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A Familial Case of von Willebrand’s Disease with Special Emphasis
on a Childhood Case with Frequent and Massive Nasal Bleeding

Kazuhiko WASHIZAWAD, Munehiro YAMAZAKID, Kenichi KOIKED,
Atsushi KOMIYAMA® and Taro AKABANE®

1) Department of Pediatrics, Shinonoi General Hospital
9) Department of Pediatrics, Shinshu University School of Medicine

An 8-year-old girl visited Shinonoi General Hospital because of frequent and massive nasal
bleeding, Many of her relatives had a hemorrhagic history. The hereditary type was autosomal
dominant. In the relatives the tendency had spontaneously improved after adolescence,

We studied in, detail the coagulation abnormality of the patient. The laboratory findings
included prolongation of bleeding time, a decrease of platelet adhesiveness, and inpairment of
ristocetin-induced platelet aggregation. The results of VIII-factor study were as follows : factor
VIII-coagulant activity (VII:C) was 509, factor VIII-related antigen (VIIIR: AG) 18%, and von
Willebrand factor activity (VIIIR: WE) 16%, indicating decreased levels of these three factors.
She was diagnosed as having  heterozygous disease type I of von Willebrand's disease on the
basis of normal VIII-related polymer. It was of interest that her VIII:C activity was not so
decreased despite low levels of VIIIR : AG and VIIIR : WE.

Antihemophilic factor concentrates and 1-deamino-8-D-arginine vasopressin (DDAVP) were
administered; this produced clinical and laboratory improvements. The intravenous administra-
tion of DDAVP shortened the bleeding time and elevated the VIII-factor activity. DDAVP can
be used as an effective agent in type I von Willebrand’s disecase without danger of viral hepatitis
and other viral infections, Shinshu Med. J., 88 819-825, 1985
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