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AHoTauis. fOBeHinbHa nokanizoBaHa cknepoaepmis (FOJIC) oxornoe rpyny
p03134iB, MPOSIBU IKUX 0OMEXEHI YPaXXEHHSIM LLKIPY Ta MIGLUKIPHUX TKAHWUH
i, 3@ HE3HAYHUMUY BUHSITKAMU, HEPBOBOI CUCTEMU, Ta HE 3a4inaroTb BHYTPILLI-
Hix opraHiB. Cepen HannoLwmnpeHrilwmx HeposioridHux npossis KOJIC BusB-
JISIOTb FOJIOBHWI Biflb, & TaKOX CYAOMMU (4aCcTO PE3NCTEeHTHI 10 NpoTUCy-
JAOMHUX penapariB), eHueganit PacmycceHa, nepudepunyHy HeMponarito,
MOripLLIEHHS IHTEeNIEKTYaslbHOro PO3BUTKY Ta HeKnporicuxiatpudHi CUMITo-
Mu. Y cTatTi npeacrtasiaeHo Bunanok nadieHtkuv 3 KOJIC, y skoi giarHocTo-
BaHo JliHIHIVIHY CKiepoaepMito en coup de sabre 3 pe3nCcTeHTHOIO erisier-
cieto Ta yBeiTom. NaLjieHTka oTpuMyBana rnpoTUCya0oMHy Tepariio 6e3 ba-
XaHoro egpekrty. [NpusHad4eHHsI KOMIJ/IEKCHOI iMyHOCYNpecuBHOI Teparii
(Toumnnisymaby, MmetoTpekcarty Ta MopeTusly MikopeHonarty) Aasao 3Mory
JI0CSIrTV KOHTPOJIIO Hafl CyaoMaMu Ta YyCyHYTU KOrHIiTUBHI po3naan. Heob-
XigHi nogasnbLui AOCAIAKEHHS 4151 ONTUMI3aLlii TeparneBTUYHOI cTparerii Ta
BU3Ha4YeHHs rokasaHb 10 3aCToCcyBaHHs biosoriyHyx npenaparis rpv KOJIC,
30KpeMa 3a HasiBHOCTI ypaXXeHHs LleHTpasibHoi HepBoBoi cuctemu (LJHC).

IOBeHinbHa nokanidosaHa cknepoaepmis (KOJIC)
OXOMJIIOE rPyny Po3nafiB, NPOsSBU KX 0OMEXeHi ypa-
XKEHHAM LUKIpW Ta NIALWKIPHUX TKAHWH i, 38 HE3HAYHUMU
BUHATKAMW, HEPBOBOT CUCTEMU, Ta HE 3a4inaloTb BHY-
TPIWHIX opraHiB. He icHye eanHoI TepmiHonorii: oep-
MaToJsiorn 3a3Bnyam BUKOPUCTOBYIOTb TEPMIH «MOP-
dea», a peBMaTONOrK, K NPaBmuIo, — «10Kani3oBa-
Ha cknepogepmMis».

MonepenHs knacudikauia FOJIC MicTuTb obMmexe-
Hy mopdeto (OM), niHiriHy cknepoaepMito, reHepani-
3oBaHy (M), naHcknepoTuyHy (IMM) Ta amiany mop-
deto (3M) [13]. HanTtax4oto popmoto KOJIC BBaxa-
I0Tb NiHIMHY CKNEepoaepMito 3 ypaxXeHHsaAM FofoBu Ta
06m44s, gka MOXe NOEOHYBATUCS 3 HEBPOJIOMIYHOIO
CYMMMNTOMAaTUKOIO.

IOJ1C ronosu / 06an44s MOXe MPOSABASATUCH TU-
MOBUMM NiHIMHUMW YPAXKXEHHAMM LLKIPU, BiGOMUMM K
en coup de sabre (ypaxeHHs Lwabneto, TepMiH No3Ha-
Yyae NoAIOHICTb ypaxkeHHS 3 HACNiAKOM yaapy Lwabneto)
Ta cuHagpomom Mappi — Pombepra (CPI), abo x no-
enHyBaTn 0bmasi Gopmu.

