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IOBEHUJIbHA CKJIEPOAEPMIA —
NMPOBJIEMHI ACTNEKTUA

O6rpyHTyBaHHS. IOBeHinbHa ckaepoaepmis 3 ABoMa ii piaHoBuaamu, oBe-
HIiZIbHOKO JIOK&J1i30BaHOK0 CK/IEPOAEPMIEIO Ta CUCTEMHVIM CK/IEPO30M, € TPE-
TiM 38 4YaCTOTOK PEBMATUYHNM 3aXBOPIOBAHHAM y ANTSYOMY BiLli. B ocTaH-
Hi poku BinbyBCs siKicHWI nepernsa niaxoAis LWoao AiarHocTvuku, Teparnii
Ta CrIOCTEePEXeHHs AiTel i3 cknepoaepMidHo XxBopoboto, siki 6a3ytoTbCs
Ha HavikpaLumx HasiBHUX AoKasax i MiCTSTb peKOMeHAAaLii LLioA0 OLIHKU Ta
JIiKyBaHHS NavLjieHTIiB 3 METOI0 MokpalyaHHs peldynisTatis. MeTogu gocri-
APKeHHs1. [I[poaHani3aoBaHO HayKOBI AaHi LLi0A0 CyHaCHUX YSIBI€Hb i 3MiH Mo-
rns4iB Ha okpemi no3uuii etTiosorii Ta natoreHesy, AiarHOCTUYHI KpUTepii,
KJIIHIYHI 1posiBY, KiacuikauiiHi napameTpy CKAepoaepmii B nopIiBHIHHI
y negiatpuy4Hivi Ta 4opPOCivi peBMaTosiorii. Pe3ynbraTtv AOCAIAXEHHS.
lMpoaHanizoBaHO cy4acHwii cTaH npobemMu, 30CepeaXXeHo0 yBary He e
Ha ouiHLi CTaHy LUKIpUY, a Vi Ha paHHIX 03Hakax 3MiH BHYTPILLIHIX OpraHiB, rpa-
BUWJIbHE JTIKYBaHHS SIKUX MOX€E iICTOTHO BIJIMHYTY Ha BiAAa/1eHU PE3Y/IbTaT.
lNpenctaBneHo repiaTpuyHy OLIHKY TSIXKKOCTI 3aXBOPOBaHHS 3a 6aratoBu-
MIPHOIO LLIKAJI0KO TSIXKKOCTI i Ha3BO0 «J4S», sika BKJIloYae rnapameTpu poc-
Ty, LLKIpY Ta ypaxeHHs1 BHYTPILLHIX opraHiB. BusHaveHo noetarnHui niaxig
210 JIIKyBaHHS1 3 METOIO0 YHigikaLii ctTaHaapTiB MeanyHOi 4OrMomMoru, Lo ro-
JIErLLYE MPUAHATTS PILLIeHb Y MOBCSIKAEHHIN rnpakTyli. BinokpeMieHo 3Mmi-
HU B MEHEIXKMEHTI JIokai30BaHoI cknepoaepmii, Ae OinbLu LLMPOKO 3aCTO-
COBYIOTbCS KJIIHIYHI Ta IHCTPYMEHTaslbHI CUCTEMU OLiHKU. [Toka3aHO KOH-
CEHCYCHEe TBEPAXKEHHS Ha NiAcTaBi AJOBroCTPOKOBUX TPUBAIINX AOCIIAXKEHD
rpo BaXX/IMBY POJIb METOTPEeKcaTy B JliKkyBaHHI. BUCHOBOK. IMriiemeHTaLisi
OCTaHHIX pekoMeHaauiv 1Loa0 AiarHOCTUKY Ta JiKyBaHHSI JTOKas1i30BaHoI i
CUCTEMHOI popMu cknepoaepMii y aiteri HeobxiaHa Ans NiABULLIEHHS eek-
TUBHOCTI | NPaBuIIbHOI O J1iKyBaHHS, ke MOXe iCTOTHO BIJIMHYTY Ha Biaaa-
JIEHUV PE3YJIbTaT, 3HVXXKEHHS 3aXBOPIOBAHOCTI Ta CMEPTHOCTI Bif Lii€i XBO-
pobu. BaxinBoto 3annLLIaeTbCs CriBrpaws 4oPOCanNX | ANTSYNX PEBMATO-
JI0riB Ha 3acafax Aoka30Boi MeanLMHW A7151 36epiraHHsi cTpaTerii nikyBaHHs!
i noAasbLIOro CrOCTEPEXEHHSI XBOPUX AITEN.

norii, i He 3aBXau iX 3aCTOCYBaHHS BiANOBIAAE MiXHa-

BignoBigHO A0 Cy4acHUX NOrnsaiB «Ckneponep-
Mig» — Lie rpyna naTtosioriyHmxX CTaHiB, ki NOEOHYIOTb
3axXBOPIOBAHHS, 3arasibHOK PUCOI0 AKX € cneundiy-
He ypaXXeHHs LIKipyn. He3Baxkatoum Ha yBary Ta iHTepec
00 npob6aemMu cknepoaepMii, A0CUTb BENUKY KiNlbKiCTb
nyonikauin Wwoao KNiHiYHKMX NPosBiB Ta 0COBNMBOCTEN
ii nikyBaHH$, 36epira€TbCsA NeBHa YacTka AiarHOCTMY-
HUX MOMWJIOK, LLLO HAcCaMnepea, CTOCYETbCS PaHHix eTa-
niB po3BUTKY XBOPOOU. [uckyTabenbHMu 3anuiia-
I0TbCS | NINTAHHS Knacudikauii cknepoaepMiyHuX ypa-
>XEHb, SIKi paHiLle BktoYann obmexeHy abo BOrHMLLEBY
Ta cucTeMHy popmMu ckiepoaepmii, a 3apas posains-
I0Tb BapiaHTM NOKanNi30BaHOroO i CACTEMHOIO CKepo-
3y. Y KONIO CTaHiB, L0 HanbiNbLL YacTo AUdEpPeHLLito-
I0TbCS, BKJIIOYAETHCS LUMPOKNI CNEKTP 3aXBOPIOBaHb,
y TOMY YMUCAi AepMaTonoriyHoro npodinto, LWo nepe-
BaXXHO Hasexanu o obMexeHoi cknepoaepmii, i dynm
CYTO AlepMaToJIoriyHO NpobIeMOI0, @ CbOroAHI PO3-
rNs4aThCs B KOJi PEBMATUYHNX 3aXBOPOBaHb. Bigno-
BiOHO, iICHYE LUMPOKUIA CREKTP NikapCbKnX npenapariB
i 3acobiB, L0 3aCTOCOBYIOTLCS B Teparnii AaHoi naTo-

poaHUM CTaHOapTaM i 3acagam A0Ka30BOi MEAULMHN.

BU3HAYEHHS | KNACUDIKALLIAHI
niaxoau

TepMiH «cknepogepmis» NOXoaunTb Bif, FPeLbKnX
cnie skleros (TBepamnin abo yuwiinbHeHn) i derma (LuKi-
pa) i BUKOPMCTOBYETbLCS A9 ONUCY 3aXBOPIOBAHHS,
LLLO XapaKTepm3yETbCA MPOrPeCYOYMM 3aTBEPAIHHSAM i
YLLiSIbHEHHAM LWiKipy. CknepoaepMis — Lie acnekT Cuc-
TEMHOIO CK1EPO3Y, OAHOI0 3 CUCTEMHUX 3aXBOPIOBAHb
CMOJTy4HOI TKAHUHU, SIKEe YPaXye MiALKipHY KNiTKOBU-
HY, M’A31 Ta BHYTPILLHI OpraHu.

TepMiH «CUCTEMHUIN CK1IEPO3» BUKOPUCTOBYETLCS
7151 ONUCY CUCTEMHOIO ayTOIMYHHOIO 3aXBOPIOBAHHSA
HEBIZOMOr0 MOXOLKEHHS, LLLO XapakTEPU3YETbCS HAA-
MipHUM BigKnageHHSIM KonlareHy Ta iHLUIMX MakpoMosie-
KYJ1 CAOy4HOI TKaHWHK B LLIKiPi Ta 6araTbOX BHYTPILLHIX
opraHax, MOMITHUMM i HacTO TAXKMMU pibponponide-
paTUBHUMM 3MiHAMW B MiKPOLMPKYNSATOPHOMY PyCli Ta
YUCNEHHUMU FYMOPaNbHUMU Ta KNITUHHUMM iIMYHO0-
rivHMMM aHomManismm. CUCTEMHUIA cKNepo3 HarbinbLL
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OYEBUOHUI Y LWKIPi, MPOTE 4aCTO 3a/y4atoTbCs LUYH-
KOBO-KWLLUKOBUI TPAKT, @ TakoX AMXasibHa, HMPKOBA,
CepLeBO-CyAVHHA, KICTKOBO-M’30Ba, eHOOKPMHHA Ta
ceyocTaTeBa CUCTeMN.

3a B13Ha4YeHHsIM EBPONENCHKOro afbsHCy acolia-
uin pesmaronoris (European Alliance of Associations
for Rheumatology — EULAR) Ta AMEpPUKaHCbKOro KO-
nepxy pesmaronoris (American College of Rheumatolo
gy — ACR), cuctemMHuin cknepos — Lie CKNagHe i re-
TEepOreHHe 3axBOPIOBAHHSA 3 KAiHIYHUMU dopmamu,
LLLO BapilolThb Bif, 0OMEXEHOro ypaxeHHs Lwkipu (06-
MEXEHUN CUCTEMHUI CKNEPO3 LWKipn) A0 Gopm 3 no-
LUMPEHNM CKITEPO30M LLKIPW Ta TSXKKMM, 4aCTO Nnporpe-
CYIOHMM YP2XEHHAM BHYTPILUHIX OpraHiB (Andy3Hun
CUCTEMHUIN CKNEPO3 LWKipn), a iHoAj N PyNbMIHAHT-
HUM nepebiromMm (PynbMiHAHTHUA CUCTEMHUIA CKIle-
po3) [1, 2]. 3a MixxHapogHO KnacuodikaLie xBopood
Xl nepernagy, CUCTEMHUI CcKnepo3 (wndp 4A42) —
LLe PO3MOBCIOAXEHE YPaXEHHSA CNONYYHOT TKaHU-
HU, LLLO NPOSIBASIETLCS 3aTBEPAIHHAM | MOTOBLLEHHSAM
LUKipW, NOPYLUEHHAM MIKPOLMPKYSALii Ta BinbLinx cy-
OWH, a TakoxX Pibpo3HMMN AereHepaTUBHUMU 3MiHa-
MM B PiBHMX OpraHax Tina, BKa4yalum cepue, ereHi,
HVPKM Ta LLTYHKOBO-KMLLKOBUI TPakT [Foundation URI:
http://id.who.int/icd/entity/1084365812]. IcHytoTb No-
OOVHOKI BUNaaKu TUMOBOIrO0 CUCTEMHOIO CKIIEPO3Y —
YPaX€eHHS BHYTPILLHIX OpraHis 3a BigCYTHOCTI KJiHIYHO
OYEBUOHOMO YPAXEHHS LUKipW, KiiHIiYHa nigrpyna, Bigo-
mMa sk «scleroderma sine scleroderman.

Ondy3HUn CUCTEMHUIA CKNepo3 wWwkKipwn
(wndp 4A42.1) — ue NiATMN CUCTEMHOIO CKJ1IEPO3Y,
L0 XapakTepmnayeTbes Gibpo30M TynyOHOI LKipy abo
OINSHOK KiHLIBOK 3 PAHHIM | 3HAYHVM MNOLLIMPEHHAM AN-
GbY3HOro ypaxeHHsi opraHis (iHTepCTuMLjianbHa XBOPO-
6a nereHb, ONirypnyHa HMPKOBA HEOOCTaTHICTb, Au-
dy3He 3axBOPIOBAHHS LLTYHKOBO-KULLKOBOIrO TPakTy
Ta ypaxXeHHs miokapaa).

