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Abstract: von Willebrand disease (VWD) is the most common autosomal inherited bleeding disease caused
by quantitative or qualitative deficiency of von Willebrand factor (VWEF). VWD possesses genetically hetero-
geneous, with complex molecular pathogenic mechanisms and clinical phenotypes,and its diagnosis and treat-
ment face challenges. In recent years,the identification of mutations in VWF gene in the patients with VWD
improves the understanding of the structure and function of VWF protein and enhances the cognition on the
molecular pathogenesis of VWD. The emergence of new type examination methods and new drugs has brought

a breakthrough in the diagnosis and treatment of VWD. This paper aims to review the current status and pro-

gress of research on the molecular genetics and diagnosis and treatment of VWD,
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3 30~50 TU/dL £ 58 Il 9 28 3 1 T0 e H il 1
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SARMMEVE B, DDAVP i J5 4 h L3 VWE JKF
Fo 1 hOUEED) BEAREE 3 30 %657, ISTH {5 4 7 4%
DDAVP i E/E R 1C # VWD 2 Wik #

2K VWD i ™ EREA F 1M 3 Mz
] W 2 B0 A S BE L B ot S R L N Rk
M H 25t 2 ARG, H 2A #E g 8 £
W, 2N B FZRZIM GRS FARA XM B M, A K
P I AN R, e Gt 2 i L.
M VWE-IL /s #e 45 & 3 % (il VWEF: Reo, VWEF.
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e % (<< 0. 7 mg/mL) B A % S 1 /> AR 1Y 5
H BZ 0 R K. 2N B VWD 3 I
W VWF: Ag 1EH 848 B, K456 0 F VI N e i
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