Mpwn KOJIC Big3HavalOTbLCA 3anaseHHs Ta atpodis
nignernnx TkaHnH 6e3 o4eBMaHOro ¢ibposy LwKipn
Hag, HUMK [8]. JTiHiMHI ypaeHHs BUHUKaOTb Ha 00Iny-
4i abO BOSIOCUCTI YaCTMHI rO/IOBK Ta NiCNs FOCTPOi 3a-
nanbHoi da3n HabyBatoTb KOJIbOPY C/IOHOBOI KICTKM. 3a-
3BKYa BOHM 0OMEXYIOTLCS MOSIOBUHO 00/IMYYS, YaCTO
CYNPOBOMKYIOTLCH BTPATOK BOSIOCCS HA LLKIPi rON10BM Ta
OpoBax, a TakoX aCUMETPUYHUM PO3BUTKOM 00NYYS.

HeBponoriyHnin, O4HUIN Ta CTOMATONOTIYHI NPosA-
BW YacCTilWe BigMiyaloTb Npu KpaHiodauianbHil niHin-
Hin cknepogepmii. Cepen, HaMMOWNPEHILINX HEBPO-

JIOMYHMX NPOSBIB BUSIB/IAIOTb FONIOBHUIM Biflb, @ TaKOX
CyO0MM (4aCTO PE3MCTEHTHI A0 MPOTUCYAOMHUX Npe-
naparis) [7].

MoXyTb BUHMKATN O3HaKu eHuedanity Pacmyc-
CceHa, pyxoBi po3nagun, nepundepunyHa Hemponaris,
MOripLEHHS iIHTENEKTYaNbHOr0 PO3BUTKY Ta HENPO-
ncuxiaTpuyHi cumntomun [3, 5, 6, 12, 17]. Ak cyoomum,
TakK i roIOBHUI Biflb MOXYTb OYTM 03HaKaMU MiHINHOT
cknepoaepMii 3 ypaxeHHsaM 065my4s, ToMy KRiHiLuuc-
TV NOBUHHI BpaxyBaTu LeN 3B’A30K i NpoBOAUTU pe-
TenbHe 0bcTexeHHs wkipun [12].

OnuncaHi BMnagky noyaTtky XxBopobu 3 HEBPOJO-
riYHMX NPOSIBIB i3 HACTYNMHUM MPUELHAHHSAM YPaXKEH-
HS LWKipY 061144s Y1 ronoBm. MarHiTHO-pe3oHaHCcHa
Tomorpadia (MPT) ronoBHOr0 MO3KY MOXE BUSBNATU
BOrHULLEBI Ta AMPY3HI NOPYLUEHHS, rinepiHTEHCUBHI
curHann T2 (nepeBaxHo B NiAKipKOBIl Bini peyoBu-
Hi), aTpodito MO3Ky, KanbuudikaTn Ta CyaANHHI Nopy-
LLEHHS, SKi BiANOBIAA0Tb BACKYITY LEHTPaNbHOI HEP-
BoBOi cuctemun (LUHC) [5-71.

AHTUHYKNEeapHi aHTuTINa € no3nTneHumMmn y 37-50%
nauieHTiB i3 NiHinHO cknepoaepmieto [1, 11, 15].

Mosiea cneyndiyHnx aHTUTIN OO OQHONAHLIOMOBOI
OHK, Scl-70, aHTnueHTpomepiB, aHTUTIN Anti-Ro/SSA,
anti-La/SSB Tta U1-RNP moxe nepeayBaTu po3BUTKY
CUCTEMHOrO 3aXBOPIOBaHHSA [1].

OCHOBHO NPOBGIEMOIO Y HENIKOBAHUX MaLiEHTIB
i3 KOJ1C € He Tinbkn NpOrpecyBaHHS LWKIPHUX 3MiH, a i
HEKOHTPOJIbOBaHa HEBPOJIOriYHa cumnTomaTurka. Came
TOoMy Npobnema BUbopy cTpaTerii NikyBaHHs, sika 6 no-
nepenxana iHeanignsadwiio uyx XBopux, HabyBae 0cob-
JINBOI aKTyaNbHOCTI.
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KNIHIYHI JOCNIAXEHHA
Oonuc KJIIHIYHOIo BUNAAKY

MpencTtaBnsgsemMo BMNanok Hawoi nauieHTkn C.,
2020 p.H.

