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MpocToTa Ao3yBaHHA: nuwe 1 Kancyna ABivi Ha go6y!’

i is ana "0 3ac v 0 3a-
coby ODEB®™
CKnap: gitoyi peqoBuHM: HiHTeAaHio; 1 kancyna Mictutb 100 Mr a6o 150 Mr
HiHTeaaHiby (y BWUMNsQi e3unaTy); JOMOMINHI peyoBuHM: TpUriiLepuan
cepeaHbONaHLIOroBi, TBepPAUM XIMP, NeunTuH (coesuin) (E322); 060s10H-
Ka Karncysm: »enatuH, rniuepuH 85%, Tutany aiokeunp, (E171), 3anisa okeua,
uepBoHuUi (E172), 3aniza okeup »oBTui (E172); YOpHMIO YOPHOro KOLopy
A1 MapKyBaHHS Karcys: Wwenak, eTaHon, nponinexnrnikons (E1520),
3anisa okcua YyopHu (E172). Nikapcbka opMa. Kancynu M'saki.
OcHOBHI ¢izuko-ximiuHi BnacTusocti: ODEB®, kancynu M'aki no 100 Mmr:
NPOAOBIyBaTi HEMPO30Pi M'sIKi XENaTMHOBI Kancyau NepcuMKoBOro Ko-
7IbOPY, 3 OAHOTO GOKY YOPHWM YOPHIIOM HAHECEHWIA IOrOTUM KoMMNaHiT
«Boehringer Ingelheim» i MapkyBaHHsa «100». Kancynu MicTaTb B'3Ky
CyYCMeH3ito ICKPaBO-XOBTOro konbopy. OMEB®, kancynu M'ski no 150 mr:
NpPoAoBryBaTi HEMPO3opi M'sKi XKenaTUHOBI Kancynv KOPUYHEBOTO KO-
NbOPY, 3 OAHOIO GOKY YOPHWM YOPHUIIOM HaHECeHWI NOroTUMN KOMMaHil
«Boehringer Ingelheim» i MapkyBaHHA «150». Kancynm MicTaTb B'A3KY
CyCMeHsilo SCKPaBO-XKOBTOro Kosbopy. (dapMakoTepaneBTUYHa rpyna.
AHTUHEONNACTUYHI 3acobu. IHriGiTopn npoTeiHkiHasu. Kog ATX LOTE
X09. MokasaHHsa. ODEB® nokasaHuit Ans fAikyBaHHS igionaTuyHoro ne-
reHeBoro ¢i6posy (/1) y popocnmx. ODEB® Takox nokasaHum ans ni-
KYBaHHS iHLIMX XPOHIYHMX (DiBPO3youmnx iHTePCTULLIaNbHUX 3aXBOPIO-
BaHb nereHb (13/1) 3 nporpecytounM deHoTUnoM y aopocamx. ODEB®
MoKasaHuin ANA NiKyBaHHSA IHTEPCTULIANbHOrO 3aXBOPIOBAHHS NereHb
NPV CUCTEMHI cknepoaepMii (cucTteMHoMy ckneposi) (13J1-CC). NpoTtu-
NoKa3saHHs. BariTHICTb (AMB. PO3Ain «3acToCcyBaHHA y Nepioa BariTHOCTI

abo roayBaHHs rpyaao»). MNigeuillieHa YyTAMBICTb A0 HiHTeaaHiOy, apa-
Xicy un coi abo fo 6yap-9Koi 3 AOMOMIKHUX PEYOBUH NpenapaTy. Cno-
ci6 3acTocyBaHHA Ta AO3U.* JlikyBaHHA NpenapaToM Mae po3noynmHaTv
Jikap 3 AOCBIAOM AiarHOCTUKM Ta NiKYBaHHA CTaHIB, NP AKUX MOKasaHuim
nikapcbkui 3acic OPEB®. [lo3u: pekoMeHAoBaHa [o3a npenapary cra-
HOBWUTL 150 Mr ABiYi Ha AOGY, NPUGNN3HO Yepes KoXHIi 12 roa. Jo3a
100 Mr aBivi Ha AOGY PEKOMEHAYETLCS NMLLEe TUM NaulieHTaM, ski noraHo
nepeHocaTb Ao3y 150 Mr ABivi Ha NoBy. SKLo Byab-ska fo3a NpenapaTty
6Gyna nponylieHa, To C/liA NPOAOBXMTI NPUIAOM NpenapaTy B No4aTkoBo
PeKOMeH/OoBaHIN A03i 38 PO3KNaAOM HACTYMNHOro NMPUIMOMy npenapary.
SAKuo nosa Gyna NponylleHa, NauUieHT He NOBMHEH NPUIAMAaTK JOAATKOBY
o3y npenapaty. MakcvManbHa 4o6osa Ao3a ctaHosuTb 300 Mr. Kopury-
BaHHSI 4O3K: NMPWU PO3BUTKY HebaxkaHux peakuin Ha npenapaT OMEB®
(ovB. po3ainu «Oco6NMBOCTI 3aCTOCYBaHHA», «MOBGi4YHI peakuii») Ha fo-
AATOK A0 CMMMTOMaTUYHOI Tepanii y pasi HeoBXiAHOCTI PeKOMEHAYETLCS
3HVKEHHA 03K ab0 TMMYacoBe MepepUBaHHS NiKyBaHHS AOTW, AOKW
HebaXkaHa peakLisi He 3HM3NTLCS A0 PIBHS, LLIO AACTb 3MOTY BIAHOBUTY Te-
panito. JlikyBaHHst npenapatoM ODEB® Moxke 6yTU BigHOBNEHe B MOBHi
posi (150 Mr agiui Ha oby) abo B 3HMXKeHIM 4o3i (100 Mr ABidi Ha 4o6Y).
AKLLIO NaLieHT He nepeHocuTb Ao3y npenapaty 100 Mr Agivi Ha 4oby, Ni-
KyBaHHs npenapatom ODEB® cnin npunuHnT. Mo6GiuHi peakuii.* Y kni-
HIYHWUX JOCNIMKEHHSAX Ta MOCTMaPKETUHIOBUIA Nepiof, Hal4acTiluMMKU Nno-
BiYHNUMUN peakLisMK, NOB'A3aHNMK i3 3aCTOCYBaHHSM HiHTeAaHiby, Gynn
Aiapes, HyAoTa i 61oBaHHA, 6iNlb y AINSHUI XKMBOTa, 3HVXKEHHST aneTuTy,
3HWKEHHSI MacK Tina i NiABULLIEHHS PiBHA (hepMeHTIB NediHku. KaTeropis
BiANycKy. 3a peLenTom. BepiHrep IHre M Dapma MMEX

