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AxrtyanpHicTb. IHTepCTUIIIHE 3axBopoBaHHs yereHdb (I3J]) € ofHMM i3 HAYACTIMIMX Ta HAMOLIBLI 3arpO3IMBUX
npossiB cuctemuoi ckepopepmii (CCJI), 1110 CyTTEBO HOTiplIye IPOTHO3 i AKICTD XNUTTA NalieHTiB. BusiBieHHs: GpakTopiB
PU3MKY JI0TO PO3BUTKY, 30KpeMa CEPOOTiYHMX i MIKPOUMPKYIATOPHUX 3MiH, Ma€ Ba)K/IMBe 3HAYEHHA JUIA ONTUMisaljii
TaKTUKY BEIEHHA XBOPHUX.

IMinb: BusABNTK HOTeHLiHI pakTopu pusuky possutky I13J1 y mauientis i3 CCJIl a Ta OLiHNTH IIOTO B3a€EMO3B 30K i3
KTIHIYHUMY, TA60PATOPHUMI 1 iIHCTPYMEHTaIbHUMMI XapaKTePUCTUKAMI 3aXBOPIOBAHHL.

Marepiamm Ta metopu. [Ipoananisosano mani 41 nanienta 3 CCJl, sxux 3anexHo Bif HasBHOCTI I3]] 32 pesynbTaramn
MY/IBTHCIIIPATbHOI KOMIT I0TepHOI ToMorpadil posmomimmnu Ha fiBi rpymu. OOCTe>XeHHs BKIIOYAIO OLiHKY (OpcoBaHOI
x)uTTeBoi eMHOCTi nerens (OIKETT), pudysiitnoi sgarrocti nerens (DLCO), Bifeokaminsgpockorito, exokapaiorpadito,
CepoJIoriYHmIt IPodiIb Ta CTYMIHb iHAYpaLii IKipy 3a MoxudikoBaHow 1Kanoo Pognana (mRSS).Cratnctuany o6pooKy
OTPMMaHUX PE3Y/IbTaTiB IPOBOAN/IN 3 BUKOPUCTAHHAM CTaTUCTUYHOrO MakeTy Jamovi 2.3.28.0.

Pesynwpratu. I3JI gocroBipHo acomitoBanocs 3 pudysHowo dopmoo CCI (96,2% mpotu 26,7%; p<0,001), BuumMu
sHaveHHsaMy mRSS (22,9 mpotu 15,5; p=0,007), HasBHicTI0 anti-Scl-70 (57,7% mpotn 19,2%; p=0,024), sumxenusm OXKEJ
(74,9% mpotu 96,5%; p=0,010), smypKeHHAM criBBifHOmeHHA E/A < 0,8, mo Mo)ke BKasyBaTU Ha IIOYaTKOBi IpOABU
HOpyIIeHHs AiacTomivHoi gucyHKLil miBoro uvrynouka (57,7% mportu 20,0%; p=0,025). ¥V mauientis 3 I13]] mepeBaxkannu
aKTMBHUI Ta Mi3Hill KamingpockomiuHi matepun (41,2% i 58,8%), mo CympoOBOMKYBa/JoCA 3MEHIIEHHAM MIIIbHOCTI
Kaninapis (76,5% npotu 27,3%; p=0,033). Kpim Toro, B 1iit rpymi yacrimie cioctepiramy guritanbHi Bupasku (69,2% npoTtu
33,3%; p=0,049).

Bucnosok. Haasnicte I3JI npu CCJJ BiporinHO acoLlilo€TbCs 3 HU3KOI HECHPUATIMBUX K/IiHIKO-IHCTPYMEHTa/TbHUX
XapaKTepUCTHK, 30KpeMa AudysHoo GOpMOI0 3aXBOPIOBAHHS, BUIMM cTyHeHeM (ibposy wikipy, sHivkenHsam PXKET ta
DLCO, a Takox 3MeHIlIeHHAM cliBBigHomeHHA E/A < 0,8 Ak nortenniiiauM Mapkepom nopymenss J1J1 JIII. Kpim Toro,
nanienTy 3 I3J1 dacTime Many akTMBHI Ta Mi3Hi KaIi/IIPOCKOMIYHI ITAT€PHM Ta BMUILY YAaCTOTY PO3BUTKY AUTITaTbHMUX
Bupasok. OTpuMaHi faHi MAKPECTOITb BAKIMBICTh PAaHHbOI KOMIUIEKCHOI MiarHOCTMKY, cTpaTudikaiil pusmky Ta
IIepCOHAJII30BAHOTO MiIX0AY /0 BefleHHA manieHTiB i3 CC/I.

KrrouoBi cmoBa : cucTeMHa CK/IepofepMis, iHTepCcTulliiiHe 3aXBOPIOBAHHS JIeTeHb, Kalli/IAPOCKOIIiA HiIrTbOBOTO /I0Xa,
nudysHa popma CKIepoaepMii, MiKpOLMPKYIIALsL.
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AxryanbHicTb. Crictemna ckieponepmis (CCJI)
— L€ piIKiCHe XpOHiIYHe aBTOIMYHHE 3aXBOPIOBAHHA
CIIONY4YHOI ~TKaHMHM, IO XapaKTepU3YETbCA
aKTUBAILi€l0 IMyHHOI CUCTeMM, IIOIIVPEHUMU
CYJVHHMMM TIOPYyLIIEHHAMM Ta IPOrpecyldnM
¢ibposom Imikipy it BHYTpilIHiX opraniB [1].
InTepcTniiiine ypakeHHA JIeT€Hb, aCOLiiliOBaHe
3 CCIH (CCH-I3JT), € oguuM i3 HaymyacTimmx i
K/IIHIYHO 3HAYylUX YCK/IaJHEHb 3aXBOPIOBaHHA,
XapaKTepU3YETbCA  XPOHIYHMM  3alla/IeHHAM
IHTEpCTUIIIO JIET€Hb, IO 3TOfOM IIPU3BOANUTDH
o ibposy, CymMHHUX aHOMasill i MOpyIIeHHS
imynnoi perymsaunii [1, 2]. I3JI 3ycrpivaerbcs y
40-60% nauienTis i3 CCJI i € HajinomMpeHimmm
IIpOABOM YPaKEHHA BHYTPIIIHIX OpraHiB IIpu
upoMy 3axBoproBaHHi [2]. ITommpenicts CCJI-
I3]1 BapiloeTbcs 3aneXHO Bif TeorpadiuHOro
perioHy, reHeTMYHOI CXWIBHOCTI Ta (akTopis
HaBKO/IMIIHBOTO cepepoBuina [3].

