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PekomeHpauii npyucesveHi giarHOCTYL, MOHITOPUWHIY Ta JiKyBaHHIO IHTep-
CTuLiaIbHOro 3axBOPHOBaHHSI JIEr€Hb rpu cUCTEeMHIV cknepoaepmii (CC/L-
13J1). YHigikauis TepmiHosorii Ta nigxoais A0 AiarHOCTUKMA Ta KJTIHIYHOIo
MOHITopuHry nauieHTis 3 CC/L-13J1 Moxe nokpalunTv TakTUKy BeAEeHHs Ta
MiABULLINTY BUXKMBAHICTb Takux nauieHTIiB. Besvika yBara rnpuvaisiseTbCs pi3-
HUM rigxoaam A0 natoreHeTn4yHoro nikysaHHs CC/-13J1, B Tomy yucinpu-
3Ha4YeHHs NPOTUGIOPO3HMX penapariB, Ta ix MOX/IUBUM NepcrnekTusam.
Jns ctaHpapTu3adii nigxoaiB Ao AiarHocTvku 1a aikyBaHHs CCL-13J1 He-
006xiaHO npoBecTy MacluTabHi 6araTtoLeHTPOBI 4OCHIAXEHHS] Ta CTBOPUTY
crieuiasibHi peecTpu xBopux. 15151 BUSIBJIEHHS NALIEHTIB i3 BACOKUM PU3U-
KOM iHTepCTuLiaibHOro 3aXBOPIOBAHHS JlIereHb, B TOMY YUCJIi | JIereHeBo-
ro @ibpoasy, wo nporpecye, y nauieHtis 3 CC/L 1a kaHavaartiB Ha TpaHC-
nnaHTaLito nereHb HavbinbLL NepcrnekTUBHUM € CTBOPEHHS crieuiasibHuX
6a3 AaHux Takux nawieHTiB.

IHTepcTULianbHe 3axBOpIOBaHHS nereHb (13J1) €
OJHI€I0 3 OCHOBHUX GOPM yPaXeHHS JIereHb y NaLieH-
TiB i3 cucTemMHolo cknepoaepmieto (CCA) [3, 6]. 1311,
acoujnoBaHe 3 CC/l, cknagaeTtbCa 3 pidHMX rictonarto-
NoriYHMX NigTUNIB, HaMyacTiwe HecneundivHOoi iHTep-
CTULianbHOT MHEBMOHII Ta 3BUYAMHOI iHTEPCTMLIaNb-
HOi MHEBMOHIi. Y Takux Naui€HTIB MPOrHO3 FipLLnM, HiX
y naujeHTiB i3 CC/LL 6€3 ypaxXeHHs lereHb.

CCJA-13J1 acouiioBaHe 3 TaKMMW reHeTUYHUMM Ta
iMyHONOriYHMMK Mapkepamu, sk HLA-B62, HLA-CO6,
DR-B1-11,DR51,CD226, MMP12, SFTRE, GTGF, HGF,
TRAKI, TCRBV, IRF5, CD 247 [7].

Bipomo, wo andgysHa CCL, ska xapakTrepm3yeTb-
CS1 BEJIMKUM YP2XKEHHSAM LUKIpU Ta NOLUVMPEHHSIM CKile-
pPO3y LKipY NPOKCUMAarbHiLLE NIKTIB, € GakTOPOM pu-
3uKy po3BuTKy I3J1 Ha paHHix cTagiax CCL. MauieHTn
3 0bmexeHoto CCL, y Aknx CKepos LWKipy 3a3suyait
0OMeXyETbCS pykamMin, ANCTaNbHUMM Biaainamm KiHLji-
BOK i, MEHLLIOIO MipO0, 0O/INYYSIM i LUMEID, MEHLLI CXWUJTb-
Hi 00 po3BUTKY I3J1 Ha paHHIX CTafisix 3aXBOPIOBaHHS,
ane y Hmx moxe poasuHyTucs 13J1 gk nisHin nposs [6,
10]. NowwmpeHicTb I3J1HabnnxaeTbesa A0 50% navjieH-
TiB i3 andyaHoo CCL, (0bLunpHe ypaxeHHs LLKipy Npo-
KCUManbHille 3an’acTkiB, 0cOOMBO Ha, NPOKCUMasb-
HUMW BifAINaMu KiHUiBOK i Tyny6a) [12].

TepmiH «I3J1» LLMPOKO BUKOPUCTOBYETLCS A1 ONK-
Cy reTeporeHHoi rpynun po3nagis, aki knacmgikyoTbCs
pa3oM Yepea NoAioHiI KNiHiYHI, PEHTreHoNorivHi, dizio-
JoriyHi abo NaToNorivyHi NPosiBu.

Y nepeBaxHoi 6inbLuocTi nauieHTis is CCA-13J1ypa-
XKEHHS NIereHb XxapakTepU3yeTbCS KapPTUHOIO, fKa Ha-
3MBAETLCA HeCneumdivHO iIHTEPCTULLANBLHOIO MHEB-
mMoHieto (HCIM). MNctonatonoriyHo HCIM xapakTepu-

3YETbCH PiI3HMM CTYMNEHEM NIereHeBOoro 3ananeHHs Ta
®ibpo3y, Nnpuyomy aeski GopmMm € B OCHOBHOMY 3a-
nanbHUMK (knitnHHa HCIM), a iHwi nepeBaxHo ¢ibpo3-
HUMK (pibposHa HCIM). MauieHTn 3 6inbLu Gibpo3HO
dopmoto HCIM matoTh ripwi pesynbtati NOPIiBHAHO
3 nauieHtamu 3 knitnHHoto HCIM [1, 2].

Y meHwocTi nauienTiB i3 CCL-I3J1 BigmivatoTb
ricTonaTtonoriyHy KapTuHy 3BMYaMNHOI iIHTEPCTULLIANb-
HOi NHeBMOHii (3IIM1), a TakoX 03HaKK, NOB’A3aHi 3 iajio-
naTMYHUM nereHeBuM @ibposom (IJ1dD), akuii xapak-
TEPU3YETHCS HASABHICTIO PO3PISHEHUX BOTHULL, NPO-
nidepauiji pibpobnacTis («BorHuwa gibpobnacTis»),
HEPIBHOMIPHMM PO3MNOAISIOM LAiNFAHOK LWiNbHOro @i-
Opo3y, Mi3epPHNM 3aNaneHHsM i CTIIbHUKOBUMU 3Mi-
Hamun. Y TOM Yac 9K ricTonaTonoriyHa kKapTuHa 3BUYai-
HOI iHTepcTMuianbHOi NHeBMOHIT (3IM1) € MeHWw nowu-
peHoto, Hix HCIT, y cnony4HOTKaHMHHMX aCOLiMOBaHNX
I3J1 3a HaaBHOCTI o3Hak 3IMM (rictonaTonoriyHo abo
peHTreHorpadiyHo) 3abesnedye ripy BUXMBAHICTb
nopieHsaHo 3 HCIM [10].

HesanexHumun daktopamu pudmky CCA-13J1 € 4o-
noBiva cTaTb, adppo-kKapnbcbke NOXOAXKEHHS, Andy3-
HU NATEPH yPaXXeHHs LWKipW, aHTUTiNa 4o Tonoisome-
pasun-1 (Scl-70) Ta BUpaxeHuin ractpoedodareasb-
HU pedniokc [3].

I3J1yacTo mae 6e3cMMNTOMHUIA Nepeoir.

Hanbinbw nowmnpeHummn cumntomamu CCL-I13J1
€ Taki:

® BTOMa;

e 3aaMLuKa (CcnoyaTky 3aguiika npm GisnyHoOMy Ha-

BaAHTaXXEHHI);
® CyXUi Kallenb.
Binb y rpyaHin kniTui BigmivatoTb piako.
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Y Tor yac sk y 6inbLUOCTI MaLiEHTIB PIiKCYOTb LUKIPHI
nposisn CC/L, nig vyac susBneHHsa I3J1, iHoai y naujeHTiB
crnoyaTky giarHocTytoTb 13J1, a noTtim BuasnsioTs CC/,
Ha NiacTaBi HABHOCTI TakMx O03Hak, Kk GeHOMEH Peri-
HO, CKJlepoaaKkTunis, NO3UTUBHI ayToaHTUTINA (Hanpu-
Knag aHTUHYKIEeapHi aHTUTING, aHTUTONoI3oMepasa —
aHTn-Scl70), abo aHoManbHa kaninsgpHa Mikpockonis
HIrTbOBOI cknaaku) [3, 6, 12].

HalxapakTtepHiwoto 3Haxigkoto 13J1 nig vac ¢isn-
KanbHOro obcTexeHHs € 6ibasunapHi apibHi iHcnipa-
TOPHI XpUnu (TOBTO XPUNK HA «IMMyYKax>») Bifisi OCHOBM
nereHb. O3HaKM NereHeBoro cepus MoXHa BigmidaTu
npu I3J1, ane yacTilwe NOB’SA3aHi 3 ereHeBoto rinep-
TeH3ielo, ska Moxe BuHMKkaTn npu CCL, sk okpemuii
npouec abo pasom i3 13J1 [4].