MocunaHHa: 1. IHCTPYKLUIS AN MEAUYHOrO 3acTocyBaHHA npenapaTy OMEB®. 2. Distler O., Highland K.B., Gahlemann M., et al. Nintedanib for
systemic sclerosis-associated interstitial lung disease. N Engl J Med. 2019; DOI: 10.1056/NEJM0a1903076. LLKT — LWNyHKOBO-KULLKOBUI TPAKT.
O®EB" nokasaHuit Ans NikyBaHHs Ik CUCTEMHOrO CKNePOo3Y Ta iHLWMUX iIHTePCTULiaNbHNX 3aXBOPIOBaHb lereHb 3 MPOrpecyiounM GeHoTUMNoM,
acouinoBaHWM 3 IHTEPCTULINHUM 3axBopioBaHHAM nererb (I3J1-CC), Tak i igionatuyHoro ¢ibpo3sy nereHs (IO)!

™~ Boehringer
I"ll Ingelheim

i Ko. KI. P.n. UA/16115/01/02 (xancynu 150 mr); UA/16115/01/01 (kancy-
1 100 Mmr). *MosHa iHdopMauia MicTUTLCA B IHCTPYKUIT ANS MeanyHoO-
ro 3acTocyBaHHS likapcbKoro 3aco6y O®EB®.
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HAap’a lNonsikoBa

KnioyoBi cnoea:
IHTepCcTULiaibHEe 3aXBOPIOBAHHS
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cKkiepoaepmisi, CUCTEMHUN
CKJ1EPO3, PEBMATOIAHNI
apTpuT, AepMaToOMIO3UT,
cuHapom Lllerpena, 3miluaHe
3axBOPHOBAHHSI CrIOJ1YYHOI
TKaHWHW, 0iarHOCTUKA,
QYHKLIOHasIbHI JIereHeBi TecTu,
KoM’'toTepHa ToMorpaagis

3 BUICOKOIO PO34i/TIbHOMO
34aTHICTIO.

MOAII TA KOMEHTAPI

DOI: 10.32471/rheumatology.2707-6970.89.17480

NMPOrPECYIOYUN JIETEHEBUN
DIBPO3: JIIKYBAJIbHO-
AIATHOCTUYHA TAKTUKA

TA EAVNHUN LUINIbOBUA
NMPEMAPAT

HaykoBo-rnpakTnyHa KOHpepeHLUis 3 MKHapoaHO ydyacTio «Bceykpa-
iHcbkui peBmartonoridvHnii popym—-2022», npoBeneHa BceykpaiHCbkoo
acouiaviero peBmatosioriB YKpaiHu y XOBTHI MUHYJ1I0ro poky y Kuesi,
3anam’satanacs UikaBumMmu 0MoBIASIMY Ta 3Ha4YHUM IHTepecoM 3 6OKY Y1C-
JIeHHUX yHacHukiB. OaHa 3 HOBITHIX KOHLIErLiV, 1110 06roBopoBasuv i 4ac
3axoay, nossarae y paHHboOMY BUSIBJIEHHI, MOHITOPUHIY Ta JliKyBaHHI iHTep-
CTULia/IbHOrO 3aXBOPIOBAHHS JIEr€Hb — TSXKKOI0 YCKIaJHEHHSI Mavixe ycix
peBMaTu4YHNX 3axXxBOPIOBaHb ayTOIMYyHHOIro reHesy. IHHoBauiviHui npena-
par, crieyiasibHO NMPU3HAYeHW 4J15 YIOBi/IbHEHHS MOCTIVIHO MPOrpecyro-
40ro «caMooCTaTHbOro» PibPO3yH0ro rNPOoLEcy rnpuv iIHTePCTULiaibHO-
MYy 3aXBOPIOBAHHI JIEFE€Hb, — LI€ HELLI0AAaBHO CXBAaJIEHWI 10 3aCTOCYBAHHS
3a BianoBigHuM riokadaHHsM OPEB® (HiHTenaHi6) komnawii «bepiHrep IH-

resnbxavim IHTepHeLuH FmMOX» (Himev4uHa).

