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THROMBOTIC MICROANGIOPATHIC HAEMOLYTIC ANEMIA (TMHA) IN APS
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Clinical and immunologic characteristics of 25 patients with TMHA and APS (computer-assisted review of the literature 1983-2001) are described. All patients presented with a negative Coombs test and thrombocytopenia. Twenty-two (88%) patients were female. Mean age at presentation of TMHA was 35.9 years. Fourteen (56%) patients had primary APS, and 11 (44%) had defined systemic lupus erythematosus (SLE). In 16 (64%) patients TMHA appeared in the context of catastrophic APS. In 15 (60%) patients, TMHA was the first clinical manifestation of APS. Nineteen (76%) patients had renal involvement, central nervous system involvement was evident in 19 (76%), skin involvement in 12 (48%), cardiac in 9 (36%), and pulmonary involvement in 4 (16%) patients. Steroids were used in 84% of the patients, plasmapheresis in 72%, anticoagulation in 48%, cyclophosphamide in 36% and intravenous gammaglobulins in 8%. Most patients, however, received a combination of these therapies. Death occurred in 5 (20%) patients, always in the context of catastrophic APS. None of them received plasmapheresis in the acute phase. The remaining 11 patients with TMHA and catastrophic APS with a recovery were treated with anticoagulation and plasmapheresis. In conclusion, TMHA although infrequent, is not a rare complication in patients with APS and may be the first clinical manifestation of this syndrome. This would support the need for systematic screening for antiphospholipid antibodies in all cases of SLE and TMHA. Catastrophic APS must be suspected in patients with APS and TMHA. In these patients, plasmapheresis has been related with a better prognosis