I3J1, acouirosaHe 3 CCJ, 3a3Bmyai nigospio-
I0Tb, KONK Yy NauieHTa 3i BctaHosneHoto CC/ po3s-
BMBAOTbCS 3aaumuKka npm GisMYHOMY HaBaHTaXeH-
Hi, Kawenb, XpPUNu Npu ayckynabTtauii abo Bigxu-
JIEHHS Npun TeCTyBaHHI OYHKLUIi nereHb (nereHesi
dyHKUioHanbHI TecTn — JIOT) abo peHTreHorpami
rpynHoi knitkn. OuiHka nigo3pu Ha I13J1 y nauieHTa
i3 CC/O nopibHa 00 OLHKKM iHWNX NaLieHTiB i3 nig-
o3poto Ha I3J1. OgHak Bioncia nereHb Malixe Hiko-
N1 He NoTpibHa ans BCcTaHOBNEHHS giarHo3y CCL-
I3J1. Okpemo geTanbHO PO3rAAHYTO 3arafabHUN Oi-
arHOCTUYHMIA Niaxig Ao xeoporo Ha I13J1.

JlaGopaTopHi pe3ynbTaTu — HasBHICTb Xapak-
TEepPHUX ayTOAHTUTIN NigTBEpAXye aiarHo3 CCL Ta
MOXe BKasyBaTW Ha MigBULLEHY NMOBIPHICTb chne-
undivHUX KNiHIYHKUX NpogasiB, Takux Ak 13J1, ane
XO[HI 3 HUX He € giarHocTndHuMn ans 13J1. Hanpu-
Knapg, aHTuTINo Ao Tonoisomepasn | (aHTn-Scl-70),
fKe 3a3BMYal BM3HA4YaloTb Y pamMKax LiarHOCTUY-
HOro obcTexeHHs nauieHTIB i3 nigo3poto Ha CCL,
noe’d3aHe 3 nigpuLLeHUM pnsukom I13J1, nos’a3aHoi
3 CC/A (wytnumBicTb 45%, cneumdivHicTb 81%). Takox
aHtutinaaHtn-U11/U12 RNP ta aHtn-Th/TO (pnbo-
HyKJleonpoTeiH) noe’si3aHi 3 po3sutkom CCL-13J1.
AHTN-R052 aHTUTINA 4aCcTO acouiloI0ThCS 3 FipLWnm
nporHo3om CCJ, a ix TUTpM KOPENIOOTh 3 TAXKICTIO
CCL-13J1. Okpemo 06roBopIOOTLCA POJb | AOCTYM-
HicTb cneundivHMx NnabopaTopHUX AOCHIAXEHb Y Aia-
rHocTuui Ta nikysaHHi CCJ, [6, 12].

JIPT — BukoHyloTbCA Yy NauieHTis i3 CCL nig yac
NepPBUHHOI OiarHOCTMKM, WO6 BU3HAYUTN HASIBHICTb
i CTyNiHb ypaXeHHS nerexb, nos’s3aHoro 3 CCA,.
3rogom JIPT, gk npaBmio, NPoOBOAATL LWOPIYHO abo
3a HeoOXigHOCTI yacTiwe, Wo6 OUiHWUTM HOBWUI NoYa-
TOK 3a4MLLIKKM, Kaluno abo peHTreHorpadiyHmnx Bigxu-
neHb [10].

CnipomeTpis — NponopLiiHe 3MEHLLEHHSI 06’ eMy
dopcoBaHoro BUAVXy 3a ogHy cekyHay (OdDB,) i dpop-
COBAaHOI XMUTTEBOI EMHOCTI (PXKEJT), TOOGTO HOpManbHe
cnieBigHoweHHs OPB, /PXKEJT, pekomeHa0BaHO NpPo-
BOONTW KOXXHOMY nauieHTy 3 I3J1. MNpu cnipomeTpiiy na-
uieHTie i3 CCA-13J13a3Bmyal BU3Ha4aoTb PECTPUKTUB-
HU TUM MOPYLUEHHSA BEHTUNSALLIT: 3HUKEHHS MOKa3HU-
KiB XXEJ1, ®XEJ1 1a ODB, BiabdyBaeTbCS NPOMNOPLINHO.

MokasHuk OPB,/PXEJ1 3annuaeTbcs B Mexax
HopMU (>70%). OpgHak paHHio 1371y nauienTiB i3 CCLL
HE MOXXHA BUKJTIOYNTM 32 AONMOMOIO0 3BMYANHOI CMipo-

MeTpii. OnucaHi [ocniokeHHs, B akmx 6nm3bko 60% na-
uieHTiB i3 CC-13J1, miarHocTOBaHMM 3a OOMOMOIO
KOMMN’IOTEPHOI TOMOorpadii BACOKOi pO3AainbHOI 34aT-
HocTi (KT-BP3), manu nokasHuku cnipomMeTpii B Me-
xax Hopmu [8, 10].

06’em nereHb — PXEJ1, 3aranbHa EMHICTb Je-
reHb (3€J1), dyHKUiOHaNbHA 3aNULWKOBA EMHICTb
(P3€) i 3anmwkoBuin 06’em nereHb (30J1) MOXYTb
Oyt 3HmxeHi npu I13J1. MauieHTn 3 CCL, ki matoTb
Marixe HopManbHy PXXEJ1 npyn NepBUHHOMY 3BEPHEH-
Hi, MalOTb HU3bKUI PU3UK NPOrpPeCyBaHHA OO TAXKOI
I3J1. CnipomeTpist € BaX/IMBOIO YaCTUHOIO AiarHOCTU-
kn CCL-13J1, npoTe HegocTaTHLO YYTAMBOIO, LLOO BU-
aBuTK paHHe I3J1. OgHak HopManbHUIN 06’EM NereHb
HE MOXHa BMKOPUCTOBYBATU A1 BUKJTIOYEHHS PaH-
Hboi I3J1. MauieHTn 3 paHHiM CCL-I13J1 MoXyTb MaTn
36epexeHi 06’eMK nereHb, Hea3Baxkaroum Ha YiTki oo-
Ka3u CTPYKTYPHOIO 3axBOplOBaHHs ereHb Ha KT-BP3
i BHMXKEHHSA ANY3iiHOT 34aTHOCTI iereHb MOHOOKCU -
oy syrneuto (DLCO).

AudysiitHa 3pgaTHicTb — DLCO € yytnmneum
CKPUHIHrOBMM TecToM Ha I3J1, xo4a piako nauieH-
™1 3 CC, matoTb HopMmanbHuii DLCO, He3Baxalumn
Ha peHTreHonoriyHi o3Haku I3J1. 3HmxeHHsa DLCO
MoXe OyTV NepLLM BiOXUNEHHSM, L0 BUSBNISIETLCS
y nauieHTiB 3 CC-13J1 npu npoBeneHHi JIPT, xoua e
HecneundiYHUM; iHWI NpoLecu (Hanpukniag nereHe-
Ba rinepteHsis, KypiHHS curapeT, TPoMb60oeMOoNiyHi
3axBOPIOBAHHSA Ta aHEMIs1) TAKOX MOXYTb BMKMKA-
T1 3HMxeHHsA DLCO. Cepep nauieHTis i3 I3J1, acoui-
nosaHum i3 CCJ, 3HmxeHHa DLCO 3asBuyaii npo-
nopuiiHe 3MeHLeHHI0 06’emMy nereHnb. Kpim Toro,
3HMxeHHs DLCO kopentoe 3 TaxkicTio 13J1, Buasne-
HOi 3a gonomoroto KT-BP3, i € npeaukTopom nora-
Horo peaynbTaty [8, 10].

TecT 6-XBUNMHHOI XOAbOU — TECT 6-XBUNHHOT
x00bb6u (6-XT3X) OLIHIOE K MPONAEHY BiACTaHb (Me-
Tpu), TaK i CTyNiHb AecartypaLiii KucHio. BiH Bukopwuc-
TOBYETbCS K Mipa cybmMakcManbHUX QiSNYHUX Ha-
BaHTaXeHb NPW PiIBHOMAHITHUX NIereHeBNX 3axXBOpPIo-
BaHHAX (Hanpuknag igionatnyHuia nereHesuin Gibpos
i nereHesa apTtepianbHa rinepteHdia). OuiHka Nynb-
COBOI gecaTtypalLlii KNCHIO Moxe ByTn npobnemaTuny-
Hoto y nauieHTiB i3 CC/], uepe3 dpeHomeH PellHo Ta
noraHy nepdyasito nanbLiB. AKWO OOCTYNHE BiAMNO-
BiQHE KPIinjeHHs, BUMIPIOBaHHS My/bCOBOI caTypauii
KMCHEM 32 JOMOMOrOI0 KJTINMCU AJ19 MOYKN ByXa MOXE
OyTun 6inbw HaginHm. JecaTtypauia nig vyac nepecy-
BaHHS xapakTepHa sk ans 13J1, Tak i Ang nereHeBoi ri-
nepTeHsii [1, 2, 4].

3HayeHHsa 6-XT3X pewo obmexeHe npu CCA,
OCKIiNbKM NPOMAEHa BiACTaHb MOraHO PO3PI3HSE Navi-
€HTIB i3 ypaxXeHHsIM niereHb i 6e3 Hboro. Lle moxe 6yTu
HacnigKkom ycknagHeHb 3 60Ky ONOpHO-PYXOBOro ana-
paTy Ta nepndepunyHHnUX CyamH.