Y 9KMX OOCHIOXEHHSAX Ta 3 KO METOl BUBYA-
JIN OCTaHHIM YacoM npenapaTt HiHTedaHioy? MNpo ue
po3nosiB Nnpodecop PomaH AunimH, gekaH megmy-
Horo dakynbTeTy IBaHO-PpaHKiBCbKOro HalioHasb-
HOr0 MeANYHOro YHIBEPCUTETY Y A0MoBiAi «HiHTepa-
Hi® y NikyBaHHiI NauUiEHTIB 3 CUCTEMHUM CKJIEPO30M
Ta nporpecyynm nereHesum ¢idbposom». 9k 3a3Ha-
yMB OOMNOBIJaY, Lel npenapat OyB BrnepLle cxBane-
HWI N1LLEe 33 O4HMM NMOKa3aHHSAM, @ CaMe — JlikyBaHHS
inionatnyHoro ¢ibpoay nerexb (IPJ1) (Tabn. 1). Le —
crnpaBgai Tska naTonoris, ToMy Ha Hii 6yno 3pobneHo
akLLeHT 3 caMoro no4atky. Jani 6ynm iHwi gocnigxeH-
HS1, WO A03BOVIN POILLUMPUTIN CMEKTP KNIHIYHOIO BU-
KOPUCTaHHS HiHTeaaHiby.
JaHuin npenapart, 9k Haronocme OOMNoBiga4y, Mae
oapasy Aekinbka TOYOK NPUKIaAAHHS:
® € HN3bKOMOJIEKYIIPHUM iHTiBITOPOM TUPO3UHKI-
Ha3W, KN 6NIOKYE peLenTopu, y TOMy Ynci dpak-
Top pocTy TpoMbouunTie (PDGFR) a ta B, dakTop
pocTty dibpobnacTis (FGFR) 1-3 i dakTop pocTty
eHpoTenito cyamH (VEGFR) 1-3;

® iHribye HepeLenTopHi kiHasu Lck (nimpoumntcne-
umdpivyHa b6inkoBa TMPO3uWHKiHa3a), Lyn (6inkosa
TUPO3uHKiHa3a lyn), Src (NPOTOOHKOreHHa 6in-
KoBa TMpO3uHkKiHa3a src) Ta CSF1R (peuentop
KONOHIieCTUMyNo4Yoro gpakropa 1);

® nepeLukokae nponidepadii Ta Mirpadii nepsuH-
H1X HiIBPOONACTIB Yy NEreHsX JIOANHN.

BaxnmBo, WO HiHTeOaHi6 He Tinbkn 610KyE NeB-
Hi IHTepnerikiHW, ycyBaloum 3ananeHHs, ane i iHribye
BUBIIbHEHHA NPO®IBPO3HMX MeaiaTopiB 3 MOHOUM-
TapHUX KNiTUH NepndepmnyHOoi KPOBI, ranbMyo4mn 3a-
naneHHs, aHrioreHes, nponidepauiio, Mmirpauito Ta
BUXMBaHHA pibpobnacTiB. TakMM YMHOM, HiHTeAaHIb

CTae Ha 3aBagj peanidauii nato@izionoriyHnx MexaHia-
MiB QiBpPO3yBaHHS.

TaGnuus 1
XpoHosorisi cxBaneHHs npenapary HiHTeAaHi0y YnpaeniHHIM
3 KOHTPOJII0 32 Xap4OBMMM NPOAYKTaMM Ta JliKapCbKUMM
3aco6amu (Food and Drug Administration — FDA) CLLUA 3a pisHumu
NoKa3aHHAMM i3 3a3HaY€HHSAM BiANOBIAHUX AOCNIAKEHb
(www.accessdata.fda.gov)

Aatu MokasaHHs LocnipxeHHs
CXBaJICHHS!
15/10/2014 |gionatnynmin nereHesuin i- -~ TOMORROW (Il pa3sm)
6po3 (INP) 1a INPULSIS-1 12
INPULSIS-2 (lll pa3u)
06/09/2019 IHTepCTULiaNbHE 3aXBOPIO- SENSCIS (Il pasm)
BaHH$ JIereHb Npu CUCTEMHIN
cKnepoaepMii (cucteMmHomy
ckneposi — 13/1-CC)
09/03/2020 IHWi xpoHiyHi $ibpo3ytoyi iH-  INBUILD (11l pa3n)

TepCTuLianbHi 3aXBOPIOBAHHS
nereHb (13J1) 3 nporpecyiounm
HEHOTUNOM Y AOPOCINX

MpupoaHUIA PO3BUTOK XPOHIYHUX DiBPO3YOYNX
I3J1 3 nporpecytoym GeHOTUNOM BiAMNOBIAAE TakKo-
My npu J1d Ta e:
® NporpecyrynMm (36iNbLLIEHHS BUPaXeHOCTi pec-
nipaToOPHUX CUMIMTOMIB, NPOrPeCcytoye 3HMKEHHS
OYHKUiT NereHb, 3HMKEHHSA AKOCTI XXUTTH Ta paH-
HSl CMEPTb);

® «CaMOAO0CTaTHIM», 3a BAyYHUM BUC/IOBOM [0-
rnoBifaya, 3 yTBOPEHHAM XMOHOro Kona natodi-
3i010MYHMX peakLuin, CBOEPIOHOro perpetuum
mobile (nar.);

® HE3aNeXxHUM Bif, KNiHIYHOI NnepLionpuynHN abo

CTUMYNY.