OOBMeXEeHNN CUCTEMHNI CkNepo3 (Lndp 4A42.2),
3a Cy4YaCHUM BU3HAYEHHAM, BKOYAE MOEOHAHHSA
KanbunHO3y, deHomeHy PelnHo, ancdyHkuii ctpaso-
xony, CKnepoaakTuaii Ta TeneaHriekrasii, a TakoX Ha-
SIBHICTb @aHTUTIN Ao Tonoizomepasu | (aHTn-Scl70) i
PHK-nonimepaswu lll (anTn-RNAP IIl). Ak npaBuno, o6-
MEXEHMIN CUCTEMHUIA CKIEPO3 LLKIPW OXOMJTIOE AiNsH-
K ANCTanbHile NiKTiB i KOJiH, ane Moxe ypaxaTu 00-
nnyys i wnio. PaHiwe ua dopma Bignosigana cMHapomMy
CREST, paBHbOMY TEPMIHY, KNI BUKOPUCTOBYBABCS
OJ1st onucey Uiei niarpyny 0OMeXXeHoro LWKipHOro cuc-
TEMHOr0 CKJ1Iepo3y, Xxo4a He BCi HeobXxidHi cknanosi €
nns Toro, wo6 posnag Bignoesigas knacuiHomy CREST.

OKpeMo BM3HAYaETLCS | CUCTEMHUIN CKNEPO3 Y fi-
Ten (wnodp 4A42.0) — 3axBOPIOBAHHS, LLO BUHUKAE
y BiLi 8O 16 pOKiB, MPY IKOMY YPaXKEHHS BHYTPILLHIX Op-
raHiB BigMIYa€eTbCA piaLle, ane apTpuT i MiO3UT — YacTi-
e, Hix y popocnux [Foundation URI : http://id.who.int/
icd/entity/2338375]. Ha BigmiHy Big, [OpOCnMX, B Ne-
DiaTPUYHIN NpakTULL BiGOKPEMITIOIOTb KOBEHIIbHY CUC-
TemHy cknepogepmito (CCH) 3 Andy3HNM ypaKeHHSIM
wkipw (andysHa popma) abo 3 NiMITOBAHUM ypPaxeH-
HAM LLKipW. TakoXx MatoTb MicLLe nepexpecHi Gopmmn —
«overlap»-cuHgpomm [3, 4]. lOBeHinbHa ckneponepmis
B OUTSIHOMY BiLli BUSIBJIIETLCS YaCTilLe, € TPETIM 3a 4yac-

TOTOO XPOHIYHVM PEBMATUYHVM 3aXBOPIOBAHHSAM B Ne-
LiaTPWYHIV nonynsuii Nicns I0BEHINbHOIO igionaTn4Ho-
ro apTpuUTy i CACTEMHOI0 YepPBOHOIO BOBYaka [4, 5, 6].

dopmu, sKi He BiANOBiAat0Tb ONMCAHUM HiTKUM Xa-
pakTepucTmkam, 06’ egHytoTeCs Nig Wwndpom 4A42.Z2 —
CUCTEMHUI CKNepo3 HeyTouHeHun. Cnig, 3a3HaqunTw,
O Npu HeandepeHLiNoBaHUX BapiaHTax CUCTEMHMUX
3axBOPIOBAHb CNONYYHOI TKAHUHW Y TPETUHU AITEN Bif-
MidaloTb CTapPT CUCTEMHOIO CKJ1ePO3Y, K i MOXJIMBICTb
PO3BUTKY iHLUNX PEBMATUYHMX 3aXBOPIOBAHb (CUCTEM-
HUI YePBOHMI BOBYAK, IOBEHINIbHUA 4EPMATOMIO3UT),
ay 11,6% Bmnagakis GopMuM KNiHIYHMX NPOSBIB TaK i 3a-
nmwaloTbesa HegudepeHuinosaHnmm [7].

IHWwoto dopmoIo cknepoaepmii € nokanizoBaHa,
fKa npeacTaB/ieHa ypaXeHHAM LIKipUY | MOXE BUHMKA-
TW B KiNlbkOx BapiaHTax [11-15]. 3a mixxHapoaHoto kna-
cudikauieto xeopob Xl nepernsaay, Ui 3aXBOPOBAHHS
BU3HaYalTbCs K pybuesi abo ckieposytodi 3anasb-
Hi gepmMaTo3un, CNopiaHEHI 3aXBOPOBAHHSA MOraHoO BU-
BYEHOI €TIONOril, L0 ypaxalTb NEePEBAXHO LIKIpY Ta
NiWKIPHY KNITKOBUHY, CMM30Bi 060M0HKN Ta Xapak-
TEPU3YIOTLCS PI3HMM CTyneHeM ckiepo3sy, dibpo3y
Ta atpodii wkipn. HarBaxnmsiwow GopmMoto noka-
nisoBaHoi cknepoaepmii € mopdes (obmexeHa, ons-
Le4yHa) — NiHiHa, reHepanisoBaHa, NaHCKIepoTUyHa.

Mopdes (lwnodp 3a MixxHapoaHOO knacudikauli-
eto xBopob Xl nepernagy — EB61) — ¢popma xBopo-
061, KON ypaxXeHHs y BUrNSAi 3aTBEPAININX BOCKOBUX
3a KOJIbOPOM BASALLIOK, HacTo 3 di0NETOBOIO 006AAMIB-
KOl0, 3’IBNSAOTLCS HA 0OMEXEHI YacTuHI Tina (3a3Bu-
yain Tynyba). 3anexHo Bia nokanisauji 6nawkm y nawi-
€HTa MOXe Bi3HA4YaTnUCs 3MEHLIEHHSA A0AATKIB LUKi-
pv (BONOCSAHUX DONiKyNiB, NOTOBUX i CaNbHUX 3a/103).
Mopdes Bknoyae nBa BapiaHTM — NOBEPXHEBY i FNK-
6oky. [oBepxHeBa € HaMyacTiwo GOpPMOto okani-
30BaHOI cknepoaepmii y ,opocnux, y AiTen BoHa aja-
rHocTyeTbeca nuwe B 30% Bmnagkis. Mnmnboka dopma
JlokaniaoBaHoi ckiepoaepMii aiarHocTyeTbCcst Habara-
To pigwe (<5%). Nunboka popma moxe 6yt 6e3 BU-
OMMUX 3MiH MOBEPXHEBUX CTPYKTYP LUKIPW, XapakTepu-
3YETbCS YPAXKEHHAM MNOLINX LIAPIB CMOAYYHOI TKaHN-
HU, a8 came — NiALKIPHOT XXMPOBOI KNITKOBUHU, DaCLIT,
M’a3iB. Bornuvua Hepigko po3talloBaHi CUMETPUYHO,
NepeBaxXHO Ha BEPXHIX Ta HUXHIX KiHUiBKax. JliHinHa
dopma (EB61.1) — ypaxxeHHs Haragye CMyry notoB-
LLLEHOI LWKipK | 3a3BUYal ypaxye HUXHI Ta/ab0 BEPXHI
KiHUiBKW. [insiHKM ypaXKeHHs HaryacTile po3TalloBaHi
no ninisx Bnawko (pucyHok) [16]. NiHii Bnawko, Ha3sa-
Hi B YeCTb HiMeLbkOro gepmatonora Anbdpeaa bnawu-
Ka, € NiHiAMN HOPMaSIbHOro eMBOPIOHANIBHOMO PO3BUTKY
KNITUH LWKipY Ta cnru3oBux 0060n0HOK. Lii niHii HeBnamn-
Mi B HOPMaJsibHUX yMOBax. BOHM CTaloTb SBHUMM, KON
LesKi 3aXBOPIOBaHHSA AiarHOCTYIOTb BiAMOBIAHO 40 LUX
3aKOHOMIpHOCTEN, MaloTb V-nofioHy popmy B AiNgHLI
xpebTa, S-noAaibHi 3aBUTKM Ha rpyasx i 6okax i xsune-
noaibHi GopmMm Ha ronoei (AVB. PUCYHOK). BBaxaeTb-
cS, WO Ui ninii Big®buBaloTh MirpaLito eMopioHanbHUX
KNITVH i € PiIBHOBMOOM reHETUYHOIr O MO3aiLmM3mMy. BoHn
He BigNOBIfA0Tb aHATOMIYHOMY PO3TaLLYBaHHIO HEP-
BOBOI, M’130B0i, CyANHHOI abo niMpaTnyHoi cucTem.

PigHOBMOOM NiHiHOI hOopMU € CKepoaepmis 3a Tn-
nom en coup de sabre (yoap wabneto) (wndp EB61.1),
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PucyHok. CxematnyHe 306paxeHHs niHiit bnatko

Npu AKOMY YPaXeHHS 3’ABNSI0TbLCA Ha ckasbni | Hara-
OyoTb 3a dopmoto wabenbHi wpamu. CtaHom, cno-
pigHeHVM i3 TUNOM «en coup de sabre», € nporpecyio-
ya aTpodia 0bnunyysa (cuHapom Mappi — Pombepra),
KON Ma€ MicLe NepBUHHA TPaHCHOPMAaLLis 3ay4eHnX
B MATOJIONIYHUI NPOLEC NiALLKIPHOI KNITKOBUHU M’ A3iB
i KicTok ogHOro 6oky ronosu. laHa ¢popma 4acTo cy-
MPOBOOXYETLCHA CYNYTHIMU NATONOMNYHUMU 3MiHAMU
3 6OKY LLeHTpasibHOi HEPBOBOI CUCTEMU (CYLOMMU, TO-
JNIOBHUI Binb, CMHKONasIbHI CTaHK), opraHa 3opy, 3y-
oi, wenen [17].

Cawme niHiriHa mopdes — ue dopma mopddei, ska
3a3BuYai BiAMIYaETLCS B ANTUHCTBI abo NigniTkoBOMy
BiLLi, B OaraTbox BunagkKax Moxe 0yt 0O4HOCTOPOHHLOIO.
[nsa nauieHTiB guTa4oro Ta NigniTkoBoro Biky BaXn-
BOO 0COBAMBICTIO € MaHidecTaLis M03aLUKipHUX NPosi-
BiB NiHiINHOI popmmny 22—-71% Bunapkis. o acoujiosa-
HUX 3 NiHINHOK GOPMOIO BIAHOCATb YPaXKEHHS ONOPHO-
PYXOBOro anaparty — apTpaUnrii, apTpUTU, KOHTPaKTypu
cyrno6is (8o 20%), NO3NTUBHICTb 3a PEBMATOIAHUM
dakTopom (25-40%), Mio3nTn, Mianrii, M’a30Bi crnas-
MU, aTpodilo M’A3iB | PO3BUTOK BTOPMHHOIO CKOSIO-
3y; HEBPOJIOTiYHI MOPYLUEHHS (CYyA0MU, FOSIOBHUI Bifb,
NMOBEAIHKOBI MOPYLUEHHS), NATOOrit0 3yOoLLenenHoi
cucTemMu AiTen 3i cknepoaepmieto obnmnyys, ocobnmn-
BO Mpwu po3BUTKY xBOpoOu y Biui Ao 10 pokis, rinonna-
3il0 BEPXHbOI i H/XHBOI LLEeNenn Ha ypaxeHoMy OoLlj
npu cuHgpomi Mappi — Pombepra [12].

