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TEPANEBTUYHI Nigxoau
10 CUCTEMHOI CKJIEPOAEPMII:
PETPOCMNEKTUBHUA AHANI3

CuctemHa cknepoaepmis (CCL]) — pigkicHe ayToiMyHHE 3aXBOPIOBAHHS, LLIO
XapaKkTepu3yeTbCsl CyANHHUMY aHoMasisiMu Ta pibpo3omM baratbox OpraHiB.
JlikysaHHs1 CC/] € cknaaHuM 4epe3 Fioro reTeporeHHICTb, LLO MOTPebYe MyJib-
TUANCUMIITIHAPHO O MiAXoAy 4J15 BUPILLEHHS PI3HWX aCreKTIB Fioro natoreHe-
3y. Merta. Haliue nocnigxeHHs cripsMoBaHe Ha aHasi3a ocob/IMBOCTEN Tepa-
nii nauienTie i3 CC/] Ta nopiBHsIHHS HALIIOHAIbHWX CTpATeriv Ta MiXXHapOAHUX
pernamMeHTIB JliKyBaHHS LibOro 3axBoptoBaHHs. MeToau. Halue 4OCHigKeHHS,
3aificHeHe y popmarti peTpoCrnekTBHOIO aHasi3y, OXornuio MeanyHi 3arnucu
55 naujeHTiB i3 CC/Ll, 36epexeHunx B eneKkTpoHHI 6a3i naHux KHIT «O6bnacHa
KniHiYHa nikapHsi IBaHo-PpaHkiBcbkoi 0bnacHoi paav>». [is aHanizy BUKOpUC-
TOBYBa/INCS1 KpUTepii KnacudikaLii AMepUKaHCbLKOro KOJIeaXy peBmMaTosorii
(American College of Rheumatology — ACR)/€Bponericbkoro asnbsiHCy peB-
marosoridHux acoujauivi( European Alliance of Associations for Rheumatology
— EULAR) 3a 2013 p. Ta HaujoHasbHi pekoMeHaaLlii. Y4acHUKN AOCIIOKEH-
Hs1 6Y711 OBHOJTITHIMM Ta nepebyBasiv Ha CTallioHapHOMY JliKyBaHHI B peBMa-
Tos10rivHOMY BigainerHi npotsarom 2018-2023 pp. IHpopmauio cuctematm-
30BaHO 3a 40rMoMororo rporpamuv Microsoft Excel, a cratnctnyHui aHaslia —
3a goromororo Statistical Package for the Social Sciences Bepcii 26.0 (IBM
Corp., Armonk, NY, USA). PeaynbTarn. [ig 4ac aHaniay Meam4Hux 3arnvcis
BCTaHOBJ/IEHO, LU0 BinbLuicTb nauieHTiB i3 CC/L oTpumyBaiv npotulanasibHi/
3Hebo1IoBasIbHI npenapaty npoTsarom tepanii(N=38; 69%). 3acTocyBaHHsI Lin-
TOoCcTaTn4HUX npenaparis BigmiveHo y 30,9% Bunaakis, nepeBaxHO METOTPEK-
carty(n=20) Ta umknogpocpaminy (n=9). binbLue no1o0BuHY nauieHTIB (52,7%)
npuiiMany npenapartv rpynv npoctariasanHiB, 0CobmMBO annpocTagni.
3HayHa YacTtvHa nauieHTiB (n=22; 40%) 3acTtocoByBana HipeauniH. 3acobu
U151 KOPEKLIIT peosIoridHnX BIACTUBOCTEV KPOBI MPU3HAYasIv MaviXXe KOXXKHOMY
TPETLOMY nauieHTy i3 CCL (n=17; 30,9%). BucHoBku. TeparneBTyyHi rigxo-
au, SIKi BIPOBAAKYOTbCS B HALIIOHAIbHX MEANYHWX 3aKaaax, BiarnoBiaaoTb
CBITOBUM CTaHAapTam i pekoMeHaaLlisiM, 30CEPELKEHI SIK Ha NaTtoreHeTU4Ho-
My, Tak i Ha cumMmrnTomaTndHoMmy snikysaHHi CC/L. lNpoTe BiacyTHICTb rnporpecy
B TAPreTHIVi Tepariii CTBOPIOE NeperoHu Ha LLJISIXY OCSIrHEHHS] ONTUMasibHUX
pe3ynbTaTiB nikyBaHHs nawjieHTiB i3 CC/.

HOro nigxoay, CNPAMOBAHOI0 Ha Pi3Hi acnekTn naTo-

CuctemHa cknepogepmia (CCL) € piakicHUm
i CKNnagHM ayTOIMYyHHMM 3aXBOPIOBAHHSAM, LLLO Xapak-
TEPUIYETLCSH PO3BUTKOM TUMOBOI TPiaan NOPYLUEHb
GYHKUiIN opraHiamy. KnoyoBMMn eneMeHTamu nato-
reHe3y CC/, € HasiBHICTb CYyOUHHUX NMOPYLLUEHb, iIMYyH-
HOI AMCperynsji Ta CUHTE3Y | HAKOMMYEHHS Konare-
HY, L0 NPU3BOANTL 00 GiBpo3y BaraTbox CUCTEM Op-
raHiB [1]. L BMCHaXxn1Ba naTonoria CTBOPIOE 3HAYHI
npobnemMu K Ans NauieHTiB, Tak i AN MeanyHuX npa-
LLIBHVKIB YepPe3 Pi3HOMAaHITHI KJTiHIYHi CUMNTOMMU Ta He-
nepenbadvyBaHuii nepebir xeopobu.