PeHTreHorpama rpyaHoi KniTkyu — BiIHOCHO He-
4yyTAMBa 4J1s BUSIBNIEHHS paHHbOi 13J11 He pekomeHa0-
BaHa [1, 2]. KnacuyHi peHTreHoNorivyHi 03Hakmn BCTa-
HoBneHoi 13J1, nos’a3aHoi 3 CC/l, Bkto4YalTb cuMe-
TPWUYHI, citTyacTi abo MaToBi NOMYTHIHHS. 3a3BuMyai
BOHW HaMbisNbLL BUPaXXEHI B OCHOBI NIereHb.
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CkaHyBaHHSa KT-BP3 — yci naujeHTu 3 nigo3poto
Ha CCA-13J1 noBuHHi npontn KT-BP3 rpygHoi kniT-
KM Nig, 4Yac nepBUHHOro obctexeHHs [5]. Bizyanizauis
K Y NOJIOXKEHHI Niexauu, Tak i Ha XXMBOTI € BaXJ/IMBOIO,
OCKINbKW paHHi peHTreHonorivHi amiHm I3J1, nos’a3aHoi
3 CC/l, 3a3Buyaii BUSBAAIOTLCS B 3AJIEXHUX OiNAHKaX
JIEreHb; CKaHYBaHHSA B MOJIOXEHHI 1EXa4n BUKOPUC-
TOBYETLCA OJ19 BUKJTIOYEHHST MOXJIMBOCTI 3a/1IE€XXKHOI0
aTenekTasy.

MatepHn KT-BP3, Bugsneni npu CCA-13J1, Bigo-
OpaxaloTb 3arasibHi rictonaTonoriyHi moaeni igio-
naTUyHUX IHTEPCTULIANbHMUX MHEBMOHIN (Hanpuknag,
HCIMM, 3IM Ta ueHTpunodbynapHoro gidbpoay).

Cepepn nauieHTiB i3 CC/L-13J1 HannowmpeHiwunin
natonoriyHmii natepH, HCIM, noB’asaHnin i3 BUsB-
NeHHsAM Ha KT-BP3 noMyTHiHHS 3a TUMOM «MaTOBOr0
ckna» Ha nepudepii (poTo 1-E). Hanbinbw paHHbOO
03Hakolo Ha KT-BP3 3a3Buyari € 3MiHN y BUrnaai By3b-
KOi, 4aCTO NoraHo OKpecneHoi cybnneBpanbHOI Nif-
BULLLEHOI WiNbHOCTI y BUrNsaAi niBMicaus B 3agHix (3a-
JIEXHUX) CEerMeHTax HMXKHIX 4acTok (poTto 1-A). Y mipy
NMPOrpecyBaHHsa 3axBOPIOBAHHSA BUSIBJIAIOTb BTpaTy
06’emy, NOB’A3aHy 3 PETUKYNSPHUMU 3MiHAMM | TPaK-
uiitHuMn 6poHxoekTazamu. CTiNbHUKOBUI MastoHOK
piako BigmivatoTs npm HCIM [5].

Y nigrpyni nauieHTiB i3 riCTOAOr4YHO KapTUHOO
3IM o3Hakm Ha KT-BP3 3a3Bunyaii noaibHi 4o ¢pidbpos-
Horo HCII. OgHak iHoai kapTuHa KT-BP3 6inbLu y3ro-
DKyeTbes 3 Takoto npu 311 3 6i6asnnapHUMn peTUKy-
NAPHUMU NOMYTHIHHAMMW, NOB’A3aHUMIW 3 TPaKLiNnHN-
MK OPOHXOeKTa3amm Ta PO3BUTKOM CybneBpanbHNX
CTiIbHUKOBUX MOBITPSAAHUX MPOCTOPIB, AKi 3peLTOo
06’eHYIOTbCS Y BENNKI KNCTO3HI MOBITPSHI NPOCTO-
pw (poTo 2) [5].

LleHTpunobynapHuii ¢ibpo3 — ue pigkicHa kap-
TUHA, fIKa NoB’A3aHa 3 NASMUCTUM «MaTOBMM CKJTOM>»
ab0 KoHcoNiAALINHAMN MOMYTHIHHAMMN 3 LEHTPaNIbHUM
posnogainom nig, 4ac ckaHyBaHHs KT-BP3. LleHTpo-
NoBYNapHi By3/IMKK Ta KapTuHa «AepeBa B OPYHbLL»
€ 03HakamMm peuuamByoHoi acnipadii.

A | T—

&e

e ————,

—_—

Crynidb 13J1, akuin BusensaoTb Ha KT-BP3, Hera-
TnBHO kopentoe 3 OXXEJ1 i € NoTy>XHUM NPeanKToOpPOM
BUXMBAHHS.

BpoHxoanbBeonapHuin nasax (EAJ1) nauieHTam
i3 CC/, Ta nigo3poto Ha I3J1 nokazanuii pigko [1, 2].
Moro ocHOBHa posib — BUKIOYUTY iHLWI NnpuynHn I3,
OpHak nauieHtam i3 CC/L, i3 aTMnoB1MmM 03HaKamMu, Ta-
KMMU K INXOMaHKa, NPOAYKTUBHUI Kallesb, KPOBO-
XapkaHHs, eo3nHodinia nepmdepryHoi Kposi abo BOr-
HULLEBaA KOHCONIAALLA Ha 3HIMKY FPYAHOI KNITKN, MOXe
O6yTn nokazaHa 6poHxockonia 3 BAJI.

[Hiarno3s 13J1, noe’sa3aHoi 3 CC/L, sk npaBuno, 6a-
3YETbCS HA HAsSIBHOCTI XxapakTepHux o3Hak 13J1 3a go-
nomoroto KT-BP3 y naujeHta 3 Bigomoto CC/] Ta Bu-
KJIIOYEHHS IHLWNX eTioNorin 3aXBOpPOBaHb NIEreHEBOI
napeHxiMmu, Takux K cepLieBa HeOCTaTHICTb, MeauKa-
MEHTO3HO-iHAYKOBaHa JlIereHeBa TOKCUYHICTb, MOBTOP-
Ha acnipaujis abo 3axBOPOBAHHS NIEreHEBUX CYAMH.

Micnsa Toro, gk I3J1 ineHTndikoBaHo Ha KT-BP3,
PEHTIEeHONOTIYHY KapTUHY MOXHa BUKOPUCTOBYBATH,
wob BU3HAYNTU, YN € BOHA TMUMOBOIO OJ1S HaMNoOLWWu-
peHiworo Tuny CCA-1311, ¢ibpoaHoi HCIM uu iHworo
Tuny 13J1, Hanpuknap, 3IM.

CKkpuHiHr nauieHTiB i3 CCL1 i3 nigBueHUM
pusukom po3BuTky I3J1 (ymoBHI
pekomeHpauii) [1, 2] (puc. 1)

PekomeHAayloTbCS:

o A JIOT;

e 5. KT-BP3;

e B. KombiHaLji uyx MeTomiB 3aMiCTb BUKOHAHHSA

nuuwe JNPT;

® He NMPOBOAMUTU CKPUHIHI i3 3aCTOCYBAHHSAM

6-XT3X.

He pekomeHAyeTbCHA NPOBOANTU PEHTreHorpa-
dito opraHis rpyaHoi knitkm (OrK), ambynatopHe Bu-
3HaYeHHs aoecartypauii, 6pOHXOCKONID Ta XipypridyHy
Bioncito nereHob.

MporpecysaHHa CCA-13J1 koHCcTaTyiOTh 32 HasB-
HOCTI Takmx 03Hak (puc. 2):

® 30iNblLUEHHS BUPaXXeHOCTi cuMnToMiB abo nosiea

HOBWX KJiHIYHMX 03Hak CC-I3/T;

A

s

i

Puc. 1. A — CybnneBpanbHi peTUkynspHi aHomanii y BUrnsai niBMicaus B 3afHix (3aneXHNX) CErMeHTax HUXHiX 4acToK. b — NOMyYTHiHHS 3@ TUNOM

«MaToOBOro ckna» Ha nepudepii
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[ S
Puc. 2. CrinbHukoBa nereHs i TpakLiiiHi 6poHxoekTasn

® 3HIDKEHHSA caTypauii Micns TECTIB 3 HABAHTaXEH-
HAM (6-XT3X);

® 3HMKEeHHA DXKEJT, DLCO (ouiHka B AnHaMiLLi);

® MiABULLIEHHS CTYMNEHS YPaXKeHHs niereHb abo no-

siBa/nporpecyBaHHs ¢ibpo3y Ha KT-BP3.