Okpemoto NpoBEMOIO € 3aJTyHEHHS B MPOLLEC Opra-
Ha 30pYy. Bioomo, Lo ypakeHHs 04er npm nokanisoBaHii
cknepoaepmii BigMmivaoTb y 3% XBOpUX, 3 AKUX TPETUHA
He MaloTb CKI1IEPOAEPMIHHNX ypasKeHb Ha 00nunyYi. MNMepe-
[OHil yBeiT abo enickneput po3suBaeTbes y 30%, a ypa-
>KEHHS MOBIK i Bih — y 42% nepgiaTpuyHux xsopux [13].

eHepanizoBaHa popma (wndp EB61.Y) — BapiaHT,
KOJIN YPaXKEHHS OXOMIIOI0Th AeKifbka YaCTUH Tina (npu-

norngan HA NPOBNEMY

HalMHI OBi aHAaTOMIYHI AiNsHKN) | € HabaraTo GinbLLIMMN
Ta 6inbw Andy3HMMU (4 ab60 BGinbLue BOrHMLLA PO3Mi-
pom >3 cMm B giameTpi). BorHuiwa yacto po3TalloBy-
I0TbCH CUMETPUYHO, afie MOXYTb 3/IMBaTUCS Y BinbLui,
i MPY LOMY BASILLKN MOXYTb MaTW Pi3Hi CTaajii pO3BMUT-
Ky MaTosIOriyHOro NpoLecy — Bif, rinepemii 3 nirMeH-
Tauieto oo atpodii.

MaHcknepoTnyHa cknepoaepmis — BKpanm PiaKic-
Ha, ane HanTsx4a popma y1okani3oBaHoiI ckiepoaep-
Mii, XapakTepunayeTbCs PO3MOBCIOLXEHNM YPAKEHHSM
BCiX LLapiB LWKipn Tyny6a, KiHLiBOK, LUKipY 06a144s i ro-
JNIOBU, IHTAKTHUMU 3a/IMLIAIOTLCA KiHYNKM NasbLyiB PyK
i HiIr. 3anyyYeHHs BCbOro Tifla 6e3 ypaxeHHs! BHYTPILL-
HiX OpraHiB gonomarae Bigpi3HUTU NAHCKAEPOTUYHY
CKlepoaepmito Big, CMCTEMHOI. HanyacTiwmm ycknaa-
HEHHSIM € XPOHIiYHi BUPa3KU, siKi MOXYTb TPaHCHOpPMY-
BATMCS B MJIOCKOKITUHHY KapLUMHOMY, y 6aratbox Bu-
nagkax opMytoTbCs KOHTPaKTypu cyrnobis 3 nedop-
Maluii€eto KiHujiBoK. 3a3Buyaii gaHa popma BigMivaeTbes
y AiTen, € LOCUTbL TOPNIAHOK A0 Tepanii, LWBUAKO MpPo-
rpecye [4-9].

Cnip, 3a3HaunTn, WO Yy MOHATTS «CKIEPOoAepMis»
B rpyni 3ananbHUX AepMaTo3iB TakoX BKIO4YalOTb
cknepo3Hun amwan (wndbp EB60) — xpoHivHMI 3a-
naabHUIN OepMaTo3 HEBIAOMOI eTiONOorii, SKnin xapak-
TEPU3YETLCS PO3BUTKOM BiNnX rnagkmx atpodivyHmMx
ONALWOK Ha LWKipi BYbBUY Ta NepiaHanbHIi OinsaHL Y Xi-
HOK | Ha NepeHin NAoTi Ta roNoBLi CTAaTEBOro 4ieHa
Y YOMOBIKIB, 3 MOX/IMBMM YPaXEHHAM iHLUNX OINAHOK
wkipu. Lle yacTto npn3BoauTb A0 YTBOPEHHS pybLIB
3 NOPYLUEHHAM CEeYOBUAINbHOI Ta cTaTeBOi PYHK-
uii, € pakTopoM MiaBULLEHOrO PU3MKY aHOrEeHITab-
HOI NMOCKOKITUHHOT KapUMHOMU. [HWIMMKn dopmMmamm
€ eKcTpareHitTanbHui cknepos 3 mopdeeto (EB60.Y),
atpodopepmis Maginii M’epiHi (EE7Y), aki Takox € nig-
CTaBo0 AN AudEpPEHLINHOI AiarHOCTUKN TOKani3oBa-
HOI CKnepoaepMii.

Enigemionoriyni gani wono CC/, HenoBHi, ronos-
HUM YYMHOM TOMY, LLLO BOHA € PiaKICHMM 3aXBOPIOBaH-
HaM. 3a gaHnmMu €BpOonNencebkoi rpynu BUNpobyBaHb
i pocnipxeHb cknepoaepmii (European Scleroderma
Trials and Research — EUSTAR), 3axBOplOBaHiCTb
Ha cknepod 3pocTae. MNowmnperictb CCL cTaHOBUTH
17,6 Ha 100 TKC. HAaceneHHs, 3aXBOPIOBAHICTb CTAHO-
BUTb B cepegHboMy 1,4 Ha 100 Tuc. HaceneHHs. Ce-
penHin Bik xBopux — 40 pokis [18-22].

CCJ, gk i 6inbWiCTb ayTOIMYHHMX 3aXBOPIOBAHb,
HabaraTo yacTilwe BiAMIYAETbCS Y XIHOK, HiX Y 4YO-
NoBIKiB, CNiBBiAHOLWEHHS 3axBoptoBaHOCTI Ha CC/L,
Y XIHOK i HONOBIKiB Y BCbOMY CBITi Bigpi3HAeTbCA 3:1 i
8:1 [22]. CmepTHIcTb 0ocib i3 CCL, € 3HAYHO BULLLOIO,
HiXXK y 3aranbHiri nonynsauii (CTaHgapTU30BaHUA KO-
ediuieHT cmepTHOCTI (SMR) = 2,72). NokasaHo, Wwo
yepes 5 pokiB 3 MOMEHTY BCTAHOBJIEHHS AiarHO3y BU-
xunBatoTb 74,9% nauieHTiB, npu ubomy 4yepes 10 po-
KiB — nuwwe 62,5% [23]. Maixe 50% Brnnagkis cmep-
Ti NOB’A3aHi 3 cepueBO-CyANHHUMKM ab0 NereHeBnumm
po3nagamu, HannoOLWMPEHILLMMN NPUYMHAMK CMeEp-
Ti € YpaxXeHHs NereHb i PO3BUTOK IHTEPCTULAIbHO-
ro 3axBOPIOBAHHSA NereHb, nos’a3aHoro i3 CCL (35%
Bunagkis cmepTi) [23]. Y nepiatpunyHin npakTmu,i toBe-
HiflbHa CKNIEPOAEPMIS € e PiaLoo NaTtonorieto, 3a-
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XBOpPIOBaHicTb ctaHoBUTL 0,3-3 Ha 100 TC. 3 Halt-
BinbLuoto yactoTo y 15—17-piyHnx nauieHTis — 4,3—
5,9 Ha 100 Tuc. [4]. diByaTka xBOpitoTb B 2,4 pasa
yacrTiwe, ane ocobnmMBICTIO OAUTAYOI ckepoaepMii €
o HaKoBa YacToTa XBOpPOOM y X/ION4YMKIB Ta AiBYaTOK
BiKOM [0 8 pokiB, cepen CTapLuvx AiTen NpeBasonTb
nisyatka (3:1). CepenHil Bik 4ebOTY CTaHOBUTL 6N3b-
KO 7 pPOKiB HE3aNeXHO Bif, NiATUNY XBOPOOU.
ETtionaToreHeTn4Hi acnekTu. 3arasbHONPUNHS-
TO BBaXaTW, O FOSIOBHUM HaKkTOPOM PO3BUTKY CKIle-
poaepMii € reHeTUYHI Ta eKoNorivHi npeankTopun [9].
CyyacHi pocnigxeHHs cBigyatb, WO BiNbLWICTb ioeH-
TNdiKoBaHMX FeHiB, ki MOrnn 6 BpaxyBaTu CXUIbHICTb
0o po3sutky CC, noB’a3aHi 3 iHLWIMMK ayTOIMYHHUMI
3axXBOPIOBAHHAMM (Tak 3BaAHUN CMNiNIbHUI ayTOIMYHi-
TeT). Baromum daktopom po3sutky CC/L, BBaXa€eTb-
csa acouiauis nokycis HLA DRB1*1104, DQA1*0501 i
DQB1*0301i PTPN22, NLRP1, STAT4 [9]. Takox no-
KasaHa posnb miR-21 (mikpoPHK 21) i miR-29 [24]. Ce-
pen dakTopiB HABKOMLIHBOrO CepenoBuLLa, ki 3y-
MOBNOIOTb po3BUTOK CC/LL, HAMBaXXNMBILLMMU € iHpEK-
uinHi areHTn [25]: umtomeranosipyc (LIMB) [26], Bipyc
EnwTterina — Bapp (EBV) [27] i napBoBipyc B19 [28].
O6roBOPOETLCS 3HAYYLLICTb 3a0PYAHIOUNX PEYOBUH
Ta XiMiYHUX areHTIB, SKi MOXYTb iHiLilOBaTX NaTOA0riY-
Hi 3MiHW: KDEMHE3EMHWIN NI, OPraHivHi POSYNHHUKN,
TOJIyON1, KCWUNOA, TPUXIopeTUNeH i nonisiHinxnopug, [9].
MaToreHeTnyHa esoniouia CCL noeaHye CyauHHI,
3ana’sbHi, IMyHONIOrYHI 3CYBU Ta MOPYLUEHHSA 3rOpTaHHS
KPOBi. BBaxaeTbCs, WO nepLunm eTanom po3BUTKY 3a-
XBOPIOBAHHS € AMCOYHKLiSA eHAO0TENIaNbHUX KITITUH CY-
OVIH 3 IX HOMIPHOI aKTMBALLIEID, CUHTE3 YMCENbHUX Ba-
30MOTOPHUX PEYOBVH, L0 BN/IMBAKOTb HA KOAryndauito i
dIBPMHONI3, NPOHNKHICTb CYANHHOT CTIHKM Ta PO3BMUTOK
3ananbHUX NpoLecis. Lle npn3BoamTb 40 NOPYLUEHHS
CNiBBIAHOLLEHHS MOAYNSATOPIB TOHYCY CYAMHHOI CTIHKM
3a paxyHOK HaZIMIPHOr0 CUHTE3Y eHA0TEeNiHY Ta 3HU-
XEHOoro cnHTedy okcuay a3oty (NO) i npocTaumkiHiB.
KniTnHHI Ta MonekynspHi B3aemogii Ta 3MiHW, sKi Big-
oyBatoTbcs B ymoBax aebioty CCLL, € noBoni 3HaYHN-
MW, ane rnoraHo 3po3yminvmun. [losefeHo y4acTb akTu-
BOBaHMX MOHOLMTIB, Makpodaris, Aki NOASPU3YI0TbCS
nepeBaxHo A0 KNITMH M2, neHAPUTHUX Ta Faakux Kiii-
TuH, CD4+ nimdoumTiB (nepeBaxHo Th2-kniTnH) Ta ak-
TUBOBaHMX B-nimdbouuTis. MigBULLYETLCS CUHTES LLN-
pOKOro cnekTpy iHtepnerikiHie (IL-1, IL-4, IL-6, IL-10,
IL-13), dakTopis pocTty (TGFB, PDGF, CTGF,VEGF), iH-
Tepdpepory Tuny | (IFN-a, IFN-B), aytoaHTnTtin abo Ha-
BiTb ®GepMeHTIB (apriHasa-1), Lo BUKINKAE HAAMIPHY
nponidepauiio KNiTUH BHYTPILIHbOT 0O0NIOHKN CYANH
i rnagkom’a30BuUX KNiTUH, akTuBaujito GibpobnacTiB i
abCoNOTHO HEOPraHi30BaHUIN CUHTES MNO3aK/iTUHHO-
ro matpukcy [9]. NMepMaHEeHTHICTb LIbOro cTaHy npu-
3BOANTb 00 HAKOMUYEHHS aKTUBHUX (POPM KMCHIO, Ti-
MOKCii Ta CMHTE3y HaKTopiB POCTY, WO NPU3BOAUTb
00 CYOMHHOrO peMoentoBaHHS Ta Gibpo3y TKaHUH.
BioknageHHs KonareHy, a TakoX rialypoOHOBOI KUCS0-
TN, rniko3amiHornikaHie i Gi6POHEKTUHY YyTBOPIOOTb
TOBCTY | XXOPCTKY CMOJIy4YHY TKAHUHY, sika PYWUHYE Opun-
riHaNbHy apxiTeKTypy i NOPyLUYE PYHKLLIIO TKaHWH [29].
Oco6nuBocTi MaHidpecTauil cknepoaepmii Ta
AiarHocTuyHi nigxoan. KnacnyHnm KniHiYHMM Npo-

SBOM 3aXBOPIOBAHHS € HASABHICTb YPaXeHb LWKipK,
AKi BiAMiYalOTbCA MalXKe y BCiX NaUIEHTIB i NposiBNs-
I0TbCH TUMOBOIO BTPATOK €1aCTUYHOCTI, CUJIIbHUM Bifl-
YyTTAM HaNpyru, siki 3 4aCOM CYNPOBOLAXYIOTbCS MO-
TOBLUEHHSM Ta 3aTBEPAIHHAM. TAOXKICTb ypaxeHb Ta
iX pOo3TaLlyBaHHS MOXYTb BiAPIZHATUCS | NPOABAATUCSH
y BUrnsni obmexeHoi abo agudysHoi popmm CCL [30].