3MiHM Ha WKipi NpaBoi YaCcTUHN 06MYYS Ta BO-
JNIOCUCTOI 4aCTUHM rofoBK 3’ABUNnCS y cidHi 2023 p.
(puc.1a-16), cynomm po3BuHynuncs i3 6epeaHsn 2023 p.
3yacTtoToto 1 pasd Ha 2 Tux, a 3 TpaBHa 2023 p. yacTo-
Ta HanapgiB cyoom 3pocna oo 1-3 pasiB Ha TUXKOEHb.
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Puc. 1. YpaxeHHs wkipu npaBoi N0GHOT AiNAHKW y BUrNSAi 3MiHKU KO-
nbopy (a, 6).

Y uenyacy AiBYMHKM OiarHOCTOBAHO POKasbHY eni-
nencito HeBigOMOI eTionorii. Yci pedynbTatn remarto-
NOriYHUX, BiOXiMIYHUX 0BCTEXEHb OYNN Y MeXax Hop-
MU, aHTUHYKNeapHi anTuTina (AHA), aHTUHENTPOMINbHI
umTonnasdmaTuryHi aHtutina (AHUA) — HeraTtmeHi. Y pe-
3ynbtatax MPT ronosHoro mo3ky Big 1.04.2023 p. Bu-
SIBNIEHO NiABVLLIEHHS cUrHany Big 6inoi pe4oBuHN Nepu-
BEHTPUKYNSPHUX BigAainie 060X TiM’sHUX 4aCToK, LWO €
HecneundivyHO 03HAKOI0, ika HEKOHKOPAAHTHA 3 KJi-
HIYHOIO KapTUHOIO. MiCna BHYTPILLIHBOBEHHOIO NiACK-
JIEHHS NATOJIOTNYHOr0 HAKOMNYEHHS KOHTPACTY Ta 30H
obMexXeHHs andysii He BUSBNEHO (puc. 2).

Puc. 2. MPT ronosHoro mo3ky Big, 1.04.2023 p.

Mpun3HayeHa oUTUHI NPOTMCYOOMHa Tepanis Basb-
NMPOEBOIO0 KUCNOTOIO Oyna HeJoCTaTHLO EDEKTMBHOLO.
Y yepBHi 2023 p. 3 ornsay HA PE3NCTEHTHI CyaoMU fi-
BYVHLL PO3M04aTo NySibC-Tepanito iH’ EKLiHO HOPMOIO
MEeTUNNPEAHI30M0HY. JJOCArHYTO NEBHOIO MNOKPALLEHHS
CTaHy, OCKiflbkM 3HM3MNacs 4actoTa cygom (oo 1 pasy
Ha 2 TMX). 3aranbHa TPUBaNICTb LWOMICAYHNX BBEAEHD
MEeTUNNpPenHi3onoHy B fo3i 500 mry dopmiiHpyaii cTa-
HoBwuna 3 Mic. NpoBeneHo KOPEKLLito MPOTUCYA0MHOI Te-
panii, BanbnpoeBy KUCNOTY 3aMiHEHO Ha kapbamaseniH.
Cynomu yTpymyBanmcs, Tomy i3 kBiTHS 2024 p. po3no-
4aTo Tepanito BHYTPILWHbOBEHHUMW iMYHOr00yniHa-
Mn 'y 0o3i 1,6 r/kr macu Tina 3 NOBTOPHMM BBEAEHHAM

y TpaBHi Ta 4epBHi 2024 p. NMpoBeneHo 4 ceaHcw Nnas-
Madepesy: 6epeseHb 2023 p., kBiTeHb 2023 p., Bepe-
ceHb 2023 p. Ta nuneHb 2024 p. Y yepsHi 2024 p. naui-
€HTUj AiarHOCTOBaHO NepeaHili NpaBobiyHMI YBEIT, pe-
rpecy sikoro 6ys0 4OCArHyTo Ha Tni MicueBoi Tepanii.
Y nunHi 2024 p. giarHoctoBaHo KOJIC: niHiiHy ckne-
poaepmito «en coup de sabre» 3 pe3MCTEHTHOIO eninen-
cieto TayBeiToM (Linear scleroderma en coup de sabre
with associated neurologic abnormalities) (puc. 3).

