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CkieposepMisi 1€ 3aXBOPIOBAaHHS, IO XapaKTEPU3YEThCS CKIEPO30M
LIKIpH Ta BHYTPIIIHIX OPraHiB, a TAKOXX BacKyJIONaTielo (CHHAPOM PeliHo).

CucremHa cKiiepoJepMis

€ 11Ba OCHOBHI BapiaHTH cHCcTeMHOI opmu: nudysHa ckiieponepmis Ta
CREST  cumagpom  (cuzapoM  PeifHo, ypakeHHI  CTpaBOXOXy,
CKIICpOJIAKTHIIIS, TeJeaHTiekrasis). Judysna ckiepomepMis Moxe OyTH
IIBHAKO MPOTPECYIOYNM Ta IOTEHHIHHO CMEPTENbHHM 3aXBOPIOBAHHSM.
BrsmikoBa ckirepoaepmist 0OMeskeHa MIKipoto.

XiMigHO 1HIYKOBaHA CKIEPOICPMis

CkiepoepMiuHi 3aXBOPIOBAaHHA MOXYTh OYTH BHUKJIHKAHI pPSIOM
XIMIYHHUX CIIOJYK, TAKUX SIK IJIACTMACH, PO3YMHHUKH Ta JIIKH.

JudysHa ckiepoaepmist

[ToyartkoBi o3HakK Ta cumnToMu. CHoOCTepiraeThCsi MOTOBIIEHHS HIKIpH
pyk Ta/abo cunapom Peiino. Ckapru Ha apTpadirii, ciaOKicTh, BTpaTy Bard,
JIETKY CTOMJTFOBAHICTb.

3axBOpPIOBAaHHSI MOYHMHAEThCA 31 WKipH o0mmyus. [Ipu cucremHOMY
ckaepo3i Ta nupum CREST cuHmpomi icHye Tpu cTamii IIKipHOTO
3axBoproBaHHA: (1) HaOpskoBa, (2) iHAypaTHBHa abo ckiepoTndyHa Ta (3)
aTpodiuna.

Y HalOpskm a3l MmKipa TOTOBIIYETBCS 1 OMyXae 1 34a€TheA
HarnpyxeHoto. Pyx pyk oOMexxeHui. XBopoba mporpecye 110 iHIypaTHBHOI
¢as3m, 1 mkipa crae xopctkoro. CrocTepiraeTbcs BHIIQJaHHS BOJOCCS Ta
anriapo3. CTpokaTi KOPUYHEBI MIrMEHTOBAHI Ta TIMOMITMEHTOBaHI 00J1acTi
3yCTpiYaloThCsl Ha MEepeArutiyyi, BEpXHiil 4acTHHI TPYAHOT KIITKH, IpyIsX i
wkipi rosou. IlocTynoBo 3'SBISIOTBCS BHpa3KW, TelieaHriekTasil Ta
arpo¢is. Illkipa mnanmpliB Ta pPYKH CTalOTh TOHKHMH, OJHUCKYYHMHU,
rnagkumu.  [lanbii  3MEHIIYIOThCS 1 TepMiHalbHI  (anaHru  CTarTh
YKOPOUYCHHMH BHACIIIOK pe30pOIii JUCTANBHOT KiCTKH.

[kipa 0OGaMYYs CTa€ TOHIIOK 1 3a€ThCs NPUKPITUICHOIO /10 KicTkH. Hic
HaOyBae hopmu 136004, T'yOM BUTOHYCHI.

XBopoba PeifiHO € Ba3ocraCTUYHUM PO3JIaZ0M, CHPUUYMHEHUM 3MiHAMHU
temrepatypu. TepMmiH ¢eHoMeH PefiHO BHKOPHCTOBYETHCS, KOJIM 3MiHM
BUHMKAIOTh TIPH CKJepoaepMii abo IHIIMX 3aXBOPIOBAHHSIX CIIOJYYHOT
TKaHUHHU, 1 TepMiH CHHIPOM PelHO BUKOPHUCTOBYETHCS, KOJW CHHAPOM
BimOyBaeThCs 3a BiAcyTHOCTI iHmUX ymoB. PeHomeH PeiliHOo € mepmum
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CHUMIITOMOM CHCTEMHOTO CKJIepo3y Y 47% naui€eHTiB, M0 NeperyloTh HOsSBI
CKIIepOIepMii MIKipH.

