHMM IpenapaToM, Lio



PROBLEM ARTICLE

cTpuMye npouec ¢pi6po3yBanHsa npu [1JI® Takoxk
€ mnipdeHisoH. 3 ypaxyBaHHAM chnenudiku
nikyBaHHA [1JI®, enifemiosioriyHi jaHi cTOCOBHO
HOro INOLIMPEeHOCTi MalThb BaXKJIHWBe 3HA4YeHHHA
JJI1 IJIaHyBaHHA 06’eMy i HanpsAMKIiB HaW6i1b1I
epeKTUBHOTO BHUKOPHUCTAaHHA TepalneBTUYHUX
pecypciB, ockibkd aHTHUQIOPOTHUYHI NpenapaTu
HOBOTO ITIOKOJIIHHA € JOCTaTHbO BapTiCHUMH.

Hakonu4yeHi OCTaHHIMM poOKaMHM [aHi
JO3BOJIMJIM PAAY aBTOPiB NPOBECTH MeTa-aHasli3
MOLIMPEHOCTI, 3aXBOPIBAHOCTI Ta CMEPTHOCTI
Bif pisHoMaHiTHUX BapiaHTiB PI3JI [12, 14, 18,
19]. Cepep i€l rpyni 3aXxBoproBaHb Ha CbOTO/HI
BUJIIAIOTh HacTynHi Bapiantu: IJI®; JI®, ax
Hai6inpw nomupeHui BapiaHT PI3JI (ckiamae
noHay 50 % ycix ®I3JI), uo NpU3BOAUTHL [0
LIBUJKOrO  3HMXEHHA  AKOCTI JKUTTA Ta
CMEepTHOCTI Nali€eHTiB; JiereHeBUN ¢i6po3 6e3
o3Hak nporpecyBaHHsa (JI®). B psazai pobit,
30kpeMa 3 Kopei Ta kpalH EBponu
IpoaHali30BaHO JUHaMiKy nomupeHocti ®I3J1I 3
pisHuMHU peHoTUNAMU [12, 14].

3okpeMa, y focaimpkeHHi [12] mokasaHo, 1110
nomupeHictp JI® 3anumaeTbcA CTabiJibHOWO, Y
TOH 4Yac K nomupeHictp JI® Ta iHmux IJIP
CTPiMKO 3poCTaJjia IpOTATOM OCTaHHIX 8 pokis. B
2018 poui nmomupeHictb 1JI® craHoBuIa 16,9
BUNaAKiB Ha 100000, I1JI® Ta JIdP, Bu3Havasach
Ha piBHi, BignosigHo, 10,4 Ta 11,7 Ha 100000. ¥
2018 poui 3axBoproBaHicTb Ha IJI® ckiana 6,2
BUnaZxkd Ha 100000, mo 6inpm HiXkK yABidi
nepeBulye nokasHuk 2012 poky, a [IJI® - 3,1 Ha
100000, To6TO 6ys1a B 1,5 pa3u BUIL010 NOPiBHAHO
3 2012 poxkoM. Y 2018 poui MNOKa3HUKHU
cMepTHOCTi cTaHoBuJIU pAaa /P 10,3%, guas
3axBoproBaHb 3 rpynu [IJI® - 12,2%. CMepTHIcTb
Big II/I® mnepeBulyBana cMepTHicTb Bifg [JI®
NPOTATOM YCiX POKiB CIIOCTepeKeHHH.

Y papi pocnimxkeHb 3 KpaiH €Bponu 6yJio

TaKOoX BUBYEHO PO3MOBCIO/PKEHICTD
3axBoprooBaHb 3 rpynu IIJI®, aki BU3HAYaIUCh 3
ypaxyBaHHAM DIKEN Ta pe3yJbTaTiB
npoBefieHHs: KTBP [14]. Haii6inpm yacTto

AiarHoctyBaauch: JI® (23,0%), 13J1, noB’a3aHi i3
3aXBOPIOBAaHHAMM CIOJIy4YHOI TKaHUHU (22,0%),
rinepceHCUTUBHUH HEBMOHIT (13,0%),
HeklacugikoBaHi I3J1 (10,0%), 13J1, aconifioBaHi 3
capkoifosoM (8,0%). Cepe oci6 cTapuoro Biky
HaM6ib1I MOMUPEeHUM ZiiarHo3oM 6yB 1JIP, cepef,
06CTeXXeHUX  CepeJJHBOTO  BiKy  4acTile
JlarHOCTYBAJINChb 3axBOPIOBAHHA 3 MIArpyNu
[I7I®. 13J1 6e3 ¢i6bpo3yBaHHA OyJU HaANGiIbII
PO3MOBCIO/PKEHI cepej, JIlOJed MOJIOJOTO BiKy.
AHani3 IMOBipHUX YMHHHUKIB, I0B'A3aHuX 3 [1JIP,
3alnepeuye 3B’A30K LIi€l NaTOJIOTi] 3 IPOBeJeHHAM
nonepeAHboro JikyBaHHaAM [3JI, KypiHHAM Ta

cTaTTio. BixkuBanicTh naijieHTiB 3 IIJI® ta /1
CYTTEBO He Bi/Ipi3HAJIACh i 6y/1a 3HQUHO HUXKYOI0,
Hibxx npu PI3J1 Ta I3/ 6e3 ¢i6po3yrwyoro
deHoTHUDY.