Puc. 3. 3mitu wkipu npasoi yactuhu noba y Burnagi atpodii 3 nino-
BUM BifTiHKOM.

Cynomu yTpmumMyBanucs 3 yactototo 3-5 pasis
Ha Micsaupb. Y OiBY4MHKM BUSIBAIEHO KOMHITUBHI po3naan
Ta BTpaTy AesikUX MOTOPHMX HaBn4oK. 3a gaHnmm MPT
Big, YyepBHs 2024 p. BUSIBNEHO APIOHOBOrHULLEBI Ne-
PVBEHTPUKYNSAPHI 3MiHM Binoi peyoBmHN 060X MiBKYJb
roJIOBHOMO MO3KY, a TaKOX CybKOpPTUKaIbHE BOrHULLE
y NpaBin TiM’aHin ginauui (puc. 4).

Puc. 4. MPT ronosHoro mo3ky Big 27.06.2024 p.

[lo npoTtucynoMHOT Tepanii 4oAaHO rlKOKOp-
TUKOCTepOign (MeTUNnNpPenHi3onoH y novyaTko-
Bi 003i 1 Mr/kr macwu Tina) Ta MeToTpekcaT y Ao3i
13 Mr/m2/Tux, a 3 nuctonaga 2024 p. posnoyarto fi-
KyBaHHsS ToumMnizymabom y osi 12 mr/kr macu Tina
KOXHi 2 Tux. Ha Tni npotucyoomMHoi Tepanii, meTo-
Tpekcarty Ta Toumnisaymady 4actoTta cyaoM 3HU3una-
ca 00 1-2 eni3ogiB Ha MicsiLb, TPUBaNiICTb CKOpOTUNAa-
cs 0o 3 xB, BiGHOBUNMCS paHille BTpaYeHi KOrHIiTUBHI
HaBunYKn. 3a jaHnmm noBTopHOro MPT ronoBHOMO MO3-
Ky Bif 05.07.2025 p. (puc. 5) BUSBNEHO FiOTUYHI 3MiHW
CybKOpPTUMKaNbHOI BiNoi pe4oBMHU NOBHOI, CKPOHEBOT
Ta, HaNBINbLL BUPaXeHO, TiM IHOT YaCTOK NPaBoi MiBKy-
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Ni, WO KNiHIYHO KOPENIOE 3i CKNEePOTUYHUMU CMYyramMu
LKipn NOBHOI AinsHkM. TakoX BUSBNEHO CUMETPUYHI
OpiOHi BOrHULLA B NEPUBEHTPUKYNSPHIN BiNiii pe4oBUHI
0060x TiM’aHMX ainaHok. Y anHamiui Big 27.06.2024 p.
3adikCOBaHO HEraTUBHY TEHOEHLIO Y BUrNAai 36inb-
LLIEHHS KifIbKOCTi Ta PO3MipiB 30H 3MIHEHOIro CuUrHa-
Ny B cyOKOPTUKabHil 6inii pe4oBUHI NpaBoi NiBKyIi.

Puc. 5. MPT ronosHoro mo3ky Big, 5.07.2025 p.

KniHiyHMin BMNaaok nauieHTkn 06roBOpeHo Ha KOH-
cuniymi HeBposoriB. Y 3B’A3Ky 3 BiA3HAY€HO NO3UTUB-
HOIO KNiHIYHOK AVHAMIKOI Ha TJi 3aCTOCYBaHHSA TOLM-
nizymaby yxBasnieHo PilleHHS LoA0 NPOAOBXEHHS Bio-
noriyHoi Tepanii umm npenapatoM. Ha cepnenb 2025 p.
YTPUMYBANMCS 3MiHU Ha LWKipi 061144s, CyaA0MU BUHW -
Kanu 3 4acTtoTolo 1 eni3on Ha Micaub.

I3 cepnHsa 2025 p. giB4MHLj po3noyaTo Teparnito Mo-
deTnny MmikopeHonaTtom, a TakoX MPOAOBXKEHO BHY-
TPILUHbOBEHHI BBEAEHHS TOLMIZyMaby, BioMiHEHO Me-
ToTpekcarT. MpoBeaeHO KOPEKLLIO MPOTUCYOO0MHOI Te-
panii (aogaHo nakocamig) 3 YHaCTKOBMM MO3UTUBHUM
edekToM, nicnsa Yoro we goganu 3oHicamig. Big se-
pecHs 2025 p. cyaomMmu He BigMivanucsa. AntmnHa npo-
LOBXYE nikyBaHHA ModeTnny mikodeHonaTtom Ta 10-
umnisymabom. NoctynoBo BigMiHEHO kapbamaszeniH.

