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Description

Osler-Weber-Rendu disease, also known as hereditary
hemorrhagic telangiectasia, is a rare autosomal dominant
hereditary vascular disease, Phenotypic variation is extreme
ranging from asymptomatic to severely symptomatic, from
cases with no or few mucocutaneous lesions to those with
diffuse cutaneous telangiectasia of 2-3 mm diameter that are
found on the skin and mucosal surfaces, particularly the face,
lips, mouth, and nasopharynx. The mucosal lesions usually
blanch on pressure and are highly vulnerable to spontaneous
rupture and cause bleeding. Visceral vascular dilation causes
arteriovenous shunts can occur in various organs, such as
the central nervous system, lungs, liver, and spine. Hence the
severity of the disease. Refractory Epistaxis from nasal mucosal
telangiectasia, being the most common presentation of this
disease that is seen in 32-85%, may lead to chronic anemia
[1]. It represents a handicap inevitably impairing quality of
life and social life [2]. Otolaryngologists are often the first to
be consulted for recurrent epistaxis and should not overlook

this condition. The diagnosis is made based on the Curagao
criteria that includes epistaxis, telangiectasia, visceral lesions,
and family history. The diagnosis is confirmed by the presence
of at least three of these manifestations. We present the case
of a 65-year-old patient with a history of refractory epistaxis
since childhood and a family history of epistaxis in a first-degree
relative. ENT Clinical examination revealed telangiectasias of
the nasal mucosa (Figure 1) and laryngeal mucosa (Figure 2).
Systemic screening identified multiple angiodysplasias in the
stomach, duodenum, and lungs. Management of epistaxis
in HHT patients should follow the SFORL guidelines, which
recommend initial referral to a specialized center for initial
visceral work-up, genetic confirmation and annual follow-up.
First-line treatment for acute epistaxis in Rendu-Osler Weber
disease is bidigital compression after nasal cleansing. In case of
failure, resorbable packing should be associated with systematic
antibiotic prophylaxis. Embolization is reserved to cases of
resistance to local treatment with fall in red blood-cell count.
Non-resorbable packing and chemical or electric cauterization
are not recommended. Nasal mucosa telangiectasia can be
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Figure 1: Telangiectasia in the nasal mucosa.

treated by sclerosing agent injection, hemostatic gel, and
laser or radiofrequency ablation. When local treatment fails
to provide adequate control of epistaxis, systemic tranexamic
acid (Exacyl®) is recommended if there are no cardiovascular
contraindications. Systemic administration of bevacizumab
(Avastin®) has proved effective, but is reserved to reference
centers [3].
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Figure 2: Telangiectasia in the laryngeal mucosa.
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