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KIHHUYHO 3HAYEHHE HA KOKAHATA CKIEPO3A IIPH SCLERODERMIA
PROGRESSIVA
H.Tocnodunos', C.Tumesa’, M.Jackarosa’

'Kamedpa no depmamonoaus, 8eHEpONOzUS, KAUKUYHA UMYHONO2UR U aNepaonoaus, ‘Kamedpa no esmpewnu Sonecmu, *Kamedpa no
uHgberyuoaHy Bonecmuy, enudeMuonozuA, Napa3umonoaus u mponuvecka MeduyuHa — MY, Mnesex

Pesiome: CuctemHata cknepogepmus (CC) e asTOMMYyHHa CheAMHUTENHOTBbKAHHA BONECT ¢ He HanbNHO
YTO4YHEHa eTuonaToreHesa, a KoXHaTa CKnepo3a € Hal-BaXHWAT KNWHWYEH W AWArHOCTMYEH KpUTepuid npu
sabonseaxeTo. LlenTta Ha HACTOALLOTO NPOyYBaHE € Aa Ce U3YUCNIW MHOEKCA Ha KOXHA cknepo3a (TSS) npw 32-
Ma nauyweHTa CbC CKNepoAepMus U Ce NOTbPCK 3aBUCUMOCT Mexay TSS u xapakTepHuTe 3a 3abonseaHeTto
BUcUepanHu npomerw. MNpeuerkata Ha TSS Belwe WasbplueHa Ypes BbAMOXKHOCTTA 33 XBAL(@HE Ha KOXHa
reHKa B 17 y4acTbka Ha YoBELKOTO TANo. Cnopea KOXKHOTO 3acAraHe, pasnpeaenixme BonHuTe B Tpu rpynn —
nexo uapaseHa CC (n = 7), ymepeHo uspaseqa CC (n = 21) u Texxo npotuyawa CC (n = 4), 3naunma npaea
3asucumoct (r=0,56; p = 0,001) ce ycTaHoeu mexay TSS v gasHocTTa Ha CC, KaKTO ¥ CUTHMKAHTHI Pa3NnKu
npy nauueHTuTe ckc uni 6ea GenoapobHo sacsaraqe u esodaruanta aucdyHkuma (p < 0,05). He ycTaHosuxme
CTaTMCTUHeCKa 3HAaYMMOCT NpK Teau cbe U Ge3 cbpaedHn npobnemu. Bucokute cToilHocTv Ha TSS npu Gonku ¢
KpaTtka AaBHOCT rOBOPAT 33 CEPWUO3HO OPraHHO 3acAraHe, KaKTo W 3a OnacHOCT OT NPEACTOALWO BUCLEpanHo
BBbENUYaHE,

Knio4osu dymu: cknepopepMus, KOXHa CKNepo3a, MHAEKC Ha KoXHaTa cknepoaa, TSS, BucUepanti npoMeHin

Abstract: Systemic sclerosis (SSc) is autoimmune connective tissue disease with not well elucidated ethio-
pathogenesis and sclerosis of the skin is one of the mostimportant clinical and diagnostic criteria of the disorder.
The aim of this study is estimating the Total Skin Score (TSS) in 32 patients with scleroderma and looking for
subjections between TSS and typical internal involvement. The skin score was calculated by dividing the body
into 17 regions. According to the degree of skin involvement we classified our patients as mild SSc (n = 7),
moderate SSc (n = 21) and severe SSc (n = 4). Significant positive subordination between TSS and disease
duration was established (r = 0,56, p = 0,001), as well as significant differences in patients, with and without,
pulmonary and oesophagus dysfunctions (p < 0,05), but not in these, with and without, cordial problems. The
high values of TSS in patients with short SSc evolution are serious organ deep-seated signs, as well as a risk of
coming organ involvement,
Keywords: scleroderma, sclerosis of the skin, Total Skin Score, TSS, visceral changes

KoxHara ckneposa e Hal-BaXHWAT KNUHUYeH u
AWarHocTu4eH kputepwid npu 3abonseaHeTo Sclero-
dermia progressiva. [MbpBOTO AETAWNHO ONUCaHKe Ha
cknepoaepmononobHo sabonsisane nybnukysa Curzio
npes 1753 r. kaTo BTBLpAABaHE Ha KoxaTa [3]. B 1847 r
Gintrak sbeexaa Tepmuna sclerodermia, onpegensiiku
KOXaTa KaTo HaW-BaweH npuueneH oprad npu Gonectra
[5]. Mpe3 1865 r. Maurice Raynaud npwe onucsa
Bpb3Karta Mexzy nepudepHaTa BaonaTva U cknepo-
fAepmus, koeto ce Habnioaasa B 90-98% ot nauyueH-
Tute [19]. Egea B cpeparta Ha 20 ek 3amoysar
npoy4yBaHWATa BbpXy BUCLEpanH1uTe NPOMEHW npu
SSc. MNpes 1945 r. Goetz npbe npeanara TepMuHa
‘nporpecvieHa cuctemHa cknepo3a” Ha Ga3aTa Ha
3anwunBoveHy NpoyyBaHWA BLPXY OpraHHaTa yepeaa
npv nauyueHT cbe CC [21]. Mpea 70-Te roguHK Ha Beka
ce yTebpMpaaBsa noHAaTUeTo “acrosclerosis’, koeto
onpeaensA-CbAOBUTE NPOMEHW M KOXHaTa ckneposa
karto “orpaHuyenun — limited” (sacArawa akpute M
NPLECTUTE Ha KpalHuuuTe) U “Andyanu — diffuse scle-
roderma” (c BbBAMYAHE HA KOXaTa Ha TPyHKyca W

KpaiiHuuyuTe ¢ nog4yepTaHo ev3naneHue w Obpaa
esonouus) [9, 13].

CucremHaTa cknepofepMus € aBTOMMYHHO
CheAWHUTENHOTLKAHHO 3abonsBeaHe ¢ BCe owe He
HanbnHo yTouHeHa eTwonorusa. Bonectta moxe ga
3acerHe pasnqyHin opraHn U CUCTEMM KaTo Koxara,
Benute gpoboBe, racTPOMHTECTUHANHWA TPaKT,
KapauWosackynapHata cuctema, 6uBpeuute. Ta ce
XapakTepuavpa ¢ MUKpOBACKynapHa anTepauus,
WUMYHONOTUYHW OTKNOHEHUA U MACMBHO OTnaraHe Ha
KomnoHeHTu Ha ELIM, kaTo konareH, (uOpoHeKTUH U
MIOKO3aMUHOINIMKAHW B 3aCerHaTuTe y4acTbuw Ha
opraHuama [6,7]. [lenoHupaHeTo Ha KonareH B
THKaHWTE Ce AbIKM KaKTO Ha NOBULLEHWA MY CHHTES,
Taka W Ha HapylueHWs B Herosarta Aerpagauma [1,10].
MIMYyHOXMCTOXMMUYHI NPOYYBAHWA NOKA3BaT 3HaYUTEN-
HO noeulweHue B BposA Ha KonareHcWHTeaWpawuTe
thubpobnacTy, nosuUeHo oTnaraHe Ha KonareH Tdn |,
lII, V, VIl 8 npuuenHmTe Thkanu [12], aucbanaxc e enac-
TUHOBUA TbPHOBLP C NpesanupaHe Ha gerpagauynoH-
HU NpoLecy, CLNPOBOAEH C HATPYNBAHE Ha rPyNUPaHU




