the growth of affected long bones can be retarded. When linear
scleroderma crosses large joints, significant contractures can
develop.

Patients who have IcSSc coexisting with features of SLE,
polymyositis, and rheumatoid arthritis may have mixed connective
tissue disease (MCTD). This overlap syndrome is generally
associated with the presence of high titers of autoantibodies to U1-
RNP. The characteristic initial presentation is Raynaud’s
phenomenon associated with puffy fingers and myalgia. Over time,
sclerodactyly, soft-tissue calcinosis, and cutaneous telangiectasia
may appear. Skin rash suggestive of SLE (malar erythema,
photosensitivity) or dermatomyositis (heliotrope rash on the eyelids,
erythematous rash on knuckles) occurs. Arthralgia is common, and
some patients develop erosive polyarthritis. Pulmonary fibrosis and
isolated or secondary PAH may develop. Other manifestations
include esophageal dysmotility, pericarditis, Sjogren’s syndrome, and
renal disease, especially membranous glomerulonephritis.
Laboratory evaluation shows elevated ESR and
hypergammaglobulinemia. While anti-U1RNP antibodies are
detected in high titers, SSc-specific autoantibodies are absent. In
contrast to SSc, MCTD often responds to glucocorticoids, and the
long-term prognosis is better than that of SSc. Whether MCTD is
truly a distinct entity or is a subset of SLE or SSc remains
controversial.

Eosinophilic fasciitis is a rare idiopathic disorder of adults associated
with abrupt skin induration. The skin characteristically shows a
coarse cobblestone “peau d’orange” appearance. In contrast to SSc,
Raynaud’s phenomenon and SSc-associated internal organ
involvement and autoantibodies are absent. Furthermore, skin
involvement spares the fingers. Full-thickness biopsy of the lesional



