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M E D I C I N E

CORRESPONDENCE

Manifestation of a Congenital Disorder
Many thanks for the detailed and successful article on 
the topic of epistaxis. Please allow me to express a 
point of criticism, however: although coagulopathies 
were mentioned among the causes of epistaxis (the 
 syndrome is no longer called “Willebrand-Jürgens syn-
drome”, but is known as “von Willebrand syndrome”), 
hemostaseological diagnosis and treatment are neither 
included in the algorithm (Figure 2) nor are they 
 mentioned in the list of CME questions (1). Repeated 
nosebleeds, especially if common in entire families (the 
family medical history was also omitted) may be the 
manifestation of a congenital or acquired disorder and, 
not least in view of future surgical interventions, should 
be investigated hemostaseologically. With a prevalence 
of 1%, the von Willebrand syndrome is not rare and 
may require treatment with desmopressin, tranexamic 
acid, or von Willebrand factor concentrate. Acquired 
thrombocytopenia—for example, in the context of 
 immunothrombocytopenia—is not rare as well and is 
associated with substantial risks and consequences that 
vastly exceed local management. A relevant addition to 
the algorithm and the CME questions is advisable.
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In Reply:
There are no general data on the prevalence of coagu -
lopathies in epistaxis. A prospective study found a 
 coagulopathy in 13% of those who had been admitted 
as hospital inpatients because of epistaxis (1). 
 Especially von Willebrand syndrome, but also acquired 
Factor XIII deficiency—which is notably more com-
mon than the congenital form—seem to have an im-
portant role; it has, however, not been described 
whether the coagulopathy was the cause of the epistaxis 

or led to complications or prompted a prolonged inpa-
tient stay (1). Thrombocytopathies are not mentioned 
either. These are often accompanied by epistaxis but are 
harder to identify. In the study, a positive platelet 
 function test with a changed concentration of the von 
Willebrand factor (vWF) was interpreted as a coagu -
lopathy. This excludes all thrombocytopathies.

A retrospective study from the US investigated 
 patients with von Willebrand syndrome, who had 
 presented to the emergency department because of 
bleeds. 8.7% presented with epistaxis; 50% of these 
were treated with desmopressin or von Willebrand fac-
tor concentrate (2). In pediatric patients who attended 
emergency departments because of epistaxis, the pro-
portion of those with coagulopathies was 4.5% (3). 

Especially in recurrent and bilateral epistaxis of un-
clear origin, congenital or acquired coagulopathies 
should be considered. In the context of the diagnostic 
evaluation, a targeted medical history and familial 
medical history should be taken with regard to hemor-
rhagic diatheses, and, if required, extended diagnostic 
evaluation of coagulation should be undertaken, includ-
ing vWF diagnostics and platelet function tests (4). 
Where a congenital or acquired coagulopathy is sus-
pected, further hemostaseological investigations should 
be conducted, and treatment should be initiated where 
required. DOI: 10.3238/arztebl.2018.0250b
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