OTxe, 9kWwo kackag natodisioNoriyHnx NpuyrH

3anyLweHo, TO HaBiTb MOBHICTIO YCYHYBLUM BIMJIVIB YYH-
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MOAIT TA KOMEHTAPI

HUKa, O NOro CNPUYNHUB (Hanpuknag nicng noBHo-
ro BmBeneHHs Bipycy SARS-CoV-2 3 opraHisamy), 3y-
NMUHUTK Take PiBPO3yBaHHA HEMOXIMBO. JoBOAUTL-
cq, gk nigkpecnus P. AuuiinH, B 060B’A3KOBOMY
nopsiaxy BiACNIAKOBYBATU AMHAMIKY MPOrpeCcyBaHHS
Ha OCHOBI GYHKLiOHaNbHUX nereHeBux TecTiB (DJIT),
ONs 9KUX NpUTaMaHHI 3MiHU 32 PECTPUKTUBHUM TU-
nom, Ta KoOMM’toTepPHOI ToMorpadii 3 BUCOKOIO PO3-
ninbHoto 3paTHicTio (KTBP). 3 ornagy Ha WBUAKICTb
MPOrpecyBaHHs Ta BUPAXKEHICTb NATONMONYHMX 3MiH,
L0 po3BMBatOTLCS, Po3pobka edekTMBHOro npena-
paTy, 34aTHOro YNoBiIbHUTM NporpecyBaHHs Gibpo-
3y Yy 3B’A3KYy 3 pSAOM Ho3onorin (tabn. 2) Bigirpae
Taky BaXx/MBY pOJib.

Ta6nuusa 2
MoxnuBi giarHo3u xeopux i3 ¢piopoayrouum I3J1

Igionatnyna HecneumdiyHa iHTep-
CTULjanbHa MHEBMOHiIS
HeknacudikoBaHa igionatnyHa
iHTEpCTULiaNbHa MHEBMOHIS
linepyyTnnBmit NHEBMOHIT

3MiluaHe 3axBOPIOBaHHS CMOMYY-
HOI TKAaHUHK
13/1-CC

I3]1, noB’s13aHe 3 ekcnosuuieto (ni-
KiB, iOHI3Y04Or0 BUNPOMiHIOBAHHSI,
XiMiYHUX PEYOBHH TOLLO)

13]1, acouiiioBaHe 3 peBmatoigHum  Capkoifos

apTpuTOM

IHwe ¢ibposyioye 131

3okpema y gocnigxeHHi INBUILD B3anu yyacTtb
NMPOBIAHI KpaiHM CBiITY — ycboro 15. 3anyyeHHsa na-
LLIEHTIB i3 KpaiH 3 BUCOKMM PiBHEM 00X04Y CBiAYUTD,
LLLO HaBiTb OJ151 TaKUX NaUIEHTIB € aKkTyaslbHUM OTpU-
MaTu LWaHc cTpumaTn XBopooby. [nadaiiH, sk 3a3Ha4mB
[onosigay, uikaBuin TMm, WO 3a AeFGKMMU 3 yHaCHU-
KiB, Y TOMY YNCAi TUMW, XTO NiCNS 3aKiHYEHHS TEPMi-
Hy 3achninneHHa (52 Tnx) nepenwos 3 rpynu nna-
1eb0o 40 akTMBHOIMO NliKyBaHHS, CNOCTEPIraloTb BXE
Kinbka pokiB. Lle BaXMBO 3 ornsgay Ha MOXJ/MBICTb
«(DEeHOMEHY BMCNN3aHHA», IKOro y BUNnagky HiHtena-
HIOY BOAETLCS YHMKATU 3aBASKN iHMOyBaHHIO HeEpe-
LLeNTOPHUX KiHa3.

OkpimM gocniaXXeHHs epekTiB HIHTeaaHiby, nochi-
oxeHHa INBUILD gano 3amory 3po3yMmiTu npupogHy
icTopito nporpecytoumnx dibpo3Hux I3J1. Tak, ckopu-
roBaHa WBUAKICTb 3HMXEHHS QYHKLIOHANbHOT XUT-
TeBOi eMHOCTI nerexb (PXEJT) npoTarom 52-TuxHe-
BOro nepiony (NepBuHHa KiHUEBaA TOYKA) cTaHOBUAA
—80,8 mn Ha pik y rpyni HiHTegaHiby Ta —187,8 mn
Ha pik y rpyni nnauye6o (p<0,001) [1] (puc. 1). bes-
YMOBHO, L& Ay>Xe BaromMma pi3HuLSA 3 KJiHIYHOT TO4YKM
30pYy, TUM Binblue, WO Y NauieHTiB TaKOX Bia3Hava-
NN NigBULLEHHS SKOCTi XUTTH, BUMiIpsSHE 3a A0no-
MOroto cneuianbHoro onutysanbHuka (King’s Brief
Interstitial Lung Disease Questionnaire — K-BILD).

MopibHMMKN € TEMNU 3HMKEHHSA DYHKLIOHANBHOI
30aTHOCTI JIEreHb B Pi3HUX NONynsuiax 3rigHO 3 pe-
3ynbTaTamMu iHWIMX JOCHIOXeHb (puc. 2).