CC/, xapakTepun3yeTbCA HASBHICTIO OBOX OCHOB-
HUX KNiHIYHMX NigTUNiB: obmexeHa wkipHa dopma CCL,
(oCCL) i andysHa wkipHa popma CCL (aCCL,), koxHa
3 AKNX Mag€ Pi3Hi KJiHiYHI NpOosiBM Ta TEHAEHL,i 40 Npo-
rpecyBaHHs. OcobnumBocTi nikyBaHHA CCLL 3yMOBNEHi
ii reTeporeHHicTIo, WO NoTpebye MynbTUONCUMMAIHAP-

reHesy 3axBoploBaHHSA [2].

OpHieto 3 ocobnueocTen nikyBaHHa CC/, € Bif-
CYTHICTb EAMHOI TEPANEBTUYHOI CXEMW OJis1 BCiX XBO-
pux [3]. List piSBHOMaHITHICTb KiHIYHUX NPOSIBIB i TSX-
KOCTi 3aXBOPIOBAHHS NOTPEOYE iHOMBIAYaNbHUX MIAHIB
NiKyBaHHS1, a4anToBaHUX A0 iHOVBIAYyaNbHUX NOTPED
KOXHOrO nauieHta. TepaneBTMYHI BTPY4YaHHS CAPSMO-
BaHi Ha 3MEHLUEHHS BUPaXEHOCTi CUMMATOMIB, KOHT-
POJib 3anasieHHs Ta yrnoBifIbHEHHS NPOrpecyBaHHS @i-
Op0o3y 3 OCHOBHOIO METO0 MiABULLEHHS AKOCTi XUTTSA
nauieHTis. NMporpamu nikysaHHs CC/], 3Ha4HO 3MiHUAN-
cs1 NpoTArom 6araTtboX POKiB, 30CepeXyto4nch Ha 40-
CATHEHHI Kpalux pe3ynbTaTiB WASXOM MOEAHAHHS
dapmMakonoriyHmx i HedapmakonoriyHUxX cTpaTerin [4].

dapmakonoriyHi metoau nikysaHHa CCJ, Hacam-
nepen cnpsiMoBaHi Ha iMyHHY gucperynsuito Ta 3a-
naneHHa. IMyHOCYNpPEeCUBHI areHTu, Taki K KOPTUKO-
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CTepoiam, MeToTpekcar i MikopeHonaTty modeTun, 3a-
3BKMYa 3aCTOCOBYIOTLCS AJ151 KOHTPOJIO ayTOIMYHHUNX
peakuin i 3MEeHLIEeHHA BUPaXeHOCTi 3ananeHHs [5].
Kpim TOro, HewoaaBHi 4OCArHEHHS CBig4YaTb NPO MNo-
sBy GionoriyHmx 3acobiB, Aki cneuianbHO crpsmMoBa-
Hi Ha KJIIOHOBI MOJIEKYIN B IMYHHOMY Kackafi, npono-
HYIOUYM HOBI WNSAxmM MeHeoxkmeHTy CC/L, [5]. OaHak ui
MeToAM NiKkyBaHHS He No36aBneHi Npobaem, OCKINTbKK
MOXYTb BUKIMKATU 3Ha4YHi NOGiYHi edpekTn Ta noTpe-
OYI0Tb PETENBHOrO MOHITOPUHTY.

Okpim imyHocynpecii, ocobnueocTi nikyBaHHs CC/],
OXOMJIIOI0Tb LUMPLUMIA CNEKTP BTPyYaHb. Basoamnata-
Topwu, Taki Ak BokaTopu KasnbLIEBMX KaHasiB, 3aCTO-
COBYIOTbCS AN JliKyBaHHSA peHOMeHyY PeriHo. di3nyHa
Tepanisa Bigirpae BupilwanbHy posb Y NiATPUML FTHYY-
KOCTIi cyrnobiB i 3anobiraHHi KOHTpaKTypam, siki 4acTo
BiA3Ha4aloThb y nauieHTis i3 CCL. Eprotepania Takox
jornomarae XxBOpuM afgantyBaTucs 40 NOBCAKAEHHOI
OISNbHOCTI, NiABULLYIOYM 3arasibHy SKiCTb XXNTTS.

Kpim TOro, ycyHeHHs ycknagHeHb CC/ € HeBig ' eMm-
HOIO YaCTMHOIO NiKyBaHHA. CMMNTOMU 3 GOKY LLTYH-
KOBO-KWLLKOBOrO TPakTy, YPaXEHHs NereHb i cepue-
BO-CYOMHHOI CUCTEMM NOTPEDBYOThL crneuianizoBaHoi
[0MNoOMOrv racTpoeHTEepPOSIoriB, MyJIbMOHOJONIB | Kap-
pionorie BiANOBiAHO. MynbTUCUCTEMHUIN XapakTep
CC/J, Bumarae cnifibHMX 3ycuib daxiBLiB Pi3HMX NPO-
diniB o1 KOMMNAEKCHOro BUPILLEHHS Pi3HUX aCNeKTIB
3axBOpIOBaHHS [6].