Cunznpom PefiHO € eni3oMudHOI0 Ba30KOHCTPHUKITIEIO I(PPOBHUX apTepiit
1 apTepiod, mo IPUCKOPIOETHCS BiJ X0J04y abo crpecy. HabaraTto gacrime
BiH 3yCTpidaeThes y KiHOK. ICHYrOTH Tpu eramu: Omimicts (Oimmid Kodip),
TIPH SIKOMY CTIa3M CYIHH IPH3BOIUTH 0 OJIAOCTI MajbIliB; [iaHO3 (CHHIH),
IIpH SIKOMY BiTOYBA€ThCS PO3CIa0IIeHHs Ba30casMy; i rinepemis (4epBoHa)
pO3ciabiIeHHs MPU3BOIUTH 10 PEaKTHBHOT TinepeMmii Ta naiblii Y4epBOHIIOTh.

Tenanriekrasii npu CREST cunapomi Ta ckiepoaepMii MaroTh
yHiKanbHy Mopdororito. Tpamusroreess sk miocki (Makymsipai) 0,5 cm
cyauHU. BoHum Haiuacrtinie crocTepiraroThCsi Ha o00aM44di Ta TyOax.
Tenanriekrasii MOXXyTh OyTH IPUCYTHIMU HAaBKOJIO TYO, SI3UKa, 1 CIM30BHUX
000JIOHKAX.

nysaKoBO-KUIIKOBHUI TpakT. PiOpo3 Ta aTpodis rIagKux M's3iB MOXKe
BUHUKHYTH y OynOb-fKiH YacTHHI IUTYHKOBO-KHIIKOBOTO  TPAakTy
(mpubnm3HO y 10% marienTiB MOXYTb OyTH CHMIITOMH O IHOSIBH IIKIPHUX
3MiH). Jlucdaris € HaimomupeHimor o3Hakow. CTpaBoximgHa TUCYHKIIS,
aucarisi, pedurrokc-e30(arit 3ycTpivarorsest npudanzao y 90% mnamieHTis.
KurmikoBa qunaTailis Ta TiMOMEPUCTANIBTHKA € aHOMAJIIMH TOHKOI KHIITKH.
Bonu npuzBoasTh 10 ManbabcopOuii Ta crearopei. KpoBoTOUYMBI HUTYHKOBI
TeJieaHrieKkTasii, po3TaloBaHi NMepeBaKHO y BEPXHIM YacTHHI IITYHKOBO-
KHIIKOBOTO TPAKTy Ta MOXYTb IPU3BECTH A0 TSHKKOT KDOBOBTPATH.

3axBOpIOBaHHsI JIETEHb € 4YacTOI0 MPUYMHOI0 CMepTi. 3aauiuKka €
HAWOMIMPEHIIIUM cuMITOMOM. [HTepcTHLianbHUH (iOPO3 Ta MOTOBLIEHHS
QTGBEOJISIPHUX TIEPETOPONIOK € HAHOUIBII IMOMIUPEHO TiCTOJOTIYHOO
3MiHOI0. PiOpO3HI 3MiHU 3a3BUYAll MICTATH HIKHI ITOJIS JIET€Hb.

VYpaxeHHS HHPOK Ta TIllEPTOHISI — II¢ OCHOBHI NMPHYMHHA CMEPTi Yy
MAIIEHTIB 13 CHUCTEMHOI0 CKIIEpOAepMiero (MpOTeiHypis, TiNepToHisA Ta
azoTemis).

Inmi opramm. Miokapmianpauil  GiOpo3 NPHU3BOOUTH O apUTMII,
JIeTeHeBHi (PiOpP0O3 MPU3BOAUTH 10 JETSHEBOI TIMEePTOHII Ta MPaBOOIYHOT
cepueBoi HepocTatHocTi. [ToiapTpairist 4n apTpuT OyB cepel MoYaTKOBHX
cumiToMiB y 41% nariieHTiB.

CREST cunapom.

binpmr  noOposikicHMH, XpOHIYHMI Ta  JIOKali30BaHMM  BapiaHT
ckaeponepMii HaszuBaetbess CREST cuampomom (paHime BimoMuil sk
aKpockiepos). IcHye m'saTh KIIHIYHHX 0COOIMBOCTEN IbOTO 3aXBOPIOBAHHSL.

KanbuHo3 po3TamoByeThCsi Ha KICTKOBHMX BHCTYIAxX KOJIH, JIKTIB,
xpebTa 1 rpebeHi KiIyOOBOi KICTKH. 3'SBIISIIOTHCS IIJIIKIPHI BY3JIMKH, SKi
MOXYTbh 3pEIITOI0 PO3KPUTHCS MOBEPXHI, BUAUISAIOUN (parMEeHTH KajbLilo.
VY BiAIIOBi/B Ha IIe MIKipa, IO OTOYYE KaIBIiH, CTae 00I0Y0I0, YEPBOHOIO.