Y naujeHTta 3 I3J1 (kpim IJID), akmii Mae peHTreHo-
NorivyHi o3Hakn nereHeBoro ¢ibposy, nporpecy-
tounii nereHesunii di6po3 (MJ1P) Bn3HavaeTbCa sK
NMPUHaMMHI 2 3 HACTYMHUX 3 KPUTEPIiB, WO BUHU-
KM NPOTSArOM OCTaHHbOro PoKy 6e3 anbTepHaTUB-
HOIrO NMOSICHEHHS: KOMOiHaLia 30iNbLIEeHHS BUpaxe-
HOCTIi pecnipaTopHUX CUMNTOMIB, Pi3ionoriyHnx abo
PEHTreHOI0rYHMX 0O3HAK MPOrpecyBaHHS 3aXBOPIO-
BaHHs [9].

dizionoriyHi 03HaKM NPOrpecyBaHHs 3aXBOPIOBAH-
HS1 I'PYHTYIOTbCS Ha abCONOTHOMY 3HUMXKXEHHI PXKES

/

25% npoTtarom 1 poky cnocTtepexeHHs Ta/abo ab-
COMOTHOMY 3HMXeHHI DLCO >10% npoTtarom 1 poky
CMOCTEPEXEHHS.
PapionoriyHi 03Haku nporpecyBaHHs 3aXBOPIOBaH -
HS FPYHTYIOTbCS Ha MosiBi abo 36inbLLIEHOMY PO3MIpi
¢ibpo3Hmx o3Hak Ha KT-BP3, a came[9]:
® NiABULLIEHHSA CTYrNeHs abo TAXKOCTI TpaKLinHMX
OpoHxoeKTasziB i OPOHX0eKTasiB;
® HOBE MATOBE MOMYTHIHHSA 3 TPAKLLIHMMN BPOHXO-
ekTazamu;
® HOBA TOHKA CiTKa;
e 30iNblUEHHS ab0 NiABULLIEHHS TOBLLUWHU PETUKY-
NApHOI aHOManii;
® HOBi 200 36iNbLUEHI COTW.

NMOYATOK TEPAMII

OntumansHe nikyBaHHa CCL1-13J1 HeBigome. Basy-
I0UYNCb HA HAsIBHMX JOKa3ax, PEKOMEHA0BAHO PO3ro-
yaTu iIMyHOCYMpPECMBHY Tepanito y NauieHTiB i3 CUMI-
TomaTtuyHoto CCJA-13J1 Ta o3Hakamu, dKi cBigvaTb
Npo BUCOKY MMOBIPHICTb NporpecysaHHda. ModeTu-
ny mikopeHonaty (MM®) HapaloTb NepeBary B IkoC-
Ti NOYaTKOBOI Tepanii NOPIBHAHO 3 uuknodocdami-
[0M Yyepes Kpalwmii npodinb 6e3nekn Ta NOPIBHAH-
HY e(PEKTUBHICTb, K OMMCAHO B HACTYMHNX PO3iNnax.
A3aTionpuH € anbTePHATMBOIO, IKY MOXHA PO3MISHY-
TV ONK NauUieHTiB 3 NpoTUNoKasaHHsaMM abo Henepe-
HocuMICTIO Unknodpocdhaminy Ta MM®.

Moka3aHHA. TOYHI KpuUTEpIi N9 noyaTky iMyHOCY-
npecusHoi Tepanii CC1-13J1He BCTaHOBNEHO, i PilLIEH-
HS1 NPO NoYaToK Tepanii Moxe 6yTu cknagHUM, OCKifb-
Kn nepesaru Tepanii € CKPOMHUMU, @ TOKCUYHICTb —
3HayHoto. Ockinbkn y 6aratbox nauieHTiB i3 CCL-13J1
BiAMiYaloTb cTabinbHMI Nepebir abo xBopooby, Lo Nno-
BiNbHO nporpecye, BMbip BianoBiaHoI Tepanii noTpe-
O6ye 6anaHcy MiX YHUKHEHHAM MOTEHLiNHO TOKCUY-
HMX 3aCc00iB y LMX NALEHTIB i HAQaHHAM Tepanii TUM,

i\ MauieHT 3 CCL /]‘

: ,

. ) ) Hi
OLHUTW HasBHICTb CUMMNTOMIB
Ta o3Hak I13]1

NiABULLEHNI PU3NK
13n?

I Tak

CKPUHIHI

JIEFEHEBI ®YHKUIOHAJBHI TECTU

(cnipomeTpisi, nereHesi 06’emu Ta AndpysinHa 3aaTHiCTb) Ta KT OrK

TecTyBaTW, SIKLLO NpUCYTHI cumntomm |31 Hi
PO3IMAHYTY LLIOPIYHUIA CKPUHIHT Y NaLlieHTiB
BUCOKOrO PU3NKy

v

131 giarHocToBaHa?

I Tak

‘ CCL: koxHi 3-6 mic 1-1 pik, noTim pigLue, konu cTabinbHUi

n

JIETEHEBI ®YHKUIOHATBHI TECTU

& AMBynaTopHuiA TeCT Ha AecaTypauito KoxkHi 3-12 micauiB & KT OI'K

MOHITOPUHI

BMCOKOI pO3ainbHOT 34aTHOCTI 3a NoTpetn

4

2023
D YMOBHi pekomeHaaLlii ‘

College of
Autoimmune Rheumatic Disease

https://assets.contentstack.io/v3/assets/bltee37abb6b278ab2c/blt7e2cadfc7bc986fb/interstitial-lung-disease-

ine for the ing and itoring of

(ACR) ial Lung Disease in People with Systemic

guideline-summary-screening-monitoring-2023.pdf

Puc. 3. CkpuHiHr Ta MoHiTopuHr I3J1y nauienTi i3 ckneponepMieto.
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3ANPONOHOBAHE BU3HAYEHHA NPOIPECYBAHHA 3AXBOPHOBAHHA

SHUMeHHA PHKEN

’ <5% I

] SHUMEHHA DI]CO <15% I

Hemae gaHwx Woao |
NpOrpecyBaHHA 3aXBOPIOBaHHA

3HMMeHHA DLCO 215%

CBiflMeHHA NporpecyBaHHA
3aXBOPHOBAHHA

DHEN: dopcoBsHa MHTTERE EMHICTE nerels; DLCO: audysilina 3aaTHICTE nerede gna CO

Puc. 4. Oujinka nporpecyBaHHs 13J1y nauieHTiB i3 ckneponepmieto.

y KOro HanimoBipHille nporpecyBaHHs. OcobaMBOCTi,
MoB’A3aHi 3 MPOrpecyBaHHAM 3axXBOPIOBAHHS JIEME€Hb,
onucaHi Huxye (Tabn. 1).

TaGnuus 1

Oco6nueocti CCA1-13J1 3 nigBMLLEHOIO IMOBIPHICTIO NPOrpecyBaHHs
3aXBOPIOBAHHS

1. TpuBanicTb 3axBopioBaHHs <4 pokiB

2. Audy3Hunii WKipHUit CUCTEMHMIA CKNepo3
3. DyHKUioHaNbHI nereHeBi TecTn

OXEN <65%

DLCO <55%

4. KT-BP3

13]1, wo ypaxye >20% nerexb

5. CeponoriyHi 3MiHu

AnTuTina fio Tonoizomepasu | (aHtn-Scl-70)

BBaxaeTbcs, WO NauieHTn, WBMAaLle 3a Bce, OTpuU-
MatoTb KOPUCTb BifL Tepanii, AKLLO ii po3rnoyaT Ha paH-
HiX CTa4ifX 3aXBOPIOBAHHSA, 10 TOr0, 9K BUSIB/IeHa CyT-
TeBa BTpaTta pyHKLji nerexHb. NMpnbansHo y NoMOBUHU
nauieHTis i3 CC/, wo nporpecye, npu I3J1 HaiweuAa-
e 3HMXKeHHs DOXKEJT BinbyBaeTbCA MPOTArOM NepLUmnx
3 poKiB Bif, No4aTKy 3axXBOPIOBaHHS, LLIO BKA3ye Ha Te,
LLLO MOLLKOMXKEHHS NnereHb i pidbpo3 MoxyTb OyTM paH-
HIMW YCKNaAHEHHAMMU.

Oco6nuneocTi, NoB’a3aHi 3 NporpecyBaHHAM
13J1, BkKno4yatoTb HacTynNHe:

e TpuBanicTtb I3J1. 3rigHo 3 gaHMMuK cnocTe-
peXeHb, NauieHTn 3 paHHboto CC-13J1 yac-
Tilwe MaloTb aKTUBHE 3anasjieHHda Ta pearyTb
Ha ¢papmakonoriyHe BTPy4YaHHsS iMyHoOcynpe-
CMBHMMU Npenaparamu, Hix nauieHTn 3 Tpmea-
NIMM 3aXBOPIOBAHHSAM. X04a HEMA€E EAMHOT AYM-
KM LWOA0 TOro, 9K C/if, BU3Ha4aTn paHHE 3axBO-
proBaHHS, 3a3BM4ail LLe CTOCYETbCH NOYATKOBUX
12-24 mic 3axBoptoBaHHa CC/Ll 0o BCTAHOB/EH-
HSl 3HAYHOIr0 HE3BOPOTHOro Gibpo3y opraHis;
nereHeBa ¢yHkuisa. MNpu CCO-I3J1 He nigTBEp-
[PKEHO XOAHUX creundivyHmx nokasHukis JIPT gk
Tpurepis ans novatky Tepanii. Cepii TecTiB, aki
OEMOHCTPYIOTb MOFIPLUEHHS fIereHeBoi OYHKLIT
(Hanpwuknapg, 210% 3HmxeHHs OXKEJ1abo DLCO),
€ 03HaKOI0 aKTUBHOIO 3aXBOPIOBAHHS, A4S KO-

ro cnig PO3rnsiHYTV MOXJ/MBICTb NOYATKY JliKy-
BaHHs. JIOT, WO AEMOHCTPYIOTb PECTPUKTUB-
HUIA BEHTUNALIAHUIA fedekT (TOOTO 3HMXKEHHS
PKEJ1, Wwo 4acTo CynpoBOAXKYETLCSA SHUKEHHAM
dXKEN, 3i 36epexeHMm ODPB, no OXEJT) i 3HN-
xeHHa DLCO Bignosigatote CCL-13J1;

KT-BP3. lae moxnuBicTb BusiBUTK I13J1 Ta CTY-
NiHb YPaXXEHHS NNEreHb, a TaKOX MOXe BKa3yBaTu
Ha NporpecyBaHHsi 3aXBOPIOBaHHs. HadBHICTb pa-
pionoriyHoro ¢ibpo3y nerexb y nauienTis i3 CCL,
Ha NnoyaTKkoBOMY eTani MiABULLYE PU3NK CMepPTI
HaBIiTb Cepen TuX, y KOro 36epexeHa NnpumMmyco-
Ba XXEJI.