OcTaHHIMK pokamMu AO0CHIAHNLBKI 3ycunns 6ynm
CMpsIMOBaHi Ha PO3PO06KY Ta BUBYEHHS HOBUX METOAIB
NiKyBaHHS, BKIOYaOUM TPaHCMIaHTaLLilo CTOBOYPOBMX
KNITWH | TeHHy Tepanito, ski 06iLgaI0Tb 3MIHUTK Nepe-
6ir 3axsBoptoBaHHs. Lli niaxoan nepenbadvaoTb GinbLu
edeKTUBHE CNpsIMyBaHHS Ha OCHOBHI (iBpO3Hi Npo-
LLeCu Ta € NOTEHLINHUM NPOPUBOM Y NikyBaHHi CC/.

MeTol0 Haloro AocnigxeHHs 6yno npoaHaniay-
BaTN XapakTepHi 0CoBAMBOCTI MEHEOXXMEHTY obpa-
HOi koropTu naujeHTiB i3 CC/], Ta NpoBECTM MOPiBHSH-
HS MK HALiOHaNbHUMN Ta MiXKHapOLAHMMUW cTpaTeris-
MU Tepanii LbOoro 3aXBOPIOBAHHS.

METOAUN AOCNIAXKEHHYA

Hawe pocnigpxeHHa 6yno nposeneHo y dopmari
PETPOCNEKTMBHOIO aHaniay, i 41 A0CArHEHHS NOCTaB-
JNIeHOi MeTU M1 aHanidyBaan MeanyHi 3anmcu nauieHTis,
AKi 36epiranncs B enekTpoHHiln 6a3si gaHux KHIM «O6-
nacHa kJiHiyHa nikapHs IBaHo-®MpaHkiBcbkoi obnac-
HOi pagun». Bepy4n 00 yBarm moro peTpoCnekTUBHUIN
xapakTep, He 6ynio noTpebun 3BepTaTnCs A0 NaLEHTIB
i3 3anMTOM Ha NUCbMOBY iHGOpPMOBaHy 3roay. Yci aHa-
NiTUYHI gocnigxeHHs Ta 06pobka aaHux Oynun npose-
OeHi B CyBOPIl BiAMOBIAHOCTI 3 npuHumunamm 3depe-
KEHHA KOHPIAEHLINHOCTI iHpOopMaLii.

HaykoBe O0CnigKEeHHS BKOYANo aHania gaHumx
55 nauieHTiB, kMM BcTaHoBMNM aiarHo3 CC/L, no-
cnyroBytouncb kputepiamm knacudikauii ACR/EULAR
3a 2013 p. [7] Ta HauioHaNbHMMN peKoMeHJaUIgMN.
YcCi y4aCcHUKM O0CNIOXKEHHSA BYNN NOBHONITHIMKU (Bi-
KoM cTapue 18 pokiB) i nepebyBanu Ha CTaLioHapHO-
My JlikyBaHHi B peBMaTosoriyHomy BiaaineHHi KHIM «O6-
JlacHa KniHivHa nikapHs IBaHo-PpaHkiBCbKOi 061acHOI
paan» npotarom nepioay 3 2018 no 2023 p.

Mg yac CTaTUCTUYHOrO aHani3y AaHUX BU3HAYEHO
ix posnogin 3a gonomoroto metoay Lllanipo — Binka.
KarteropianbHi 3MiHHI NpeacTasfieHi y BUrngai 4acro-
TV Ta4yacTKu, a HenepepBHi 3MiHHI — Yy BUr NS4l cepes-
HbOIO 3HAYEHHS Ta CTAHAAPTHOMO BIAXMIIEHHS 3a5IEXXHO
BifL ix po3noainy. Cucrtemartmsauiio 4aHVX 34INCHEHO
3a gonomoroto nporpamm Microsoft Excel, o BxoguTtb
no nakety nporam Microsoft Office 2016. AHani3 npo-
BeLEHO 3a AornomMoroto nporpamu Statistical Package
for the Social Sciences Bepcii 26.0 (IBM Corp., Armonk,
NY, USA).

PE3YJIbTATU

Mig yac npoBeAeHHs JOCAIAXEHHA BUBYEHO TPY-
ny nauieHTiB i3 CCL, 3aranbHa KinbkiCTb 9KMX CTa-
HoBuna 55 oci6. ABCONOTHY BiNbLUICTb Liei kKoropTn
CTaHOBWIIM XIiHKM, a BiK MALIEHTIB KONMBABCA B MeXax
37,8 Ta 53,6 poky, cepeamHHe 3Ha4eHHs Byno Ha piBHI
49,5 poky (Tabn. 1). TpuBanicTb 3axBoptoBaHHS Oyna
posnogineHa B OOCMIAXYBaHIN rpyni HEPIBHOMIPHO,
NpoTe CepeaviHHe 3HAYEHHS XxapakTepuayBasnocs no-
Ka3HUKOM Yy 7,6 poky. [JaHi Npo Bik No4aTKy 3axBOpPIO-
BaHHA Ta Tpueanictb CC/, nepen Bepudikauieto gia-
rHO3Y NPeAcTaBieHo B TabnunL.