JlocniixkeHHAM, IpoBeJieHUM B Itanii [18],
BCTAQHOBJIEHO, 1[0 cepef malieHTiB 3 PI3JT y
31,0% 6yJsio aiarHoctoBaHo I1JI® (cepepHii Bik
CTAaHOBUB 66 pOKiB), MNepeBaXXajl 4YOJIOBiKHU
(60,0% o6cTexxeHux). HalyacTime 3ycTpidaauch
NalieHTH 3 iJlionaTU4yHOl HecneyudivHoO
iHTepcTUliaNbHOIO NHEeBMOHiew (28,0%). I3J],
acounifioBaHi i3 3aXBOPIOBAHHSIMH CHOJIYYHOI
TKaHUHHM, CTaHOBWIM 20 %, XpOHIYHUH
rinepceHCUTHBHUM NHEBMOHIT BH3HA4YaBCs HaA
piBHi 17,0%. Binpwicte nauieHTiB (81,0%) 6yJ10
BigHeceHo g0 kateropii IIJI® 3a kpurepieM
3HMkeHHA PKEJI Ha > 10,0%. [lo uiel rpynu He
6ysio BkJW0OYeHO xBopux (19,0%), y AKHX
cnocTepirasocs HesHayHe 3HxeHHa PXKEJT (Big
50 po 10,0%), mnoB'A3aHe 3 MNOriplLIeHHAM
pecnipaTOpHUX CUMITOMIB, a6o 36iIblIeHHAM
ctyneHs ¢i6poTudyHux 3MiH 3a gaHumu KTBP.
[IporpecyBaHHA 3axBOPIOBaHHs MaJlo Miclie, B
cepegHbOoMy, 4Yepe3 18  MicauiB  micasa
BCTAHOBJIEHHA [jiarHO3Yy.

Cnuparwvuch Ha pe3y/bTaTH MeTa-aHali3y
MeJVKaMeHTO3HO-iHIYKOBaHUX 1371,
HaWOIJIbIIMK  BIVIMB HA  PO3BUTOK  I[HUX
3axBOpPIOBaHb Ma€ aMioZlapoH, IpenapaTH [JJs

JIIKyBaHHA OHKOJIOTi4HOi/reMaToJIori4yHoil
naToJiorii (61€0MiLIUH, reMiuTabiH,
MeTOTpeKcaT), aHTubakTepia/lbHi IpenapaTu
(niTpodypanosi noxigni, gantominuH) [20]. He
BUABJIEHO OKpeMHuX cneqUPiIHUX
BigyasizaniiHUX NaTepHIB MeJAUKaMEeHTO3HO-

inaykoBaHuX [3J1, 1eTaNbHICTD NPH 1l NaTO/OTil
nepesuiye 50,0%, a Haubiabll CyTTEBUM
NPOTHOCTUYHUM KPUTEPIEM € TXKKICTb CTaHy
MaljieHTa 0OpU IEepBUHHOMY 3BepHeHHi. /[lia
JIIKyBaHHA MeJWKaMeHTO3HO-iHAyKoBaHux [3J]
HaWG6iIbII 49acTo BUKOPUCTOBYHOTb
TJIIOKOKOPTUKOCTEPOIAH.

Po3BUTOK papianinHo-iHAykoBaHux I3J1 €
OZJHMM 3 OCHOBHMX YCKJIaJlHEHb IIPU IIPOBeJIeHHi
NpoMeHeBOi Tepallii Ha 06J1aCTb TPy HOI KJIITKU y
3B’I3KYy 3 OHKOJIOTIYHMMM 4 reMaToJIOTiYHUMH
3axBoproBaHHAMM [21]. [Tepiua cTajis ypakeHHs
NPOSABJIAETHCA PO3BUTKOM pajianinHo-
iH[yKOBAHOr0 NMHEBMOHITY, AKUN HaJali Moxe
TpaHcPOPMYyBaTUCh B HACTYyNHY CTajilo -
npoMeHeBui ¢i6po3. /[ paHHbOTO BUSIBJIEHHSA
YPaXKeHHd JiereHeBOi TKaHWHH, NIPU NPOBeJieHHi
NpoMeHeBOi Tepamil y MNalieHTiB Heo6XiHO
NIPOBOJAUTH CKPHUHIHTOBI byHKIjiOHANBHI
JOCi/[PKeHHS IMXaJbHOI CUCTeMHU (cHipoMeTpilo,
6oainnetusmorpadimn).
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PesysibTaTH  YUCIEHHUX  [JOCJHiPKeHb, eTIiOJIOTIYHUX 4YWHHUKIB IX BHHHUKHEHHA Ta
IIpOBe/leHHs MeTa-aHaJlidy [aHUX, OTPUMaHMX OCOGJMBOCTEM  KJIHIYHOrO  Iepebiry, 1wio
daxiByaMu pi3HHUX KpaiH, JI03BOJIMJIM  NpeJicTaBJieHO B kiaacudikanii 2019 poky (Taba.
cucteMatudyBatu IIJI® 3 ypaxyBaHHaAM 1) [15].