JoCcToBipHE 3MEHLWEHHSA KiNbKOCTI 3aroCTPeHb
I3J1 abo BunaakiB cmepTi Ha 33% € He MeHLU BaXu-
BUM 3 KJ1iHIYHOI TOUYKM 30pY MOKA3HUKOM, WO CBIOYUTb
He AuLwe NPOo NiABULLEHHS SIKOCTI, ane N NO0BXEHHS
TpuBanocTi XutTa (tabn. 3).

Hintepani6 (n=332) Mnauebo (n=331)

0
-20
-40
-60
-80
-100
-120
-140
-160 A =107,0 mm/pik
180 (95% LI 65,4;
148,5, P<0,001)

-200

Mn/pik

Puc. 1. CkopuroBaHi piyni Temnu 3HuxeHHs OXEJT (mn/pik) 3a gaHnmm
INBUILD (nepBuHHa kiHLeBa Touka) [1]

INBUILD SENSCIS INPULSIS
0
-50
- 2,41
80,84
« -100 , —
= -93,3
s A = 41,0 mMm/pik -113,6
150 (95% A1l 2,9;
79,0, P<0,04)
-200 -187,8
A =107,0 mm/pik A'=109,9 mm/pik
(95% [l 65,4; (95% LI 75.9; e
_o50 | 148,5, P<0,001) 144,0 P<0,001)

Puc. 2. Temnu 3HuxenHs ®XEJ (mn/pik) 3a aaHumu pisHux gocni-
IoxeHb [1, 2, 3]

Ta6nuus 3
BTopuHHa KiHueBa Touka — 3arocTpeHHs I3J1 a6o cMepTb y4acHuKiB
pocnipxkeHHs INBUILD [4]

MokasHuk Hintepani6 (n=332) Mnaue6o (n=331)
KinbKicTb NaLieHTiB 3 no- 46 (13,9%) 65 (19,6%)
nismu, %

KinbkicTb nawieTis, 36 (10,8%) 45 (13,6%)

o nomepnu, %
KoediuieHt pusuky (KP) 0,67, 95% posipunit intepsan ([l) 0,46—0,98
3HuxXeHHs Ha 33%

3HAYEHHS p 0,04

Mpodinb nobivHnx edekTiB HiHTeaaHiby y nadj-
€HTIB i3 nporpecytyoto ¢ibposHoto I3J1 xapakTe-
PU3YETHCH FTOIOBHUM YMHOM LLJTYHKOBO-KULLKOBMW-
MU sBUWLAaMK, 3okpema aiapeeto [5]. OctaHHA mae
nepeBaxHO MOMIPHY BMPAaXeHICTb Ta NONEerwyeTb-
cs 3i 3HMXKeHHam go3u 3i 150 go 100 mr. YacToTa
KPOBOTEY Ta CepLEeBO-CYAVUHHUX NOAIN Y ABOX rpy-
nax Mmarixe He BigpisHsanacsa. Yk Haronocus P. Auu-
WwuH, npodinb 6e3nekn HiHTegaHiby BUrinHoO BiA-
pPi3HSA€E MOro Big ralkKokopTukoigie. MiacymoByto-
YU, BiH O3BY4YMB OCHOBHi BUCHOBKM 32 pe3ybTaTtamMmu
INBUILD:

1) nopiBHAHO 3 rpynoto nnauebo y nauieHTiB,
WO OTPUMYBanM HiHTegaHib npoTaromMm 52 Tux, Bif-
3Ha4YeHo CnoBiNibHEHHS NporpecyBaHHs I3J1 Ha 57%;

2) 3a yac crnocTepexeHHs 3adikcoBaHe AOCTOBIp-
HE 3HKEHHS PU3UKY BUHUKHEHHS 3arocTpeHHs 13J1
abo cmepTi Ha 33%;
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3) HEe OTPMMaHO HOBUX AAHWX LWOAO0 NOBIYHNX ABULLI,
CMPUYUHEHUX HiIHTegaHIOoM.

Y ponosigi «CCA-13J1: cknagHi NnTaHHA aiarHoc-
TUKM Ta NikyBaHHSA» OneHa Fapmiw, cTapwmnii Hay-
KOBWIA CNiBPOBITHMK BigAiny HEKOPOHAPHUX XBOPOO
cepus, pesmatonorii Ta Tepanii Y «HHL, «IHcTuTyT
Kapaionorii, KNiHiYHOI Ta pereHepaTMBHOT MeOULIMHN
imeHi akagemika M. . Ctpaxecka» HAMH Ykpainn,
po3noBina Npo noB’A3aHi i3 3axBOPOBAHHAM CKaa-
Howi. OTXe, Ha BiAMIHY Bifl YCiX pEBMATUYHUX 3aXBO-
pOBaHb, MNP KMX OCHOBHMM MAaTOreHETUYHUM NPO-
Lecom € 3ananeHHs, 13J1 xapakTepua3yeTbcs nepe-
BaXkatoumm $ibpo30M B SKOCTi NepLUoi Ta rofIoBHOI
naHku. ToX Npu uin naTonorii 4O0BOANTLCHA FOBOPU-
TN HE MPO TEPANEBTUYHE BIKHO, AKOr0 GaKTUYHO He-
Mag€, a e Npo aiarHoCcTuyHe. Yum paHiwe Mmu gia-
FHOCTYEMO 3aXBOPIOBAHHSA, TUM KpaLmmm 6yayTb pe-
3ynbTaTu.