Y xopai aHanizy Meamn4Hux KapT HaM BOanocs BCTa-
HOBUTW, L0 NepeBaxHin binbliocTi nauieHTiB i3 CCL,
B XOZj Tepanii Npr3Hayanu npoTruaanasnbHi/3Heboto-
BasbHi npenapatn (n=38; 69%). LintoctatnyHi 3acobu
3actocoByBanun y 30,9% Bunaakis. BoHu 6ynu npen-
cTaBneHi 30ebinbLioro metotpekcatom (n=20) Ta um-
knodocdamigom (n=9). BinbLue nonosuHu (52,7%) na-
LIEHTIB MpuiManu npenapatu rpynn npocTarnaHam-
HiB, 30KpemMa annpoctagun. Benvka yactka nauieHTiB
(n=22; 40%) oTpmmyBana HibeamniH. 3acobu ans Ko-
peKLIT peonorivyHMx BNacTMBOCTEN KPOBi 3aCTOCOBYBA-
Ny Malxe KOXHOro TpeTboro nauieHta is CCL (n=17;
30,9%). 9 naujeHTiB (16,4%) oTpnmanu Takox @igio-
TepaneBTUYHE JliKyBaHHS.

OBroBOPEHHA

Crparerii nikyBaHHa naujieHTiB i3 CC/LL xapaktepu-
3YI0TbCS HASIBHICTIO OCOONMBOCTEN 3aNexHo Bia Ha-
LLIOHaNIbHOro KOHTEKCTY. TepaneBTMYHI Nigxoam oxon-
NIIOI0Tb 3aC00U, WO MOANDIKYIOTb 3aXBOPIOBAHHS,
iIMyHOCYNpPECWBHI NpenapaTty Ta TapreTHy 6ioforivHy
Tepanito. HasaBHICTb, BApTICTb i AOCTYMHICTb LUNX Me-
TOLIB NiKyBaHHA MOXYTb MOMITHO BiAPI3HATUCS B Pi3-
HUX KpaiHax. Hanpwuknag, nocTtyn oo nepenosux Hio-
npenapariB € BiNbll 0OMEXEHMM Yy NEBHUX PEriOHax,

Ta6nuus
Kniniko-gemorpadiyna xapaktepucTuka nauieHris i3 CCL,

Moka3sHuk 3aranbHa Koroprta
nauieHntie i3 CCL,
(n=55)
Cratb, XiHku n (%) 52 (94,5)
Bik, poku (IQR) 49,5 (37,8-60,5)
Bik noyartky 3axopioBaHHs, poku (IQR) 43,4 (35,4-53,6)
TpmBanictb 3aXxBOPIOBAHHS 40 BCTAHOBEHHS 2,5(1,5-4,8)
piarHosy*, poku (IQR)
TpuBanicTb 3axBOPIOBaHHs 3aranom, poku (IQR) 7,6 (2,8-16,1)

*Yac Bin nosiB NepLIoro cumnToMy (OKpiM cuHapomy Peiito) 40 BCTaHOB-
JIEHHS! AiarHoay.
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PucyHok. MeHemXMeHT nawLieHTiB i3 CUCTEMHOIO CKIEePOLEPMIEI 3a Ha-
npsmMKamu.

O BMAMBAE Ha BapiaHTU NiKyBaHHA nauieHTiB. Kpim
TOro, BiAMIHHOCTI B CUCTEMAax OXOPOHW 340POB’A
Ta cTaHgapTax MeguyHOiT JOMOMOIrv MOXYTb BIUIUHY-
TV Ha BNPOBaXEHHA pekoMeHaaujin wono tepanii.

IMyHOCYNpeCcuBHI NnpenapaTtu € HAPIXXKHUM KaMeHeM
nepBUHHOIO NikyBaHHA nauieHTiB i3 CCL,. Lli npenapa-
TN BUSBNSIOTb He3anepeyHy ePeKTUBHICTb Y 3HUXEH-
Hi IHTEHCMBHOCTI PiBPO3Y LIKipY Ta NOLIKOAXKEHHS Ne-
reHb, Npuyomy umknodocdamin e 0CHOBHUM BUOGOPOM
0151 NOBTOPHOIro BBEAEHHS, 0C06/MBO Y pasi andys-
Hoi CC/LL. He3Baxatoum Ha nobivHi edekTu, NoB’a3aHi
3 umknodocdamiaom, horo nepesarun 36epiraTbcs
npu 3acTOCyBaHHi B KOMBiHaLLi 3 iHLIMMK iMyHOaEenpe-
CaHTaMu, TaKMMn ik METOTPEKCAT, a3aTionpuH abo mi-
kodeHonaty modetun (MM®) [8, 9]. Linknodocdamia,
TakoX NMPOAEMOHCTPYBaB €(PEKTUBHICTb Y JliKyBaHHi
aHTpasibHOI KPOBOTEMI, MOB’A3aHOI 3 eKTa3ielo CyanH
wnyHka [8]. OgHak pe3dynbTaTi WoAo BiAHOBIEHHS AM-
Gy3inHOI 30aTHOCTI IereHb 419 MOHOOKCUAY BYrieLto
(DLCO) 3a onomMoroto nlikyBaHHs umukinodochamigom
€ HenepekoHnmeumu [10]. Kpim Toro, 3aHenoOKOEHHS
LOA0 reMopariyHoro LMCTuTy, TepaTtoreHHUX PU3NKIB
i MenoynsapHoi CynpecunBHOI aii NnoTpebye peTenbHoro
MOHITOPUHIY Nif Yac noro 3actocyBaHHs [11]. Kombi-
HaLliss BHYTPILWHbOBEHHOIO BBEAEHHS umknodocda-
MifZly 3 nepopanbHMM a3aTionpMHOM nokasana nokpa-
LLL@HHSA CTaHy NauieHTiB y 6-MiCSYHOMY BPUTAHCLKOMY
pocnigpxkeHHi [11].

