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THE LONG-TERM FOLLOW-UP OF CAPS SURVIVORS
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Background: Asherson et al. reviewed the clinical characteristics and outcomes of 50 CAPS patients in 1998 and 80 additional patients in 2001. These patients were identified through the published case reports. In both series, approximately 50% of patients survived the CAPS event. Objective: To determine the long-term outcome of CAPS patients and provide further follow-up information on patients who survived the initial CAPS event. Methods: The authors of the published case reports were contacted and provided the following information: a) what treatment was administered to their patients after the catastrophic episode and b) did their patients have any further episode(s) of thrombosis/CAPS. Results: 63/130 CAPS patients (48%) died at the time of the reported event. Of remaining 67 patients, we were able to contact the physicians of 52 (78%) patients. Forty-five (87%) were still alive and 35 (67%) patients have not developed any APS-related thrombotic event while on warfarin treatment (3 patients stopped warfarin after 6-60 weeks). Ten patients (19%) developed further APS-related events: 2 pulmonary embolism (PE) (while receiving warfarin); 2 AV graft thrombosis (aspirin); 1 stroke (warfarin); 1 recurrent deep vein thrombosis (DVT)/PE (not reported); 1 myocardial infarction (warfarin); 1 renal artery graft thrombosis (aspirin); 1 penile artery thrombosis (warfarin, not therapeutic doses); and 1 aortoiliac junction thrombosis (warfarin). Seven (13%) patients died: 3 shortly after the event due to multiple organ failure; 1 due to myelofibrosis more than 15 years after the initial event; 1 due to perioperative thrombotic complications 4 years after the event; 1 due to pulmonary hemorrhage/infarcts 7 years after the event; and 1 due to pneumonia 1 year after the event). Eight (15%) patients were functionally impaired as a consequence of CAPS: 3 had end-stage cardiac failure; 2 had end-stage renal disease requiring hemodialysis; 1 case of symptomatic arrhythmia; 1 chronic renal insufficiency; and 1 gait abnormalities and visual symptoms. Conclusion: Sixty-seven percent of patients who survive an initial catastrophic antiphospholipid syndrome event remain symptom free with anticoagulation. Nineteen percent of the survivors developed further APS-related events and 15% had significant functional impairment due to the initial CAPS event.