AHTHSIEpH] aHTUTIIa MOXKYTb OyTH BusiBIeHI y Outbn Hix 85-95%
MAI[IEHTIB 13 CHCTEMHHUM CKJIIEPO30M. AHTHUTIJIA IO IIEHTPOMIpY HaldacTime
3yCTpiualoThCcs y  TAIi€HTIB 3  OOMEKEHHMMH  3aXBOPIOBaHHSIMU;
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ayTOaHTHUTINA 3ycTpivatoTecst y 96% manientis 3 CREST cunapomom abo
aKPOCKIIEPOAEPMIEIO 1 TUTBKH y 21% MamieHTiB 3 TU(Y3HIM CKIEPO30M.

YacroTra aHTHTIA y NAali€HTIB i3 CHCTEMHHM CKJICPO30M BUIJIAIAE
HACTYITHUM YHHOM: A0 neHtpomipy (Bim 21% mo 32%), Scl-70 (45%) Ta
saepueBoro (15%). Iliarpyna mamieHTiB 3 aHTUTUIAMH 10 IEHTPOMIpY Ta
TICTOHY MafOTh TSDKKi 3aXBOPIOBAaHHA JETeHb a00 CY/IHH.

Iami  pgocmimkenns. [imeprammarmoOymineMis —(Haigactime IgG)
3ycTpivaeTbes npubnmuzno y 50% mnamienti. IIIOE migumieno (Bix 20 mo
80 mm/rog) y 60% BUMAIKIB.

Kaminsgpna wmikpockomisi Oyna omucaHa Uil XapaKTEPUCTUKU
TeJIeaHriekTas3ii B  NPOKCHUMaNbHIM  CKJIaali HITTIB OpU  PI3HUX
3aXBOPIOBaHHAX CHOJIy4yHOI TKaHMHHU. Kparmist MiHepaiabHOT 01l MiCTHTBCS
Ha KOXHY HITTBOBY IUTACTHHKY. O(TaTIbMOCKOI BCTAHOBIIIOETHCS OJIM3BKO.
Sk mpaBmITO, KaMiNsipy HalKpale BUTHO y HII'Ti Y4eTBEPTOrO MaNbIIS.

VY 300poBHX OIS Kamiisipd BHAHO SIK TOHKI METNI 3 HEBEIHKUM,
PIBHIM IIPOCTOPOM MiX apepeHTHIMH Ta e()epeHTHUMH KiHI[IBKAMH.

CucteMHa Teparmis ckiIepofepMii BKIIFOUa€e MEHINMIAMIH, METOTpPEKCaT,
¢donodepes Ta iHTepheporn. [IeHinUIaMiH BUKOPHCTOBYIOTh y 1031 125 Mr
3-4 pa3u Ha JicHb.

JlokaunizoBaHa ckiepoaepMis

Cungpom PeifHo, akpockiepo3 4K ypa)KeHHsl BHYTpILIHIX OpraHiB He
BUHUKAIOTh MPH JIOKATiI30BaHIl CKIEpOAepMIil.

Bornumiesa ckneponepMis  3'SIBISETBCS  CIIOHTAHHO 1 BKITIOYAE
MOTOBIIEHHA 1 ckiepo3 miKipu. CkiepoiepMiss NPOSBISAETbCS y BUIIIAII
MOTOBIIEHOT IIKIPH 3 HE3HAYHOIO 3MIHOK KOJIbOPY, IPOIrPecye, 3aIydatodn
HII TUISHKA OIKipH, Ta HE TIOKPANIYEThCS 3 9acoM. Mopdest ToYnHArThCS
SIK OJTHA 200 KiJbKa IUISIM ITyPIypOBOTO KoNbopy. Uepes TmxHI a60 MicsIl
LEHTpaJbHa 4YacTHHA 3HEOApBJICHHS CTa€ IOTOBIICHOK, TBEPAOK,
0€3BOJIOCOI0 1 KOJIBOPY CIOHOBOI KicTKH. [1if 9ac akTHBHOI cTamii ocepenku
MTOBUTFHO PO3IIUPIOIOTECS IO Tepudepii. AKTHBHI ypaKeHHsI 30epiratoThCs
Bix 1 mo 25 pokie. HesBakarouu Ha Te, 110 OLNIbIIa YaCTHHA YIIUILHEHHS Ta
MOTOBINEHHS MIKIPA 3HUKAIOTh, MOXeE 3'IBISATHCA arpodis, crpokara
KOpHWYHEBa rineprirMenTais. Pemra ypakeHHs cTae TinonirMeHTOBaHOIO.