HocnipxeHHs 2018 p. 4ano MeHLW NepekoHIn-
Bi pes3ynbTaTu ANs iHWOro iMyHoCynpecaHTa, Takpo-
nimycy, sIkmin 3actocoByBann B komOiHaLiji 3 npepa-
HizonoHom [3]. Putykcumab, aHtn-CD20 moHo-
K/IOHaNlbHEe aHTUTINO, AEMOHCTPYE edeKTn, NoaibHi
no edexTiB unknodocdaminy, OO0 3MEHLLEHHS BU-
paxeHOoCTi pibpo3y LLKIPKY Ta CNYXUTb abTEePHATUBOO
0N NoM’ aKLEeHH:A nNobiyHnx edekTiB umknodochami-
ay. Ana edekTMBHOro KOHTPOJIO IereHeBoro ¢idpo-
3y peKoOMeHO0BaHO NOeAHaHHS puTykcnumaody 3 MM®
sk iMmyHocynpecaHTa. Kpim Toro, putykcnumab npoge-
MOHCTPYBaB nepesarv Npuv NigLKipHini kanbumdikauii
Ta Backynonarii [10].

Touwnnisymab, MOHOKJ/IOHa/IbHE @HTUTINO NPOTK
iHTepnelikiHy (IL)-6, BusaBnsaeTbcs Ginbll edpekTmB-
HVM Ha PaHHIX CTafiax 3axBOPIOBAHHSA Ta Npw nere-
HeBIN AMCOYHKLIji 3 0OMEXEHNUM BMNBOM Ha LUKIp-
HUIA Gibpos [10, 11]. Xoya Toumnisymab i putykcrmabd
€ OaraToobiusayrMn npenapatamMmu, HeobXxigHi no-
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Aanblui AOCNIAKEHHS ONs NiATBEPOXKEHHS iX MO3UTUB-
Horo edekTy. Cnig 3a3Ha4ynTH, WO 3aCTOCYBAHHS LINX
iIMYHOZENPECAHTIB NPOTMNOKA3aHO Npu iHQIKYBaHHI
Bupasok. C.G. Khor Ta cnisaBTOpwn NpeacTaBuiu Kii-
HIYHWI BMNAO0K, 9KUA NPOAEMOHCTPYBAB, WO peuu-
OVBHI BUPA3KM MOXYTb 3arooBaTmCs Nicns NikyBaHHS
putykcumabom [12]. Ha xanb, cepepn, HaLloi KoropTu
nauieHTIB XXOOEeH He OTPMMYBaB TapreTHoi iMyHobio-
noriyHoi Tepanii. Bucoka BapTicTb UMx npenapartis €
rOJIOBHOO MEPEMNOHOI0 HA LLNSIXY aKTUBHOI iMMIEMEH-
Tauii iMyHOBIoNOriYHMX Nikapcbknx 3acobiB y MEHEX-
MeHT nauienTis i3 CC/L.

JlikyBaHHSA MiKpoBackyfnonaTii Mae Bax/vMBe 3Ha-
YeHHs, 0co6MBO y BUNaakax ¢eHomeHy PeliHo,
nnsa 3anobiraHHS PO3BUTKY AUTiTaNbHUX BUPA30K 1
ypaxeHHto 6aratbox opranis [10]. Basogmnatatopu
niaTeepanan CBOIO ePEKTUBHICTb Y NTIKyBaHHI KDUTNY-
HOI iLleMii Ta 3HUXEHHI PU3NKY FAHTPEHU, TUM CaMNM
3HMXKYIOYM YacToTy amnyTauin [3]. AueTuncaniuyno-
Ba KMCNOTa, BijOMa CBOEK aHTUArperaHTHOW Ai€lo,
HE CMpuUsie 3HAYHOMY BUPILLEHHIO BMPA30K NasblLiB i
He nonerwye ¢peHomeHy PelHo. NpoTe aHTUTpoM60-
LUMUTapHi npenapaTtn 3a3BMYyail PeKOMeEHAYIOTLCSH
npu CCA. 3 iHWworo 60Ky, aHTUKOArynsiHT renapuH He €
eDEeKTUBHUM i 3yMOBJIIOE PUSNK LLIITYHKOBO-KULLIKOBOI
kpooTeui [13]. NeHTokcndiniH, epekTMBHMIN Ba3oam-
naraTtop, MOXe NOJIErUNTL CTaH NPU akpanbHUX ypa-
KEHHSAX, ane MeHL e(PeKTUBHNIN Y KOHTPOi peHome-
Hy PeliHo. KpiMm TOro, neHTOKCU®IniH gie K iMyHOMO-
OynaTop, NPUrHivy0Yn BUPOBAEeHHS dakTopa HEKPO3Y
nyxnaunH (TNF) i cTtumyniooum konareHasy ofisi oome-
KEHHS CMHTE3y KonareHy [14].