Tabauys 1
Knacudikaiiii 3axgoproBaHs rpynu [IJ1P
(Vincent Cottin et al., 2019)
I'pyna BapiaHTH 3aXBOpIOBaHb XapakTepuCTHKA
IpionaTuyHi e IxionmaTuuHMIi NereHeBuit ¢pi6pos (1J1P) 3axBoproBaHHs 6€3 4iTKO

iHTepCcTULiHI MTHEBMOHII | o

(11I) nHeBMoHisa (HCIIT)

Hecnenudivyna iHTepcTHIiHA

e KpunrorenHa opraHisyroya NHEeBMOHis

BCTAHOBJIEHOI €Ti0JI0Til pO3BUTKY

(KoI)

e TocTpa iHTepcTHIiiiHa mHeBMOHig (T'1T)
13J1, acowiioiBHi 3 e CucTeMHa CKJIepoJiepMis [HTepCcTULiHHE ypaKeHHS
aYTOiMyHHMMH L) PeBMaTOTAHHﬁ apTpUT JIeEr€éHb, AK YaCTHHAa CUCTEMHOI'0
3aXBOpPHOBAaHHAMHU . HOJIiMiO3HT/AepMaTOM103PlT 3anaJibHOro nmpouecy

e CHCTEeMHHMH YepBOHHH BOBYAK
linepceHCHTHBHUMI e TocTpuii/xXpoHiuHMi (Iporpecyroya BuHMKa€ yepes TpUBaIHH

BIIJINBOM MeJJUKaMEeHTIB
YU 10HI3yI0UYUM
BUIIPOMiHIOBaHHSM

Papianiinuii ¢i6pos

MeToTpekcaT-iHAyKoBaHUH ¢i6po3

nHeBMoHiT (') ¢dopma) iHranAniiHUN BIJIMB OPraHiYHUX
MOJIEKYJI 60 XiMiYHMX €JIEMEHTIB

13J1, acowifioBaHi 3 A3b6ecTo3 BUHUKaE yepe3 TpUBAIUH

npodeciiHUMH Ta/4u CUJIiKO3 iHraNIALiHHUHN BIJIMB MUY YU

€KOJIOTIYHUMH e XpoHiuyHUH 6epuIios TOKCHUYHHX YaCTOK

YUHHUKAMHU

I13J1, aconiiioBaHi 3 e AwmiojapoH-iHaykoBaHMH $i6po3 BuHMKaE Yepe3 BIVIUB

MeJIUKaMeHTIB Y4 10Hi3y1040ro
BUIIPOMiHIOBaHHS, YyacTille
MOXXYTb MaTH HE3BOPOTHIH
XapakKTep

Okpemy yBary o¢axiBLiB npuBepTae 1JIP,
OCKIJIbKH Lie 3aXBOPIOBAHHA [10CIZja€ neplie Miclie
3a NOULIMPEHICTIO cepeJi 3aXBOpPIOBaHb NiArpyIH
I3/ [3, 22-29]. VI® - ne xponiyHe I3JI 3
nporpecywoduM ¢i6po3ywyuM ¢(eHOTUNIOM 6e3
YiTKO BCTAHOBJIEHOI eTioJI0ril, 1[0 NPU3BOAUTD 10
NIBUJKOrO 3HWXXeHHA  QyHKLil JereHp i
rnepefyacHol CcMepTi manieHTiB. B OCHOBI
NaToreHe3y 3axXBOPIOBAHHA JIEXKUTb aHOMaJlbHe
3aMilleHHsA iHTepcTUlilo $ibp0o3HOI TKAaHUHOIO,
1110 3yMOBJIKOE NOPYILIEHHA CTPYKTYPHU Ta QyHKIl
JiereHb. /laHi CTOCOBHO 3axXxBOPIHOBAHOCTI Ha 1JIP
IIMPOKO Bapil0Th. 3a JaHUMHU [1], momupeHicTb
1JI® ctanoBuTh Big 7 go 1650 Bunazakis Ha 100
000 oci6. IJI®, roJIoOBHUM YMHOM, YPaXKae JioAel
ctapuoi BikoBoi rpynu (Bik moHazg 50 pokis,
yacTtime - crapmux 3a 65 pokiB) [1, 3].
CniBBiiHOIIEHHS Y0JIOBiKM /?KIHKH CTAHOBUTDb 2—
3/1, 3a HafBHOCTi KypiHHS B aHaMHesi [12].
OJiHi€l0 3 maToreHeTUYHUX ocobuBocTelt 1JIP €
BUHUKHEHHS1 Qi6pOTUYHUX 3MiH 3a BiJCyTHOCTI
NonepeIHbOr0 3aNaJbHOrO NPOLEeCy B JIeTeHeBiH
TKaHMHI, TOAlI Ak NpU iHmMX BapiaHTax PI3JI
¢$i6po3 nop’saA3aHUil i3 NepeHeceHNUM 3anaJleHHAM
[30, 31].