Haiimommpenimmm riCTONaTOIOTIYHUM
migTuIIoM CCJII-13J1 € Hecrenydiyaa
intepctuuiitna  nHeBmonia  (HCIII),  ska
BUABIAETbCA y INOHaA 70% BMUIIA[KiB, TOAI AK
3BMYaiiHa iHTepcTuiiiiHa 1HeBMoHia  (3II)
TparyieTbca IpubmsHo y 20-30% narjienTis [4,
5].11i migTumnm BigpisHAIOTHCS riCTONATONIOTi YHNMM
0COO/MMBOCTAMY, PEHTTEHONIOTIYHVIMY IIPOABAMIL,
IIPOTHO30M Ta BifinoBiazo Ha Teparnito. [lia HCIII
XapaKTepHe OJHOPifIHE YPaKEHH: a/IbBEOIAPHOIO
iHTepcTHLito 3 mepeBaKaHHAM (ibpo3y Ta/
ab0  XpOHIYHOrO  3amajeHHs, BiJCYTHICTIO
¢ibpobmactmunmx  QokyciB i «cOTOBOI»
nepeOyloBY JIeTeHeBOI TKaHMHN. YPaXeHHA Mae
MiHiMaJIbHY IIPOCTOPOBY J1 4aCOBY Bapiabe/IbHiCTb,
IO BijoOpakaeThbcsl HA KOMIT I0TEPHiN ToMmorpadil
(KT) vy Bummagi 6a3aipHMX 30H «MaTOBOTO
ckna» 3 petukymragiero. 3III  aconiroerbca 3
arpecUMBHIIIMM IepebiroM i riplmyM IpOrHO30M.
[i mopdomorianvmm o3Hakamm € BUpPaKeHA
TeTepPOreHHICTh ypaKeHHs, HasaBHiCTH ¢ibpo-
omactmyHux QoKyciB, mepeOymoBa JiereHeBOl
apxiTekTypu Ta (OpPMYBaHHSI 30HM «COTOBOI
nereni». Ha KT ue Bignosigae cybmieBpaipHOMY
ciTyacTomy dibposy 3 TPaKLiTHIMMA
OpOHXOeKTa3aMM Ta «COTOBiii mereHi» [4, 5].
binpbuiicts mxepen Bkasyworb, mo CCIH-I3JI €
OCHOBHOIO IIPUYMHOK CMEPTi cepef MaljieHTIiB i3
CCll, a nereHeBi yCcKIaJHEHHS CTAaHOB/IATD ITOHA[

30% ycix neTanbHMX BUIIAJKIB Yy Ll ITOIY/IALIi
(2, 6].

Ilamozenes poseumxy CCH-13/1

Ilatorenes CCH-I3J]I € ckmagHum i
BK/JIOYAa€E  B3aEMOJil0 MDK  TIeHeTUYHUMI,
iMmyHOnoriuHMMu Ta Qakropamy 30BHILIHBOTO
cepegouiia. IloyaTkoBuMMm  mpouecamm €
3allaJIeHHA Ta aKTUBalid IMYHHOI CUCTeMM, AKi
CYHPOBO/DKYIOTbCSL  iHQiMbTpaljiero mapeHXiMu
JleTeHb ~ MOHoLuTaMu i Makpodaramy, a
TaKO)X HaKONMYEeHHSAM IIiIBUINEHOI KIiJIbKOCTI
3allaJIbHMX KIITUH B a/JIbBEOIAPHOMY IIPOCTOPI.
TTomkomkeHH eHIoTesliaIbHUX KJIiTUH,
CIIpMYMHEHE ayTOAHTUTIIAMU Ta YMHHUKAMMU
HaBKOJIMIIHBOTO CEPElOBUIA, HPU3BOAUTH [0
akTuBanii ¢iobpobnactiB i HagMipHOrO CUHTE3y
MO3aK/IiITUHHOTO MAaTPUKCY, 1O CIIpUSAE PO3BUTKY
nereHeBoro ¢ibposy [7]. KnodoBum meniaTopom
¢ibpornynoro mporpecyBanus npu CCI-13]1
BBXXAETbCA TpaHChopMyounit GakTop pocty-f
(TGF-B), Toni sk mOmaTKOBi CUTHAIbHI LUIAXMU,
Taki ik Tpombonutapunit pakrop pocry (PDGEF),
Wnt/B-karenin Ta Hedgehog, Takox crnpusiorsb
akTuBanii  ¢ibpobmacTiB i  HaKONMYEHHIO
NO3aKITMHHOrO Marpukcy [8]. Y mamienrtis
is CCH-I3JI BuABnAKLTL NifiBUIIEHI piBHI
Ipo3anaabHUX IUTOKIHIB, 30KpeMa iHTep/IeNKiHiB
UI-6 ta II-8, dakropa HeKpo3y NyX/INH-A
(OHII-a), a Tako>x MakpogaraabHOTo 3amaibHOTO
6inka-la, K y OpOHXOAIbBEONIPHOMY JIaBaxi,
TaK i B CMpOBATILi KpoBi [9].

IMyHONIOTiYHI YMHHMKM BiJirparoTb BAXK/INBY
pOlb y PO3BUTKY Ta IporpecyBaHHi ¢ibposy
nerenb 1npu CCJl. 3okpema, crenudiuHi
ayTOAHTUTIZIa MOXKYTb BIUIMBATH Ha BUPaXkKeHICTb
YPa)KeHHs JIeT€Hb 1 TeMIIM J10r0 IpOrpecyBaHHs.
Y mnanieHTiB i3 NO3UTMBHMM TUTPOM AHTUTII
no romoizomepasu I (aHT-Scl-70) Ha paHHIX
crapgisx CCI-I3JI cnocrepiranu HOCTOBIpHO
HIDKYi 3Ha4eHHS POpPCOBAHOI )XUTTEBOI EMHOCTI
nerens (OIKEJI) mopiBHAHO 3 TMMMU, XTO MaB iHIII
cienudivni ayroanTtutina [10, 11]. Bomnouac
Ha IMI3HIMX eTanax 3aXBOPIOBAaHHA IIBUKICTb
sHmkeHHsa OJKEJI € 1nopi6HOH0 HesaneXHO
Biff ceposoriuHoro mnpodino, MmO MOXIUBO
BKa3y€ Ha 3arajibHi IIaTOr€HETMYHI MeXaHi3Mu
IporpecyBaHHs XBopoou [12].
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Daxmopu pusuxy CCIU-13/1

HoctemenHo He Bifomo, sKi came ¢akrTopm
BIUIMBAaIOTb Ha pusuk i mporpecyBanHsa CCII-
I3J1. ETHiYHe 1OXO[)KeHH: Bifjirpae MeBHY pOJb,
OCKIJIbKM JTOCTIPKEHHA BKa3yIOTh Ha BiIMIHHOCTI
y IposABax 3axBOPIOBAaHHA Ta HaCHiAKaX MDK
€THiYHMMU TpynamMu. 30KpeMa, BCTAaHOBJIEHO, 110
HalieHTy  appoaMepyKaHChKOTO ITOXOMKEHHS
MAaOTh BUpaKeHillle opyuieHHs QYHKIIi JIereHs,
BK/IIOYaouy HIDKYi nokasHuku OIXKEJL  Ta
DLCO, a Tako)X MeHUI CIPUATINBUI IIPOTHO3 y
NOpPiBHAHHI 3 iHmMMY monysnisamu [13].