Hidbeannin meHw epekTnBHMI, HiXX N03apTaH, Yy Ni-
KyBaHHi BackysnocnacTuyHux enisogis PenHo. Jloszap-
TaH, OKPIiM 3HUXEHHS TpaHCcdOopMyo4oro gakrTopa
pocty 6eTta-1 (TGF-B1), YNHUTb NO3UTUBHUI BNINB
Ha cepueBuit i nereHeBunii GibPO3 i Nokpallye Npo-
rHO3 CKIEPOAEPMIYHOI0 HUPKOBOro kpuay [3]. EHao-
TenianbHi KNiTMHW, nowkoaxeHi npn CCL, BUpobnsioTb
Hagmwok okenay a3oTy (NO), Wwo Nnpr3BoaUTb A0 3HU-
XeHHs piBHA eHpoTenianbHOi cuHTasu NO (eNOS).
L-apriniH, nonepegHuk NO, nokpaLlye KniHi4YHy KapTu-
HY Npu deHoMeHi PeliHo Ta cTaH KpoBOOOIry B LiIOMYy.
Lle cnocTepexeHHs nigTBepOKYE BUKOPUCTAHHS FENto
Ha ocHoBi NO a9 nokpallaHHS LWKIPHOT Backynsipmaa-
uii abo iHranaujinHoro BeegeHHs NO Ta npocTaumkii-
HiB Yepes ix lIereHeBi CyanHOpO3LLMPIOBalbHI eDEKTU.

[Mpu nereHesin apTepianbHin rinepTeHsii nokasa-
Hi @aHTaroHICTM peuenTopiB eHAOTENIHY Ta iHriGiTopn
dochoaiectepasu-5. NpocTaHoign, Taki AK inONPOCT,
PEKOMEHAYIOTLCSA NPU pedpakTePHNX BUNALKaX CUH-
apomy PeirnHo, 9ki He pearyioTb Ha nepopasbHi Ba3o-
ounnartatopwu [10].

JlikyBaHHS nereHeBoi rinepTeHsii nependavae Ta-
KOX Taki nikapcbki 3acobu, sk pioumryar i cenekcunar.
Pioyuryar, 9kuin 3aCTOCOBYIOTb NPOTAromM 12 Tnx, No-
KpaLLye 30aTHICTb 0 X04b0UM Ta TONEPaHTHICTb A0 i-
3NYHNX HAaBaAHTAXEHb, @ TAKOX 3HUXYE IHTEHCUB-
HICTb 3a4MLLUKN LWASXOM 3HUXEHHSI CYANHHOIO Onopy
Ta NOCUJIEHHS BUBINIbHEHHS N-KiHLLEBOrO MoainenTu-
Ay HaTpinypeTnyHoro ropmoHy (NT-proBNP) [3]. Ce-
niekcuvnar, nepopasnbHNi CENEKTUBHNUM aroHiCT peuern-
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TOpPIB NPOCTaLMKAiHY, 6YB e(PEKTUBHUM Y 3MEHLLEHHI
BUPAXEHOCTI yCKIaAHEHb MOPIBHAHO 3 Nnawebo B J0-
cnipxeHHi GRIPHON [15]. BoseHTaH i cuTakceHTaH
BUKINKAIOTb NMOAiIOHI pe3ynbTaTti npu NikyBaHHI ap-
TepianbHOI NereHeBoi rinepTeHsii, nos’a3aHoi 3 CCA,
0co6MBO y BUNaakax BGinbLUOi TAXKOCTI MOPIBHAHO
3 ipgionaTtnyHolo nereHeBoto rinepTeHsieto [16].

CuTakceHTaH € anbTepHaTMBOO, KON 6O3EH-
TaH HeeEKTUBHUN | BUSIBASIE HUXYY renaToOTOKCUY-
HicTb [17]. Pe3ynbtaTtn pocnimxeHHs AMBITION cgia-
yaTb, WO KOMOiHOBaHa Tepanis amOpu3eHTaHoM i Ta-
nanadinom € 6inbll epeKTUBHOI, HiXX MOHOTEpanis,
L0 CAPUSIE HMXXYOMY PiBHIO rocnitanidauii (4% npo-
™ 12%). MNMpoTe HeobXxiaHi Nnoaanblui AOCNIAXEHHS
ONS BU3HAYEHHS ONTUMasbHUX KOMBiHALLIN NikapCbKMx
3aco00iB i KOHTEKCTY iX 3aCTOCYBaHHS.

