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Prenatal diagnosis in factor XIII-A deficiency
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Discussion

Factor XIII deficiency is a severe bleeding dis-order associated with impaired wound
healing and an increased risk of spontaneous abortion in women.1 Twenty seven patients
are currently registered with the haemophilia service in the United Kingdom, indicating a
prevalence of about one case per two million of the population. Eighty per cent of aVected
infants present with recurrent bleeding from the umbilical stump. In the absence of
replacement therapy, patients in later life frequently sustain superficial bruising, epistaxes,
haematoma in muscles and joints, and intracranial haemor-rhage. However, lifelong
prophylactic treat-ment with plasma derived factor XIII concen-trate prevents
haemorrhagic complications. The half life of factor XIII is around 10 days and the
concentrate is administered on a monthly basis at a dose of 10-15 units/kg.
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