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LONG-TERM FOLLOW-UP IN 128 PATIENTS WITH PRIMARY APS (PAPS). DO THEY DEVELOP LUPUS?
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Aim: Our objective was to study retrospective the biggest known cohort of patients with PAPS from four different referral centers, in order to analyse the clinical and serological features at the beginning and during the 
follow-up and observe if they would develop SLE or other autoimmunes disease after a long-term follow-up. Patients and Methods: The study included 128 unselected PAPS patients who fulfilled the Sapporo International Criteria from four different tertiary hospitals in England, Mexico and Spain. The patients had been attending the referral centres between January 1987 to July 2001. Clinical and serological characteristics were carefully reviewed according to a pre-established protocol. Univariate analysis using chi ² or Fisher´s exact test and logistic regression were done in order to analyse possible factors related with the co-existence of SLE and antiphospholipid syndrome (APS). Results: Ninety-seven females and 31 males fulfilled the criteria, with a median age of 41 years (range 16-79) The mean follow-up was 9 years (range 2-15). The main thrombotic manifestations including DVT in 62 patients (48%), arterial thrombosis in 63 patients (49%), pregnancy loss in 177 cases (55%) and pulmonary embolism in 37 patients (30%). Other clinical manifestation were thrombocytopenia, livedo reticularis, migraine and valvular disease in 48 (38%), 47 (37%), 51 (40%), 27 (21%) patients respectively. Serological findings were aCL IgG positive in 83 patients (73%), aCL IgM in 21 (25%), lupus anticoagulant in 46 (58%), ANAs in 47 (37%), dsDNA in 3 (2%) and Coombs in 5 (6%). Eleven patients (8%) developed SLE, six (5%) lupus like disease and one (1%) myastenia gravis during the follow-up, after a median disease duration of,2 years ( range 1-14). The rest of the patients (86%) remain as PAPS. After the univariate analysis the family history of lupus, the presence of Raynaud phenomenon, migraine, psychiatric and MS features, hemolytic anemia, low C3 and C4 and Coombs positive confer a statistical significant risk for the posterior developed of SLE (p<0.05). Only the presence of Coombs had statistical significance (OR 66.4 CI 95% 
1.6-2714, p=0.027) after the logistic regression evaluation. Conclusion: Our study confirms that progression from PAPS into SLE or lupus like disease is unusual, even after a long period of follow-up. Only 3 patients develop dsDNA antibodies and probably the presence of Coombs test positive is a marker for the development of SLE in patients with PAPS.