PemopenioBaHHa nereHeBux kaninapis npu CCL,
obMeXye BUKOPUCTaAHHA Ba3oaunataTopiB, OCKiNb-
KW BOHW MOXYTb CMpPOBOKYBaTW HAaBpPSAK Nerexsb,
MoB’si3aHNI i3 BEHOOKJTHO3iINHWM 3axBOpPtoBaHHAM [18].
Y neakux sunagkax CCL moxe 6yTn NoB’a3aHuin 3 ne-
reHeBoo TpoMboeMOoi€eto, LLIO NiABULLIYE TUCK Y Nere-
HeBIil apTepii. Y Taknx cuTyauisix Moxe OyTu OPEYHUM
XipypriyHe nikyBaHHs 260 MOXHa PO3rASHYTU CTUMY-
NATOPU ryaHinaTumkiasu, Taki sk piounryar.

Y nitepaTypi HAroNOLWYETLCHA TAKOX Ha Pi3NYHIN Ta
TpyaoTepanii, CNpssMOBAaHIN Ha NOKPALLAHHSA DYHKLi
pyK, ocobnuneo xanaHHa. Piopi Ta oro AOCHIAHNLb-
Ka rpyna BMSBMAN, LLLO NPUCYTHICTb OMALLUHIX TBa-
puH i cobak nig Yyac nikyBaHHS iHpY3ie inonpocTy
MO3WUTMBHO BMJIMHYNA Ha BiayyTTa 6010, NiABULLINB-
LW NPUXUIIBHICTb A0 NiKyBaHHA Ta 3HU3UBLUW TPUBO-
ry [19]. Y pamkax BiTYN3HAHMX CTaLiOHApiB NpakTmka
3any4eHHs TBapWH-KOMMAHbIOHIB And Tepanii ayto-
iMYHHMX 3aXBOPIOBaHb HE 3aCTOCOBYETbCA. [1poTe
BapTO 3a3HauunTn, Wo GisioTepaneBTUYHI Nnpoueaypu
BXOASATb A0 3BMYHOIO MaKeTy NOCAyr, SKi 3a noTpebu
MOXE OTPUMATU NALLEHT.

Y nigcymKy cnig 3asHaqymTu, Lo TepaneBTUYHI CTpa-
Terii, siki BUKOPUCTOBYIOTbCS B YKPAIHCbKMX CTaLio-
Hapax, BiAnosigalTb MKHAPOAHMM CTaHapTam Ta
pekoMeHaauissM Ta CNPAMOBAaHi Ha NaTOrEeHETUYHY
Ta cumntomatmyHy Tepanito CC/. NMpoTte Hepo3BMHE-
HOIO 3a/IMLLAETLCS Hilla TApreTHOoi Teparnii, Wo crnpu-
YMHSIE TPYOHOLLI Y NPOLECI AOCATHEHHS ONTUMAaSIbHNX
pes3ynbTaTiB MeHeaKMeHTy nauieHTis i3 CCL.
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THERAPEUTIC APPROACHES
FOR SYSTEMIC SCLEROSIS:
A RETROSPECTIVE ANALYSIS

R.l. Yatsyshyn, O.l. Drogomeretska
Ivano-Frankivsk National Medical University

Abstract. Systemic sclerosis (SSc) is a rare
autoimmune disease characterized by vascular
abnormalities and fibrosis in multiple organs.
The treatment of SSc is complex due to its
heterogeneity, necessitating a multidisciplinary
approach to address various aspects of its
pathogenesis. Aim. Our research is aimed at
analyzing the specifics of therapy for patients
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with SSc and comparing national strategies and
international regulations for the treatment of this
disease. Methods. Our study, carried out in the
format of a retrospective analysis, covered the
medical records of 55 patients with systemic
scleroderma stored in the electronic database of
the KNP «Regional Clinical Hospital of the Ivano-
Frankivsk Regional Council». The 2013 American
College of Rheumatology (ACR)/European
Alliance of Associations for Rheumatology (EULAR)
classification criteria and national guidelines were
used for analysis. The study participants were
adults and were undergoing inpatient treatment
during the period 2018-2023 in the rheumatology
department. Information was systematized using
Microsoft Excel, and statistical analysis was
performed using the Statistical Package for the
Social Sciences version 26.0 (IBM Corp., Armonk,
NY, USA). Results. The analysis of medical
records revealed that the majority of patients with
SSc received anti-inflammatory/analgesic drugs
during therapy (n=38; 69%). The use of cytostatic
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drugs was observed in 30.9% of cases, mainly
methotrexate (n=20) and cyclophosphamide
(n=9). More than half of the patients (52.7%) used
prostaglandin drugs, especially alprostadil. Also, a
large part of patients (n=22; 40%) took nifedipine.
Means for correcting the rheological properties of
blood were used in almost every third patient with
S§Sc (n=17;30.9%). Conclusion. The therapeutic
approaches implemented in Ukrainian medical
institutions align with global standards and
guidelines, focusing on both pathogenetic and
symptomatic treatment for systemic scleroderma.
Nevertheless, the lack of progress in targeted
therapy presents challenges in attaining optimal
treatment outcomes for individuals with systemic
sclerosis.

