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S Sasd @e olyaoay )15 1) dCSS Ly LeSS @ive lawy a5 :Systemic sclerosis with overlap syndrome >

TABLE 5-1 MANIFESTATIONS OF SYSTEMIC SCLEROSIS BY CLINICAL CLASSIFICATION

MANIFESTATIONS DIFFUSE (N=1434) LIMITED (N=1718)
CUTANEOUS

Puffy fingers 82% 78%
S e, G Z\)I(i:lrz:;:)i?;:l: trunk, face, E?lcei, below the elbow and
Telangiectasias 58% 70%
Calcinosis 14% 22%
PERIPHERAL VASCULAR

Raynaud’s phenomenon 95% 97%
Digital ulcerations 42% 39%
PULMONARY

Interstitial lung disease 37% 34%
i = 55
CARDIAC

Arrhythmias 16% 14%
Diastolic dysfunction 4% 5%
Myocarditis 6% 2%
Pericarditis 4% 3%
RENAL

Renal crisis 18% 2%
GASTROINTESTINAL

Esophageal hypomotility, reflux | 79% 77%
Small intestine dysmotility 18% 13%
Malabsorption 11% 9%
Incontinence 2% 2%
JOINT AND MUSCULOSKELETAL

Tendon friction rubs 53% 5%
Joint contractures 88% 38%
Myositis 10% 6%
Bland myopathy 2% 1%

Data from the University of Pittsburgh Scleroderma Databank, 1980-2012.
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LcSS= Anti centromere= Primary Pulmonary Hypertension

L &5 el y3gali Anti RNA Polymerase III ¢ Anti topo Isomeras = SCL70 (3L ,5T 95 dCSS yuixiio 0,8 53 9

s by 1 glos)les

Anti topo Isomerase= Anti Scl70= ILD-myopathy «liiS3| a5

RNA= Renal L Anti RNA Polymerase III= Renal crisis

Aiwe ILD (gl (gyidinn yos (6,20 )3 3515 Anti SCL70 o5 (ilylaw

Diffuse

Overlap \ Limited

Scl-70

ILD (60%), DU :“":;:m: (25%) fiﬁ"t"’"""e
Myopathy (non-inflammatory)  [ENSEESESES Calcinosis, DU
RNA polymerase lll PM/Scl ILD (30-40%
Severe skin i : )
SRC Myositis (>50%) Th/To
Calcinosis PH (all types)
U3-RNP Ku ILD
Myositis, PH Myositis (65%) U11/U12 RNP
Cardiomyopathy, ILD (severe)
Severe Gl

Fig. 82.2 Clinical-serologic classification of systemic sclerosis and antibody-associated internal organ mani-
festations. Bold text indicates an antibody; clinical manifestations listed below are associated with that anti-
body. DU, Digital ulcers; /LD, interstitial lung disease; Ku, 70/80-kD protein (XRCC6/XRCC5); PH, pulmonary
hypertension; PM, polymyositis; RNP, ribonucleoprotein; Scl, sclerosis; SRC, scleroderma renal crisis.
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