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ANTICARDIOLIPIN ANTIBODIES ARE ASSOCIATED WITH PRIMARY PULMONARY HYPERTENSION AND HISTORY OF THROMBOSES IN SYSTEMIC SCLEROSIS
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Background: Primary (i.e. not secondary to lung fibrosis) pulmonary hypertension (PPH) is a rare and often fatal complication of SSc, whose pathogenesis is largely unknown. A secondary Antiphospholipid Syndrome in Systemic Sclerosis (SSc) has been described. Methods: In 105 patients with SSc (8M, 97F; mean age: 58yrs; mean disease duration: 13yrs; limited: 71, diffuse: 34), anticardiolipin antibodies (aCL) were evaluated according the standardized method. In 60 patients anti beta2-glycoprotein antibodies (anti beta2GPI) were also evaluated as described (Balestrieri, 1995); values higher than 99th percentile of 100 blood donors were regarded as positive. Results: Positive tests for aCL were found in 10 patients (10%) and for anti-beta2GPI in 14/60 (23%). Three patients suffered from PPH: one was aCL+ anti beta2GPI+, and one aCL+ anti-beta2GPI-; aCL and pulmonary hypertension were significantly related (p:0.02). Eleven patients had a history of documented venous (4) or arterial (7) thromboses: two were aCL+ anti beta2GPI+, two aCL+ anti beta2GPI-, one aCL- anti beta2GPI+; aCL and anamnestic thrombosis were significantly related (p:0.008). Five patients had a history of pregnancy loss: one was aCL+ and one anti beta2GPI+ aCL-. No association with autoantibodies was found. CONCLUSIONS As expected, the presence of aCL in patients with SSc was associated with a history of thrombosis. Interestingly, a significant association with PPH was also found. These data suggest a possible role of aCL in the pathogenesis of PPH in SSc and may reinforce the need to use anticoagulant drugs in this frightening complication.

