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Abstract: Juvenile nasopharyngeal angiofibroma(JNA) is a benign ,richly vascularised mesenchymal
neoplasm. Most commonly occurs in adolescent males. It originates mostly from the posterolateral wall of the
nasopharynx and extents into the surrounding tissue. Extranasopharyngeal angiofibroma(ENA) is an
uncommon tumor with only 65 cases being reported in world literature, in which maxillary sinus is the common
site and nasal septum is found to be an extremely rare site. Here we report a case of 15 year old male patient
with extranasopharyngeal angiofibroma arising from nasal septum. This case is being published for its rarity
and unusual site of origin.
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I.  Introduction

Juvenile nasopharyngeal angiofibroma is a benign neoplasm, rich in vascular network with fibrous
stroma. It is a locally destructive tumour. It represents <1% of all nasopharyngeal tumours and 0.5% of all head
and neck neoplasms and predominantly occurs in adolescent males (1).Out of 704 cases of angiofibroma
reviewed by de Vincentiis and Pinelli; only 13 cases occurred outside the nasopharynx, suggesting that
extranasopharyngeal angiofibroma is a rare entity (2).A recent review of the literature reported a total of 65
patients with atypical localizations of nasopharyngeal angiofibromas, the maxillary sinus being the most
commonly involved site(3) .Nasal septum is an extremely unusual site and to the best of our knowledge less
than 10 cases have been reported(3-5).

Il1. Case Report

A 15year old male presented with history of nasal obstruction and bleeding from nose on and off for
past 2 months. On anterior rhinoscopy, a fleshy mass was seen filling the whole of right nasal cavity and
deviation of nasal septum to the left. MRI —PNS revealed a polypoidal mass measuring 3.2x1.2x3cms visualised
in the floor of the anterior nasal cavity on the right side (FIG:1) with bilateral ethmoido - maxillary sinusitis.

Patient underwent excision of mass, peroperatively the mass was found to be arising from the nasal
septum and mass was removed in toto.
We received single gray tan globular mass measuring2.5x1.5x0.5cm (FIG:2)

Microscopic examination revealed respiratory epithelium with focal squamous metaplasia and a
neoplasm composed of varying sized blood vessels lined by flattened epithelium with irregular smooth muscle
coat and fibrous stroma composed of spindle and stellate shaped cells.(FIG:3,4,5)
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FIG 2: Globular vascular mass

and a neoplasm composed predominantly of blood vessels.
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FIG 4 and 5 H&E 40X- shows varylng sized blood vessels with mcomplete
smooth muscle coat in a fibrous stroma

111. Discussion

Extranasopharyngeal angiofibroma is a rare entity , which arises outside nasopharynx. The sites
involved are maxillary sinus, ethmoid sinus, sphenoid sinus, nasal septum, middle turbinate, inferior turbinate,
cheek, conjunctiva, pterygomaxillary fissure, infratemporal fossa and laryngotracheal tree. Among this
maxillary sinus is commonly involved.

When compared to JNA, ENAs occur at slightly older age, i.e. 2nd decade with mean age being
reported as 22 years as compared to 17 years for INA. ENAs have been reported to have a higher incidence in
females (6). The clinical manifestations depends on the site and extent of tumor. ENA of nasal septum
commonly presents with nasal obstruction and nasal bleeding.

Contrast enhanced CT scan (CECT) and magnetic resonance imaging (MRI) is used to determine the
tumour site and its extension ,and to see skull base involvement, intracranialspread and relationship to
important vascular and neurologic structures(7).

Grossly the mass is polypoidal with a rounded or multinodular contour, with grey-tan cut surfaces.
The microscopic finding of ENA shows varying sized blood vessels lined by plump or flattened endothelium
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with absent or incomplete smooth muscle coat. The fibrous stroma is a striking feature, composed of spindle or
stellate cells.

The differential diagnosis will be lobular capillary hemangioma which is composed of lobules of
capillary sized blood vessels which are lined by plump endothelial cells with less fibrous stroma which helps in
differentiating it from angiofibroma.

Surgical excision of the mass is the treatment of choice, and recurrence is rare after complete excision.

Conclusion
Though ENA of nasal septum is extremely rare, we conclude that extranasopharyngeal angiofibroma
should be considered as a differential diagnosis in a patient presenting with a vascular neoplasm of nasal cavity.
As it has tendency to recur in case of incomplete excision and there is chance of excessive bleeding .
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