BuginaoTe Tpn dasn po3BUTKY LLKIPHUX NPOSIBIB.
Mepwa, Tak 3BaHa ¢asa onyxnoro nanbLgd, NoB’a3aHa
i3 3aroCTpPeHHAM 3anafneHHs BCepeanHi Lwkipu, B pe-
3ynbTaTi YOro BMHUKAIOTb HESIMKOBI HAOPSKM NasbLiB
i kKncrten, ceepbix, Binb. CynyTHIN TUCK HA BHYTPILLHI
CTPYKTYPU HaCTO NPU3BOANTL A0 CTUCKYBAHHS | NPOs-
BiB HeMponarii, BUnaaiHHg npuaaTkis wkipw. [dyxe tu-
NOBUM O/14 Lji€i cTafii € BAHUKHEHHA deHOoMeHY PeiHo
(nepiognyHa ilemisa nanbLiB, BUKIMKaHa X01040M abo
€MOUiNHMM CTpecoMm). Y apyrin ¢asi ypaxeHHs LwKipn
B nepebiry CC/LL, Tak 3BaHili NPONOHroBaHil, gibpos-
Hi da3si, BigbyBaeTLCS NOCTYNOBE 3aTBEPAiHHS LLUKIpK
nanbLiB (CKNepoaaKkTuic), ke MoXe CynpoBOAXYBa-
TUCS BUpaskamm, pyousamm Ta bakTepialbHUMK HaLa-
pyBaHHAMM iHbEKLIi. XapakTepHi YACNEHHI TeneaHri-
ekTagii (CyauHHI NaByTUHHI BEHU), AedopmaLiis Hoca,
L0 Haragye nrawmvHuii 43606, i HabyTa MiKpOCTOMIs
(aHOManbHO ManeHbKUin POT) Pa3oM i3 pajianbHUMK
6opo3Hamu HaBkono poTa. Ckepos i MOTOBLLEHHS
pasoMm i3 BuLLEe3ragaHMMm ypaxeHHIMN CroTBOPIO-
I0Tb 06/IM4YS NaLEHTA, YacTo pPa3oM GOPMyUN Tak
3BaHNi 06pas Mackn. «Paza NOM’AKLLIEHHS LLKipU» —
LLe OCTaHHs Ta piakicHa CTaaist PO3BUTKY YPaKEHHS LLIKi-
pv npy CCH,. NMoBepxHEBI LWapw WKiPY MOXYTb 3 4HaCOM
pPO3M’IKLLYBaTUCH, NOBEPTAIOYNCH Y BUXIOHWI CTaH,
ane 3annaTbea NigwkipHi GibposHi ypaxeHHs [30].

OpHuM i3 HannowwmpeHiwmnx (6nmsbko 90% nawi-
€HTIB) KniHiYHMX nposieiB CCL, € ypaXeHHs LUAYHKO-
BO-KMLLKOBOIrO TPakTy, SKi MOXYTb JIOKasni3yBaTucs
Ha Oyapb-akin ginaHui [9]. Y cepeaHbomy 30-70% cumn-
TOMIB NOB’sA3aHi 3 POTOBOIO MOPOXHMHOW, 80-90%
CYNpoOBOOXYETbCA e30dareasnbHo ancdarieto. 3mi-
HU MOTOPWKW i IPOXiAHICTb TOHKOI K1LwKK (60-80%) i
TOBCTOI Knwkm (20-50%) Ta npobnemu 3 gedekauieto,
NMOB’A3aHOI0 3 YPAXEHHSIM NPSMOI KMLLKW, TAKOX € A0-
CUTb MOLUNPEHUMUN cuMITOMamMm [9]. YparkeHHS LUyH-
KOBO-KNLUKOBOIO TPAKTy PO3BMBAETLCH BHACNIAOK Cy-
OVHHUX YPaXKeHb, HASBHOCTI iLLeMii MOPYLLUEHHS MOro
MOTOpPVKK. Lle npr3BOaUTb A0 NOLIKOMAXEHHS iHHEP-
BaLlii, cepeq, iHWOoro, KNWKOBOI CTIHKM Ta MPOrpecyo-
yoro ¢ibpo3y M’A30BOT TKAHMHW aXx A0 MOBHOI aTpo-
dii [9, 31].

PecnipaTopHi ypaxeHHs npu CC nepenycim BkIO-
YaloTb iHTEepPCTULiaNIbHE 3aXBOPIOBAHHS Nierexb [9, 32]
Ta PO3BUTOK JIEr€HEBOI apTepiasibHOI rinepTeH3sii, Wo €
HacniZKOM pemMoentoBaHHS ApiOHNX NereHeBnx cy-
OVH. YacTiwe BigMivaloTbCa y NaUiEHTIB 3 ANDY3HN-
MU pOopMaMU | € HANYACTILLOIO MPUYNHOK CMEPTHOC-
Ti npu CCL, (35% BCix BMNaakiB cmMepTi, NOB’A3aHNX
i3 iHTEpCTULiaNbHUM 3aXBOPIOBAHHAM, Ta 26% — i3
nereHeBolo rinepteHsieto). Cnig nam’araTtu, Wo peHT-
reHosnoriyHe 306paxxeHHs! € MEHLU BaXXJIMBUM A9 Oia-
FHOCTUKW nereHeBux ypaxeHns npu CCL, ockinbku ne-
reHeBuin GidOpP0O3 BUSBSETLCA NMLLIE HA Ni3HIX cTadifax
ypaxeHHs. YNbTpa3BykOBe AOCHIOKEHHS MOXe ByTur
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KOPUCHUM Aansa Bidyanidauii AiISHOK HEPIBHOMIPHO-
rO NOTOBLLEHHS MJIEBPU, ajle OCHOBHUM METOAO0M [fi-
arHocTukum nereHesux nposieie CCL € komn’toTepHa
TomMorpadis BUCOKOI pO3aifibHOT 30aTHOCTI [33].

Mepwmin onuc kapaianbHux nposeis CCH, Bkno4aB
GiBPO3HI ypaxkeHHs1 KOPOHAPHMX apTepii, Nnepukapaa
Ta miokapaa [9], Wwo B kiHiYHIN MaHidecTauii Haltvac-
Tile NpeAcTaBNeHO MiIOKapauTOM, PO3BUTKOM iLLIEMIY-
HOi xBOpPO6U cepLs, pibpo3omM Miokapaa, aHomanisiMm
MPOBIOHOI CUCTEMM, KITAMNAHHOIO PErypritauieto, cep-
LLEBOIO HEJOCTATHICTIO 200 3aXBOPIOBAHHAM Nepurkap-
naTta/abo eHpokapaa [34]. YacTiwi Bunagku ypaxeH-
HS1 CEPLLEBO-CYANHHOI CUCTEMM BiAMIYAOTLCS NPV An-
¢y3Hit CCL, i acou,ioloTbCH 3 HAABHICTIO QHTUTIN MPOTH
Tonoisomepasu | [35]. Cnifg 3a3HaunTn, WO 3a/yYeHHS
B MaTOJIONYHNIA NPOLLEC CepLis BiAOyBaETLCS yXeE Nifl-
CTYIMHO, CUMMTOMaMM LMX 3MiH € MOCUNEHHSA 3aOULLKN
Ta HabpsKy. [Ans ouiHkn Mmopdonorii Ta PyHKLi cep-
LS AY>KEe KOPUCHI MeToaM Bigdyanisauii — komn’ioTepHa
ToMorpadis, aka Moxe Bidyanisyeatn ¢ibpo3 nepu-
Kapha Ta BuNIT, i MarHiTHO-pe3oHaHCHa ToMorpadis
(MPT) ons ouiHkm ¢ibpo3y Ta AiacToniyHoi cepLeBoi
HepocTaTHOoCTI [36, 37].

Cepuesi Ta nereHesi 3miHn npn CCH ayxe 4acto
CYNPOBOXYIOTECS NATONOMNYHUMN 3MIHAMUW CEYOBOI
cucteMn. 3a AaHUMN OOCHIOHVKIB, YPaXXEHHS HUPOK
PO3BMBAETLCHA HAbaraTo LWBMALLE, HXK YPaXXeHHSs nere-
HEeBOi CUCTEMMU, LLLO MOB’A3aHO0 3 NiABWLLEHHAM apTepi-
aNbHOIO TUCKY Y HUPKOBI CMCTEMI KPOBOODIry NopiB-
HAHO 3 cyamHamu amxanbHoi cuctemu [9]. CyamHHMN
diBpPO3 y HMPL OyXe WBMOKO NPU3BOAUTb 40 MOLLKO-
DKEHHS HUPKOBUX KITyOOUKIB | MOPYLLEHHS KIyBO4KOBOI
dinbTpauiji. Haxanb, KniHivHI IposBK LYX 3MiH CTalOTb
OYEBUAHMMU NLLE TOAj, KONM BiNblUa YaCcTUHA HUP-
KOBOi TKaHMHWN 3pyriHoBaHa. Jluwe y 50% nauieHTis
i3 CC/, BigMivatloTb BiaxuneHHst y nabopaTopHMX no-
KazHumKax y BUrnagi npoTeiHypii, 3HMKXEHHS WBNAKOC-
Ti KNy©0O4KOBOI PiNbTPaLLi, NiABULLLEHHS PIBHS KpeaTu-
HiHy. Bioncis HUPKK CBIAYNTBL NPO aKTUBHY Ta XPOHIYHY
TPOMOOTUYHY MIKPOAHTionaTito, ika XapakTepusyeTb-
CS1 EeCTPYKTMBHOK TPOMOOLMTOMEHIEIO | MiKpOAHTio-
naTU4HOI reMoNiTUYHO aHemieto [38]. AHomanii, Bu-
SIBNEHI B HUPKOBMX apTepisx, CNpu4nHeHi nponipepa-
Li€elo Ta peMoaentoBaHHAM 060I0OHOK CyAVH, NPOCBIT
apTepin CyTTEBO 3MEHLUYETbCS, WO NPU3BOAUTb
[0 3HMKEHHS KJy6o4KoBOi dinbTpaLii. Mporpecytounii
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HVWPKOBO-CYANHHWI DiOPO3 HNPKOBOI TKAHMHM NOSIC-
HIOE 3HA4YHO ripwunii NporHo3 y nauieHTis i3 CCA, [39].
ToMy HEOBXIOHVUMU € PErYNSPHUN KOHTPOb OYHKLT
HVUPOK, NOBTOPHA exoaonnieporpadis HUPKOBUX ap-
Tepin KOXHI 6 mic abo pas Ha piK.