3rifHO 3 MeTaaHani3oM, nposefeHuM Qiu M.
Ta CIiBaBTOpPaMM, BUSB/IEHO HM3KY (aKTOPiB, 10
nigsuiyoTh pusuk po3sutky CCI-I3J1. [Jo Hux,
30KpeMa, Hajie)kaTh AMQy3HUIl HifTUI IKipHOTO
ypaXXeHHs Ta HasBHICTb aHTU-Scl-70, HaTOMiCcTh
HasBHICTb aHTUIleHTpoMepHUX aHTuTin (ACA)
a6o antmrin po U3-pubonykneonporeiny (U3-
RNP) acomitoerbcss 31 3HWDKEHUM PU3UKOM
CCI-I3JI. Takox TIOKa3aHO, IO TPUBAIICTh
3aXBOPIOBAHHA Ta IIBUIIEHNI PiBEHb IIBUJKOCTI
ociganusa eputponutis (IIIOE), sx mapkepa
3allaJIeHHsA, € [JOJATKOBUMMM IIPeJUKTOpaMu
¢dbopmysanns 1371 [3].

CucreMaTUYHNI OTJLAL, 1 MeTaaHalis,
nposefeHuitJoyG.M.tacniBaBTopamMy,MaBHaMeTi
ouinuTy nomypexicts I3J1 mpy pisHUX cCTEMHUX
PeBMaTMYHUX 3aXBOPIOBAHHAX, 30KpPeMa IIpU
CCl. bynmo mnigTBepiXeHO, 1O HAABHICTb
CEepOJIOTiYHMX MapKepiB, Takux sK aHTU-Scl-70,
a TaKoX IifIBUIIEHHs PiBHIB roctpodasoBux
nokasuukiB  (IIIOE, C-peaktuBHMit  6in0K)
MOXYTb OyTV NPOTHOCTUYHMMY YVHHUKAMU
po3Butky I3J1 [14].

Ormsapg Khanna D. ta cniBaBTOpiB OXOIUTIOE
mypumii crektp ¢axropis pusuky CCI-I3J],
BKJIIOYaOuM femorpadiuHi, kaiHiuHi, reHeTMYH]
tTa exonoriunHi umHHMKMN. Jo pmemorpadivHmx
IPEAVIKTOPIB BiTHOCATD Y0JIOBI4Y CTaTh i CTapIINIA
BiK, a 1O K/TIHIYHUX - BiK [Ie0I0TY 3aXBOPIOBAaHHS Ta
nudysHuit mkipumit migTun. Kpim Toro, okpemo
PO3ITIAMIAETECA pOIb (PAKTOPiB HABKOIMIIHBOTO
CepefloBMIA, 30KpeMa BIUIMBY KPEMHeE3eMy Ta
OPraHiYHMUX PO3YMHHUKIB, AKI MOXYTb CIPUATU
possutky CCJI-I13J1 [10].

PanHe BUAB/IEHHSA TAIIiEHTIB i3 BMCOKUM
pusukoM po3BUTKY I3JI i cBoedacHe BTpy4yaHHA

MalTh BUpillla/ibHe 3HAYEHHA JI/IA IOKpalleHHA
IIPOTHO3Y Ta pe3ynbrartiB nikyBaHHA npu CCJI.
Iinp: BuaABUTM  TOTeHLiHI  ¢akTopu
pusuky po3sutky I3J1 y manientis i3 CCJ Ta
mpoaHanizyBatu 38’30k I3JI 3 KmiHiYHMMY,

TabOopaTOPHIIMM Ta IHCTpYMEHTa/IbHUMMA
IIpOsABAMM 3aXBOPIOBAHHA.

MATEPIAJIN TA METOIN

byno IIPOBENIEHO aHais K/IIHIYHHKX,

iHCTpyMeHTanbHMX Ta A0OpAaTOPHMX HaHMX 41
nariienra 3 piarHosom CCJI, siki mepebyBanu Ha
CTalliOHapHOMY JIIKYBaHHI B pe€BMaTO/IOTIYHOMY
BifgiieHHi KHII «CBaro-MmuxaiiBcbKa
K/IiHiyHa nikapHa M. KueBa» B mepiop 3 2022 no
2024 poxku. [JOoCmimKeHHA MaJO CIIOCTEePEXHUI
xapakTep i 6asyBasocp Ha aHasi3i B)Xe HasBHUX
MEIVYHUX JIaHUX, OTPMMAHUX Y paMKax
CTaHJAPTHOTO  K/IiHIYHOTO OOCTeXXeHHS Ta
BelleHHA TmalieHTiB. KputepiamMmu BK/IIOUeHHA
Oynu: Bik cTapuie 18 pokiB; marjieHTn 3 JiarHo30M
CCJl, BcraHOBlIeHUM 3a Kiaacu@ikaliiHuMm
KpuTepiamn AMepUKaHCbKOTO KOJIEIDKY
peBmatosorii (ACR) Ta €EBpomeiicbKOro anbsHCy
peBmatonoriunux acouianinn (EULAR) 2013
poky [15]. Kpwurepii BUKIIOUEHHS: BariTHiCTH
abo mepiop naKTanii; HasBHICTD OHKOJOTIYHMX
3aXBOPIOBaHb; HAABHICTD CYNYTHIX 3aXBOPIOBAHb,
II[0 MOXKYTb CYTTEBO BIUIMBATY Ha PYHKII{0 IeTeHb
(6bponxianpHa acTMa, XpOHiYHE OOCTPYKTUBHE
3aXBOPIOBAHHI JIETEHD).

B pamkax pocnimKeHHA IPOaHai30BAaHO
femorpadiyHi MOKa3HMKY, TUII YPaXKeHHs IIKipK
(nudysne, oomerxene abo CCJ] 6e3 cknepopepmn),
a TAaKOXX CTYIIIHb Ypa)KeHH LIKipy 3a JOIIOMOTOX0
MozndikoBanoi mxkamum Poguana (mRSS). [Ins
OLIIHKM MIKpOCYAMHHUX 3MiH BUKOPUCTOBYBAIN
pesynbTaTy  BiIEOKAII/IAPOCKOIIl  HIrThbOBOIO
JIO)Ka, BUKOHaHOI 3a pomoMororw Dino-Li-
te Edge Digital USB Microscope (AnMo Elec-
tronics Corporation, TaitBaHp) i3 KOHTaKTHOIO

JIIH3010 %x200. OumwiHoBaan LII/IBHICTD
Kaminsapis, MopdosoriuHi 3MiHU, HasABHICTDH
Mmikporemopariit.  Ilarepau  xmacudikyBamm

srigHo 3 Cutolo et al. Ha paHHill, akTMBHMIT Ta
nisHiin [16]. PauHiit ckaepomepMidHMIT MaTepH
XapaKTepu3yBaBCsd  HOPMAaJbHOK  ILIIJIbHICTIO
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Kamisapis  (>7  KamiApiB/MM®),  HasABHICTIO
Merakamizsipie (250  MKM),  BifiCyTHiCTIO
MiKporemopariii Ta 36epe>xeHo0 MOp(dOIOriyHOI0
CTPYKTYpPOIO  KamlijiApiB. AKTMBHMII IIaT€pPH
BU3HAYaBCA IOMiIpHMM 3MEHIIEHHAM ILiIbHOCTI
KaniipiB  (3-7  kamispiB/MM?), HasBHICTIO
Merakamijisipi, Mikporemopariii Ta 36epe>xeHoro
CTPYKTYPOIO KalliyiApHOro pycna. IIisHill naTepH
XapaKTepU3yBaBCsA 3HAYHUM SHIDKEHHAM
winbHOCTI  Kaminapie (€3 kaminsapis/mm’),
BiICYTHICTIO MIKpOremMoparii Ta BUPaKEHUMU
MOpGOJIOTiYHMMY 3MiHAMU KaIli/IIPHOTO PycCa.
Brpary kaminApiB OLiHIOBa/IM fAK ILIiIbHICTD
<7  xamimapis/mm®.  OrjiHIOBamu  HasBHICTD
JVTiTaTbHUX BMPA30K HA MOMEHT OITIALYy Ta B
aHaMHe3I.