MouaTtkoBa Tepanis [1, 2] — onga nauienTis i3 CCO-
I3J1, B aKmx BigMivaoTb pecnipaTtopHi CUMNTOMMU, aHO-
ManbHy Ta/abo 3HMXEeHyY nereHeBy dYHKLIO, Bidyari-
3auinHi gokasw I3J1 Ta BiACYTHICTb 03HAK aKTUBHOI iH-
dekuji, pekomeHgosaHo MM® sk noyaTkoBy Tepanito,
a He iHwWi BapiaHTu (cTyniHb 2C), BUXOAs4N 3 BiGHOC-
HO XOPOLLOro npodinto nobivHMx epekTiB i TPUBANOCTI
KNiHIYHOrO AOCBIAY 3aCTOCYBaHHS LbOro 3acoby; oA -
Hak Touunnisymab i umknodocdamin € pO3yMHOIO anb-
TEPHATUBOIO 4S9 OKPEMMUX NauieHTiB (Tabn. 2; puc. 3).

Tabnuug 2
Mpenapatu 1-i nidii npun nikyBanni CCA-1311

Mpenapatu 1-i nixii

Touunizymab
MMo®
Putykcuma6
A3sationpuH
Linknodocdamip,
Hintepanio
Hanonernuea pekomeHAaLlis npoTH FNIOKOKOPTUKOIAIB

BuGip no4aTKOBOro 3aco0y — Micisl yXxBaseHHs
pilleHHs Npo noyaTok Tepanii I3J1 pekoMmeHa0BaHO
BukopuctoryBat MM® 3amicTb uuknodpocoami-
Ay 9K N04aTKOBY TEpPanito, FPYHTYOYMCh Ha JoKa3ax
MOPIBHAHHOI ePEeKTUBHOCTI Ta Kpaw,oro npodinto
nobivyHux edpexTiB gng MMO.

Touuniaymab cxsaneHui YnpaBniHHAM 3 KOHTP-
OJII0 3a Xap4yoBMMU NPOoAYyKTaMK Ta NiKapCbKUMMK 3a-
cobamu CLUA (Food and Drug Administration — FDA)

Hapatu nepesary

LNoaatkoBo

YKPATHCbKUMN PEBMATOJIOTIYHWUW XYPHAJ o Ne 4 (94) » 2023



KNIHIYHI HACTAHOBW TA PEKOMEHOAUII

L1591 YNOBINIbHEHHS TEMNMIB 3HVXKEHHS IereHeBOi OYHKLT
y naujeHTiB i3 CC-I13J1i mae xopoLunii npodinb 6e3-
nekun. Touunisymab MoXHa po3rnsaath K anbTepHa-
TmBy MM® pns noyaTtkoBoi Tepanii.

Uuknodochamin — MeHW onTumanbHa anb-
TepHaTtumBa nikyBaHHa MM® ab6o Touunnizymabom
npu CCA-I3J1 yepes nigBULWEHUA PU3NK NOBIYHMUX
edekTiB, NoB’a3aHuX i3 umknodpocohaminom. Npwu 3a-
cTocyBaHHI unknodochaminy ons nikysaHHa CCJ -
I3J1 pekoMeHO0BaHO HaZaBaTn NepeBary BHyTPILL-
HbOBEHHOMY BBEAEHHIO LLOMICALSA NPOTArom 6 mic,
a He NepopasbHOMY LWOAEHHOMY JO3YBaHHI NpPOTS-
rom 12 mic. BHyTpilwHbOBEHHA Tepanis 403BOJISE
3HU3UTU KYMYNISTUBHY 0,03y, pPiaLlle BUKINKae nobiy-
Hi edbekTn Ta Mae 3aaTHICTb 3abe3ne4ynTun agekBar-
HY rigpaTauito nepen BBeAeHHsaM 0031 (o0 3HU3U-
TV PU3NK PO3BUTKY reMopariyHoro umncTtuty). licng
3aBEpPLUEHHS NliKyBaHHS uuknodocdamifom nau,ieH-
TK 3a3Buyalm nepexoaaTb Ha CXemy NiagTpMyBasb-
HOIO NiKyBaHHS MEHLL TOKCMYHUM NpenapaToMm (Ha-
npuknag MM®, Toumnisymabom abo a3aTionpmHoMm).

ALn’lOBaHTHI rNIOKOKOPTUKOTAU — pPOJb
a4’ toBaHTHOI HU3bKOI 4031 NepopanibHUX MIOKOKOP-
Tnkoipis (eksiBaneHT <10 Mr/poby npeaHi30noHy)
y KOMBiHauji 3 umknodocdamigom ocTaTouHO He BCTa-
HOBJEHA.

PekomeHO0BaHO yHUKATU KOMBIHYBAHHS BUCOKMNX
0,03 II0KOKOPTUKOIAIB 3 ymkinodpocdamigom yepes
BiACYTHICTb JA@HUX KJTIHIYHUX OCAIAXKEHb | CYMyTHI puU-
31K PO3BUTKY HUPKOBOTO Kpuay npu CCL, Ta onopty-
HiCTMYHOI iHdekwuii [1, 2].

A3saTtionpuH. A3aTionpnH MeHLW edeKTUBHNUN AK
noyaTtkoBa Tepania CCL-13J1, Hix unknodocdamin, i,
aK Hacnigok, MM®, xo4a Moro He nopiBHIOBaNN NPs-
Mo 3 MM®. AsaTionpuH 6e3nocepenHbO HE MOPIBHIO-
BaBCS 3 TOLMIiIZyMaboMm.

niaTPUMYBAJIbHA TEPANIA

Micna Kypcy nepBrHHOI Tepanii iIMyHOMOLYIOYY
Tepanito 3a3Bmn4yan NPOA0BXYIOTb Bi, MiCSILLIB 40 POKIB.
He Bigomi Hi onTuManbHWiA BUOIp 3acoby ans niarpu-
MYyBasbHOI Teparnii, Hi TPMBaNCTb NiKyBaHHS.

YacTkoBO OBGrpyHTYBaHHS LOBrOCTPOKOBOI Tepa-
nii nonsirae B TOMy, L0 MNOKPALLEHHS PYHKLT NereHb,
noe’a3aHe 3 umknodocdhamigom, 30aeTbCsl, 3HNKAE
yepes 12 mic nicns NPUNMHEHHST NPOBEAEHHS aKTUB-
Hoi Tepanii [1, 2].

Touwnnisymab € anbtepHaTusoio MM® anqa nia-
TpUMyBaJsbHOI Tepanii, Wo FPYHTYETbLCS Ha TpMBasno-
My 3aCTOCYBaHHi NPy peBMaTOiAHOMY apTpPUTi, Xo4a
roro TpuBane 3actocysaHHsa npu CCA-I3J1 odiuinHo
He BuB4anocs. MigTpnmyBansHe NikyBaHHS LM npe-
rnapaTtom € JOUISIbHUM Y NaLEHTIB, SKi Big4ym noyar-
KOBY KOPWUCTb Bifg, TOUUNidymaby Ta He MatoTb XOAHUX
NoGiYHNX ePeKTIB.

MigTpuMmyBanbHy Tepaniio, 9K NpaBuio, NpPoao-
BXYIOTb [0 TUX Mip, MOKM NaLIEHT HE BiAYYE TPMBaNui
nepion, ctabinbHOCTI (NpuHaiMHi 12-24 mic) pecni-
pPaTOpPHMX CUMNTOMIB i PYHKLi a0 HE PO3BMHETLCS
3axXBOPIOBAHHS, LLLO MPOrpecye (L0 CNOHYKae a0 POo3-
rnsay anbTepHaTMBHOMO 3acoby). OgHak onTuMmanb-
Ha TPUBanNiCTb iIMyHOCYNPECMBHOI Tepanii HeBigoma.

Mig yac nigTprMyBanbHOI Tepanii aa’ tOBaHTHI MOKO-
KOPTUKOIAW 3a3BMYa NPU3HAYaloTbCs NauieHTam,
AKi MalOTb MO3afiereHeBi NokasaHHg A0 ixX 3aCTOoCy-
BaHHS, Taki sk apTpuT abo cBepbix.