3a gaHumm MPT Big, civyHa 2026 p., BidyanisoBaHO
OiNSHKM rNio3HWX 3MiH Binoi peqyoBMHM NpaBoi MiBKyi
roOJIOBHOIO MO3KY (Y NOOHIM, CKPOHEBIl Ta, HabinbLL
BMPaXeHO, TiM’sHi YacTKax), WO NOELHYIOTLCS 3 iNCu-
narepanbHUMW CKINEPOTUYHUMU CMYramMu LLKipy N106-
HOI AiNgHKM ronoBu. 3a3dHayeHa KapTuHa HamBiporia-
Hile € nposiBoM ypaxkeHHs LIHC npwu niHinHin cknepo-
aepmii en coup de sabre (BignoBigHO A0 aHaMHe3y).

Y avHamiyi, nMopiBHAHO 3 O0OCTEXEHHAM
Bif 5.07.2025 p., Bin3Ha4aeTbcsa cTabinbHa KinbKicTb
BOIHMLL, Ta perpec KOHTPaCTHOro niaocuieHHs 3 no-
ABOIO APIOHMX KanbumdikaTiB (3BanHeHb) y CTPYKTY-
pi BOrHULL,, NepeBaXHO B TiM’AHIN AinsHui. BorHuwesi
3MiHV NEPVBEHTPUKYNSPHOI BiN0i PEHOBUHN MaloTb pe-
3uayanbHUi xapakTep, y AMHamiui — 6e3 3miH (puc. 6).

Puc. 6. MPT ronosxoro mo3ky Big, 28.01.2026 p.

KNITHIYHI AOCNIAXEHH4A
OBrOBOPEHHA

Lle kniHi4YHMM BUNagoK AEMOHCTPYE 3Ha4YHe nokpa-
LLEHHS CTaHy y AiB4nHkm 3 KOJ1C i3 pe3ncTeHTHMMM 00
3BMYANHOrO JliKkyBaHHS CyaOMaMu Micnsg npu3HavyeH-
HS iIMyHOCYNpPecuBHOI Tepanii Touunizymabom y no-
€[HaHHI 3 METOTPEeKCaToOM, a 3rogoM — 3 MmodeTuny
MikodeHonatom. FNnepiHTeHCUBHI BOrHuwia Ha T2-
3BaXxeHux 3o006paxeHHax MPT ceigumnun npo HaaB-
HICTb rOCTPOro 3anasibHOro nNpPoLecy B roJIOBHOMY
MO3KY Ha TJ1i OCHOBHOIO 3aXBOPIOBaHHA. Y nitepa-
Typi onncani Bunagku KOJIC i3 ypakeHHSM FOfI0BM Yn
061448, NOB’A3aHi 3 LWMPOKNUM CNEKTPOM HEBPOJIO-
riYHMX YyCKNaaHEeHb, HEMPONCUXiaTPUYHUMN CUHOPO-
MaMu, HEBPAJITIEI0 TPINYACTOro HepBa, reminneriy-
HUMK MirpeHsiMu Ta eHuedanitom PacmycceHa [2, 4,
7, 10]. KniHiyHMiA nepebir Mmoxe 6yTn Nporpecyoymm
ab0 caMO0bMeXYBaSIbHUM.

