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A 40-year-old gentleman was diagnosed with anti-topoisomerase-I antibody positive diffuse 

cutaneous systemic sclerosis (SSc). Raynaud’s phenomenon, diffuse skin sclerosis and severe 

interstitial lung disease (ILD) were the onset features causing digital ischemia, disability and 

dyspnea. He subsequently developed inflammatory polyarthritis (IA) with hands and wrists 

involvement. His brother had psoriasis.  Physical examination showed fingertip pitting scars, 

subcutaneous calcinosis, skin sclerosis with hyper- and hypopigmentation, flexion and 

extension contractures and shortened fingers (Figure 1.A). Hand/wrist X-ray revealed bilateral 

destructive arthropathy, acro-osteolysis, calcified deposits consistent with joint and skin 

calcinosis (Figure 1.B).  Joint destruction with diffuse bone loss (left 2nd, 5th and right 5th PIP 

joints), multiple subluxations (left 1st and 2nd, right 1st, 2nd, 3rd MCP joints), whittling (left 1st 

MCP joint), pencil-in-cup-like deformity (left 2nd PIP joint and left 5th MCP joint), that are 

most typical of psoriatic arthritis mutilans (1, 2), were also evident (Figure 1.B).   

A previous EUSTAR cross-sectional analysis revealed frequent articular involvement in SSc 

(3) however severely destructive IA causing finger shortening is not common and should be 

distinguished by the typical acro-osteolysis secondary to ischemia in order to guide treatment.  

Since SSc diagnosis, therapy included nifedipine, i.v. prostanoids and bosentan to treat digital 

ischemia and prevent ulceration and several immunosuppressive drugs to target both the skin 

involvement and ILD (low dose steroids, cyclophosphamide, azathioprine, mycophenolate). 

Methotrexate failed to control rapidly progressive articular damage. The patient is currently 

undergoing rituximab therapy in the attempt to target the SSc-related skin involvement and 

severe ILD, and to control joint symptoms. An earlier diagnosis of PsA mutilans could have 

changed the treatment escalation in favor of cytokine inhibition. However, since therapies that 

reliably target both SSc and PsA are not currently available, treatment choice needs to be driven 

by the severity and presence of life-threatening manifestations. 
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