3AXBOPIOBAHHS, LLLO MPOrPECYE [1, 2]

Tabnuusa 3
JlikyBaHHs 13J1, wo nporpecye, nicns HeaO0CTaTHLO €PEKTUBHOT
Tepanii npenapatamu 1-i niHii
MM®
Putykcumab
HiHTenanio
Toumnizyma6
Linknodocdamig
AyTonoriyHa TpaHcnaHTaLlis reMONOeTUYHNX CTOBOYPOBMX KNITUH
HanpaBuTu 4191 OLiHKK HEOOXIAHOCTI TpAHCTNAHTALi NereHb y BiAnoBia-
HWiA Yac MpU NPOrpecyBaHHi XBOPooHYU
CunbHa pekOMEHAALi NPOTU TPMBAJIOI Tepanii rI0KOKOPTHKOIAIB

3aranbHuit nigxig — gna nauieHTiB is CCL, y akmx
BiAMi4YeHa BTpaTa siereHeBoi QyHKLii, Lo nporrpe-
CY€E, HE3BaXalo4n Ha NikyBaHHA BULLLE3A3HAYEHUMU
npenapatamu (tabn. 3), pekoMeHA0BaHO BUKOPUC-
TOBYBaTM AeKifibka npenapartiB. [lepen no4aTkoM iH-
woi Tepanii 3 npueoay CCL-I3J1 unx nauieHTiB cnig,
MOBTOPHO OLIHUTY ANS NOTEHLINHNX MPUYYH BiOCYT-
HOCTIi KJiHIYHOIrO MOJIMWEHHS CTaHy, Takux AK iHLUi
yCKNlafHEHHS 3axXBOPOBaHHA (Hanpuknag acnipa-
LiAHWIA NHEBMOHIT, 3aXBOPIOBAHHA nieBpu abo ne-
pukappaa, nereHesa rinepTteHsiqa) [4] abo cynyTHE
3axBOPIOBaHHSA (Hanpuknag TpoMmboembonis 3axBo-
PIOBaHHSA Ta XPOHiIYHE 0OCTPYKTUBHE 3aXBOPIOBAHHSA
nereHb — XO3/J1).

XBopo6a, wo nporpecye. lNauieHTam, B aKux
3axXBOPIOBAHHA € PE3UCTEHTHUM L0 iIMyHOMOAYIIO-
Io4MX npenapariB, peKoMeH0BaHO Ao4aTU HiHTeaa-
Hi6 260 puTYyKCMMab [0 NOTOYHOI Tepanii (Hanpuknag,
umknodocdamig abo MM®D) (knac 2C). Y nauieHTis,
Y KUX OOMiHYIOTb 03HaKu ¢i6po3y 3a AaHUMU Bi3y-
anisauii nereHb, ePekTUBHILLUM € HiHTenaHi6, Toai
AK Yy NALEHTIB, Y AKMX OOMIHYIOTb O3HaKWM 3anasneH-
HS, BULLMIA edekT cnig odikyBaTu Big, putykcumaoy.
Ha npakTuui kombiHauis MM® Ta HiHTenaHiby 4ac-
TO NEPEHOCUTLCA MOraHo (3a3Buyar Yepes giapeto),
TOMY 4aCTO BUKOPUCTOBYIOTb 3HUXEHHS A03U.

TpaHcnnaHTauis reMmonoeTu4HUX CToBOypo-
BUX KJITUH. IMyHOCYynpecnBHa Tepania 3 HacTyn-
HOIO ayTOJIOMYHO TPAHCMIAHTALEI FEMOMOETUYHUX
cToBbYypoBUX KNiTWH (TI'CK) nokadana KOpUcTb y Aes-
KMX NaUieHTIB i3 Tsxkkoto andysHoto CCL,. BpaxoByio-
Y CMEPTHICTb i 3aXBOPIOBAHICTb, NOB’A3aHi 3 TTCK, i
npoueaypu Hamkpalle BUKOHYBaTW B CMELiani30BaHMNX
LLeHTpax 3i 3Ha4YHMM OCBIA0OM MPOBEAEHHS Liei Npo-
uenypw. AytonoriyHa TIFCK y nauienTiB i3 CC/L, 6inbLu
[eTanbHO PO3rnsaaceTbCs OKPEMO.

TpaHcnnaHTauia nereHb. TpaHcnnaHTauia ne-
reHb Moxxe OyTu BapiaHTOM A1 PETENbHO BigibpaHmnx
nauieHTiB CC/L, 3 Taxkoto I13J1, ska He pearye Ha dap-
MakoJoriyHi BTpyyYaHHs. OgHak peTesnibHa OLLiHKa no3a-
NlereHeBoro 3axBoploBaHHsA, Nnos’a3aHoro 3 CCA (Ha-
npuKag HEKOHTPONbOBaHA acnipauia Yyepes 3axBo-
pIOBaHHSA CTPABOXOAY, HUPOK abo cepus), ike MOXe
NOripWMTN NEPEHOCUMICTb TPAHCMIaHTaLii NereHi, €
BAXK/IMBOIO. X04a NOPYLUEHHSA MOTOPUKN CTPABOXO4Y
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Ta ractpoe3odareansHuin pedniokc noTpedbyoTs pe-
TeSIbHOT OLjiHKM, BOHM HEe 060B’A3KOBO € NMPOTUMNOKa-
3aHHAM [0 TpaHcnnaHTauji, SKLL0 BOHM 006pe KOHT-
PONIOIOTHLCS.

PEKOMEHAALLIT LLLOJO BEAEHHS CCA
13 13J1, WO WWBUAKO NMPOIPECYE [1, 2]

Mauientam i3 CCA-I13J1, Wo WwBmMaKo Nporpecye,
YMOBHO PEKOMEHOYIOTHCS:
® NynbC-Tepanig MeTUINPeaHi30/10HY;
e puTyKcMmab, upknodocdamia, BHYTPILLHBOBEH-
Hi iMmyHOrnoo6yniHn, MM®;
e asarionpuH, abatauenT, TouMnidymao, HiHTega-
HiO, nipdeHiaoH Ta nnasmadepes;
e kOMOiHOBaHa Tepaniqa 3amMicTb MOHOTEpPanii;
® pekoMeHOyETLCS He HanpaBnaTu Ha TI CK 3amicTb
cnpo6 oNTUMaSIbHOrO MEANYHOIO NiKYBaHHS;
® DEKOMEHAYETLCH PaHHE HaNMpaBJIEHHS
Ha TPaHCMJIaHTaLuilo JIereHb.
MpodinakTtuka. PekomeHgoBaHO NPOBOAUTU
npo®inakTnKy NHEBMOHIi, BUKIMKaHOI Pneumocystis
jirovecii, y nauieHTiB, sgKi OTPUMYIOTb Lmknodocda-
Mmif, K onncaHo okpemo. Taka npodinakTnka € MeHLl
HEeOoOXiAHO Ta MEeHLU PEeryfnspHO0 ANs NaLEHTIB, AKi
oTpUMYIOTb nwe MM® abo Touunisymab.
MoHiTOpuHr. 3MiHM B cuMnTOMax nauieHTa,
Cyb’EKTUBHIN TONEPaHTHOCTI A0 Pi3UYHNX HAaBaHTaXeHb
i nereHeBi OYHKUji KOHTPOMOOTLCS NPUBIN3HO KOXHI
3-6 mic. CepiliHi KT-BP3 He npoBOasiTbCA PYTUHHO, NnLLE
3aHasABHOCTI KNiHIYHMX MOoKa3aHb. 1151 NaLeHTIB, y AKX 3a-
XBOPIOBaHHS CTabini3yeTbCs ab0 0o BUPXKEHICTb 3MEH-
LLYETLCSA, NIATPVUMYBaJIbHY Tepanito NPOLOBXYIOTb, AOKN
MONIMNLWEHHS HE AOCSArHE NaTo, NiCas YOro MOXHa Po3-
rnsAaTv NOCTYNOBE NPUNMHEHHS Tepanii [1, 2].
MoHiTopuHr:
e jflereHeBi PyHKLiOHaNbHI TECTU KOXHI 3—6 Mic;
® BiCYTHI pekoMeHaauji Wwoa0 4acToT PYTUHHOIT
KT-BP3 (nu1we 3a HassBHOCTI KNiHIYHWX MOKa3aHb);

Ilepwa ninia

MM®
Pumykcumao
Hinmeoanio
Toyunizymado

Lo

Aymonoziuna
mpancnaanmain
cmoeodyposux
Kimun

MMo®
Toyunizymad
Pumykcumao

o
Hinmeoanio
Azamionpun

Hanoneanusa Hanoneenusa
pekomenoayis npomu

mpusanoi mepanii I'K

Puc. 5. JlikyBaHHS iHTEPCTULIANbHOTO 3aXBOPIOBAHHS NIET€Hb Y NALIEHTIB i3

pekomenoayis npomu
mpueanoi mepanii I'K

e KOMOIiHALA UMX MeToaiB, 3aMiCTb BUKOHAHHS
nuwe NPT,

e ambynaTtopHe TecTyBaHHSA aecaTypauii nicns
6-XBUJIMHHOI X0 — KOXHi 3—12 mic;

° ymoBHO HE pekomeHayloTbcs peHTreHorpadis
OrK, 6-XT3X Ta MOHITOPWHT 32 I0NOMOr0t0 6POH-
XOCKOnii.

