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[Abstract] Objective
(ADAMTS-13) in the patients with acquired thrombotic thrombocytopenia purpura (TTP). Methods

To explore the clinical features and valuation of von willebrand factor-clearing protease
The clinical
features,diagnosis and therapy of ten in-patients with acquired TTP were retrospectively analyzed. Results  Six out
of ten patients had classical pentad signs or symptoms and the other four had tetrad. The peripheral blood smear
showed schistocytes varied from 1% to 10% in all ten patients. The levels of ADAMTS-13 were tested in 6 patients,
and 2 of which turned out to be normal, while that in the other four patients declined . The median diagnosis time was
five days and all patients received plasma exchange treatment, in additional to glucocorticoids, vincristine, cyclophos-
phamide and cyclosporin A. Nine of ten were cured and one relapsed with median 2. 1 years of follow-up. Two pa-
tients with refractory and recurrence were treated with rituximab and with no recurrence so far. Conclusion The ex-
amining of schistocytes is useful for early screening of TTP that should be diagnosed clinically. The diagnostic speci-
ficity of low ADAMTSI3 levels in acute TTP is to be debated. The patients with acquired TTP should be administra-
ted with combined immunosupression therapy. Rituximab may be an alternative strategy for refractory and replased
acquired TTP.
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