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Acquired von Willebrand Syndrome Associated with Amyloidosis
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Acquired von Willebrand syndrome (AvWS) is a relatively rare acquired bleeding disorder similar to
inherited von Willebrand disease in terms of laboratory findings, and occurs without a personal or family
history of bleeding. A 23-year-old man with no previous disease history and no family history of hemor-
rhagic diathesis was referred to our hospital because of recurrent epistaxis and intramuscular hematoma.
He was diagnosed as having AvWS because of an almost complete absence of ristocetin cofactor activity
(VWE : RCo) despite normal vWF antigen level. Furthermore, anti-vWF antibody was detected in his
serum using home-brewed ELISA. Finally, the amyloid deposit was found in muscle biopsy. He was
diagnosed with AvWS which is associated with amyloidosis. AvWS should be considered in patients
with current bleeding diatheses and no past history of bleeding. (Korean J Hematol 2009;44:310-314.)
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Table 1. Laboratory data of patient

Patient’s Reference
Tests

results range
Platelet count (x10°/L) 180 150 ~350
Prothrombin time (s) 13.8 11.5~13.5
Activated partial 41.8 29~45
thromboplastin time (s)
Bleeding time (min) 2 2~9
Fibrinogen (g/L) 10.6 1.5~3.0
Factor VIII (%) 163 60~120
VWF : Ag (%) 151.2 70~140
VWF : RCo (%) <1.0 60~140
vWF multimer assay Normal pattern Normal pattern
FDP 1 :5 positive Negative
D-dimer (ng/mL) 149 0~300
Antithrombin (%) 95 83~110
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Fig. 1. Microscopic findings of Extensor muscle. (A) Amyloid deposition showing Congo red staining (Congo red stain, x200).
(B) Apple-green birefringence in polarized light (Congo red stain, x200).
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