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In this study, we used Endothelial Colony forming cells (ECFC), which was

obtained by culturing vascular endothelial progenitor cells (EPCs) isolated derived directly rom the
peripheral blood of WD patients. The effect of mutant VWF gene expression due to dominant-negative
inheritance was intensively studied by immunofluorescence staining of ECFC and measurement of cell
supernatant or lysate of the cells by ELISA. WF release stimulated by DDAVP in ECFC was also
studied, thereby the cytological VWF transport and secretion was observed. Based on our results,
cytoI?gicgl background of the difference in the reactivity to DDAVP per each patient could be
speculated.
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