JlabopaTopHi TecTu, ki BUKOPUCTOBYIOTbLCS O
niarHocTukn CCL, Bce e oOMeXeHi i B OCHOBHOMY
0a3yloTbCsA Ha BU3HAYEHHI ayTOAQHTUTIN, BKIIIOYEHUX
3a kputepiamm ACR/EULAR 2013, TO6TO @aHTULLEHTPO-
MEpPHi aHTUTINa, aHTUTINa A0 Tonoidomepasu | Ta aHTuU-
Tina po PHK-nonimepaswu lll, aki 4eMOHCTPYIOTb Hal-
BuLy crneundiyvHicTs woao CCA [40]. € paHi ctocos-
HO acoujalii NMO3NTUBHOCTI 32 OKPEMUMMU AHTUTINAMMU i
KNiHIYHMMU NpOsSiBaMKX 3aXBOPIOBAHHS (Tabn. 1).

Mpw piarHocTuui paHHix ctagpin CCL Heobxin-
Ha OLLIHKa TSXXKOCTi ypaXXeHHSI KOXXHOro OpraHy, Bpa-
XOBYIOUM PYHKLIOHANBbHI MOPYLUEHHS, BUSHAYEHHSA
N-kiHLEeBOro nponenTnay HaTPiNypeTUYHOro rOpPMO-
HY (NT-proBNP) i kaningpockonito HirtbOBOI CKIaaKu.
CneumndiyHi 3MiHM Kaninapockonii BKAYaOTb NeTni
chopmMoBaHMX Kaninapis, NOOAMHOKI FTMraHTCbKI Kani-
NSIPY, YNCENbHI PO3LUMPEHI Kaningpw, NOOAMHOKI FeMO-
parii, HeoaHrioreHes, AiNsHKM aBackynapm3aadii. Takox
BaXK/IMBUMU € BU3HAYEHHS NNEreHeBOi OYHKLi Ta Npo-
BELEHHS YNIbTPA3BYKOBOIr0 OOCIAXKEHHS.

3a JonoMOrol ynbTpas3BYyKOBOrO AOCHIOXEHHS
MOXIIMBO AidepeHLiioBaT akTUBHY CKIIEPOAEPMIYHY
OnsALWKY BiO, HEAKTUBHOI, BEPUMIKYBATU CKIEPOTUYHY
¢dagy nokanbHOro NPosiBy CKNEPOLEPMIYHOro npoLe-
CY, BUSIBUTM 3aJIy4EHICTb B 3anajibHUIM NPOLEC Taknx
CTPYKTYP: BTOPUHHWNIA 3anafibHUIA NpoLLeC B cyrnobax,
3ano3ax (lwmrtonoaibHa, cnmHHa). ExocemioTtuka ypa-
XEHHS LWKIPpY BKJIIOYAE NOTOBLUEHHS Aepmu, dokasb-
He abo Andy3He 3HMXKEHHS eXOreHHOCTI AepmMu, nif-
BULLIEHHS €XOreHHOCTi NigWwKipHOT KNiTKOBUHM Ta/abo
M’AKMX TKaHWH, rinepBacKynapusalia aepmu ta/abo
NigLKipHOT KNITKOBUHW. HasiBHICTb ABOX i BiNnbLue 3 nep-
LINX TPBOX KPUTEPIIB € 03HAKOI0 aKTUBHOI CKIIepoaep-
MiYHOI BASALKN.

Y 2013 p. cninbHuii komiTeT ACR Ta EULAR ony6ni-
KyBaB NepernsHyTi KpuTepii knacuoikauii CNICTeMHO-
ro ckneposy [1, 2], wob noKpaLLmMTL YyTAMBICTb LUK-
POKO BUMKOPUCTOBYBAHMX NOMEPESHIX KpUTEPIiB Kna-
cudikauii (tabn. 2).

LLlogo nokanizoBaHmMx BapiaHTIB ckiepoaepmii, ix
[ebioT 3yMOBNIEHMIA NOSIBOIO XapakTEePHUX BOTHULLE-

Tabnuus 1

AuTuTina, BuseneHi npu piardoctuui CCHl (apantoBaHo 3a A. Kowalska-Kepczy'nska, 2022)

HasBHiCTb Yy cMpOBaTLIi KPOBi NaLjieHTa aHTUTIN

KniHiyHi nposiBu

Tonoizomepasa | (aHTu-Scl 70)

EnpoteniansHi knituHu, peuentop PDGF i pewentopu eHgoTenivy
LlenTpomepa (aHTn-CENP-B, -A, -C a6o -D)

U11/U12 RNP (atu-RNPC3)

®ibpunapuH (aHTn-U3 RNP)

Th/To (aHTu-Th/To) Th/To (aHTu-Th/To)

EnpotenianbHi knituHu, peuentop PDGF i peuentopu eHgoTeniHy
Benuka cyboaunmus PHK Pol | (RPA194)

Lintonna3ma Heiitpodinis (ANCA)

3HayHe ypaxeHHs WKipu $ibPO3HUMU YTBOPEHHSIMY;

6inblua MMOBIPHICTb CEPH03HMX 3MiH OpraHiB, 0C06/1MBO NEreHb
EnpoTenianbHi knituHu, pewentop PDGF i pewentopu eHgoTeniHy
MomipHwit cTyninb $ibpo3y wkipw;

HeyacTe 3aNyyeHHs OpraHis;

HeraTuBHa KOPensiLisi 3 BAHUKHEHHSIM HEOMIACTUYHNX YPaXeHb
Buiwpit puamk TXKUX NposiBiB 3 BOKY LLTYHKOBO-KULWIKOBOIO TPAKTY;
BULLWIA PU3MK HEOMNACTUYHUX YPAXEHD

Buwmin pusnk nereHeBoi rinepTeHsii Ta iHWNX CepLEeBnX YCKNaaHEHb
Bumin pusnk ypaxeHHs nereHb

Mporpecyioyi dibpo3Hi 3miHu

3HUXEHHS pU3NKY PO3BUTKY paky

Buwumin puank nereHeBux yCknagHeHb;

HUPKOBI YCKNAAHEHHS, MiABULLEHHS CMEPTHOCTI
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Tabnuug 2
MepernaunyTi kputepii knacudikauii cuctemHoro cknepo3dy ACR/EULAR
MyHKT MignyHKT(1) Ouinka*
[MoToBLLEHHS! WKipK NanbLiB 060X PYK, WO TATHETLCS NPOKCUMANbHO A0 N’ACTHO-(hanaHroBux cyrnobie (HasBe- Hemae 9
HOCTI LIbOr0 KPUTEPIt0 LOCTATHO AN BCTAHOBNEHHS [iarHo3y)
[MOTOBLWEHHS WKipKU NanbLiB Onyxni nanbuj 2
CknepoaakTunis (aucTanbHile n’scTHO-(hanaHroux cyrnobis, ane NPOKCUMANbHille NPOKCUMANbHUX Mixda- 4
NAHroBUX Cyrno6is)
YpaxeHH$ KiH4MKiB nanbLis Bupasku KiHuunkis 2
nanbLis
LLpamu Big KiHYMKiB NanbLyiB 3
Teneanriektasii 2
AHoManbHi kaningpu HirtboBOi CKNaaKm 2
JlereHesa apTepianbHa rinepteHsisa Ta/abo iHTepcTULianbHa xBopoba nereHb JlereHeBa apTepianbHa 2
rinepTeHsis
IHTepcTULianbHa XxBopoba nereHb 2
®eHomeH PeiiHo 3
AyToaHTUTING, NOB’A3aHi 3 CUCTEMHNM CKIEPO30M (MakcuManbHuii 6an 3):
aHTuueHTpomepm (anti-CENP-B, -A, -C, or -D) 3
aHTuTonomepasa | (anti-Scl 70) 3
aHTn-PHK-nonimepasa Ill (anti-RNAP I11) 3

*3aranbHuil 6an BU3HAYAETLCS LWNSIXOM AOAABAHHS MaKCUManbHOro 6any B KOXHii kateropii. MauieHTu i3 3aranbHum 6anom, 1o AopiBHIOE abo nepesu-
wye 9, knacudikyoTbCs AK Taki, O MaKTb NEBHUIA CUCTEMHMIA CkNepo3 (MoaudikoBaHO Ha OCHOBI KpuTepiiB knacudikauii cuctemHoro ckneposy 2013) [6]

BUX 3MiH Ha LUKIpi i NepeBaxHO € AepMaTOosIoriyHoo
npo6aemMoto. Y po3BUTKY OiNIIHOK ckepoaepmii Buai-
NA0Tb TPU cTagii: eputema/Habpsk, cknepo3s (YLLinb-
HEHHS) Ta aTpodis Wkipun. Y TMNOBUX BMNagkax 3axso-
PIOBaHHSA NOYMHAETLCH 3 MOSABM Ha LLKIPi MM poXxe-
BOro abo xoBTyBaTO-6in10ro 3abapBieHHsl, 0OTOHEHUX
CUHbO-MNYPMNYPHOIO epuTeMOlo (6y3KoBe KinbLge), abo
rinepnirMeHToBaHuX njasiM okpyrnoi Ta/abo cMmyrorno-
niGHOI dopmu, iHOAI 3 ABULLLAMUN HABPSIKY. Y HACTYMHY
CTafito CKEePO3y Ha AiNsIHKaX ypaXKeHOi LWKipy dopmy-
I0TbCS OCEPEKU YLLINIBHEHHSA KOJIbOPY CJIOHOBOI KiCT-
KU 3 rNafKoo NOBEPXHEIO Ta XapakTepHUM Bickornoajio-
HUM 6mckoMm. LLIkipa B Micusix ypaxeHHs noraHo 36m-
PaeTLCA B CKNAAKY, Ha Uil OingHui BMNagae BONOCCcs,
3HMXKYETLCS b0 BiACYTHE NOTO- i cCanoBuUAiNeHHs. Ha-
bani maHidecTauiqa iHgypauii LWKipy 3HUXYETBCS, PO3-
BUBAETLCH aTpodisa uiei AiNgHKM 3i 3MiHAMU KOJTbOPY
wKkipw (rinep- abo rinonirmeHTauii) [4, 5, 6].

OHoBNEHi pekoMeHaaLji 3 oiarHoCTUKM Ta NikyBaH-
HS1 CUCTEMHUX XBOPOO CMOJIYy4HOI TKAHUHW Y AiTEN Mic-
TATb MOJIOXEHHS NPO MOXJIUBICTb BUKOPUCTAHHS KJli-
HIYHMX HACTaAHOB O/ OOPOCMX MAUIEHTIB, OCKIJIbKN
KNiHIYHI NPOSIBM | MapKepu XBOPOOW iAEeHTUYHI, He-
3Baxkalouum Ha Bik. Ane B LLOAEHHIM NpakTuui M1 Mae-
MO YCBIOOMOBATH, LLO B AUTAYOMY BiLi KNiHIYHA MaHi-
decTaujis CUCTEMHOr0 3aXBOPKOBAHHS MOXE MaTu CBOI
0COBNMBOCTI, SIKi 3yMOBJIEHI POCTOBMMW Npouecamm
OpraHiaMmy ANTUHN, KNITUHHUMW B3aEMOAISIMU B YMO-
Bax NpeBasIloBaHHSA CUHTE3Y | AncHanaHcy ropMoHarb-
Horo 3abeanevyeHHs. 3a pe3dynbTaTaMin LUINPOKOMACLL-
TabHOro AOCAIAKEHHS KNiHIYHMX Ta IMYHOMOTYHMX NPO-
MPOSiBIB NOPIBHAHO SIK 3 AOPOC/IMMN NaLieHTaMu, Tak
i 3 nimitoBaHoto popmoto (Tabn. 3) [14].