OCKiJIbKHU eniieMiosIoriYHUX JaHUX
CTOCOBHO nomupeHocTi IJI® HefgocTaTHBO, 11O
MOB’SA3aHO 3 CKJA3JHICTIO iX JAiarHOCTHUKHY,
0CO6JIMBO B KpaiHaX 3 HU3bKUM/cepeiHIM piBHEM
JOXO0AY, Il HAaKONIMYeHHA JaHUX CTOCOBHO LIUX
3axBOpIOBaHb B EBpomni 6y/10 CTBOPEHO JieKibKa
peectpiB [32]. Orznsap €EBpoONeMCbKUX PEECTPIB
BKJIIOYMB  JOCJI[PKeHHA Kkoroptu 3 1620
NalieHTiB (cepe/iHil Bik 06CTeXXeHUX HA MOMEHT
BCTAHOBJIEHHA AiarHo3y lJI® - 67,6 pokiB), 71 %
SIKMX CKJIAJIY YOJIOBiKH, 3 HUX KypLi — 63,0 % [32].
Bina 75 % BUNaZAKiB 6yJI0 BKIOYEHO 10 PeECTPiB
B pPaHHI TepMiHM MicJA BCTAQHOBJIEHHH JAiarHosy
(Bnpopmomx nepmux 6 MicaniB). CepegHs
BWXKUBAHICTh MalliEHTIB cTaHOBUJIA 4,5 pOKy, ¥
45,0% naIjieHTiB BMXXMBAHICTh cAraja moHaf 5
POKiB. 3a HafABHOCTI CYNYyTHIX 3aXBOPIOBaHb,
TaKMX fK JleTeHeBa TillepTeH3id Ta pak JiereHb,
CMepTHicTb 6yJia BUIOI0 i BU3HAYa/lach Ha piBHI
2,0(95,0% AI: 1,5-2,9) Ta, BiAnoBiAHoO, 2,6 (95,0%
Al: 1,3-4,9).

[IpoBefieHO aHali3 AaHUX CTOCOBHO 1JI® B
JeKibKox peectpax CHIA i [liBgeHHOI AMepuKH
(Bpaswuuii) [3, 23]. [loka3aHo, 1110 3aXBOPIOBAHICTh
Ta mnowmupeHictb [JI® mopiyHO 3pocCTaloTh,
cararodyd 8 Ta 28 BunmagkiB Ha 100 000,
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BigmoBifHo [23]. 3a pmaHi peectpiB CIIA
BCTQHOBJIEHO, WLI0 3axBOpl0OBaHicTb Ha [P
BU3Ha4YaeTbca Ha piBHI 3,5-5,1 Ha 100000 i,
BiAOBiAHO, IOMMUpeHicTb cArae 7,1-9,4 Ha
100000 HacesenHAa. CMepTHICTD cepe/, aLliEHTIB
3 JlaHUM 3aXBOPIOBAHHAM BHCOKQ, a8 BUI’KMBAHICThb
6e3 JIikyBaHHA He nepeBuUIlye 3-5 pokis[33].
'eTeporeHHicTb I3J1 06YMOBJIIOE
CKJIQJIHICTB iX ZlilarHOCTUKHU. Ha cboroiHi oqHUM 3
NepCleKTUBHUX HaNpsAMKIB AiarHOCTUKH 13J1 €
3aCTOCYBaHHA  IHCTpYMeHTaJbHUX, 30KpeMa
Bi3yasizaniiiHux, MeTo/iB 06¢cTexxeHHs [34, 35].
TpaguuiiitHo  pgaa  pgiarHoctuku  13J1
3aCTOCOBYIOTbCA (QYHKIIOHa/JIbHI MeTOoJH, A0
AKUX HaJIeXXUTb crnipoMeTpia. BoHa BUABJAE
HafABHI  peCTPUKTHUBHI  3MIHM  JIereHeBOi
BeHTUWJIAL]L, /1A AKUX XapaKTepHUM € 3HMXKeHHs
®XKEJI (npu ingekci 'encaepa 90 %, a6o BUILE),
Ta 6ojimnetusaMorpadisa (Z03BoJIsIE OLIHUTHU
CTyNiHb 3HWXKEeHHSA QYHKILiOHAJBbHOI 3a/IMILIKOBOI
eMHocTi (P3€E), 3arasbHOI EMHOCTI JiereHi (3€J1).
EHpiloCcKOMiYHI MEeTO/[H, TakKi K
6poHxocKonif (TpaHc6poHXianbHA abo
TPAHCTOPOKaJIbHA), AONOMAaraloTh BidyasisyBaTu