MOHITOPUHI PEAKLLIT HA TEPAMIIO [1, 2]

OnTMManbHi iIHCTPYMEHTM Ta Yac ANS OUiHKM Bif-
nosiai Ha nikyBaHHS y nauieHTiB i3 CCA-13J1 HeBipo-
Mi. PekomeHO0oBaHO cnoYaTky NpUHarMMHI LWomMmics-
LA OLiHIOBaTU CTaH NaL,iEHTiB HA HAABHICTb MOOIYHUX
edekTiB Tepanii. 3a BigcyTHOCTI NOGIYHUX edekTiB,
MOB’I3aHUX i3 MPUAOMOM Npenapary, pEKOMeH0Ba-
HO OLHIOBATM pecnipaTopHi CUMATOMM, CYD’EKTUBHY
TOJNIEPAHTHICTb A0 Pi3NYHUX HABaAHTaXeEHb, Qi3n-
KanbHWUM Ornan i Tectn nereHeBoi GyHKUii (Hanpwu-
knag cnipometpito, DLCO, 6-XT3X) womicayHo. KT-
BP3 rpyaHoi KNiTKn piaKo NMOBTOPIOETLCS 3 METOIO
MOHITOPUHTY, OCKiNlbKM HEMAE AaHuUX, SKi NigTBEp-
OKYIOTb BUKOPUCTaHHS cepinHoi KT-BP3 y uili cuty-
auii. 3asBumyan cnig NpoBOANTU KOHTPObHY KT-BP3
Nnwe y BignoBiab Ha 3MiHY CMMMNTOMIB ab0 TecTiB ne-
reHeBoi GyHKLii, ab0 KON BUHMKAE 3aHEMNOKOEHHS
LLOA0 NereHeBoi iHdeKLUii 41 paky NereHi.

OuiHka pecnipaTopHOi BigNOBIAI Ha Tepanito €
CKNaAHO, OCKISIbKU:

® MokpaLleHHs, K NpaBuIo, BinOyBaeTbCSA NOBiNb-
HO;

® HeBeVKi 3MiHM B CUMMTOMax, QYyHKLi nereHb ta/
ab0 Ha peHTreHorpami MoxXyTb OyTV 3aMackoBa-
Hi epekToM HassBHOro ¢ibpoay;

e cTabinisauia dyHKUii nereHb, a He NokpaLleH-
HS1, MOXe BYyTU HalikpalM pedyibTaToM, SKOro
MOXHa odikyBaTtu [1, 2].

KinbkicHa KT-BP3, pocnigHMUbKNIA iIHCTPYMEHT,

AKUA BUKOPUCTOBYE KOMM'IOTEPHE MOAENIOBAHHS

Ilpozpecysanna I3J1  Illeuoxkonpozpecyioue 1371

(yMO6HO peKomeHOyEmycs)
Mynbc-Tepanis MeTUNNPenHi3oNoHy
Putykcuma6, i, MM @, azarionpuH,
abarauenT*, Touunisymab, HiHTeaaHio,
nipdoeHipoH* Ta nnasmacepes*

* PekomMeHpoBaHO KOMGIHOBaHYy
(norpinHy) Tepanito 3amicTb
MoHoTepanii
PexomeHoyerbca HE HanpaBnsitu
Ha TpaHcnNaHTaLjio cToBOypoBUX
KNiTUH 3aMicTb cnpdd
ONMTMMAarNbLHOr O NiKyBaHHA
PexomeHayeTbcsA paHHE
HanpaBrneHHA Ha TpaHCnNaHTaLlio
neredb

CKNepoaepmieio.
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0N KiNbKICHOT OLHKM PO3MIipYy PETUKYNSPHUX 3MiH,
«MaTOBOrr0 CkJia» Ta CTiNIbHUKOBUX CTPYKTYP, 30AETb-
CSl, € YYTIMBUM iHOMKATOPOM MPOrpecyBaHHA 3aXBO-
plOBaHHSA Ta BiANOBiAI HA NiKyBaHHS.

BaxnvBo nam’atatu, Lo 36iNbLUEHHS BUPAXEHOCTI
pecnipaTtopHUX CUMMNTOMIB ab0 NOKa3HWKIB IereHeBoi
byHkuii npu CC Moxe CBig4MTM NP0 PO3BUTOK iHLLIO-
ro yCKJIagHEeHHS 3aXBOPIOBAHHS, HANPUKNAA, TEreHeBoi
rinepTeHsii, acnipauii abo nnespanbHOro BUNoTy [4].
KniHi4yHi NposiBM Ta OLIHKA iHLWMX NereHeBmx ycknaa-
HeHb CC/] 06roBopoOTbCSH OKPEMO.

niaTPUMYBAJIbHA TEPANIA

MaujeHTn 3 CC-13J1 NnoBMHHI OTpMMyBaTK Ty camy
nigTpyMyBasbHy Tepanito, ika BUKOPUCTOBYETLCH
Ons nikyBaHHs iHWMx Tvnie 13J1. LLi 3axoam Bko4aroTb:

® MPUMUHEHHS KYPIHHS CUrapeT;

® 00aTKOBUIM KNCEHb, 3a5IEXHO Bif, MyJbCOBOro

HACUYEHHS KUCHEM;

® LIOpiYHA BakLUMHALLS NpOTH rpuny;

e BakuMHauia npotn SARS-CoV-2 (COVID-19);

® BaKLMHaLLis NPOTY MHEBMOKOKOBOI iHEKLT Big-

noBigHO 10 Biky (PPS23 i PCV13).

JNlereHeBa peabinitauis TakoXx moxe 6yTn Kopuc-
HOIO )19 BMEHLUEHHS 3a4MLUKM Ta NOKPALLEHHS nepe-
HOCUMOCTI i3NYHNX BMPas.

FacTtpoe3odareanbHuin pedniokc Ta acni-
pauif. LLINyHKOBO-KMNLLKOBI NPOSBU CKiepoaepmii
€ MOLWNPEHNMM | BKJIIOYAIOTb LTYHKOBO-KULLIKOBUI
pednokc (ractpoesodareanbsHa pediokCHaA XBO-
poba — MEPX) i nopylweHHs MOTOPUKN CTPaBOXO-
ny. PekomeHpgoBaHO arpecuBHe nikyBaHHa TEPX
npn CCA-I13J1, ocobamBo 3a HassBHOCTI 03HaK abo
CYMNTOMIB 3i 3MiHOIO cnocoby XUTTa (Hanpuknag,
nigHiMmaTn yaronis’a nixka Ha 30°, yHMKaTu npuiiomy
iXXi Ta BXXMBaHHSA ankoroio 3a 2 rof Ao CHy) Ang na-
LIEHTIB 3 NiAO3POI0 Ha Mikpoacnipauito Ha nigcTasi
HasABHMX cMMNTOMIB abo peaynbTaTiB KT, 10 BKa3y-
I0Tb Ha acnipauito [1, 2].

MigTpuMmyBanbHa Tepania

TpwueanicTb nikyBaHHs MM® To4yHO He BCTaHOBNE-
Ha. 9k NpaBuno, NiATPUMYBasnbHE NiKyBaHHS TPUBAE
LoHanmMeHLle 24 Mic, a HacTo — Kinlbka pokiB.

MPOrHO3

Y nauieHTiB ia CC, HaaBHicTb I3J1 € nporHo3om nig-
BULLLEHHSA CMEPTHOCTI. Lle npointoCcTpoBaHoO peTpo-
CMNEeKTUBHUM O0CHIAXEHHAM 3a ydacTio 953 nauieH-
TiB i3 CC/l; 9-pivyHa BMXXMBAHICTb MALEHTIB i3 TSHXKKUM
I3J1 ctaHoBMNa 6an3bko 30%, y TOM Yac 9K y nauieH-
TiB i3 CC/], siki He Manun Cepiio3HOro ypaxeHHs1 CUC-
TEMM OpraHiB, Lie Noka3HMK CTaHOBUB 72%. MJ1D —
LLe OCHOBHW MPEANKTOP HECTIPUSTIMBUX PE3YNbTATIB
rocniTanisauii y nauieHtis i3 CC/,. JlikapHaHa cmepT-
HicTb Npu MJ1P ctaHoBUTL 2,63 (95% AoBipunii iHTEp-
Ban 1,98-3,49) [11].

HEBUPILLEHI MUTAHHSA

TA NEPCNEKTUBU

CTOCOBHO AiarHOCTMKKN, MPOrHO3yBaHHSA Nepebi-
ry i nikysaHHs CC-I13J1 noHWHI 3anuwwaeTbcsa 6arato
Hepo3B’a3aHux nutaHb. KT-BP3 ta DLCO, 3anuwa-

I04MCb 30J10TUM CTaHOapToM BepudikaLii giarHo3y
I13J1, BUKOHYIOTbCS HEAOCTaTHBLO YacTo abo 3anuiia-
I0TbCS HEAOCTYNHMMM B BiNbLLIOCTI 3aknafis B Ykpa-
iHi, TO4j SIK 3aCTOCYBaHHS riCTONONYHUX KPUTEPIIB €
iHBA3MBHMM Ta HE 3aBXAW BUKOPUCTOBYETLCS B PY-
TUHHIN NpakTnL,.

