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MFERFEOBEE (FL) : ADAMTS13 is a metalloproteinase produced exclusively in hepatic stellate
cells and specifically cleaves highly multimeric von Willebrand factor (VWF). Deficiency of
ADAMTS13 results in accumulation of unusually large VWF multimers (UL-VWFM) in plasma, in turn
induces platelet clumping or thrombi under high shear stress, followed by microcirculatory disturbances.
The present study is to elucidate further understanding of the pathophysiology of liver injury and hepatic
failure from the point of the decrease in ADAMTS13 and the increase in VWF-dependent platelet
aggregations and subsequent sinusoidal microcirculatory disturbance and multiorgan failure. These
investigations based on the determination of ADAMTS13 and its regulation promise to bring further
understanding of the pathogenesis of advanced liver disturbances, and offer new insight for development
of therapeutic strategies.
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