AmnajisyBanu faHi exokappiorpadii, BUKOHaHOI
Ha amapari EDAN Acclarix LX8 (EDAN Instru-
ments, Knraii), 3 BusHaueHHAM Ppakiiilo BUKULY
niBoro mnyHouka (OB JIMI), cucromivyHmiz
tuck nereHeBoi aprepii (CTJIA), mBuUAKiCTH
perypritanii Ha TPUMKYCIiJa/IbHOMY KJaIlaHi,
CIIBBIJHOLIEHHA IIBUJKOCTENl PaHHbOIO Ta
MmisHbOro piacromiydoro HanoBHeHHsS (E/A),
BifHOIIeHHs 0a3ajpHUX pPO3MipiB  IPaBOro
LTYHOYKA /IO /iBOr0 LIJIyHOYKA Ta CUCTONIYHUMI
PYX Kinbua Tpukycniganbaoro knanana (TAPSE).
QyHKLiOHaNMbHY  CIHPOMOXXHICTb  IAIII€EHTIB
OLIHIOBA/I/ 3a JOIIOMOIOK 6-XBU/IMHHOIO TECTY
xonpby (T6XX), KMl [O3BONAE BU3HAYUTY
TOJIEPAHTHICTb 0 (i3MYHOrO HaBaHTAXKEHHS
Ta CyOMaKCUMaJbHy BUTPMBAJIICTb, 30KpeMa Y
HaIlieHTiB i3 IereHeBolo rinepreHsielo Ta/a6o 13J1.

s IiarHOCTUKU 131 IIPOBOAVIIN
MY/IBTUCIIPaIbHY KOMITI0TepHY ToMorpadiro
oprauis rpypHoi knitku (MCKT OI'K) na Toshi-
ba Aquilion Prime 160 (Canon Medical Sys-
tems, fmnonis), 3 BusHaueHHsaMm marepuy HCIII
ta 3III. Ouinky ¢yHKuUii sereHb TpOBOAVIN 3a
pesynbraTammu  cripomertpii, 3okxpema OIKEJI
ta BusHadeHHsAM DLCO. Hassuictp pedirokc-
e3odariTy mifTBep/KyBamy KIiHIYHO Ha OCHOBI
CKapr Ta/abo 3a pe3yabrTaTaMy eHJOCKOMII.
OuiHoBaan HasIBHICTbh crienpiyHMX
ayTOaHTUTIN, Takux sk aHtu-Scl-70 i ACA 3a
pornomoro imyHodepmenTHoro aHanizy (ELISA),
a TAaKOXX MapKepiB 3aIla/IeHHs, JO AKX HaJIeXKa/u
C-peaktusHuit 6inok i IIIOE.

Ina  CTaTMCTMYHOrO  aHajli3y BU3HAYa/IN
POS3IIOAiN JaHUX HAa HOPMAJIbHICTD 32 JOIIOMOI' OO
tecty Illanmipo-Binka. KareropiaipHi 3MiHHI
IPECTaB/ANN Y BUINIAL 9aCTOTM Ta YaCTKM,
a HelepepBHI — AK CepefHE 3HA4YeHHA 3i
CTaHJAPTHMM BIIXUIEHHAM 3a/leXHO Bif IX
posnopiny. [nA TNOpPiBHAHHA MDK Tpylnamu
BUKOPUCTOBYBa/nM TO4YHMiI Tect QPimepa pand
KaTeropiaJIbHMX 3MiHHMX Ta Kputepii MaHHa-
Yirai pgna HenepepBHUX. PisHMINO IOKa3sHMKIB
BB@)Ka/IM CTAaTUCTUYHO 3Havywymu npu p < 0,05.
Cratuctnyny o6poOKy OTpMMaHUX pe3y/IbTaTiB
IPOBOAV/IN 3 BUKOPUCTAHHAM CTaTUCTUYIHOTO
makery Jamovi 2.3.28.0.

PE3VJIbTATU DOCIIIKEHHA

Cepen 41 mnpoaHanmizoBaHUX  OiNBIICTH
CTAaHOBM/IM OKIHKM, CepeJHiil BIK IALiE€HTIB
CTaHOBMB 56,2+ 12,4 PpoOKiB, a TpUBAIICTDb

3aXBOPIOBAaHH:A IIOYMHAIOYY 3 IEPILNX IPOSABiB He
OB s13aHMX 3 cMHZIpoMoM PeitHo — 8,9 * 6,4 pokiB.
Y 6inbiocti manieHTiB giarHocToBaHO AUQY3HY
dopmy CCJI, cepenniit 6an 3a MopndikoBaHOW
mkanow Pognana (mRSS) cranosus 20,2+8,9.

3anexxHo Bix HasBHOCTI 131 manienTn O6ymu
nozineni Ha jBi rpymm: 3 13J1 (63,4%) Ta 6e3 13]1
(36,6%). Y Bcix Bumagkax 13JI Bussneno HCIII,
y YaCTMHU XBOPUX NO€HaHO 3 o3Hakamu 3IIL
[MauienTtn 3 1371 yacrime manu gudysHnit migTUI
CCJ, Bummii cTymieb ypaxkeHHs mkipu (mRSS)
Ta HO3UTKBHICTh anti-Scl-70. XapekrepucTuku
TPYI IIpefcTaBieHi B Tabm. 1.

Cepen manientiB i3 I3JI, mnopiBHAHO 3
nanientamu 6e3 1371, 6ynu BusiBIeHi JOCTOBipHO
HKui nokasHuku OXKEJI, Ak y BigcoTkoBOMY
BUP@KeHHi, TaKk i B aOCOMIOTHMX 3HAYEHHSX
BigmoBigHo. 3HavenHs DLCO Takox 6ymu
HoKkuuMn y rpymi 3 13J1, xoua us pisHuna He
Maja CTaTUCTUYHOI poctoBipHOCTI (p=0,093),
CIIocTepiranacs BUpaXeHa TEHAEHIIA 10 HYDKYNX
3HAYEeHb.

