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Data Interpretation – Venkatesh

A-Z

FANZCA Notes

OHOA pages 212-213

- commonest inherited coagulation disorder (autosomal dominant)

- protein involved in (1) platelet adhesion and (2) carriage of factor VIII

- leads to: factor VIII deficiency, abnormal platelet adhesiveness and abnormal vascular endothelium.

TYPES

1.  quantitative reduction in vWB factor (90% of cases)

2.  qualitative abnormality in vWB factor (9%) – 5 subtypes (DDAVP contraindicated in 2B)

3.  similar to type 1 but a severe autosomal recessive form (1%)

CLINICAL FEATURES

- epistaxis

- bruising

- haemarthosis

- haematoma

- mennorrhagia

INVESTIGATIONS

- normal platelet count

- prolonged bleeding time

- impaired ristocetin-induced platelet aggregation

- reduced factor VIII activity

- INR normal

- APTT increased

- fibrinogen normal

- vWB factor level decreased

- increased platelet functional assay time
MANAGEMENT

- define responders and non-responders to DDAVP (0.3mcg/kg over 30min IV) -> measurement of vWB factor level pre and post.

- operations: responders should have DDAVP for prophylaxis and bleeding, non-responders should have factor VIII concentrates or cryoprecipitate, can also use tranexamic acid 20mg/kg IV TDS

- avoid antiplatelet drugs
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