AHaniayoum HaBedeHi gaHi, cnif 3a3HaynTu, Lo
B ANTAYOMY BiLli 3HA4YHO PifALLe BiAMIHaOTbCS YPAKEHHS
LLJTYHKOBO-KULLKOBOIO TPakTY, IereHeBi Ta CKENETHO-
M’A30Bi MPosiBU. HaBnaku, 3asy4eHHsI HUPOK Y AiTen
BUSIBNSAIOTb HA TOMY X PiBHi, LLLO 1 Y JOPOC/INX, HaBITb
Jeulo vyacTiwe. Y TOW Xe Yac ypaxeHHS BHYTPILLHIX Op-

raHiB, BKJ1lO4alO4M IErEHEBY, CEPLIEBY, TPABHY CUCTE-
MY, HAPKW Ta HEPBOBY CUCTEMY, XO4a 1 PO3BMBAIOTHCS
npwu ioBeHinbHin CCL, piglie, HixX y 4OPOCAMX, MOB’A3aHi
3 ripWwyM NPOrHO30M. Y XBOPUX AiTEN YacTille ypaxy-
I0TbCSI OPraHy AMXaHHS Ta LWTYHKOBO-KMLLIKOBOMO TpakK-
Ty, PiAKO PO3BMBAIOTHCS 3aXBOPIOBAHHS CEPLS, HUPOK
i HEPBOBOT CUCTEMMU.

Y 2012 p. onsa oBeHinbHoi CCL, po3pobneHnii Ho-
BUM IHCTPYMEHT OLHKM TSXKKOCTi KOBEHISIbHOIO CUCTEM-
Horo cknepoasy (J4S) (tadbn. 4) [41]. J4S — ue cuctema
OLLiHKW, sIka BKJIIOYAE iHOEKCU 9 CUCTEM OpraHiB, KOX-
Ha 3 AKX OLHIOETLCA 3a WKanoto Big 0 fo 4 Bignosia-
HO [0 TSXKKOCTi YPaXKeHHS KOXXHOro opraHy. lNokasa-
HO, WO J4S ayxe edekTUBHUN | HAAIMHUIA Y BUSIBNIEH-
Hi 3MIH Y TSOKKOCTi 3aXBOPIOBaHHSA. EkcnepTHa rpyna
3anporioHyBasna BUKOPUCTaHHS J4S y NOBCAKOEHHIN
npakTuLi, Xo4a ”n O4ikye MOoro Banigauii y BesmKin Ko-
ropTi NauieHTIB.

MopiBHSHO 3 [OPOCNOK HOPMOI0 BBAKAETHLCS, LLIO
toBeHiNbHa CC/LL € MeHLL TAXKMM 3aXBOPIOBAHHAM, pia-
e ypaxye BHYTPILLHi OpraHu, 0ocob6/MBO HA MOMEHT
BCTAHOBNEHHS AiarHody [41]. OgHak gaHi okpemMunx
LOCNioKEHb MiAKPECNIOTb HAsBHICTb Nigrpynu Nauli-
€HTIB i3 LUBNAKO Nporpecyo4m nepebirom xsopoobu,
fIka XapakTepPU3YyETbCA PaHHIMN 03HAKaMM 3HAYHO-
ro YpaXeHHS BHYTPILLHIX OpraHiB. Llen Tsxknii nepe-
6ir NoB’A3aHWiA i3 ripWnM pe3ynbTaToM i BULLMM PiB-
HEM CMEPTHOCTI, L0 CBiAYNTb NP0 HEOOXiAHICTb BinbLu
arpecuBHOIO NiKyBaHHS.

TpyaHouwi giarHoctukm CCL, y gitenn Takox 3yMoB-
JIEHi 3HAYHO MEHLLNMW CEPOJSIOrYHUMU 3MiHaMU i Pig-
LLOO Npe3eHTaujieto cneundiyHnx aHTuTin. Hanbinbiue
3HAYEHHS HAAAETLCS BUSIBNIEHHIO MO3UTMBHOIO 3arasib-
HOrO PiBHS aHTUHYKNeapHux aHTuTin (ANA). PekomeH-
nauii 1Loao MeHeaXXMEHTY CKIIepoaepMiYHOI XBOpoou
y AiTel BkasyloTb HAa HEOOXiAHICTb NPOBEAEHHS YCiM
nauieHTam 3 i301boBaHUM HPEHOMEHOM PENHO OLIHKN
KaningapHoi cknagku Hirta Ta aHania pisHa ANA. Akwo
Kaningpockonis BiaXMnsieTbcs Big HopMmun Ta/abo ANA
€ NO3NTUBHOIO, PEKOMEHAYETHCS NoJasbLle CnocTe-
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Ta6nuusa 3

Yacrota kniHiyHux nposisie CCJl B auTaYoMy Biui

HYactoray piteit .. npu audysHiii

HiarHocTuuHi Kkputepii Mposew (3a Aa-HI/IMVI cca, N=1349 J'IiMiT_OBaHa ccpa,
cca F. Zulian Ta N=2101, %
. . (3a panumun EUSTAR), %
cniBaBTopiB), %
060B’513K0BI lMpokcumanbHuit cknepos/iHaypais 80 100 100
CyamHHi Cunapom PeitHo 75 96 95
[OuritanbHi BUpaskn 43 33
[aCTPOIHTECTMHANbHI [Oucdaris, ractpoesodareanshuil pedaoke Bcboro 68 66
YpaxeHHs KULLEYHMKY 7 22 21
KapaianbHi ApuTMmisi, cepLeBa HegoCTaTHICTb 8-15 17 15
Hupkosi CkneponepmiyHnii kpus, nebiot Al 5(1) 4 1
JlereHesi JlereHesuin ¢ibpo3 Bcboro 53 34
3HUXeHHs Andy3HOI 3[aTHOCTI NereHb 7 22 20
Jlerenesa rinepTeHsis
CkeneTHo-M’'a30Bi ApTpuT, Mi03UT, KpeniTaLlis CyXxoXuib 20 37 23
AHTUHYKNEPHi aHTUTINa 23-73 75-90
Antn-Scl-70 28-34 40-45 23-61
AHTULLEHTPOMEPHI aHTMTINA 7-8 20-30 6-47
AHTVKApPAIONINIHOBI aHTUTINA 14-15 10-25
Tabnuus 4
LLikana ouiHku TAXKOCTI nepe0iry oBeHinbHoi CCJ,
: 1 : ¢ e
Hemae Husbka MomipHa Taxka KiHueBa cTapis .
OLliHKa
3arasbHi IMT > Hopma IMT po 1-ro ueHtumio ~ IMT po 2-ro ueHtunio  IMT o 3-ro ueHtumio  IMT o 4-ro ueHTunto 4
He > 115r1/n He 100114 r/n HB 90-99 r/n He 70-89 r/n HB 70 r/n
CyauHHi BincyTHi Basopgunarauis [LucTanbHi Bagm [LuritanbHi BUpaskn [LuritanbHi raHrpexm 4
LLIkipHi MRSS 0 MRSS 1-14 MRSS 15-29 MRSS 30-39 MRSS >40 4
CkenetHi Hemae O6MmexeHHs pyxiB Aptput 2
Jedopmauii cyxoxinb
M’si3oBi Hopma CMAS 39-51 CMAS 26-38 CMAS 13-25 CMAS 0-12 2
LLKT Hopma [ucranbHa e3odare-  MegjanbHa abo Buco- CuHapOM mManb- MopyLeHHs xapyyBaHHs 4
asnbHa rinofuHamis ka e3odareanbHa rino- abcopbuii
[IMHamia
JlereHesi DLCO >80% DLCO 70-79% DLCO 50-69% DLCO 50% 3anexHictb Big O, 8
FVC >80% FVC 70-79% FVC 50-69% FVC 50%
HRCT Hopma HRCT 3miHu HRCT 3minu HRCT — ¢ibpo3
sPAP >30 mm Hg SPAP 31-45 mm Hg SPAP 46—75 mm Hg SPAP >75 mm Hg
KapaianbHi Hopmanbsha EKI MopyweHHs Ha EKT ApuTmig ApuTmig, wo notpebye CTiifiKi yLIKOAXEHHS 8
OB L >50% ®B LU 45-49% ®B JILL 40-44% NiKyBaHHs! OB LU <30%
®B JIl 30-39%
Hupkosi LIK® >90 mn/xB LIK®D 75-89 mn/xB LIK®D 50—74 mn/xB LIKD 10—49 mn/xB KiHueBa cTagisi HUPKO- 4

BOi HELOCTATHOCTI

Mpumitkn. MRSS — modified Rodnan skin score, MoaudikoBaHa ouiHka wkipu PogHana; CMAS — Childhood Myositis Assessment Scale — neaiatpuyHa Lwka-
na ouixku miosuty; DLCO — diffusing capacity for carbon monoxide — audysiiina 3patHictb okeuay Byrneuto; FVC — Forced Vital Capacity — xutTeBa em-
HicTb nereHb; HRCT — High-resolution computed tomography — komn’toTepHa Tomorpagdis BUCOKOi po3ainbHOi 3aaTHOCTi; SPAP — CUCTONIYHWIA TUCK B nere-
HeBiil apTepii 3a AaHUmm gonnnep-exokapgaiorpacdii; @B JILU — dpakuis Bukuay NiBOro WAYHOUKA.

pexeHHs. OuiHka cTaHy ANTUHM 3a WiKanotw J4S nosu-
HHa NPOBOAUTUCA KOXHI 6 MiC, Maui€HT NOBMHHI NPO-
XOOUTK OLIHKY nereHeBoi dyHKLii, exokapaiorpadito,
BU3HAYEHHS PYHKLIOHANBbHOrO CTaHy HUPOK i Moandi-
KOBaHY OLLiHKY LLKIpHMX ypaxeHb 3a PogHaHOM.
LLlopo nepjiaTpuyHOi nokanisoBaHoi CKepoaepMii,
K NPaBWI0, 3aXBOPIOBAHHS TpUBaNUN 4Yac 3anuia-
€TbCSA HEPO3Ni3HAHUM: Bif, MePLUNX NMPOSIBIB A0 BCTaA-
HOBJIEHHSA AiarHo3y M1Hae B cepegHbomMy 11-13 mic,
aB 20% Bunaakis — GinbLue 2 pokis [3, 5, 6]. Y 70% na-
LEHTIB NP1 NEPBUHHOMY 3BEPHEHHI BCTAHOBJIHOETLCS
MOMUIKOBUIA AiarHo3, 3 HUX B 44% BuNaakiB NepBUH-
HUM fOiarHO30M € aTonivyHu gepmatuT [4]. MNMpwu gia-
FHOCTULI T2 NOAANbLLIOMY CNOCTEPEXEHHI Cnig, OLi-
HUTU aKTUBHICTb NATONOM4YHOro NPouecy 3a HacTyr-
HUMW KiHIYHUMKW O3HaKaMm: NosiBa HOBUX BOTHMULL,
(DoKyMeHTanbHO NiaTBEPAXEHUX JliKapeM) 3a OCTaH-

Hi 3 MiC; 36iNbLLIEHHS 0OCAMY BXE iCHYHOHOI0 YPaXKeHHS
(LOKYMEHTaNbHO NiATBEPOXKEHOIO Nikapem) 3a OCTaH-
Hi 3 mic; nomipHa abo BMpaxeHa epuTema; nporpe-
Ccyloye ypaxeHHs1 rnmMboKnx TKaHWH, BUSIBNEHE fika-
pem (3a poTorpadieto AINAHKM YPaKEHHSA B ANHAMIL,
npu MPT ab0 ynbTpa3BykOBOMY A0CHIAXKEHHI); 36inb-
LIEHHS FPaHnLI YLWiNTbHEHHS YPaXXeHOi OiNaHKN; npo-
rpecytoya BTpaTa BOSI0CCS Ha rofloBi, BKIlo4Yatoum 6po-
BM Ta Bil, @ TAKOX Ha iHWNX AiNsHKax (40KYyMeHTOBa-
Ha flikapeMm); NiaBuLLLEHHS PiBHA KpeaTHdOChOoKiHa3N
3a BiACYTHOCTI iHLIMX 3MiH; BUSIBIEHHS1 aKTUBHOCTI 3a-
XBOPIOBaHHS Npwu Bioncii wkipu [44].