Cepen,  exokappaiorpadiyHux  IOKa3HMKIB
y manientiB i3 I3JI yacrime cnocTepiramocs
3HIDKeHHs chiBBimHomenHs E/A < 0,8. Taxi
pe3ynbTaT MOXXYTb BKa3yBaTMl Ha IIOpPYLIEHH:A
piacroniunoi ¢yHkuii miBoro uurynouka (11
JIII) 3a  penakcauirtaum tunom. HIBupKicTh
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Tabnuys 1
Xapakrepuctuka nanieHris i3 CCJl 3anexHo Bifg HasBHOCTI 13]1
ITokasHuk IMauientn 3 I3]1 (n=26) Tamienty Ges I3/1 p
(n=15)
3azanvhi xapaxmepucmuxu
Bik, pokn 54,3+13,1 59,5£10,9 0,267
Crartp:
KIHKY, 1 (%) 22 (84,6) 10 (66,7) 0248
40710BiKM, N (%) 4 (15,4) 4 (33,3) ’
Kypinsas, n (%) 4 (15,4) 4(26,7) 0,697
Cepeptts TpUBaicTs 9,15+ 59 8,4+7,3 0,524
3aXBOPIOBAHHSI, POKI
qu)yslie ypa>KeHHs 96,2 26,7 <0,001
mKipu, %
mRSS 22,9+7,8 15,5£8,9 0,007
Scl-70, n (%) 15 (57,7) 3(20,0) 0,024
ACA, n (%) 0,0 7 (46,7) <0,001
CPB (mr/mn) 1,3+2,3 2,3+2,9 0,069

Mpumimku: X-xiHku, Y-yonosiku, Scl-70 — aHTUTINA Ao Tonoizomepasun-1, ACA — aHTULLEHTPOMEPHI aHTUTINIA, MRSS — MmoandikoBaHa
wkana PogHaHa, CPb — C-peaktnBHuMi 6inok. [laHi HaBefieHo Yy dopmaTi cepefiHE + cTaHAapTHe BigxuneHHs (M + SD) ans KinbKicHMX

NMoKa3HuKiB abo y Burnagi n (%) — ona KateropianbHUX 3MiHHUX

perypritamii Ha TPUKYCHiIa/IbBHOMY KJIaIlaHi
y rpyni 3 I3JI mepeBmuiyBama HiarHOCTUMYHMIA
opir 2,8 M/c, 1110 MOXKe CBITYUTH IIPO HAABHICTDb
MiJBUILNEHOrO THUCKY B JIET€HEBiM aprepil K
IIOTEHLI/THOTO HAC/TIJKY JiaCTOMIYHOI nmcd)yHKuil'.
Bopguouac ©B JIIII sanuinanacs 36epeskeHoro, 1110
BiJIIIOBiJJa€ TUIIOBOMY npodino piacromivHoi, a
He CUCTO/IIYHOI CepLieBOl HEIOCTAaTHOCTI.
TacTpoinTtectnnHanbHi nposasu CCJI, 3oxkpema
pedriokc-esodarit Ta gucdaris, crocrepiramucs
3 TIOAi6HOI0 YaCTOTOIO B 000X IPyIax. Y3arajabHeHi
pes3ynbTaTy HaBEIEHO B Tabmmi 2.
Kaminapockomnito HirrboBoro snoxa 6yno
npoBefieHo 28 ocobam, y pemrtyu 13 marmieHTis
Ile TOCTIJPKEHHs He BVIKOHAHO 4Yepe3 OOMEeXeHY

JOCTYIHICTD METOfy Ha MOMEHT IepeOyBaHHS
iX Ha cTalliOHapHOMY JIiKyBaHHi. Y IALi€HTIB i3
I3JT pocToBipHO YacTillle BUABIANNCA JUTIiTaIbHI
BUPA3KM Ta BTpaTa KallApiB 3a [JaHUMU
KaIi/ipockomii nopiBHAHO 3 nanienTamu 6e3 I3]1.
Amnasis naTepHiB MiKpOLMPKY/IALII IT0OKa3as, 110
cepep nanieHTiB i3 I3JI He 6y/10 XXOHOTO BUNIAIKY
PaHHBOTO  CK/IEPOAEPMIYHOrO  IIAaTepHY, Ta
IepeBaykaiy aKTUBHMII Ta MIi3HIN CKIepOofepMiYHi
IAaTEpHN. Y3araJbHEHi pe3ynbTaTé HaBEIEHO B
Tabmuui 3.
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Tabnuys 2

IToxasHuku TecTiB Merenesoi PyHKIiT, exokapaiorpadgidynoro gocrimkennsa nanientis 3 CCJI
3ajIe>XHOo Bifg HaaBHOCTI 1371

oKasHuK IMamienTn 3 1371 Ianientn 6e3 1371 p
(n=26) (n=15)

@®XKETI, % 74,9423,8 96,5+11,6 0,010
OXKEJ, mn 2223,4+757,5 3476,2+1030,5 0,001
DLCO, % 51,3£19,5 72,6%15,7 0,093
E/A <0.8, n (%) 15 (57,7) 3(20,0) 0,025
@B JIII, % 63,0£11,9 59,7+3,3 0,024
CTIJIA, MM.pT.CT 39,1+15,7 32,4+6,4 0,127
TAPSE, cm 1,93+0,33 1,85+0,10 0,710
Eiﬁi—l/(})—lﬂﬁ_e[HHH 6a3apbHMX pO3MipiB 1,080,59 0.8940,22 0.338
IsupxicTs perypriranii Ha TK, m/c 2,88+0,57 2,43+0,38 0,139
T6XX, m 281,5+64,5 396,7+59,5 <0,001
Pedrokc-esodarir, n (%) 18 (69,2) 11 (78,6) 0,715
Iucdaris, n (%) 8 (30,8) 5(33,3) 1,0

Mpumimku: OXEJ1 - dyHKLiOHanbHa XMUTTEBA EMHICTb nereHb, DLCO - gudysiHa 3aaTHicTb no MoHooKcuay Byrnewo, OB JILL - dppak-
Lia BuKkugy nisoro wyHouka, CTJTA — cuctoniuHmii Tuck nereHeoi aptepii, TAPSE - cuctoniyHui pyx Kinbua TpUKyCniaanbHOro Kina-
nawa, MW/NW - npaBuii WAYHOUYOK/NiBUI WTYHOYOK, T6XX — TecT 6-XBUAMHHOT XoAboW. [laHi HaBeAeHO y popmaTi cepefiHE + CTaH-
JapTHe BigxuneHHsa (M + SD) ans KinbkicHVX NokKa3HUKiB abo y Burnagi n (%) — ons KateropiaibHUX 3MiHHUX

Tabnuys 3

IloxasHMKM BileOKaNiTAPOCKOMii HiIrrboBOro noxa y nanientis 3 CCJl 3ane;xHo Big HasaBHOCTi 1371

oKasHuK IMamienTn 3 13J1 IMamienTn 6e3 13J1 p
(n=26) (n=15)
HuritanpHi Bupasku, n (%) 18 (69,2) 5(33,3) 0,049
Brpara kaninsapis 3a gaHumu Kaminsgpockorii, n (%) 13 (76,5) 3(27,3) 0,033
PanHiit cknepopepmiuHuii marepH, n (%) 0 2 (18,2) -
AKTVBHUII cKIepofiepMiuHmit natepH, n (%) 7 (41,2) 6 (54,5) -
[Ti3Hiit cknepongepMiunmit marepH, n (%) 10 (58,8) 3(27,3) -

Mpumimka. [JaHi HaBepeHo y Burnagi n (%) — 4ns KateropianbHUX 3MIHHKX
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OBI'OBOPEHHAA

IIpoBenene MOCTIIKEHHSA BUABIEHO HU3KY
KIHIYHMX Ta J/1ab0OpaTOpHUX O3HAK, IO
aconirorTbca 3 HagpHicTio CCI-13JI. OTpumasni
pesynbTaTy IMigTBEPKYIOTb Ta PO3IIMPIIOTH
icHyr04i /1iTepaTypHi JaHi.