Y 6inbwocTi nauieHTiB i3 FOJIC i3 HeBponoriYHUMU
CUMMATOMaMM BUSIBASAIOTb 3MiHWN y pe3ynbtatax MPT ro-
JIOBHOIO MO3Ky — OAHYy abo AekKinbka rinepiHTeHCUB-
HocTeln T2, po3TalloBaHUX Y NiaKipKoBil Bini pe4yoBu-
Hi, MO30JIMCTOMY Tifli, TEMHO-CIpUX iapax Ta CTOBOY-
pi Mo3ky [7]. Mig yac AMHAMIYHOIO KOHTPOJIIO Mamxe
Y MOJIOBMHN XBOPUX BUSIBNAIOTb MPOrpecyBaHHs NpoLe-
cy 3 GOpMyBaHHAM HOBUX YPaXXeHb FOJIOBHOIO MO3KY.
MPT abo uepebpanbHa aHriorpama MoXyTb BUSBNATA
O3Hakw, Lo cBig4aTb NPO BackyniT [7]. AaHri npo ric-
TONOriYHE JOCIOXEHHS FOIOBHOIO MO3KY Y Takux na-
LEHTIB 0OMEXEeHi NnLue KilbkoMa onucamMmm KNiHiYHUX
BUNAAKiB, y BiNbLLIOCTI 3 AKX aBTOPW KOHCTaTYIOTb He-
crneuundiyHi 3ananbHi 3miHn [7, 14].

3aranom HemMae Kopensauji MiXk TSXKKICTIO aHOManin
rOJI0BHOIO MO3KY Ta KJiHIYHOIO KapTuHO0. Ha cboroa-
Hi 3arasibHONPUIHATOr0 ePeKTUBHOIO NikyBaHHS FOJ1C
i3 ypaxeHHsM LIHC He po3pobneHo. OaHak ans 3ynumH-
KM MPOrpecyBaHHA NaTo0r4yHOro NpoLecy B rOsIOBHO-
MY MO3KY OOLNIbHO PO3rAs4at MPU3HAYEHHS iIMYHO-
CYNPECMBHUX MpenapariB, 9K-0T METUNPEOHI30JSIOH,
MeToTpekcaT, ModeTuny MmikodpeHonar, a Takox 6io-
JIOriYHMX NpenapariB Ta iHribiTopiB sAHyC-KiHa3.

Y Hawoi nauieHTK HEBPOJIONiYHY CUMMOTOMATUKY
BOAIOCS B34TU Nif, KOHTPOJIb 32 JOMOMOIO0 TOUWIi-
3ymaby Ta MopeTuny MmikodeHonaTty. ICHyloTb aHano-
riyni nyénikauii, aki 4eMOHCTPYOTb 6araTtoodiusanbHi
pesynbTaTh 3acToCyBaHHA Toumnidymaby npu OJIC,
30KkpemMa 3a HasfBHOCTI ypaxeHb LIHC [9, 16]. MNpo-
Te Ang onTuMisauii TepaneBTUYHUX CXEM i YiTKOro BU-
3HAYeHHs NoKasaHb [10 NPU3HaYeHHs BioNoriYHMX npe-
napariB Npu Ui naTonorii HeobxiaHi noaanbLui Aochni-
IOKEHHS.
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BipomocTi npo aBTOpiB

JUVENILE LOCALIZED SCLERODERMA
WITH CNS INVOLVEMENT: A CLINICAL
CASE OF SUCCESSFUL TREATMENT

Ya.Ye. Boyko'2, M.A. Pavliuk’,
O.M. Kozachuk', M.T. Boyko'

Clinical center of childrens’ healthcare, Lviv

2Danylo Halytskyi Lviv National Medical
University, Lviv

Abstract. Juvenile localized scleroderma (JLS)
includes a group of disorders whose manifesta-
tions are limited to lesions of the skin and sub-
cutaneous tissues and, with minor exceptions,
the nervous system, and do not affect internal or-
gans. The most common neurological manifes-
tations of JLS include headache, as well as sei-
zures (often resistant to anticonvulsant drugs),
Rasmussen’s encephalitis, peripheral neuropa-
thy, impaired intellectual development, and neu-
ropsychiatric symptoms. The article presents
the case of a patient with JLS who was diagnosed
with juvenile localized scleroderma en coup de
sabre with resistant epilepsy and uveitis. The pa-
tient received anticonvulsant therapy without
the desired effect. The appointment of complex
immunosuppressive therapy (tocilizumab, meth-
otrexate, and mycophenolate mofetil) made it
possible to achieve control over seizures and
eliminate cognitive disorders. Further studies
are needed to optimize the therapeutic strategy
and determine the indications for the use of bio-
logics in JLS, particularly in the presence of CNS
involvement.

Keywords: juvenile localized scleroderma,
neurological manifestations, seizures, epilepsy,
treatment, immunosuppressive therapy,
biological therapy, tocilizumab.
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