IIpumimku:

3MiHM TKaHMHU OpoOHXiaJIbHOTO JepeBa i
OTpPUMaTH 6io/10TiYHUM MaTepian And
NIPOBe/ieHHS IiCTOJIOTIYHOr0 AOC/IiXKeHHS.
PazionykiigHi MeToAu AiarHOCTHUKHU 13J1
BKJIIOYAlOTh Nepdy3iiiHy ciuuHTUrpadiro jereHb
(o1iHIOE KPOBOTIK y JiereHsX 3a IHTEHCUBHICTIO
HaKOINM4YeHHA pajiiopapMiipenaparTiB i J03BOJIAE
BUABUTH [UIAHKUA 3 NopylleHol mepdysiew),
BEeHTWJIALIMHY CLUUHTUrpadiloc 3 BBeJIeHHAM

100 - 200 MBk*™Tc-MAA (Makpoarperart
anbbyMminy).  JlociaijpkeHHA  NpPOBOAATbH B
IJIaHapHOMYy | ToMorpadidyHOMy pexumax
0AHOPOTOHHOI eMiciitHol KOMI'I0TepHOi

ToMorpadii, Ipy 11bOMy BU3HAYAETHCA PO3NOAIN
NOBITpA B JIeTeHAX 3 BHUABJIEHHAM JIJIAHOK 3
NOPYIIEeHO0 BeHTUJIALIMHOI0 QYHKII€.

[IpoTarom OCTaHHIX POKiB A
BIIPOBA/P)KEHO TaKUM MeTOJ, iHCTPYMeHTa/IbHOTO
JOCHIPKeHHSA 131 AK yJIbTPa3BYKOBA

esnactrorpadis serenb (Lung Ultrasound Surface
Wave Elastography, LUSWE), sakuii Hajae
MOXJIMBICTb BM3HAYUTHU JIJISHKU MiJBUILEHOI
LIIJIBHOCTI JiereHeBOi TKaHMHU 1 CTymiHb i
¢i6posy [36, 37] (puc. 1).

v

Discontinuity or Cavitary Lesions

A - HopMaJIbHa NOBEPXHS IJIEBPU 3 OTOYYIOUYUMH pebpamMy;

B - 3epHuCTIiCTh NOBepxHi n1eBpH npu [3J];
C - po3puBM IJIeBpH Ta KasiTanii npu I3J1.

Pucynok 1. LUSWE-306pakeHHd JiereHeBOl TKAHWHU 3a HaagBHOCTI 13J1 [38].

Y dxocTti IHAUKATOPIB HeCHpUATIUBOTIO
nepe6iry I1J1®, saki aconinomTbcAd i3 BHUCOKOIO
JIeTaJIbHICTI0, 3alIPpONIOHOBAHO BUKOPUCTOBYBATH
3HayHe 3MeHIlIeHHs noka3sHukiB ®XKEJI Ta DLCO,
cknaZieHui disionoriyvnuin inpekc (CPI) pasa
oliHKHU cTyneHs ¢i6po3y 3a KTBP Ta nokasHuUk
GAP (Gender-Age-Physiology), mo BpaxoBye
CTaTh, Bik i ¢pisiosoriunuii ctan naniexra [32, 39,
40]. GAP BHUKOPHUCTOBYETbCA SIK JOCTYHNHUI
MeTOJ| CKPHUHIHTY [JI1 BHU3HAYeHHS PHU3UKY
cMepTi gaa nanieHTiB 3 1JI® [41]. ¥V akocTi
INPOTHOCTUYHOTIO TECTY /IS OL[IHKH BHXKHBAHOCTI
nauieHTiB 3 [JI® TakoX BUKOPUCTOBYIOTb TECT 3
6-XBUJIMHHOW X0/1b6010 (6-minutes walk test —
6MWT) ) [39]. 3 ypaxyBaHHSIM pe3yJbTaTiB
BUIlle3a3Ha4YeHUX ocobyMBocTel 1JI® odyeBHIHO,

110 NALiEHTH 3 IJUM 3aXBOPIOBAaHHAM MaIOTh Pi3Hi
deHOTUNM, AKI BU3HAYAKOTbHCA Ha MiATPYHTI
KOMIIJIEKCHOI  OLIIHKM yCiX NPOTHOCTHYHHUX
YUHHUKIB pU3UKY [42].