Jlabopatopua miarHoctuka. AnTH-JIHK anTHTina Oyau oTpumaHi B
neskux aiteid. HasBHicTh aHTHMricTOHOBUX aHTHTLI (ATA) BUsBIEHO NpH
JokanizoBaHii ckiepopepmii. AI'A Oynu BusiBiieHi y 42% mamieHTiB i3
JIOKaJII30BaHOIO CKJIepojiepMieto Ta y 87% MalieHTiB i3 TeHepasi30BaHOI0
CKJIEpOJIEpMIEIO.

lNcronaronoriyai 0coOIMBOCTI 3MIHIOIOTBCS 3AJIEKHO BiJ mepebiry
xBopoOu. PaHHI akTHBHI ypaKeHHs BUSBIIIOTH 3allaJIbHI KJIITHHH B JepMi
Ta MOUKIpHIA  KiIiTKoBUHI. KojareHOBI BOJIOKHA  IPOCOYYIOTHCS
eo3nHODiTamMH.
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JlikyBaHHSI. AKTyaJIbHI CTEPOiZN Ta OKJIIO31sl MOXKE BUKJINKATH HEBEIIMKE
nokparerHs. [Ipu3HavgaroTh Tigpokcuxiopoxin cynbdat (200 mr) nBidi Ha
JICHb IS ALI€HTIB 3 MHOKUHHAMH YPaXCHHAMH IIKipH

KanprumotpieHoBuit  kpem  ([aiiBorekc) 0,005% moxke Oytu
e(peKTHBHUM MJIS JTIKyBaHHS JIOKalli3oBaHO!I ckiepoaepmii. Edextn moxe
OyTH OYeBUAHUM depe3 | MicsIpb.

Jliniitaa cxepomepma

VYpaxeHHs JTiHIHHOT cKIepoaepMil HaraayoTh yaap maotneto. Lle cmyru
CKJIEPOTHYHOI LIKIpH, SIKI 4YacTO MEPeTHHAIOTh CIOJIYYHI JIiHii. 3ananbHuit
Ta (iOpo3HHUil mpouec Mo)ke BKIIOYATH MiJIIKIPHY KIITKOBHHY Ta M'S3H.
TpaBma ypaxeHOi AIISHKY Nepeaye ypaxxeHHIo y 23% narieHTiB.

YactoTa BHSBICHHS aHTHAAEpHHX aHTHTin (kmituan Hep-2) 46%.
Anrtutina no oxnomanmorosoi JJHK Oymu mpucytHi y 50% mnarieHTiB i
YacTillle 3ycTpidanucs y MAali€HTiB 3 KOHTPAKTYpaMH Ta TPHUBAIICTIO
3aXBOPIOBAHHS ITOHA] 2 POKH.

JlikyBannsa. Merotpekcar Bim 0,3 mo 0,6 MI/KT Ha TIXKACHB Ta
BHYTPIIIHFOBEHHO METIJIIPEIHIZ0IOH 3 MI/KT IPOTATOM 3 ITHIB MOMICSIII
OyBaroTh e(heKTUBHUMH TIiCIIA 3 MICSAIIB JiKyBaHHA. Madi 1o3u oToTepamii
PUVA moxyTh OyTH ny*e eeKTUBHUMH NPH JIHIWHIA cKiepoaepmii.
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CKJUIEPOAEPMISA: KJIIHIKA, JIATHOCTHUKA, JIKYBAHHS

Hamyk A.M., o6pxkaHceka €.1., Jamyk A.A.

CkieposepMisi — 3aXBOPIOBAHHS, IO XapaKTEPU3YEThCS CKIEPO3OM
LIKIpH Ta BHYTPIIIHIX OpraHiB, a TaKoX BacKyJlomnarieto (cunapom Peitno).
Y nmaHid cTaTTi pPO3MNIANAEThCS KIiHIKA, JIarHOCTHKA Ta JIIKyBaHH:
cKIepoaepMii

SCLERODERMIA: CLINIC, DIAGNOSTICS, TREATMENT
Dashchuk A.M., Dobrzhanska E.l., Dashchuk A.A.

Scleroderma is a disease characterized by sclerosis of the skin and
internal organs, as well as vasculopathy (Raynaud's syndrome). This article
discusses the clinic, diagnosis and treatment of scleroderma
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