Key words: systemic sclerosis, treatment,
systemic connective tissue diseases,
rheumatology.
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PEGEPATUBHA IHOOPMALIA

FDA cxBaneHo nepLuy reHHy Tepanito
DONA NiKyBaHHA NaLi€eHTIB i3 cepnoBuaHoO-
KNITUHHOIO aHeMi€lo

YnpaBniHHA 3 KOHTPOJIIO 3a Xap40BUMM NMPOAYK-
Tamu Ta nikapcbkumu 3acobamum (Food and Drug
Administration — FDA) cxBanuno nsa npenapaTtui FreH-
Hoi Tepanii — Casgevy Ta Lyfgenia — nepuwui 3acobwu
ON§ NiKyBaHHS CEPNOBUAHO-KNITUHHOT aHeMii y nau,i-
eHTiB BikoM Big 12 pokiB. Kpim Toro, Casgevy € nep-
wmm cxsaneHum FDA npenapatom, WO rpyHTYETbCS
Ha HOBI TEXHONOTIi peaaryBaHHs reHoMy.

Llen npenapat npusHavyeHnn ons nawieHTis i3 pe-
LMAVBYIOHMMU BA30OKMOIINHNMU Kpnu3amun. BiH €
nepwoto cxsaneHot FDA Tepanieio 3 BUKOPUCTaAH-
HamMm CRISPR/Cas9-TexHonorii pegaryBaHHA reHOMY —
po3piszaHHa AHK y uinboBux ginsHkax, wo nae amory
il peparyesaTu (BUganaTu, oAaBaT Y1 3aMiHIOBaATH).
MopaudikoBaHi CTOBOYPOBI KNiTUHU KPOBi TPAHCMIAH-
TYIOTb Ha3an nauieHTy, 4e BOHM NPUXNBAIOTLCA (Npn-
KPINoI0TbCS Ta PO3MHOXYIOTBCS) Y KICTKOBOMY MO3-
Ky Ta NiaBuLLYIOTb BUPOOHULITBO heTanbHOro reMorso-
OiHy. Y nauieHTiB i3 CeprnoBMAHO-KNITUHHOIO aHEMIEID
NiABULLEHNI piBEHb PETANIbHOrO remMornobiHy 3ano-
birae cepnonoaibHoOMy NePEeTBOPEHHIO EPUTPOLIUTIB.

IHWKnn npenapat — Lyfgenia, TakoX cxBaneHun
0015 NiKyBaHHS NauieHTiB BikoM Big 12 pokiB i3 cepno-
BUAHO-KITUHHOIO aHEMIEK Ta Ba30OKMO3iMHMMM NO-
OigMn B aHaMHes3i. JIeHTUBIpYCHUIN BEKTOP (HOCIN O0-

CTaBKW reHiB) 3 MOro cknagy Mmoandikye ctoBOypoBi
KJITUHM KPOBI NauieHTa ansa BupobneHHs HbAT87Q —
remMorno6inHy, akmin PyHKLiOHYE NOAIOGHO 40 HOPMasb-
HOro AOPOCOro reMornobiHy A, Wo BUPOBNSETLCSA
B 0CiO 6€3 ceprnoBMAHO-KNITUHHOI aHeMii. HepBOHi
KPOB’sAHI Tinbug, Wo Mictate HDAT87Q, MaloTb HUX-
YA PU3KK ceprnonoaidHOro NepeTBOPEHHs i 3aKyno-
PIOBaHHSA KPOBOTOKY.

O6uasa NpoayKTU BUrOTOBASAKOTbLCS 3 BNIACHUX
CTOBOYPOBUX KJITUH KPOBI NaLEHTIB, AKi MOONdIKy-
IOTbCS TA NOBEPTATLCS Y BUMISAi 0OAHOPA30BOI IHPY3ii
B pamMKax TpaHCrnaaHTaLii reMonoeTnyHnX (KPOB’ aHMX)
CcTOBOYpPOBMX KNiTUH. Nepen nikyBaHHAM Yy NauieH-
Ta 30MpatoTb BNaCHi CTOBOYPOBI KNiTUHK, @ NOTIM BiH
NMOBMHEH NPOWTM MienoabnaTtMBHe KOHOWLIOHYBAHHS
(BMCOKOL030Ba XiMioTeparnia) — npouec, ki Buaa-
NSI€ KMNITUHW 3 KICTKOBOIrO MO3KY, W06 iX MOXHa 0yno
3aMiHUTU MOagudiKOBAaHMMU KNiTUHaMK. MauieHTn, aki
OTpUMyBaan npenapatu, NPOXoaUTUMYTb AOBrOTPU-
Basie OOCNIOXEHHS Ans OuUiHKK 6e3nekn Ta epeKkTmB-
HOCTIi KOXXHOIo NpoayKTy.

Oobwuaesi 3asBkn — wopno Casgevy i Lyfgenia,
Big, komnaHin Vertex Pharmaceuticals Inc. Ta Bluebird
Bio Inc. BignoBigHO, oTpuManu no3HavyeHHa Priority
Review, Orphan Drug, Fast Track Ta Regenerative
Medicine Advanced Therapy.

3a marepianamn www. fda.gov
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