3a pgaHuMu [39], nodaTkoBi, Ha piBHIi
disiosoriunux, nopyueHHs, Bu3HavyeHi npu 1JIP
Ak GAP 1-1 cTagii, kope/oBaJu 3 ypaXxyBaHHAM
koedinienta Kannma Koena (k) 3 CPI < 45
(k=0,62), DLCO > 55 % (k=0,58), ®XKEJI > 75%
(k=0,50) i 6MWT > 65 % (k=0,47) [39]. Ilpu

BUII[€3a3HAYeHOMY (nmoyaTkoBOMY) piBHI
NopylieHb BUSIBJICHO CYyTTEBO Kpauy
BIP)KMBAHICTb IIOPIBHAHO 3 MallieHTaMu 3

NOMIpHUMHU 1 TAXKKUMHU BapiaHTamu LJI®, mo
MiATBEeP/PKEHO CIOCTepeXeHHAM 3a KOTOpPTOI
TAaKUX MallieHTIiB MpPOTAroM IOHaA 6 Mic.
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PesysibTaTu OLiIHeHO i3 3aCcTOCyBaHHAM
6araTtodakTopHoro aHasnizy Kokca [39].

[ OLIHKM CTyneHsa IporpecyBaHHSA
3aXBOPIOBaHHSA CyTTEBe 3Ha4YeHHs MaJla CTajisd
[/I® Ha eTani mepBUHHOI AiarHOCTUKHU [43, 44].

[IpoBesieHO aHaJli3 eniieMioJIOriYyHUX
IIOKa3HUKIB peecTpiB KpaiH lleHTpanbHOI Ta
CxifHol €pponu CTOCOBHO IIepBUHHO

JliarHOCTOBaHUX XBOpHUX Ha 1JI® i pesysnbTaTiB ix
peryasipHoro (KoxHi 6 MicsilliB) 06CTeXXeHHAMHU
npoTaroM 6 pokiB [43]. PaHHe npu3HauYeHHA
aHTUdi6pOTHUYHOI Tepanii 3HaYHO NPOJIOHTYBAJIO
I TMOKpallyBajJoO AKICTb >KUTTHA [MAL{i€HTIB,
NOJIOBXYBaJIO IX BWXXMBAHICTb, HeE3aJIeX)KHO BIiJ
Biky (0,76 (95% AI: 0,59-0,99; p = 0,049) ana
nauieHTiB < 75 pokis, 0,71 (95%-A1: 0,51-0,98; p
= 0,043) pna nauieHTiB > 75 pokiB). HemogaBHo
NpoBeJieHi JOCHi[PKeHHA [JOBOAATb, W0 [0
NpeIUKTOPiB JIETAJIbHOCTI TaKOX HeoO6XiHO
J0AATKOBO BKJ/IKOYaTH HU3bKUM BUXIJJHUH IH/IeKC
Macu Tiza (IMT) i BTpaTy Baru y nanieHTis 3 [JI$
[45-47]. Ba>xJiIMBO KOHTPOJIIOBATH Lii IOKA3HUKM i
npy IX HeraTMBHIM JMHaMILi aKTHUBHO iX
koperyBaTH. [loka3aHo, 1o nepeBunleHHs IMT (>
25 Kr/M2) HeraTUBHO KOPEJIIO€ 3 pPU3UKOM CMePTi
Ans nanieHTiB 3 1JIP. [loTpi6HO BpaxoByBaTH, 1110
6inbmiocti manieHTiB 3 1JI® npuTaMaHHUUA
BUCOKMH CTyNiHb KOMOpPG6iAHOCTI: moHaz 40 %
MalieHTiB MawTb 2-3 CYNyTHIX 3aXBOPHOBAHHS,
0 CYTTEBO MOTiplIye AKICTb IX XKUTTA |
BWXKHBaHicTh[ 39, 43].