30KpeMa, He  BUABJIEHO  CTaTUCTUYHO
JOCTOBIpHOTO 3B’13Ky MDXK BiKOM, CTaTTIO a60
TPUBAJIICTIO 3aXBOPIOBAaHHA Ta HaABHicTIO [3J],
IO Y3TOJ)KYETbCA 3 pe3y/lbTaTaMy IIONEpefHix
mocimpxens [10, 17]. Y Hawmiit Bubipii BigzHaveHO
mocToBipHy acomianito Mk I3JI Ta mudysHorO
¢dopmoro CCJl, Bumymy nokasuukamu mRSS Ta
nosuTMBHICTIO anti-Scl-70, mo Bignosigae Bxke
HasfABHUM [aHVM IIPO PO/Nb LMX YMHHUKIB fAK
MapKepiB TsDKYOTO Iepebiry 3axBOPIOBaHHA Ta
BUIIIOTO PU3MKY ypaXKeHHs JiereHb [3, 10, 12, 14].

Bigomo, mo CCI-I3] Mae cepiiosHi
HaCIiAKM [/ NAL€HTIB, CYTTEBO BIUIMBAIOYM
Ha SAKICTb  OKMUTTHA, (QYHKIiOHa/JIBHUI CTaTyC
i BwxkuBanHA. Y mnangientiB i3 CCH-I3JT y
HALIOMy aHami3i Oy/l10 BUABIEHO JOCTOBipHe
3HIDKeHHA nokasHukiB OJKEJI y nopiBHAHHI 3
nanientamu 6e3 [371, mo BigoOpaskae 3MeHILIeHHS
00’eMy JlereHb Ta CBiJYNTh NPO IOPYIIEHHS
BeHTWIALHOI ¢yHkuil. DLCO y rpymi 3 I3]1
TAaKOXX OYB 3SHIDKEHUJ, OffHaK BifMiHHiCTD He
JOCAIIa  CTaTUCTUYHOI  JIOCTOBIPHOCTI, XO4a
criocTepiranacs BUpaKeHa TEeHIEHiA 10 HYDKYMX
3HaueHb. 3TifiHO 3 aHami3oM paHux, DLCO 6yno
BY3HAYE€HO He y BCIX IAlI€HTIB, 110, IMOBIPHO,
MOIJIO BIVIMHY T Ha pe3y/IbTaTy IOPiBHAHHA. Taki
3MiHU 3 00Ky (PYHKI[iOHA/IbHUX TECTIiB JVIXaHHSI €
XapaKTepHUMU A1 ypakeHH: neredb npu CCJI
i panime Oymu ommcaHi SIK BaXIMBI Mapkepu
ypaXXeHHsI aJIbBeOo/o-Kali/IipHOI MeMOpaHu Ta
3HIDKEHHA €/IaCTUYHOCTI JIereHeBOl IIapeHXIMU
(2, 10].

3amwxenHa DLCO ta ®JKEJI y mnanieHTiB
is CCI-I3J]1 ne mnume Bigobpaxae CTYIiHb
YPaKEHHA JIET€Hb, ajie TaKOX aCOLIIETbCA
3 HeCHpMATIMBMM IIPOTHO30M. 30Kpema, Yy
IIPOCIEKTYBHOMY  KOTOPTHOMY  JOCIiJKEHHI,
nposefgeHomy Volkmann et al., 6ymo mokasaso,
mo paHHe sHIKeHHA OJKEJI >10% nporarom
IIEPIIOTO  POKY CIIOCTEPEXEHHA TOCTOBIPHO
nepenbavae MigBUIEHMIT PUSUK CMEPTHOCTI

HIpOTArOM HAcTynHux pokis [2]. Kpim Toro,
pesy/nbTaTy MeTaaHasli3y, ImposefieHoro Win-
stone et al., maTBepmKy0TH, 0 DLCO <60% Bix
HAJIOXKHOTO € HEe3aJIeKHUM (PAKTOPOM PU3MKY
IIpOrpeCyBaHHA Ta JIETAJAbHOCTI y MAalli€eHTIB i3
CCI-I371 [18].

Y xopi mocnigykeHHSA BUABJIEHO, IO MAI[iEHTH
3 CCJ/-I3JI 3HauyHO 4YacTillle Majay 3HIDKEHHS
crniBBimHomeHnHs E/A < 0,8, 1110 MOXXe CBImIMUTH
IIpO IOpPYIIEHHsA penakcalil JiBOro HUIYHOYKa
- oguy 3 ¢opm I JIOI I tumy 3rigHo 3
kpurepisvmu ASE/EACVI [19]. Orpumani pmani
HMigTBEPIPKYIOTh 3pocTardi gokasu poni ]I JIII
npu CCI-I3JI. Ik 3asHauyeHO y AOCTIIPKEHHAX
Ross et al, came paHnHil penmakcaniiiHuil TUI
fiacTonivuHoOl AMCOYHKLIT € HalOMMpeHImmM y
xBopux Ha CCJ] Ta aco1jiloeTbcs 3 IPOTrpecydnM
peMopeNIoBaHHAM  MIOKapja, HaBiTb  IIpu
36epexxenint @B JIII [20]. BaxxuBuM y KOHTEKCTi
HalllMX pe3yAbTaTiB € TaKOoX INiABUIIEHHA
IIBUAKOCTI perypritauil Ha TPUKYCHifaTbHOMY
KnanaHi y rpymi 3 I3J1, mo, xo4a 71 He JOCAIIO
CTaTUCTUYHOI JOCTOBIPHOCTI, MO)X€ BKasyBaTU
Ha MiJBMINEHUI TUCK Yy JlereHeBin aptepil. Lle
OIIOCEpPEeNKOBAHO IIiITBEPIKYE B3aEMO3B A30K
Mmix JIJI JIIII i po3BUTKOM JIer€HeBO] rinepTeHsii,
1o 6yyo paninie BusBneHo Hinze et al. sik opuH i3
NPEeSUKTOPIB IMiIBUIIEHOI CMEPTHOCTI B KOTOPTi
nanientis 3 CCJI [21].

