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Dear Editor, 

Localized scleroderma (LSc; morphea) is a rare fibrosing disease of the skin and underlying 
tissues, which is different from systemic sclerosis (SSc). 1 LSc is classified based on clinical 
presentations: circumscribed, linear, generalized, pansclerotic, and mixed morphea. 1 Generalized 
morphea (GM) , which is characterized by widespread skin lesions with multiple indurated plaques 
or hyperpigmentation, is a relatively rare subtype occurring in 7-9% of patients with LSc. 1 Previous 
studies have shown that SSc can be complicated by GM, separately from GM-like SSc. Here, we 
present a rare case of coexistence of LSc and SSc in which LSc skin lesions appeared before SSc 
became apparent. 

A 49-year-old woman visited our hospital for finger stiffness and Raynaud’s phenomenon 
for a year or two, in conjunction with hyperpigmentation on the lower limbs for approximately 5 
years. She had a history of chronic thyroiditis. She had been employed as an office worker for about 
30 years. Physical examination revealed skin thickening on both hands (Fig. 1A), nailfold bleeding 
on the left forefinger (Fig. 1B), and hyperpigmentation of the limbs. The modified Rodnan total skin 
thickness score was 4. Laboratory examinations revealed almost normal results, except for an elevated 
serum antinuclear antibody titer of × 1280 (reference range: < × 40) and positive anti-centromere 
antibodies. Gastroesophageal reflux disease was found on endoscopic examination. Computed 
tomography did not confirm interstitial lung disease. Thus, she was diagnosed with limited cutaneous 
SSc (lcSSc) according to the 2013 Classification Criteria for systemic sclerosis (ACR/EULAR) and 
the classification proposed by LeRoy et al. 2 At followed-up, an oral proton pump inhibitor for 
gastroesophageal reflux disease, and within 1 year, peripheral erythema (called “lilac ring”) with 
itching around the hyperpigmentation on the thighs developed (Fig. 1C and D). Additionally, the 
hyperpigmented lesions gradually enlarged and became indurated. Histological findings from the left 
thigh biopsy showed a thickened dermis with swollen collagen bundles and mild perivascular 
lymphocytic infiltrates. We considered that morphea lesions occurred before the onset of lcSSc and 
recurred during follow-up. Considering all these, we diagnosed her with GM complicated with lcSSc 
and treated her with systemic corticosteroid (oral prednisolone, 30 mg/day). The possibility of GM-
like SSc was excluded due to the clinical course and occupational history. 

The coexistence of LSc and SSc had been previously described in 4.9-6.7% of patients with 
SSc. 3 The presence of anti-centromere antibody in SSc patients complicated with LSc is rare 
compared with in SSc patients without LSc. 4 To the best of our knowledge, this is the first case of 
GM complicated with anti-centromere antibody positive lcSSc. 4 Mizutani et al. reported a case of 
SSc with repeated recurrent morphea as “palindromic morphea”. 5 Hayashi et al. also reported 
recurrence of morphea lesions in a patient with SSc complicated by GM when the dose of 
corticosteroid was tapered. 4 Therefore, our patient could have a high risk of recurrence and should 
undergo a more careful continuous management. 
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Figure legend 
Figure 1. (A) Skin thickening of both hands. (B) Nailfold bleeding on the left forefinger as seen on 
dermoscopy. (C) Morphea lesions on both legs. (D) Irregular indurated plaques with erythematous 
border (“lilac ring”) on the right thigh. 
 

 


