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Background and aims. The acquired von Willebrand syn-
drome (AvWS) is a rare but probably understimated bleed-
ing disorder characterized by laboratory findings and clini-
cal presentations similiar to those of inherithed von Wille-
brand disease. However, unlike the inherited disease, AvWS
occurs in adults with no personal or family history of bleed-
ing diathesis. Although AvWS is particularly frequent in lym-
phoproliferative or myeloproliferative disorders, it can also
be associated with solid tumors, immunologic and cardiovas-
cular disorders including congenital heart defects, aortic
stenosis, and the use of left ventricular assist devices, and
other miscellaneous conditions. Various mechanisms are im-
plied in the pathophysiology of AvWS, the majority of them
leading to the increased degradation or clearance of circu-
lating vWF. The aim of this abstarct is to demonstrate the
significance of follow-up in cases of AvWS without a recog-
nised underlying cause, given the possibility of spontaneous
clinical and laboratory resolution of the haemorrhagic condi-
tion.

Case report. Considering the aforementioned points, we
present a case of a 56 years-old woman that was referred to
our centre in 2024 due to multiple episodes of epistaxis and
easy bruising. She exhibited negative bleeding histories
even in trigger conditions (surgery, childbirth) and no fami-
ly history of bleeding diathesis. No comorbidities were pre-
sent at diagnosis and both autoimmune evaluation and can-
cer screening were negative. One year after diagnosis, a
complete clinical and laboratory resolution was observed. As
rare disease, the diagnostic process is complex and involves
multiple steps, requiring an experienced and specialized lab-

oratory. Despite pathological laboratory results, confirming
the acquired nature of this disorder remains a significant di-
agnostic challenge. The first step routine coagulation tests
and vWF screening were performed: factor VIII (FVIII)
dosage, VWF Antigen (VWF:Ag), VWF activity (VWF:Ac),
VWF ristocetin cofactor activity (VWF:RCo) and collagen
binding assay (CBA). Afterwards, dilution and subsequent in
vivo recovery test with plasma derived von Willebrand fac-
tor concentrate were performed. A genetic test was per-
formed. Dilution and in vivo recovery tests strongly suggest-
ed an acquired form. Genetic analysis was inconclusive. One
year after diagnosis, no more antibodies were found.
Conclusions. The AvWS is a rare bleeding disorder with a
diagnostic work-up and optimal treatment highly individual-
ized. The management remains challenging, particularly
when discrepancies arise between laboratory findings and
the patient’s medical history. For this reason, especially in
cases without an underlying cause, it is important to per-
form close follow-up for the possibility of rapid favorable res-
olution of the condition.

Parameter 2024 2025
FVIII:C 35% 120%
VWF Antigen (VWF Ag) 33% 90%
VWEF Ristocetin Cofactor (vWF RCo) 8% 75%
VWF Collagen Binding Activity 22% 70%

(VWF CBA)
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