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Introduction 

on Willebrand factor (VWF) is a multimeric glycoprotein 

that is primarily secreted by activated endothelial cells. It 

supports platelet adhesion and aggregation in a high shear 

stress environment (Van Mourik et al., 1999). VWF levels are 

not only markers of portal hypertension but are also 

independently linked to bacterial translocation, inflammation 

and procoagulant imbalance. Their levels also predict most 

clinical events and mortality independently of the severity of 

portal hypertension (Mandorfer et al., 2018). 

The hemostatic and thrombogenic potential of VWF 

depends on its multimer size, which is regulated by 

ADAMTS13, a disintegrin and metalloproteinase with a 

thrombospondin type-1 motif, that cleaves VWF multimers to 

smaller forms less capable of activating platelets (Soejima et al., 

2001). Decreased ADAMTS13 activity is a feature of 

thrombotic thrombocytopenic purpura associated with the 

abundance of unprocessed, ultra-large VWF in plasma 

facilitating a prothrombotic state (Tsai et al., 2003).  

ADAMTS13 mRNA is primarily expressed in the liver 

(Levy et al., 2001; Zheng et al., 2001). The hepatic stellate 

cells are considered a major source of the circulating enzyme 

(Zhou et al., 2005; Uemura et al., 2008). Activation of 

quiescent stellate cells to activated liver myofibroblasts 
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