dibpo3 € XMUTTE3ArpPO3NMBMM CTAHOM, AKUIA,
Ha Xanb, TPUBANMM Yac 3anmnWaeTbCs aCUMNTOM-
HUM. Hanpuvknapg, Konmy nauieHta noYynHaeTbes ap-
TpWT, BiH nocniwae o nikaps Yyepes3 6inb Ta nopy-
WweHHA OYHKLIi. Y TOM Xe Yac HeBennky 3aguLuKy,
xapakTtepHy ana I3J1, yacTto BiAHOCATb HA pPaxyHOK
cepLeBo-CyAMHHNX 3axXBOpPloBaHb 4n Biky. Pi6pos,
KJIIOYOBMM MEXaHIBMOM SKOro € eniteniasbHe Nno-
LUKOAXKEHHS, CXOXMI 3 aMinoigo3oM 3a HE3BOPOT-
HICTIO Ta TAXKICTIO MOLWWKOOXXEHHS, WO PO3BUBAETb-
cs. Tak, nauieHTn i3 pibpo3om nommpatoTb y 4 pasu
yacTilwe, Hix 6e3 ¢ibpo3sy (puc. 3).

Baxnuneo, WO y MONOBUHWM NALLIEHTIB BigMIYalOTb
NlereHeBi ypaXeHHs BXe npu nepBMHHOMY obcTe-
>KEHHI, 3a AaHMMK BaraTboX AO0CHIAXEHb (puc. 4).
Mpu LBEOMY KOXEH N’ATUI NALLIEHT Ma€ NOLUMPEHICTb
dibpo3y >20%, T06T0 NoTpedye NpoTudibpo3HO-
ro NiKyBaHHS.

Y natoreHesi I3J1-CC € aBi naHku, siki MOXyTb 6yTir
K NOCNIAOBHUMM, Tak i napanenbHumm (puc. 5). Ak 3a-
3Ha4ua gonoBigad, 3 ornsay Ha naToreHes € AoLib-
HUM MOEHaHHS HiIHTeaaHiby i3 NpoTM3anasnbHOo Te-
panieto imyHocynpecaHTamu (umknodpocdamia, MeTo-
Tpekcar, putykcrumab).

3MiHu B iHTepcTuULii nerexb 3a gaHumun KTBP gia-
rHocTytoTb Y 80% nauieHTiB i3 CUCTEMHOIO CKJlepo-
nepwmieto (CC), anpu aytoncii —y 90%. KniHi4yHO 3Ha-
yywe 13J1 BusenaoTb y 30% XBOpKMX i3 3a3HAYEHOIO
naTonorieto, Npu ubomMy 10-pidyHa CMEpPTHICTbL CTaHOo-
BUTb 40% [7]. Baxnu1Bo, L0 Y NepeBaxHii 6inbLiocTi
Bunagkie I13J1 po3smnBaeTbCa y nepLui 5 pokis Big, noyar-
Ky CC. A akwwo nawjieHT xBopie OinbLue Hix 15 pokis, Bi-
POriAHICTb MOro pO3BUTKY € HU3bKOLO. Y nepLui 3 pokn
I3J1 mae arpecuBHuii nepeobir. o pakTopis, L0 aco-
uirioBaHi 3 po3BUTKOM nartosnorii nerexds npu CC, Bia-
HOCSATb AUDY3HE YPaKEHHS LLKIPW, 3MIHM Ha Kanins-
pockonii, AuritanbHi BUPA3Kn Ta HAsIBHICTb JIereHe-
BOI rinepTeHasil.

Y xBopux i3 CC BaXMBO OLjiHIOBATN PO3BUTOK ypa-
XXEHH$S NereHb B AuHaMiLl:

1) ®NT npoBoauTu BCiM NaujeHTam i3 CC, noBTO-
prooYM ix KOXHi 3—6 mic npoTarom 3—5 poki.;
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Puc. 4. CryniHb ¢ibpo3y Ha KTBP y KoropTi XBopux Ha CUCTEMHMUIA CKie-
po3 (n=815) [6]

YpaxeHHs anbBeoNspPHOro
enitenio

v v

AbepaHTHa akTuBaLlist IMyHHOI cUCTEMU

v

Tinepnpoaykuis eKCTpaLentoNspHoro MaTpukcy

v

3amiHa nereHeBoi TkaHUHN Ha GiBPO3HY

YpaxeHHs cyauH

Puc. 5. Cxema natorenesy 13J1-CC [7]

2) B noganswomy naujeHtam 6e3 I13J1-CC npoBo-
onTtn AJIT WopiyHo, y iHWOMY pasi — 3a KJiHiYHOT Nno-
Tpebu;

3) KTBP npoBoasitTe NEPBMHHO Ta MOBTOPIOIOTb
Y pasi KpUTUYHO 3HAYYLLLOrO NOTiPLUIEHHS MOKAa3HMKIB
®JT Ta nosiBm HoBUX cumnTomis 13J1-CC.

AK i ANg iHWKX XBOPUX i3 CUCTEMHUMU PEBMATNY-
HMMM 3axBoptoBaHHAMK, Npu CC, ocobnuneo nepesq,
NPU3HAYEHHAM METOTPEKCaTy, paasiTb 3aCTOCOBYBA-
TN TECT 3 6-XBUNMHHOIO X0ap00t0. BapTo nam’artatuy,
Wwo nokasHukn DJIT MOXYTb 3HMXKYBATUCS 3a paxy-
HOK TSXXKKOro @ibpo3dy LWKipy rpyaHoi KNiTku, M’A30BOi
cnabkocTi, XO3J1 Towo. Y Tol Xe Yac 3HUXEHHA an-
dysinHoi 3gaTHoCTI nereHb (43J1) cBigumTb Npo nere-
HEBY riNepTeHsito.