OCHOBHUMW NMpaBuaamMu CNOCTEPEXEHHS Ai-
Ten i3 1okani3oBaHo GOPMOI0 € HACTYNHI. YCix Aai-
Ten 3 NiJo3p0oI0 Ha N1oKanisoBaHy CKieponepMmito
cnig HanpaBnsaTU B cneuianisoBaHUn OUTSYNA PEB-
MaTonoriyHni ueHTp. OuiHKYy akTUBHOCTI XBOPOOMU
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060B’A3KOBO HEODXIAHO NPOBOAUTM i3 3aCTOCYBAH-
HSAM LUKaN Ta iIHCTPYMEHTIB. MOX/IMBO BUKOPUCTAHHS
iHbppayepBOHOi Tepmorpadii 4na OLiHKM aKTUBHOCTI
ypaxeHsb, ane atpodis wkipu iHoai nae XxMbHoNo3u-
TUBHI pe3ynbTaTtn. JouinbHe ynbTpa3BykoBe JOCHi-
O)KEHHS 3 BUKOPUCTAHHSM CTaHAAapPTU30BaHOI OLLiH-
K1 Ta KOSIbOPOBOrO gonnsepa ass OLiHKN aKTUBHOCTI
3axXBOPIOBAHHSA i BiANOBIAi HA NiKyBaHHS. YCi nauieH-
TV 3 NIOKasi30BaHOK CKNEPOAEPMIEIO Mig Yac BCTa-
HOBJIEHHS AiarHO3y Ta NOAAbLIOIO CMIOCTEPEXEHHS
MOBUWHHI OyTW PETENIbHO OLHEHI 3 NOBHMM OOCTEXEH-
HSIM ONMOPHO-PYXOBOro anaparty, Y TOMY YNCli CKPO-
HEBO-HWXHbOLLEeNeNHoro cyrinoba. MPT moxHa BBa-
XaTN KOPUCHUM iHCTPYMEHTOM A1 OLHKM YPaXeH-
HS ONOPHO-PYXOBOr0 anapary, Noro cnig NPoBOAUTH
y BUNagkax, Koauv ckepoaepMidyHe ypaxeHHs nepe-
TUHae cyrno6. HacTiMmHO pekOMeHAYETLCS, W06 yCim
nauieHTam i3 ypaxeHHaM obnmy4a Ta rosnosu 3 abo
6e3 03HaK HEBPOJIOFMYHOIro ypaxeHHs 6yno npose-
neHo MPT ronoeu Ta OPTOOOHTUYHE Ta WENEMNHO-
N1uboBe 0OCTEXEHHS Mia, Yac OiarHOCTUKK Ta Niky-
BaHHSA. TakoX Nif Yyac AiarHOCTMKW y BCiX AOiTen i3
nokanisoaHolo GOpMOIO ckyiepoaepmii, 0cobanBo
3 YPaXEHHAM LLKipY 06/11M44s Ta BOIOCUCTOI HacTu-
HW roJIoBU, Mae 6yTy NpoBeaeHO OPTaNbMOJIONIYHE
0BCTEXEHHS, BKJTIOHAIOUYN CKPUHIHT HA YBEIT.

JlikyBaHHS cknepoaepMmii € HeNPOCTUM 3aBAaH-
HAM, HaNBXKJIMBILLMMM NPUHUMNAMKU IKOrO Ha3uBa-
I0Tb iIHAMBIAYaNbHICTb, KOMMIEKCHICTb, PaHHIN NOYaTOK
afekBaTHOI Tepanii [45, 46]. IcHytoui B niTepaTypi Bioo-
MOCTI 3 NikyBaHHS IOBEHINIbHOI CKNnepoaepmii cynepeuy-
JINBI, LLIO 4aCTKOBO Bifl06paXkae PisHOMaHITHICTb hopMm
XBOPOOU 3 PI3HOIO0 MOLLMPEHICTIO Ta FMOMHOK YPaXKeH-
HS TKaHWH. [JOBri poku fnikyBaHHS 0OMexXeHnx dopm
ckepoaepmii NpoBOAUIN ANLLE LWNSAXOM MiCLEBOro
BMIMBY Ha LWIKipHUI npouec, y 60-90-T1i pokn XX CT.
cTanu LWMpoKo 3acTocoByBaTK [ -neHiunnamiH, rigpo-
KCUXJIOPOXiH 3 XOPOLIMM e(PEKTOM, ane Ui AaHi He Bifl-
noBifann KpUTepPisM 40Ka30BOi MEOMLMHN, @ 3 HACOM
HaKOMMYyyBanncs Bi4OMOCTI NPO HEEEKTUBHICTb i NO-
raHy NepeHOCMMICTb 3a3Ha4Y€HOr 0 JliKyBaHHS.

Ha cbOorogHi iCHyIOTb YiTKi MiXKHApPOAHI y3rogxe-
Hi pekomeHgauii sk EULAR [45], Tak i EBponencbKo-
ro ToBapucTea autadux pesmartonoriB (Paediatric
Rheumatology European Society — PRES) [46, 47],
LWOA0 BEAEHHS XBOPUX 3 IOBEHINbHOIO CKepoaep-
MI€EI0, IK CUCTEMHOI0, TaK i TokanizoBaHoto. OCHOBHOO
TEHOEHLIEI € OOCUTb arpeCcrBHE NiKYBaHHSA i PaHHIN
MOro No4aToK 3a HassBHOCTi O3HAK akTUBHOCTI XBOPO-
61 npun 060x hopmax 3axBOPIOBAHHS.

MixHapoaHuin KoMiTeT i3 16 ekcnepTiB 3 ANTAYOI
peBMaTosorii, CTBOPEHU ANst PO3POOKN KOHCEHCYC-
HUX peKOMeHaauin Wwo40 OBEHINIbBHONO CUCTEMHOIO
CkNnepo3dy, nepwoto noduuieto B nikysaHHi CCL 3a-
nnwae cuctemHi koptukoctepoigm (KC). JlikyBaHHSA
KC cnip posnoynHaTt nig 4ac BCTAHOBAEHHS AiarHo-
3y, W06 sAkoMora WwBuaLe 3SMEHLWNTN BUPAXKEHICTb
3ananbHOro KOMMOHEHTY. Xo4a B nitepartypi 6pakye
nokasiB cTocoBHO 3actocyBaHHA KC npu CC/, ic-
HYE 3arajibHUN KOHCEHCYC WOA40 NoKa3aHb OJid ak-
TUBHOT dasn 3ananeHHsi, 0cobaMBO 3a HASABHOCTI
Mio3u1Ty abo apTpuTy. EAMHOT AYMKM WOAO TPMBa-

nocTi Tepanii KC, pexunmy ix o3yBaHHA Ta 3acTo-
CYBaHHS HEMAE.

Mpuinom metoTpekcaTy (MTX) abo anbTepHaTUBHO-
ro XBOpo6oMoaAMNDIKYIOHOro aHTUPEBMATMUYHOTO NMpe-
naparty (DMARD) Takox cnig po3noyartu nig yac Bcta-
HOBJMIEHHS AiarHogdy. 3rigHo 3 Pekomenpauisvum EULAR
ona popocnux nauieHTtieB MTX nokazaHnia ons nikyBaH-
HS YP@XXEHHS LIKipW, MOB’A3aHOr0 3i CKIEPOAEPMIEID.
EkcnepTHWUI 0OCBIA, CBIOYNTL NPO PaHHE 3aCTOCYBaH-
Ha MTX npu CCL, 0co61BO 32 HAsABHOCTi YPaXEHHS
LKipw, cyrnobis, cyauH Ta/abo LTyHKOBO-KMLLIKOBO-
ro TPakTy.

Ao xBopoba pe3ncTeHTHa A0 MTX (noripLueHHs
nokasHuka J4S vepes npuHarimHi 6 mic Tepanii MTX),
Cnig, PO3rasiHyTU MOXJIMBICTb A0AaBaHHA abo nepe-
xoay Ha modeTtuny mikopeHonat (MM®). PekomeH-
nauji EULAR wopno 3actocyBaHHS MM® y gopocnux
npu CKNepoaepMii He BU3HaYeHi, ogHaK OKpeMi OO-
CnigXeHHs cBigyaTb NPO NO3UTUBHUIA BMNINB Ha ypa-
>KEHHS LIKipW Ta NIEFE€Hb i3 XOPOLLOK NEPEHOCUMICTIO.

BpaxoByloumn BiACYTHICTb A0Ka3iB BUKOPUCTAHHSA
iMyHOCYNpeCcuBHOI Tepanii npu oBeHinbHin CCA, an-
TA4i pEeBMaTOsION MNOKAaAAThCA HAa 0ny6ikoBaHy i-
TepaTtypy Won0 A0POCAMX nauieHTiB. Pekomenaauii
EULAR ona popocnux, B3aTi 3 ABOX PaHOOMI30BaHUX
KOHTPOJIbOBaHMX gochnipxeHb (PKA), ceig4aTts npo no-
3UTUBHY POJb Lmknodpochamiay npm iHTEPCTULLIANTbHNX
3axBOPIOBAHHSX NlereHb, nos’a3aHnx i3 CCH [41]. He-
3BaXkaloum Ha MOro BigOMY TOKCUYHICTb, AOCBIA, KIiHIY-
HOI MPaKTUKN B EBPONENCBKUX NefiaTPUYHMX LeHTpax
WOAO cKepoaepMii TakoX MiaTBEPAXKYE MOKa3aHHS
[0 3aCTOCyBaHHSA uuknodocdaminy y pasi ypakeHHs
nereHb Ta/abo cepus.

HacTynHolO rpynot npenapariB, 3aCTOCYBaH-
HS 9kux 3a3HadeHo npu CCL, € BazoaunataTtopu.
CyamHopo3LwmpiloBasbHi 3acoby 4acTo 3aCTOCOBYIOTb
y AOPOCAnX NaLIEHTIB i3 cknepoaepmieto [45], ocobnu-
BO MPW Ba30CMaCTUYHMX SIBULLLIAX KiHLIBOK. Harnowwu-
peHilWwnMn Bazogunaratopamm € 610kaTopu Kasbliie-
Bux kaHanis (BKK), cepep siknx OCHOBHUM € HipeamniH.
AnbTepHatueoto BKK € iHribitTopn ¢pocdopiectepa-
3n 5-ro Tuny (PDE-5i), Taki sk cungenadin. Ekcnep-
TV NPUNYCKaIOTb, WO NIONPOCT, aHanor nNpupoaHoro
npocTtauukniny (PGI2), moxe 6yTn nokasaHunin ans ni-
KYBaHHS TSXXKUX pedpakTepHUX NPOsBIiB CUHLPOMY
PeliHo abo BMpa3ok nanbLiB. AKLLO BUPa3Ky NanbLiB
€ pedpakrepHumun oo BKK i npoctaHoiais abo y Bu-
naaky nereHesoi rinepTeHraii Il ctaaii, cnig po3rnsHy-
TW MOXJIMBICTb 3aCTOCYBaHHS BO3eHTaHy. Y LOPOCAnX
©03€eHTaH TakoX PEKOMEHA0BaHMI 4/151 NPOdIiNakTUKn
BMPA30kK nanbuis [41].