3 MeTol cTaHgapTu3auii AiarHOCTUYHMX Ta Te-
paneBTU4HUX niaxonis no CCA-13J1 HeobxiaHi Benu-
Ki NPOCNEKTUBHI JOCNIAXEHHA Ta CTBOPEHHA MacCLu-
TabHUX pericTpiB. s BUSBNEHHS NALEHTIB BUCOKOrO
pU3KKY | KaHOVAATIB HA NPOBEAEHHS TPaHCNAaHTau,ji
fiereHb HanbinbLl NepCcrnekTUBHUM € CTBOPEHHS cre-
LianbHMX PericTpiB Taknx xBopux. HeobxigHi pocni-
[DKEHHS, CNPSIMOBaHi Ha BUBYEHHS MaTOrEHHUX Mexa-
Hi3MiB PO3BUTKY YpaxkeHHs nereHb npu CCA. I, Hape-
Wi, yHidikauia nigxodiB 00 AiarHOCTUKM | KNiHIYHOTO
MOHITOpUHry xeopux Ha CCL1-13J1 moxe yaoCKoHanm-
TV TAKTUKY BEAEHHS | NiABULMTN YaCTOTY BMXXMBAHHSA
TaKMX NALEHTIB.
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SYSTEMIC SCLERODERMA AND
INTERSTITIAL LUNG DISEASE
(UPDATED ACR 2023 GUIDELINES)

M.B. Dzhus', R.l. Yatsyshyn?
'Bohomolets National Medical University, Kyiv
2lvano-Frankivsk National Medical University

Abstract. The updated ACR guidelines are
devoted to diagnosing, monitoring, and treating
interstitial lung disease in systemic scleroderma
(SSD-ILD). The unification of terminology
and approaches to the diagnosis and clinical
monitoring of patients with SSD-ILD can improve
the management tactics and increase the survival
rate of such patients. Much attention is paid
to different approaches to the pathogenetic

treatment of SSD-ILD, including the use of
antifibrotic drugs and their possible prospects. It
is necessary to conduct large-scale multicenter
studies and create unique patient registries
for standardized approaches to diagnosing
and treating SSDD-ILD. To identify patients at
high risk of interstitial lung disease, including
progressive pulmonary fibrosis, in patients with
SSD and lung transplant candidates, the most
promising approach is to create particular
databases of such patients.

Key words: scleroderma, interstitial lung
disease, treatment, monitoring, management.
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PEOGEPATUBHA IHOOPMALIA

PRAC BMHeCeHO pilleHHS WoA0 3aCTOCYBaHHSA
BaNbrpoaTty Yy YOJIOBiKiB Ta pO3no4yaTo orjag,
CAR-T-imyHOTepanir

KowmiTeT 3 oujiHkm pr3ukiB y cdepi papmakoHarns-
Aoy (Pharmacovigilance Risk Assessment Committee —
PRAC) €BpOnencbKoro areHTCTBa 3 NikapCbKnx 3aco-
6ie (European Medicines Agency — EMA) pekoMeH-
Aye npoBeaeHHs 3anobixkHUX 3ax0aiB AN NikyBaHHSA
nawuieHTiB YONOBIYOI CTaTi NpenaparaMmu Banbnpoary.
Lli 3axoam npmnaHa4veHi gns ycyHeHHa NOTEHLUIMHO Nig-
BULLLEHOIO P13nKy PO3BUTKY PO3aaiB HEPBOBOI CUC-
TEMU Y AOiTel, HapOOXKEHUX Bif, YONOBIKIB, SIKi OTPUMY-
Basn BanbnpoaTt npotarom 3 mic oo 3a4arta. Po3na-
OV HEPBOBOI CUCTEMU — Lie NMPOoBsIeEMN 3 PO3BUTKOM,
AKi NOYMHAIOTBECS B PAHHLOMY OUTUHCTBI. [1penapatu
BasibNpoaTty 3aCTOCOBYIOTb A4J/15 Tepanii eninencii Ta 6i-
nonsipHOro posnagy. Y Aeskmx kpaiHax EBponencobKo-
ro Coto3y (EC) BOHM TakoX A03BOJIEHI ANs 3anobiraH-
HSA PO3BUTKY MIrpeHi.

Hosgi paHi npo Banbnpoar

LLo6 piitn uboro BucHoBky, PRAC nepernsHyTo
JaHi peTPOCNeKTUBHOIrO 06CEPBALLAHOIO AOCIOKEH-
HS, NPOBEOEHOr0 KOMMAHIsIMU, SKi MapKeTYyloTb LEN
npenapat. BoHO BMKOHaHe B Mexax 3000B’s13aHb, K
i nonepegHin ornsag 3acTtoCyBaHHS Banbnpoaty y ne-
pion BaritTHOCTI. KOMITET TakoX BMBYAB OaHi 3 iHLWIMX
noxepern, 3okpemMa AoKNiHiYHMX (nabopaTopHMX) AO0CHi-
J>KeHb Ta HAYKOBOI fliTepatypu, iHpopmaLito Bif nauti-
EHTIB Ta KJTiHIYHWX EKCMepTiB.

OcTaHHi pekomeHpauji PRAC HapatoTbCcs Ha Oo-
JaToK 4,0 0OMeXeHb Ta iHLWMX 3axoaiB, sKi BXe AitoThb,
w006 YHUKHYTU BMNIMBY Banbnpoary y nepioa BariTHOC-
Ti, OCKIiNIbKW AiTW, SIKi 3a3HanM Moro BrnanBy, MatoTb BU-
COKUI PU3NK BaL, PO3BUTKY.

PRAC Takox 06roBopvB NoOBiAOMJIEHHS O Me-
AunyHux npauisHukis (direct healthcare professional
communication — DHPC) wopao npenaparTiB Basb-
npoaty. 30Kpema, pekoMeHO0BaHO, LWOO NiKyBaHHSA
BasibMpoaToM Yy NauieHTIiB YOJIOBI4Oi CTaTi PO3no4u-
HaB Ta KOHTPOJIIOBAB Cneuianict 3 Tepanii eninencii,
BinonspHOro posnagy abo mirpeHi. JlikyBaHHS Basb-

MpPoaToM Yy NauieHTIB YOJI0BIYOI CTaTi CNig, perynsapHo
nepernagaTu, Woo6 BU3HAYUTH, Y1 3aNTULLIAETLCS BOHO
HarBINbLI NPUNHATHUM, 0COBNNBO AKLLIO NALEHT nna-
HYE MaTu OiTen.

MouaTok nepeBipku 6e3neKkun
CAR-T-imyHoTepanir

PRAC posnoyaB npoueaypy pos3rnany curHany
LLLOA0 OHKOreHedy Yy 3B’A3Ky i3 3aCTOCYBAHHAM KIli-
TUH 3 XMMEPHUMU pelenTopammn aHtureHis (Chimeric
Antigen Receptor — CAR-T). BTOp1HHI 3105KiCHi HOBO-
YTBOPEHHS, BKJIIOHAI0UU T-KITUHHY NnimdoMmy Ta nen-
KEMIl0, NPO AKi MOBIAOMASANN, PO3BUBAIOTLCA 3 JIENKO-
UNTAPHUX KITITUH.

6 npoaykTiB CAR-T-kniTuH cxBaneHi B €C:

e Abecma (ipekabTareH Buknenuen);

e Breyanzi (nisokabtareH mapaneycen);

e Carvykti (unntakabrtareHoBuiA aytonenuen);

e Kymriah (Tansarennerniuen);

e Tecartus (bpekcykabTareH aytonenuen);

¢ Yescarta (akcukabTareH umnoneiniuen).

LLi nikv 3acTOCOBYIOTb Y Tepanii rematob61acTosiBs,
Hanpuknag B-kniTmMHHOro newnkosy, B-kniTMHHOI nim-
domun, GonikynapHoi NiMGOMM, MHOXUHHOT MIiENO-
MW Ta MaHTIMHO-KAITUHHOI NiMbOMU y NaLIEHTIB 3 pe-
UMOVBYIOHYNUM ab0 pedpakTepHMM 3aXBOPIOBAHHAM.

[nsa Bcix 6 iMyHOTEPaneBTUYHMX 3aCc06iB BTOPUH-
Hi 311069KiCHi HOBOYTBOPEHHS PO3rAsaann K BaX/uv-
BUW NOTEHUINHUIA PU3UK HA MOMEHT A03BOJY iX Map-
KETUHIY i3 BKNOYEHHAM [0 [NMnaHiB ynpasniHHSA pn3u-
kamu (Risk Management Plans — RMP). 3apas PRAC
pO3rasgae BCi HasiBHI Jokasun, 3okpema iHpopmaLiiio
npo 23 Bunaakm PisHnx Tmnie T-kNiTMHHOI NiMmpomm abo
nemkemii B EudraVigilance — 6asi gaHux €C npo po3-
BUTOK NOBIYHMX peakLiii Ha nikapcbki 3acobu, i BUpILLY-
BaTMMeE LLLOA0 HEOOXIOHOCTI BXUTTS Oyab-AKUX pery-
NATOPHUX 3ax0AiB. AHaNoriyHMM po3rnsan 3acToCoBye
TakoX YnpaBniHHA 3 KOHTPOJIIO 32 Xap4OBUMW NPOOYK-
Tamu Ta nikapcbknumin 3acobamm CLUA (Food and Drug
Administration — FDA)

3a marepianamun www.ema.europa.eu
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