Ouinka ¢i3sn4HOI BUTPUBAIOCTI 32 JJOIIOMOT 00
T6XX BuABMIA CYTTEBE 3HIDKEHHS [MCTAHIII
y nauientis 3 I3J1 y nopiBHAHHI 3 manieHTamMu
0e3 ypaxeHHs JereHb. lle ysromxyerbcsa 3
pesynbpratamu MetaaHanisy Vandecasteele E. et al.,
y sIKOMy 6y/10 ITOKa3aHo, 1o nauienty 3 CCJI-1371
a00 JIereHeBOIO TillepTeH3i€I0 MAITh JOCTOBIPHO
HIDKYi TOKa3HUKM Y LbOMY TeCTi, 1[0 IIOB’sI3aHO
3  OOMeXeHHAM  KJCHEBOIO  TpPAHCIOPTY,
M’sI30BOI0 CTIAOKICTIO Ta KappiopeciipaTopHOIO
HemocTatHicTIo [22]. YV Hamiin Bubipui ne
SHIDKEHHS  IIEPEHOCMMOCTI  HaBaHTa)KE€HHA
MO)Ke OYTV 3yMOBJIEHE KOMIUIEKCHUM BIUIVIBOM
nereHeBoro ibposy, miactomiyHOi AUCPYHKIIT
Ta, IMOBIPHO, IIPMXOBAHOI JIET€HEBOI rilepTeHsil,
sIKa OTpeOye MoabIIol OL[iHKN.

BaxnmuByM acnieKTOM y KOHTEKCTi IIaTOTeHesy
ta nporHosyBaHHa CCI-I3] e 3MiHn
KaIli/IAPOCKOIIIYHOIO TIATEPHY. Y MOCIiIKEeHHI
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Velauthapillai A. et al. 6ymo npoBeneHo anarmi3
NaHMX i3 peecTpy €EBponeiicbkoi TIpymu 3
KTHIYHMX  BUIPOOyBaHb  Ta  IOCTIIPKEHb
cuctemuol cknepopepmii (EUSTAR) 3 wmeroro
OL[{HKY B32€EMO3B 513Ky MDXK KaIli/IsIPOCKOIIYHUMMU
IIOKa3HMKaMI Ta puU3uKoM po3Butky I3J1.
Bcranosieno, mo BupakeHa BTpaTa Kalli/IApiB Ha
HITTBOBOMY JIOXKI € HOCTOBIPHUM IPERUKTOPOM
dopmysannsa CCII-1371 [23].

Y pocnimxkenHi Rajendran A. et al. spiiicHeno
IOPIBHAJIBHUII ~ aHali3  KaIlllIAPOCKOIIYHMX
3MIH y IALJIEHTIB i3 3MilIAHMM 3aXBOPIOBAHHAM
cionyunoi TtkaHuau (33CT) rta CCI-I3JI
Y manientis i3 CCJ-I3J1 6yno 3sadikcoBaHO
JOCTOBipHO  Oijbllle  3HVDKEHHsS  IIIBHOCTI
Kamninapis, toni Ak y rpymi 33CT-I3JI vacrime
crioctepiranucs posumpeHi Kaninsapu [24].

Y pocnimxenni Guillén-Del-Castillo A. et
al. migTBepmKeHO, IO 3HVDKEHHs  LIIBHOCTI
KamniziapiB y nauieHTiB 3 13JI cynpoBomxyerbca
aKTVBHMM HEOAHTIOTe€He30M, a IIi3Hill Kalligpo-
CKOIIIYHMI TIaTepH KOpEeIIE 31 3HIDKEHUMU
nokasHukamy OJKEJI. HagBHicTb riraHTChKMX
KaIl/ZIApiB acollifoBanaca 3 HIDKYMMM 3HAa4eHHA-
mMu DLCO, mo cBifuuTh IpO B3aEMO3B SI30K
MiKpocynuHHOI ~ matonmorii 3 (yHKIiOHa-
JIBHUM YPa>KeHHSIM JIeTeHb [25].

Orpumani pesynbratM He Juile MifATBep-
IDKYIOTb JlaHi TIONepefHiX MOCIiIpKeHb, ajne 1
MalTh  KilbKa  BaX/JIMBMX  aCIEKTiB,  AKi
HigCWIIOOTh IX KIiHIYHY 3HavywicTh. Hacammeper,
JOCTiIpKeHHsT 6a3yBajiocsi Ha MYIbTU(DAKTOP-
HOMY IIiJXOfi, IO IIO€NHAB K/IIHIYHY, CEPOIOTiv-
HY, (yHKILiOHa/NbHY, exXoKappiorpagiuHy Ta
Kalli/IIPOCKOMIYHY  OLiHKy. Takmit  pAm3aiiH
MO3BONMMB  KOMIUIEKCHO  OXapaKTepuU3yBaTh
manienTiB i3 CCJI Ta BUMABUTM acoljiallil Mix
PI3HMMM KJTIIHiIKO-IHCTPYMEHTA/IbHUMU IIPOABAMU
3aXBOPIOBAHHA.

KpimToro, Haitie fOC/TiyKeHHA BCTAHOBM/IO HOBI
aconjianii Mk MikpoaHrionariero Ta I3J1. 3okpema,
HaABHICTb aKTMBHUX 1 II3HIX CKIepOgepMIYHMX
KaIl/IAPOCKOIIYHIX IIaTEPHIB Ta BTpaTa KaIl/IApiB
Oymu pocroBipHo nos’szani 3 I3JI. Lle cBigunTh
IIpO NOTEHULIHy pPOJb KallIAPOCKOmil AK
iHcTpymeHTY cTpatndikanil pusMKy y HamieHTiB
i3 CCJI i migKpecmnoe JOLUi/IbHICTD Ii peryapHOro
3aCTOCYBaHHA y K/IIHIYHIN IPaKTUILIL.

BMCHOBKI

1. IIpn cucteMHiil cKiepofepMii XapaKTepHO
possutok CCI-I3JI, ke acoLil0€TbCA
3 mudysHoo dopmoro CCIl Ta 6inbII
BUPaXEHVMM CTyIEHeM YpaKeHH:A ILIKipu 3a
mkanorw PomHaHa.

2. HagBHicTb aHTUTII [O  TOmoi3omepasu-I

KOpe/oBajna 3  IiIBUIIEHMM  PUSUKOM
dbopmyBaHHS CC[I-1371, TORI K
aHTULIEHTPOMEpPHI aHTUTIIA yacrime

3ycTpidamucs y NalieHTiB 0e3 ypakeHHs
JIETEHD.

3. Iangientn 3 CCII-13JI manu [OCTOBipHO HMKUI
nokasuukyu OIKEJI, TeHmeHIiro 10 sHIKEHHS
DLCO, a Takox 3MeHIIIEHHS CIiBBiTHOIIEHHS
E/A < 0,8, mo MoXe BKasyBaTy Ha ITOYaTKOBi
nposiBM  AiacTonmivHol  aucdyHKIil iBoro
LITyHOYKa.