[IpoBefieHO  MeTa-aHasli3 4aCTOTH
3arocTpeHb i pakTopiB ix BUHUKHEHHA npu VI
3a [JaHMMH [JeCATH KOrOPTHUX JOCJIIPKeHb
(3aranpHUil 06’eM BUOGipkH cTaHOBUB 11855
nanieHTiB) [48, 49]. 3aroctpenHs [JI® npoTsarom
NIepLIOT0 POKY Nepebiry XBoOpo6u BU3HAYAIHCD Y
9 % mnanieHTiB, NPOTATroM 2-X pPoKiB — y 13 %,
NPOTAroM 3-X poKiB -y 19 %, npoTarom 4-x pokis
-y 11 %. B iHmoMy fjoci/i>XeHHi IOBiJOMJIAJIOC,
110 y 1,9 % XBOpHX 3aroCTpeHHA CIoCTepiraauch
NpOTATOM  Mepuioro  MicAlud 3  MOMEHTY
piarHoctuku LJI® [50]. JocnifHUKU BUSBUIU
3HAYHO BHUILy 4acTOTy 3aroctpeHb LJI® (y 9,8 %
nayieHTiB  npotaroM  10-piyHoro  mepiopgy
criocTepexxeHHs).  [lpocneKTHBHe  KOTOpPTHe
JOCJHi/PKeHHA  IOKasaJo, 10 3arocTpeHH:A
NpoTAroM 3-X POKIiB BH3Hadaluch y 18,6 %
ob6ctexxeHux [51, 52]. Ii gani cmiBmagamTb 3
pesyJibTaTaMM  IHIIOTO  PeTPOCNeKTHUBHOTO
KoropTtHoro gocaimxkenHs [53]. IlizcymoByouun
yce BHIe3a3HavyeHe, O4YeBHJHO, 10 4YacToTa
3aroctpens npu JI® e BiiHOCHO BUCOKOW. ToMy
aKTyaJIbHOIO npo6/ieMoo 3a/IMIIAETHCA
Heo6XiiHicTh CBOEYACHOTO NpU3HaYeHHA

JIiKyBaHHA i NpoQiJlakTUKU BUHUKHeHHA VIO 3
MeTO0 3HWKeHHS PU3UKY 3aroCTpeHb XBOPOOH.
AKTHUBHY yBary HayKOBL[iB I pUBepTaE
MOLIYK HOBHUX aJrOPUTMIB [iarHOCTHUKU Ta
jgikyBaHHA [IJI® [27, 39, 54-64]. ¥ gocaimkeHHi,
npoBefieHOMy B ITauii, oniiHeHO 0QEeKTUBHICTb

MOHO- i KOM6iHOBaHOI Teparmiil
IJIIOKOKOPTHUKOCTEPOIAHUMH npenapaTramu
cepes mnauieHtiB 3 IIJI® [18]. I[lepeBaxkHii

6ispmocti nanieHTiB (93 %) npu3HavaBcA
npeJiHi30J10H, okpeMo (40 %) abo B noeHaHHI 3i
CTepoifo36epiraloyumMu IMyHOCYNIpeCUBHUMHU
IpenapaTaMy, TAKHUMH fK, 30KpeMa, MeTOTpeKcaT

(52 %). Ipu uppbomy y 35 % malnieHTiB
PO3BUHY/JMCA  CTaHJApTHi, TMoOB'A3aHi 3
NpHU3HAYeHHAM TJIIOKOKOPTUKOCTEPOI/iB,
HebaKkaHi sBHUIIA.

AHTU]IGpOTHUYHA Tepamif i3 BKJIWYEHHAM
TaKUX HOBITHIX NIpenapaTiB AK HiHTeJaHI6 Ta
nippeHiloH npusBesa [0 3HAYHOIO Nporpecy y
JikyBaHHi I3JI 3 ¢i6po3yrouum ¢eHOTHUNOM, Yy
ToMy uucii — JIP [27, 39, 64, 65]. Take jJ1ikyBaHHA
CIpUsE CIOBIIbHEHHIO 3HM)KeHHs II0Ka3HMKIB

¢yHkLil JsereHb y manieHTtie 3 1P, 13J],
aconiiioBaHux i3 ckiaepojepMmiero Ta IJI®
HeBHU3Ha4eHOI eTioJIoril.

ITpu 13J1, acoliioBaHUX i3
3aXBOPIOBaHHAMU CHOJIy4YHOI TKaHHWHY,
NpU3HAYEeHHA IMyHOMOY/II010401 Teparii
(Tonunisymab, puUTykcuMab, MikodeHosaTy

ModeTHJ) TaKOXK CIOBIIbHIOE 3HMKeHHA PIKEJI,
Ta, B OKpeMUX BUIIa/|Kax, 4aCTKOBO MiJIBUIIYE [leH
MOKa3HMUK, L0 MiATBEp/KeHOo pe3yJbTaTaMu 12-
MiCAYHOTrO CIIOCTEepeXXeHHs 3a MnallieHTaMu [39,