JocnigxeHHs nokasyloTb, Wo avHamika ONT Ta
[03J1 npoTtarom nepLmx 2 pokiB CMOCTEPEXEHHS €
KpaLwumm NpeamkToOpoM CMEPTHOCTI, Hix 6a30Bi Nno-
kasHukm [8]. Tomy nauieHTam i3 I3J1-CC cnig peTenb-
HO NPOBOANTU OYHKLLIOHANIBHUI MOHITOPUHT i3 OLLiH-
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Puc. 6. lunamika 3amiHu pyHKuioHanbHMX nokasuukis (A) 13J1; (B) OXEN
y XBOpOI i3 weuakonporpecytouum I371-CC

KO NPOrpecyBaHHs Ta CBOEYACHO BUKOPUCTOBYBATH
BinblU arpecuBHU Niaxig 0o NikyBaHHSA. MNpu uboMy
0151 BUBHAYEHHs nporpecytoyoro Gibposy BUMKOpUC-
TOBYIOTb OHE i3 BU3HA4YeHb (Tabs. 4).

Ta6nuusa 4
BusHauyeHHs nporpecytouoro ¢piopo3y neretb [9, 10]

Mpoekt EUSTAR HactanoBa CLUA
Bnponosx nonepennix 12 mic
3nmxenns GXEN na >10% abo 3HxeHnsa GXEJ Ha >5% abo
3HUKeHHs OXEJT Ha 5-10% nopsag  3HuxeHHa A3J1 Ha >10%
3i 3HWKeHHaM [13J1 Ha 15%

Y aMepuKaHCbKin HacTaHOBI HA 40OAaTOK A0 pe-
3ynbTaTiB GYHKUIOHANBHOT AiarHOCTUKN BPaxoBy-
I0Tb TaKOX 30iNbLLIEHHS BUPAKEHOCTi pecnipaTopHMX
CUMMTOMIB Ta PEHTrEHOJIOTiYHI 0O3HaKM NPOrpecy-
BaHHS (NPUHANMHI 0gHa, BKJOYAO4YM HOBI LiNsH-
KN MaTOBOro ckna, 306inblieHHs naoui abo TAXKO-
CTi 6poHX0eKTasiB, PeTUKYISPHMX, COTOBUX 3MiH Ta
BTpaTy JIereHeBOoi TKaHVHW). PO3LImMpeHHs cTpasBo-
xony, MiokapaiansHuii ¢ibpo3s, nereHeBa rinepTeH-
3is, nopsan, i3 6inbl BigOMUMN 03HAKaMU, TaKUMU K
®ibpo3 WKipn Ta AuriTanbHi BUpasku, TakoX € Map-
KepamMuv NporpecyBaHHs.

Cnpoba noegHatn ABa naTepHU NikKyBaHHA —
npotTndidbpos3He Ta npoTmaananbHe, TOOTO HiHTe-
naHi6 Ta Toumnizymab, npeacTaBneHa y Hewonas-
HO ony6nikoBaHin cTtatTi aBTopie 3 CLLUA [11]. Tox
kLo maemo 13J1 3a gaHnmu KTBP, xBoporo cnig no-
iHbOpMyBaTM NPO 3aXBOPIOBAHHS, WO HECE 3arpo-
3y CKOPO4YEHHS TPMBANOCTI XUTTS. ToAi, ik 3a3Hauu-
na 0. MNapwmiw, BiH cam 6yae 3auikaBneHnin y MOHi-
TOPUHrY. FONIOBHUM NPUHLUMMNOM € NpoTndibpo3He
NiKyBaHHSA 3a HAABHOCTI Hibpo3y, NOEAHAHHS MO0 i3
npoTmMaananbHUM (Touunisymab ToLo) y pasi BUCOo-
Koi akTmBHOCTI CC, ekcTpanyibMOHalbHUX MPOSBIB.

Mpw LbLOMY 6-XBUMHHUIA TECT MOXHA MOBTOPIOBATHU
HaBiTb WoOMicsAusa. EdekTUBHICTb HiIHTeaHiOy He 3a-
NeXuUTb Bif, TUMNY ypaxeHHs wkipn (audysHa abo 06-
mexeHa CC) [12].

BnacHi cnoctepexeHHsa O. Napmiw cBigyaTtb
MpPo BUCOKY KJiHIYHY e(peKTUBHICTb HiHTeaaHiby Ha-
BiTb y TSXKKUX Bunagkax. Tak, npencraBiieHo pe-
3ynbTaTW CMNOCTEPEXEHHS XBOPOi BikOM 26 pokiB
3i weugknum nporpecyBaHHam I3J1-CC. lMpoTarom
2-r0 poKy CNOCTEPEXEHHS, KON nauieHTka npu-
MMana HiHTenaHi6, NnporpecyBaHHs 3HAYHO yMo-
BiflbHUNocs (puc. 6).

