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CATASTROPHIC APS: CLINICAL AND IMMUNOLOGICAL CHARACTERISTICS OF 130 PATIENTS
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A review of 130 patients (both published and unpublished) encountered over the past ten years is presented. The majority suffered from defined SLE and the primary antiphospholipid syndrome (APS).In no less than 7 patients were malignancies associated with catastrophic APS. Presenting features of the illness comprised CNS symptomatology in the majority followed by abdominal, respiratory, ischaemia of the extremities, renal failure and fever in descending order of frequency. Clinical features of the illness were essentially of multiorgan failure with demise occurring in 61/130 (46%) of patients. High levels of aCL and anti-(2GPI antibodies (when measured) were evident in the majority with serological features of DIC (or parameters of endothelial cell damage) in 23%. Death from anuric renal failure did not occur despite the kidney being the most frequently affected organ. Unusual organ involvement (testes, prostate, ovary, esophagus, colon, bone marrow) was seen in several patients. Treatment comprised high dose steroids, full anticoagulation, IV gammaglobulins and immunosuppression in the majority, with antibiotics administered when infections were clinically evident. Plasmapheresis, although strongly advocated, was not administered routinely to refractory cases.
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