4. YpaXeHHA MIKPOUMPKY/IATOPHOTO pycna y
nanientis i3 CCI-I3JI xapakTtepusysanocs
aKTUBHVMM Ta Ii3HIMU KaIli/IAPOCKOIMIYHNMU
IaTepHaMU, 3HVDKEHHAM LIIbHOCTI KallinApiB
Ta OIbII YacTOK IIOSABOK AUTITAJIbHUX

BJMPa3OK.
5. OTpuMaHi JaHi MiATBEPKYIOTh HEOOXiIHICTD
PaHHbBOIL KOMIIJIEKCHOIL BiarHOCTUKY,

cTpatudikanii pusuKy Ta mepcoHani30BaHOTO
BenenHsa mnanienTtis i3 CCI-I3JI. Ilomanpiii
NOCTI/PKEHHsI ~ MalTb OyTM  CHpsIMOBaHi
Ha 30impmieHHs BuOipKM, HOBroTpuBae
IPOCIEKTUBHE CIIOCTEPEXEHHA Ta BUBYEHHA

poni  MiKpoaHriomaTii |y  IporpecyBaHHi
JIETEHEBOTO  yPaKeHHA, 110  CIpUATUME
po3pobui HOBUX BiarHOCTUYHUX Ta

TepaleBTUYHUX CTPATETI.

OOMeKEeHHA TOCTiIHKEHHA

Hamre pmocmimxeHHA Mae KinbKa OOMEXEHb,
AKI BapTO BpaxoByBaTy IIpM IHTepHpeTanii
pesynbraris. [lo-nepuie, Bubipka marieHris 6yma
BiZIHOCHO HeBeNMMKOI0 (n=41) Ta OZHOLIEHTPOBOIO,
o0 MOX€ BIUIMBATM HAa  y3araJibHEHHA
BJMICHOBKIB, XO4a HaBiTb 3a TaKMX YMOB BUABJIEHO
JOCTOBipHi BigMmiHHOCTI MK rpymamu. Ilo-
Iipyre, OliHKa AiacTonmivHOl AMCcPYHKII 1iBOrO
LIUIYHOYKA IPYHTYBa/jacs JMIIE Ha IIOKA3HUKY
E/A < 0,8, 6e3 BUKOPUCTaHHS PpO3LIMPEHNX
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exokapgiorpadivanx IapaMeTpiB. Kpim
TOrO, He BK/IIOYEHO BU3HA4YEeHHs OioMapkepis
cepueBoi HemoctatHOCTi (30kpema NT-proB-
NP), mo mormo 6 gonoBHuTH aHanis. [lo-Tperte,
BiICYTHICTb JOBIOCTPOKOBOIO IIPOCIIEKTVIBHOTO
CIIOCTEPEXXEeHHsI 00MeXy€e MOXK/IMBICTb OL[iHUTU
IVHAMiKy IIpOrpecyBaHHsd 3aXBOPIOBaHHA Ta
JIOTO B33aEMO3B’SI30K i3  CepIieBO-CYMHHUMMU
IIPOABAMMN.

Ilopaxka. ABTOpM BUC/IOBIIOTb BAAYHICTDH
NiKapsAM-peBMaTO/IOraM peBMaTOIOTiYHOTO
BiNisIeHH S KHII «CBsaTo-MuxainiBcbKa
KIiHiyHa mikapHsa» M. KneBa, ski Oynu sanydeni
IO KIIHIYHOTO CIIOCTEPEXEHHA Ta JIIKyBaHHA

MAllieHTiB i3  CUCTEMHOK  CKJIEpOfEpPMIEIo,
BK/IIOYEHMX Y aHaJIi3.
Kondmnikr iHTepeciB. ABTOpM  maHOTO

PYKOIIUCY CTBEPIPKYIOTD, 110 KOHQJIKT iHTepeciB
IiJ] 4Yac BMKOHAaHHA aHali3y Ta HaIMCaHHA
PYKOIIACY BifICyTHi.

I>xepena  ¢inancyBanna.  [locmimkeHHA
nposefeHo B pamkax HJIP xadenpyu BHyTpilIHbOI
MegunouHN  Ne2  HamioHa/ibHOrO  MeIMYHOIO
yHiBepcuteTy iMeHi O.O. boromonbus.
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INTERSTITIAL LUNG DISEASE IN SYSTEMIC SCLEROSIS: ASSESSMENT OF POTENTIAL
RISK FACTORS AND ASSOCIATION WITH CLINICAL AND
INSTRUMENTAL MANIFESTATIONS

L2Dzhus M.B., 'Karasevska T.A., *Ivashkivskyi O.1., ’Potomka R.A.,
?Novitska G.L., 'Mulik K.S.

'Bogomolets National Medical University, Kyiv, Ukraine
2St. Michael’s Clinical Hospital, Kyiv, Ukraine

Background. Interstitial lung disease (ILD) is one of the most frequent and life-threatening manifestations of systemic
sclerosis (SSc), significantly worsening the prognosis and quality of life of patients. Identification of risk factors for its
development, particularly serological and microcirculatory alterations, is crucial for optimizing patient management and

preventing progression of pulmonary fibrosis.

Aim: to identify potential risk factors for ILD development in patients with SSc and to evaluate its association with
clinical, laboratory, and instrumental features of the disease.

Materials and methods. Data from 41 patients with SSc were analyzed. Depending on the presence of ILD according
to multislice computed tomography (MSCT) of the chest, patients were divided into two groups. The assessment included
forced vital capacity (FVC), diffusing capacity for carbon monoxide (DLCO), nailfold videocapillaroscopy, echocardiography,
serological profile, and the degree of skin involvement evaluated using the modified Rodnan skin score (mRSS). Statistical
analysis was performed using Jamovi 2.3.28.0.

Results. ILD was significantly associated with the diffuse form of SS¢ (96.2% vs. 26.7%; p<0.001), higher mRSS values (22.9
vs. 15.5; p=0.007), anti-Scl-70 positivity (57.7% vs. 19.2%; p=0.024), lower FVC (74.9% vs. 96.5%; p=0.010), and a reduced
E/A ratio <0.8, indicating early signs of left ventricular diastolic dysfunction (57.7% vs. 20.0%; p=0.025). Patients with ILD
more frequently demonstrated active and late capillaroscopic patterns (41.2% and 58.8%, respectively), accompanied by
decreased capillary density (76.5% vs. 27.3%; p=0.033). In addition, digital ulcers were observed more often in this group
(69.2% vs. 33.3%; p=0.049).

Conclusion. The presence of ILD in SSc is significantly associated with several unfavorable clinical and instrumental
features, including the diffuse disease subtype, more severe skin fibrosis, reduced FVC and DLCO, decreased E/A ratio <0.8
as a potential marker of diastolic dysfunction, as well as active/late capillaroscopic patterns and higher prevalence of digital
ulcers. These findings emphasize the importance of early comprehensive diagnostics, risk stratification, and a personalized
approach to the management of patients with SSc.

Key words: systemic sclerosis, interstitial lung disease, nailfold capillaroscopy, diffuse cutaneous systemic sclerosis,
microcirculation.
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