56, 58, 62].
IIpu3HavyeHHA disioTepaneBTUYHOTO
JIIKyBaHHA B KOMIIJIEKCI JIIKyBaJIbHO-

npodinakTUYHUX 3axXOAiB TMOMITHO 3MeHUIyE
KJIIHIYHy CHUMITOMAaTHKy (KalleJb), MOKpaLlye
nokasHuku 6MWT y oci6 i3 3aAuLIKOI0.
OkcureHoTepania TakoX 3MeHIIye CUMIITOMHU Ta
MOKpallye AKICTb XUTTA y nauieHTiBs 3 13J],
0CO6JIMBO NPH PiBHAX caTypallii, HK4Iux 3a 88 %.
JlJ11 YaCTUHHU NALiEHTIB 3 TEPMiHAJIbHOIO CTAL €0
13J1 eqUHOI0 OMNIEI, LI[0 MOXKe YCYHYTHU AUXAJIbHY
HeJlJ0CTaTHICTb i NOJAOBXUTHU TPUBAJIICTD XUTTH,
3a/IMLIAEThCA TPAHCIJIAHTALlid JIeTeHb.

TakuM 4YMHOM, IiJCYMOBYIOYM HaBeJeHi
JlaHi, c/1i/] 3a3HAYUTH, 1[0 HAMGI/IbII aKTyaJlIbHUM
NUTAHHAM, W0 CTOiThb Tmepex  daxiBUAMHU
pecnipaTOpHOi MeJWMIIMHU Ha CbOTOAHI, €
KOMILJIEKCHUM miaxix o mnpo6aemu I13J1. le
nepej6a4ae  NpoBeJleHHA  NpoQilaKTHYHHUX
3axof[iB  3a HaABHOCTI  acouioBaHUX 3
KOHKDeTHHMH  eTiOJIOTIYHMMH  YMHHHUKaAMHU
BapiaHTIB 3aXBOpIOBaHb, CBOEYaCHe, PaHHE IX
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BUSIBJIEHHSI i 3abe3neyeHHs1 HaJlaHHS IIOBHOIO
06cAry MeJWYHOI J[JONOMOTH, IO [03BOJIUTH
MOJOBXUTHU TPUBAIICTb 1 NMOKpallleHHA SAKICTb
JKUTTA L€l 1€l KaTeropil nauieHTiB.

BUCHOBKH
1. PeaynbTatu YUCJIEHHUX
enifieMioJIOTiYHUX JOCJIiPKeHb CTOCOBHO

NOIIMPEHOCTI Ta cMepTHOCTI Big 13J1 Ta IJIP,
30KpeMa, IPOBe/ieHi B pi3HUX KpalHax, cepef 0ci6
Pi3HUX eTHIYHUX IPYIl i pac NpPOTATOM OCTaHHIX
JABOX eCATUJIITD, CBI[YaTb NP0 IX NpOrpefiicHTHe
3pocTaHHA B KpaiHax €EBpomny, IliBHIYHOI Ta
IliBpenHoi AMepukH, Asil. BcTaHOBJIeHO, 1[0 B
KpaiHax EBpPOIU NOLIUPEHICTDb IJUX 3aXBOPIOBaHb
€ [Jell0 BHUIIOK INOPIBHAHO 3 I[IOKa3HUKOM
nalieHTiB a3ilicbKOl pacu.

2. JlaHi, OTpMMaHi pi3HUMU [OCAIJHUKAMHU
NiATBEpPKYIOTh LIUPOKY BapiabesbHICTb
cnektpy ®I3J1. Tak, B kpaiHax EBponu HaNGiIbLI
yacTo 3ycTpivaetbea IJIP, apyre micue mocigae
ifionatuyHa HecnenudivyHa iHTepcTUIia/NbHA
IIHeBMOHIifl, Ha TpPeTbOMY micuyi - 13J],
acoliioBaHi 3 ayTOIMyHHUMHU 3aXBOPHOBAHHAMH
CHoJIy4HOI TKAaHMHM (Hal6iJIbIl YacTo OB’ A3aHi 3
CKJIepoJiepMi€l0 i peBMaTOIAHUM aApPTPUTOM).
YeTBepTe Miclle 3a NOIIMPEHICTIO 3aiiMae
rinepceHCUTUBHHUMN IIHEeBMOHIT Ta
HekaacudikoBaHi 13J1, Ha octaHHbOMY Micni — 13J1
Ha TJIi CapkKoiZo3y. bBisblIiCTh [JOC/IIAHUKIB
BigMiyae mBuAke mnporpecyBaHHsa PI3JI, mio
3yYMOBJIKOE 3HUXKEHHSA AKOCTI KUTTA 1 IPU3BOJUTH
[0 mepeAdacHOl CMepTi MallieHTIB, 0COGJUBO
cepen, YOJIOBIKIB. OnHak, 3aJIMIIATHCA
BIIKpDUTUMHU MUTaHHA CTOCOBHO
eniZieMioJIOTIYHUX acCHeKTiB PpiAKicHUX ¢opM
/1.
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