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[abstract] Severe ADAMTSI13 deficiency (<10 iu / dL ) is diagnosed as thrombotic thrombocytopenic purpura ( TTP ) and causes the

accumulation of very large vVWF polysomes, platelet aggregation, and extensive microthrombosis, which can be life-threatening.
However, the clinical significance of the decreased level of ADAMTS13 function is not only important in the acute episode of
TTP. In this review, we discuss the effects of low ADAMTSI3 activity on congenital and immune-mediated acute phase of TTP
and on patients in clinical remission. Evidence for the clinical impact of low ADAMTSI13 activity on other disease domains

other than TTP is being discovered, and here we explore the broad impact of low ADAMTSI13 activity on common thrombotic

disorders.
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