3a HasBHOCTI WBKAKO nporpecytyoro abo pe-
bpakTeEPHOro 3aXBOPIOBAHHSA MOXHA PO3rNsa4aT fiky-
BaHHS BMOPAHMMU KaTeropismu BioNIoriYHNX areHTiB,
HEe3BaXal4u Ha HeJOCTaTHI [OKa3W B NeAjaTPUYHIn no-
nynauii. Jaxi nitepatypu wono nikysaHHs aHTn-CD20
(puTykCcumab) abo aHTU-IL-6 (Toumnidymab) gopoc-
nnx popm CCL NiaTBEPAXYIOTh IX €PEKTUBHICTD i Bifl-
HOCHY 6e3neKky, 0COBANBO LWOA0 YPaKEHHS LLKipK
Ta OMXxanbHUX WNSXiB, IX 3aCTOCYBaHHA B Nefiatpuy-
Hi NPaKTULj NPOMNOHYETLCS NNLLE HA OCHOBI OCTaH-
Hix ny6nikauini [48].
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HoBi TepaneBTUYHI NigXoaM MOXYTb BYyTY CAPSMO-
BaHi Ha cneumdivHi 3ananbHi abo NpodidbpPo3Hi xemo-
KiHM Ta UMTOKIHW, §Ki, 9K NOKa3aHo, MalTb HAAMIPHY
€KCMpecito Npm cknepoaepmii. HelonasHi 3Bity CBig-
YyaTb Npo 6araToobiudaoyi pe3ynbTaTv TpaHcnaaHTauii
remMmonoeTmnyHnx ctoBOypoBux knituH (TCKK) npu CCL,
y LOPOCANX | BCENAIOTb ONTMMI3M LLLOAO LbOro Tepa-
NEeBTUYHOIO NiAXoAy Y AiTen, y AKX MOXe ByTN MeHLLE
MOLLKOKEHb OPraHiB nicng po3nidHaBaHHA 3aXBOPIO-
BaHHs [41]. OgHak BiACYTHICTb KOHCEHCYCY CTOCOBHO
TEXHIKM TPAHCMaHTaLi Ta BUCOKUI PU3KK MOB’A3aHUX
3 TpaHCnaHTauien 3axXBOPIOBAHOCTI Ta CMEPTHOCTI
cBioYaTb NPO HeoOXioHICTb NoAanbLUNX OOCHIAXEHb
Ons ouiHkM epekTUBHOCTI Ta 6e3nekun Liei npoueay-
pv B neaiaTpuU4HIn nonynsuii.

PekomeHpauii wo[0 nikyBaHHSA IOBEHINBHOT NO-
KanizoBaHoOI CKlepoaepmii BKIOYaoTb 3aCTOCYBaH-
HS1 6A3NCHUX, IMYHOCYNPECMBHMX 3aC06iB Ta NPOTU-
3ananbHux npenapatie. OcTaHHi onybnikoBaHi AaHi
cBigyaTb Npo edekTmBHICTL cucteMHux KC y noea-
HaHHi 3 MTX y nauieHTiB 3 aKTBHOIO CKNepoaepMi-
€10, 0COONMBO NPV NPOrPECYIOYiN NiHiNHIA popmiire-
Hepani3oBaHin abo NaHckNepoTuyHii mopdei. MNMpo-
MOHYETLCSH 2 PEXVMUN BBEAEHHSA: NEPOPAIbHO Y A03i
1-2 mr/kr/po6y (makcumanbHo 0o 60 Mr) 3a npepn-
HI30JIOHOM MPOTArom 2—4 TNX 3 NO4ANbLUNM MOCTY-
MOBUM 3HMXEHHAM 031 A0 NOBHOI BigMiHM NPOTS-
rom 4 mic abo iMnynbCHE BHYTPILLHbOBEHHE BBE-
OEHHS BUCOKUX J03 MeTunanpenHisonony (30 mr/kr
Macwu Tina, MakcumanbHO 1) 3 pi3HMMK Ccxemamm
BBEAEeHHS. Lle moxe 6yTn npoTsarom 3 nocnigoBHUX
OHiB 1 pas Ha Micsub BNpoaoBX 3 MicsLiB, TOOTO cy-
MapHo 9 BBeaeHb. A60o 1 iH ekuis 1 pas Ha TUXOEHb
BNPOAO0BX 12 TUXHIB, TO6TO cymapHo 12 BBeAEHb.

OpHOYaCHO 3i CTapTOM 3aCTOCYBaHHSA CUCTEMHUX
KC npu nokanisoBaHin cknepoaepmii Takox cnig, npu-
3HayvaTu MTX abo anbtepHaTeHmin DMARD. Ekcnep-
T pekomeHayoTe MTX gk neplinii etan nikyBaHHS,
BiH AEMOHCTPYE 6e3neky Ta ePeKTUBHICTb NPU Nepo-
panbHOMY NMpPUoMi B pexumi 15 Mr/m? Ha TUXOEHb
npoTarom nepwwmx 3 mic B kombiHauii 3 MK «bridge-
Tepanig». B ocTaHHix pekomeHpauisx MTX npusHa-
Ya€eTbCH i3 PO3paxyHKy 1 Mr/kr macu Tina Ha TuX-
neHb, ane He 6inbLue 25 Mr Ha npuiiom. Kpim Toro, ic-
HYE pekoMeHaauiqa wono npudHadeHHs MTX nig yac
BCTAHOBJIEHHS AiarHO3y, 0CO6AMBO NPU PO3MOBCIO-
LKeHUX BapiaHTax. MTX npn3HayaeTbCs NPOTArom
woHanmMeHwe 12 mic npu eeKTUBHOCTI NliKyBaHHS i
nepeHocumocTi. MM® B f,03i 500—-1000 Mr/m2? MoX-
Ha 3aCTOCOBYBATM A5 NiKyBaHHS TSXKOi dopmMmn abo
y BUnagkax, pedpakrtepHux go tepanii, abo npu ii He-
nepeHoCMMOCTI.

CepegHbopo3oBa dpoTtotepania UVAT moxe 6yTn
BUKOPUCTaHa AJ1s1 MOKPALLEHHSA €1aCTUYHOCTI LKipK
npu i30/1bOBaHNX (0BMEXEHNX) MOPDENHNX YPaXKEH-
HAX. BukopuctanHa doToTepanii y giter € Tpusannm,
LLLO NPU3BOAUTbL A0 BUCOKOI KYMYASTMBHOI 403U OMpPO-
MiHEHHS Ta NiABULLEHOMO PU3NKY NOTEHLINHMX JOBrO-
TEPMIHOBUX €(DEKTIB, TaKNX IK CTAPIHHA LLKIPY Ta KaH-
LLeporeHes.

€ okpeMi faHi Npo 3aCTOCYBaHHA TakpoiMycCy, -
knogpocdaminy i paay 6ionoriyHMx npenaparis (BKJIO-
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yaroum 6nokaTopu dakTopa HEKPO3Y NYXIMHN abo iH-
riditopu IL-6) npn pe3ncTeHTHUX 3aXBOPIOBAHHAX
ab0 3axBOPIOBAHHAX LLEHTPanbHOi HEPBOBOi CUCTE-
MU. Takox Ha CbOroAHi HEMae A0KasiB BUCOKOro piB-
HS1 LLOA0 TOro, KON NpUNUHATK Tepanito MTX abo iH-
LWVIMM iIMYHOCYNPECUBHUMM MpernaparamMu.

Cnig 3a3HaunTK, WO MiXHapoaHa CrifibHOTa peB-
MaTtoJIOriB HAaNoNsirae Ha TOMy, LLO PETENbHNIA MOHI-
TOPUHI CTaHy 3aXBOPIOBAHHA Ta CAMOMNOYYTTS NaLLiEH-
TiB Mae NPOBOAMTUCS OOCBIAYEHOIO MyNbTUANCUMNNI-
HaAPHOIO Ta MXANCLMMIIIHAPHOK KOMaHAOl0, L0 Mae
[OCBIZ, B NiKyBaHHi CKIEPOAEPMIYHOI XBOPOOU. BeneH-
HS1 TakMX XBOPUX Mae BiabyBaTncs y cneujianizoBaHmnx
LLEHTPAax, WO € BaXIMBUM AJ1S MO3UTUBHOIO KJTiHIY-
HOro peasynbTaTty. lMiaKpecnoeTbCA BXIIMBICTb LLUN-
pOKOi KoonepaLuii cneujanicTiB i MiXkHapoaHOro 0OMmi-
HY AAaHUMW NaLieHTIB, CTBOPEHHS peecTpiB Ta 6iobaH-
KiB, LLLO CNPUATUME NiABULLEHHIO CTAHAAPTIB MEANYHOI
JOMNOMOru.

Yciekcneptv — anTa4di peBMaToN0MM NOrOAXYI0Tb-
Csl, WO nporpamMa ManbyTHiX AOCNiIoKEHb MA€E BKJIO-
4yaTu NPOCMNEKTUBHY NePEBIPKY OUiHKN J4S, BUKOpUC-
TaHHS KOMM’IOTEPHOI TOMOrpadii BUCOKOI po3ainbHOI
3paTtHocTi (HRCT) B OUiHLI T2 MOHITOPUHTY iIHTEPCTU-
LiaslbHOroO 3axXBOPIOBAHHS NIereHb Ta BiJOKPEMIEHHS
MOXJIMBMX BioMapkepiB, cneun@ivyHnX ayToaHTUTIN Ta
cepueBo-nereHesux mapkepis (NT-pro-BNP 1a iH.).
LLlo cTocyeTbes nikyBaHHS, nporpaMa ManbyTHiX 00-
CnigykeHb NOBUHHA BKJIOYATM OLLHKY 6e3neku Ta edpek-
TUBHOCTI MM®, 6GionoriyHux areHTiB i HELO0JaBHO Bif-
KpUTUX aHTMHIOPO3HMX 3aCObiIB.

Taknm YMHOM, iMNAEMEHTaUiss OCTAHHIX PEKO-
MEeHAauin Woa0 AiarHOCTUKM Ta NikyBaHHS fioKasi-
30BaHOI i CUCTEMHOI popmMun cknepoaepmii y aiten
HeoOxigHa onsa nigBuLEHHA ePEeKTUBHOCTI Ta npa-
BUJIbHOIO NiKyBaHHS, K€ MOXE ICTOTHO BMJIMHYTU
Ha BigganeHnn pesdynbTaTt, 3HMXEHHS 3axBOploBa-
HOCTI Ta CMEPTHOCTI Bif LLi€i XxBOpOOU. Baxnunsoto 3a-
NVLWAaEeTbCs cniBnpausa 4OPOoCnuX i ANTA4nX pesmMa-
TONOriB Ha 3acazax A0Ka30BOi MeanUMHN onsa 36e-
piraHHs cTparterii nikyBaHHS i AKICHOro NoAansbLIOro
CMOCTEPEXEHHSA XBOPUX OiTEN.
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Abstract. Introduction. Juvenile scleroderma,
with its two varieties, juvenile localized scleroderma
and systemic sclerosis, is the third most common
rheumatic disease in childhood. In recent years,
there has been a qualitative approach to the
diagnosis, therapy, and follow-up of children with
scleroderma, based on the best available evidence
and in accordance with guidelines for evaluation
and management of treatment with accrual of
improved outcomes. Methods. Scientific data on
modern manifestations and changes in views on
certain positions of etiology and pathogenesis,
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diagnostic criteria, clinical manifestations,
classification parameters of scleroderma related
to pediatric and adult rheumatology are analyzed.
Results. The problems of the current state are
analyzed, attention is focused not only on the
assessment of the skin condition, but also on
the early signs of changes in internal organs, the
correct treatment of which can significantly affect
the long-term result. A pediatric assessment of
disease severity using a multidimensional severity
scale called «J4S» is presented, which includes
parameters of growth, skin, and internal organ
damage. A step-by-step approach to treatment
with the unification of medical care standards has
been defined, which facilitates decision-making
in the full practice. Changes in the management
of localized scleroderma, where clinical and
instrumental assessment systems are more widely
used, are distinguished. Consensus confirmation
based on long-term studies of the important role of
methotrexate in treatment is shown. Conclusion.
The implementation of the latest recommendations
for the diagnosis and treatment of localized and
systemic forms of scleroderma in children is
necessary to increase the effectiveness and correct
treatment, which can significantly affect the long-
term outcome, reducing morbidity and mortality
from this disease. Cooperation between adult and
pediatric rheumatologists on the basis of evidence-
based medicine remains important to store the
treatment strategy and follow-up of sick children.

Key words: juvenile scleroderma, pathogenesis,
clinic, treatment.
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