3aeepuwyoun gonosigb, O. MNapmiw 3a3Hayunna,
wo I13J1 po3smBaeTbes He Tinbkn npu CC, ane i iHwmnx
ayTOIMYHHMX 3aXBOPIOBAHHSX: peBMaTOigHOMY apTpu-
Ti (7,7-10%), nonimio3uTi i gepmaTomiodnTi (23,1-
40,3%), cungpowmi LLerpeHa (10-20%), 3miluaHomy
3axBOPIOBAHHI CNOMYYHOI TKaHUHKN (41-78%). TobTO
Ha NpPUNOMI B NONIKIHILI pEBMATOMON NPaKTUYHO KOX-
HOro AHS MOXe npunmaTn xsopux i3 I3J1. Tomy y HacTa-
HOBI AMepurKaHCbKOI Konerii pesmartonorii (American
College of Rheumatology) nauieHTiB i3 3axBOpIOBaH-
HAIM nereHb BMAineHo B okpemy rpyny [13]. 3amicTb
anbTePHATUBHUX XBOPOOOMOANdIikyounMx npenapa-
TiB TakMM mauieHTaM peKkoMeHAOBaHUA MEeTOTpeK-
carT, Xxo4a paHille BBaXxasnu, Lo Ler npenapar BUKN-
KaE YPAKEHHS NNEreHb.

3a gesaknmun gaHumm, npuHanmHi 14% naujieHTiB
i3 pEeBMaTOIiAHMM apTPUTOM MalOTb YPaKEHHS NIereHb
3a 1-5 pokiB 40 BCTAHOBMIEHHS AjarHO3y PEBMATOIAHOIO
aptputy [14]. HesanexxHumu npeamkropamu noripLueH-
He nepebiry I3J1 npu peematoigHoMy apTpuTi € [15]:

e 3BMYaliHa iHTepcTUUianbHa NHeBMOHIA (KP 2,6;

95% Al 1,0-6,7);

o PXKEJ1<80% (KP 3,8; 95% Al 1,5-6,7);

® TUTPU AHTUTIN OO0 aHTULMUTPYNIHOBOro 6in-

ka (KP 2,8; 95% Al 1,1-6,8);

e kypiHHA (KP 2,5; 95% 1 1,1-6,2).

| HaBnakw, nikyBaHHA abatauenTom, Touunisyma-
6om abo puTykcumMaboMm ynoBifibHIOBANO Nporpecy-
BaHH$A 13J1Ha 50% (KP 0,4; 95% A1 0,2-0,8). Y Toln xe
yac iHribiTopu dpakTopa HeKPO3y NyxJnH (aHTU-PHI,
30kpema, iHbnikcumab, eTaHepuenT Ta aganimymat)
Oynu NoB’a3aHi 3 pU3NKOM ypaxeHHs nereHb [16].
Tomy XBOpMX NPY BCTAHOBJIEHHI AjarHO3y peBmMaToij-
HOro apTpUTy NOTPIGHO J,OOOCTEXYBATU, MPU3HAYNB-
LK ANS noYaTky TecT 6-XBUAMHHOI XoOp0u, Ta He Npu-
3HayaTn aHTU-PHIT, skwo giarHoctoBaHo I3J1.

Tox wo Tpeba nam’ataTtu npo 13J17

1. BOHO € X1TTE3arpo3nnMBuUM yCKNagHEeHHAIM Mai-
€ BCiX pEBMATUYHMX 3aXBOPIOBaHb.

2. Y 6inbLUOCTi BUNaaKiB € KIiHIYHO aCUMITOMATUYHUM.

3. Y Takmx NaujeHTiB paHHE BCTAHOB/IEHHS OjarHo3y
NoninLye NPorHo3s.

4. Ycim naujeHTam npuv BCTaHoBMEHHI giarHody CC He-
006xiaHO NPOBOANTM KOMM’tOTEPHY TOMOorpadito Ta DJIT.

5. Mpu nporpecytodomy dibpo3i cnig HeramHo npu-
3Ha4yaTV NPOTUDIOPO3HE NiKyBaHHS — HiHTEOAHIO.

6. 3a HasiBHOCTI 3ananbHOi akTUBHOCTI NpU3Ha4va-
I0Tb KOMDiHaLo NpoTnaananbHoi Ta NpPoTUdIbpo3s-
HOI Tepanii.
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JlikyBaHHS HiHTE4AaHIGOM $IK Yy MOHO-, TakK i Y KOM-
GiHOBaHIN Tepanii € anekBaTHUM, edEeKTUBHUM Ta
3i cnpuaTnnenm npodinem 6eaneku.
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PROGRESSIVE PULMONARY FIBROSIS:
THERAPEUTIC AND DIAGNOSTIC TACTICS
AND A SINGLE TARGET DRUG

Daria Polyakova

Abstract. The scientific and practical conference with
international participation «Ukrainian Rheumatology
Forum-2022», which was held by the Ukrainian
Association of Rheumatologists last October in Kyiv,
was remembered for its interesting reports and great
interest from numerous participants. One of the latest
concepts discussed during the event is the early
detection, monitoring and treatment of interstitial
lung disease (ILD) — a severe complication of almost
all rheumatic diseases of autoimmune origin.
An innovative drug specifically designed to slow down
the ever-progressing self-sustaining fibrotic process
in ILD is the recently approved for use according to
the relevant indication OFEV®/VARGATEF® (nintedanib)
from the company «Boehringer Ingelheim International
GmbH>» (Germany).

Key words: interstitial lung disease, fibrosis,
nintedanib, OFEV, VARGATEF, systemic
scleroderma, systemic sclerosis, rheumatoid
arthritis, dermatomyositis, Sjogren’s syndrome,
mixed connective tissue disease, diagnosis,
lung function tests, high-resolution computed
tomography.
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