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Scleroderma
Systemic sclerosis
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Etiologic Agent
Genetic Predisposition

Endothelial Cell and Vascular Alterations

Endothelial cell Activation
Leukocyte attraction and adhesion

Vascular Occlusion
Tissue Hypoxia

|

Chronic Inflammation

Macrophage activation

T lymphocyte activation

B lymphocyte activation (autoantibody production)
Cytokine and Chemokine production

+ i ‘
Fibroblasts Fibrocytes Endothelial Cells
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VASCULOPA

TGF-B
endothelin-1

Increased
proliferation of
smooth muscle
cells,

Marked
accumulation
of
subendothelial
fibrotic tissue,
Initiation of
platelet
aggregation



ius gazmad! A1

il a5 IS0~ (¢ i) Ay ywimall VALl im yal
a2l
il g sl



ACR/EULAR Classification Criteria for
Systemic Sclerosis (SSc, Scleroderma)
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ltems Sub-items Weight /

Score

Skin thickening of the fingers of both hands 9
extending proximal to the
metacarpophalangeal joints
Skin thickening of the fingers Pulffy fingers 2
{only count the highest score)

Whaole Finger, distal io MCP 4
Finger ip Tasion ™ ——— ﬁﬁﬁﬁi':ﬁﬁ"ﬁi&éﬁ ........................................................... 5
(only count the highest score) Pitting Scars 3
Telangiectasia I S B T
‘il maiiiold casiiiaee " S S i R F—=
"ﬁﬁfﬁ'ﬁ'ﬁﬁ'ﬁﬁﬁi ............... e e — S S —
Interstitial lung Disease
TR e s - e e 0 .
Scleroderma related antibodies R <
(any of anti-centromere, anli-topoisomerasel
[anti-ScL 70], anti-RNA polymerase Il

TOTAL SCORE*:

Patients having a total score of 9 or more are being classified as having definite systemic
sclerosis. * Add the maximum weight (score) in each category to calculate the total score.
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Anti -SCL70 Topoisomerase




Anti- centromere
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Anti RNA polymerase 3
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labetic chieroarthropathy
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CREST (2s3sall JS1 )
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C Calcinosis *
R Raynauds
E Esophageal dysmotility
S Sclerodactyl -
T Telanjectasia



Ficure 2: Multple telangectasia in face in the limited
orm of systemic sclerosis
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Anti-RNA polymerase antibody
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