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PRIMARY ANTIPHOSPHOLIPID SYNDROME IN PEDIATRIC AGE
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Primary antiphospholipid syndrome (APS) is rare in the paediatric age and little information exists on its long term outcome. We investigated the possible evolution into systemic lupus erythematosus (SLE) or other systemic diseases in children with primary APS seen in 4 referral centres of Pediatric Rheumatology in Italy. Methods. The features of unselected patients with primary APS who fulfilled the Sapporo international classification criteria and had their initial event before the age of 16 years were retrospectively analysed. The clinical and laboratory manifestations observed during follow-up were assessed to establish whether the final diagnosis was still primary APS or whether they had developed SLE or lupus like syndrome. Results. Fourteen patients, 9 boys and 5 girls, who had the presenting clinical manifestation of APS between 3 and 13 years of age (median 9 years) and were followed for 2 to 16 years (median 6 years) were studied. At onset, all patients displayed venous or arterial thrombosis concomitantly with positivity of aCL and/or LA at least on two occasions. Six of them presented with deep vein thrombosis, 5 with cerebral stroke, 2 with peripheral artery occlusion, and 1 with myocardial infarction. Three patients displayed concomitant thrombocytopenia. During follow-up, 4 patients had 1 or more recurrences of vascular thrombosis (TIA, stroke, deep vein thromboses). At last observation patients could still be classified as having primary APS, 2 had developed SLE, 1 lupus-like syndrome. One patient developed an Hodgkin's lymphoma 4 years after the onset of primary APS; nowadays, 4 years after the beginning of chemotherapy, he is in clinical remission.. Conclusion. Our study suggests that some children who present with the features of primary APS may progress to develop SLE or lupus like syndrome. Studies in larger series of patients are necessary to attempt to identify potential early predictors for evolution of primary APS into SLE and to establish whether the presence or absence of SLE influences the features or management of APS.

