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CASE REPORT

Extranasopharyngeal angiofibroma of nasal
septum. A controversial entity

Angiofibroma extrarinofaringeo a localizzazione settale. Una entita controversa
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Department of Otorhinolaryngology, Imola Hospital, Castel San Pietro Terme, Imola (BO), Italy

SUMMARY

The term extranasopharyngeal angiofibroma has been applied to vascular, fibrous nodules occurring outside the nasopharynx.
The maxillary sinus is the most common site involved, while the nasal septum represents an extremely rare localization. Com-
puterized tomography scan and magnetic resonance imaging are used to determine the tumour site and its extension. Surgical
excision of the mass is the treatment of choice, and recurrence is rare. Typically, clinical characteristics of extranasopharyngeal
angiofibromas do not conform with that of nasopharyngeal angiofibromas and, for this reason, these tumours must be regarded
as a separate entity. Due to these different features, extranasopharyngeal angiofibromas can present a diagnostic challenge and
a meticulous evaluation with a high index of suspicion is essential in establishing the correct diagnosis and treatment. We report
the case of a 57-year-old female with a 1-year history of a slowly progressing right nasal obstruction due to the presence of
a whitish mass adhering to the posterior nasal septum. The patient was succesfully treated surgically. Histopathological find-
ings were compatible with a diagnosis of angiofibroma. Extranasopharyngeal angiofibroma must be taken into consideration
in the differential diagnosis of nasal vascular tumours and nasal septum should be regarded as a potential, though exceptional,
localization of these neoplasms.
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RIASSUNTO

Con il termine angiofibroma extrarinofaringeo si intende denominare una lesione di tipo fibrovascolare che origina al di fuori
del cavo rinofaringeo. Il seno mascellare ¢ la sede pin comunemente interessata, mentre il setto nasale rappresenta una loca-
lizzazione estremamente rara di questa neoplasia. La tomografia computerizzata e la risonanza magnetica sono le indagini
utilizzate per determinare la sede e I’estensione di queste neoformazioni. Tipicamente, le caratteristiche cliniche dell’angiofi-
broma extrarinofaringeo non rispecchiano quelle dell’angiofibroma a origine rinofaringea e, per tale motivo, questa lesione
deve essere considerata una entita a sé stante. A causa di queste differenti caratteristiche, la neoplasia puo rappresentare una
sfida in termini diagnostici; pertanto, una valutazione metodica della lesione é essenziale ai fini di un corretto inquadramento
diagnostico e terapeutico. Riportiamo il caso di una paziente, di 57 anni, con una storia clinica di ostruzione respiratoria nasa-
le, insorta gradualmente nel corso dell’ultimo anno a causa di una massa biancastra aderente al setto nasale posteriormente.
La paziente é stata trattata chirurgicamente con successo. Il riscontro istopatologico é risultato compatibile con la diagnosi
di angiofibroma. L’ angiofibroma extrarinofaringeo deve essere preso in considerazione nella diagnosi differenziale dei tumori
vascolari del naso e il setto nasale deve essere ritenuto una localizzazione possibile, seppur rara, di queste neoplasie.
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Introduction

In 1980, De Vincentiis and Pinelli ! reviewed a series of
704 cases of angiofibroma and found that 13 cases mani-
fested outside the nasopharynx, thus suggesting that extra-
nasopharyngeal localization of this tumour is a possible,
although rare occurrence. Since then, numerous studies
have reported cases of angiofibroma localized in unusual
sites *°. A recent review of the literature reported a total
of 65 patients with atypical localizations of nasopharyn-
geal angiofibromas °, the maxillary sinus being the most
commonly involved site *. Nasal septum represents an
extremely rare localization with only 6 cases having been
reported in the international literature to date “¢7. Besides

the different location, typical clinical characteristics of
extranasopharyngeal angiofibromas, such as, symptoms,
age, sex, do not conform to a great extent with that of
nasopharyngeal angiofibromas. This fact has led to doubt
as to whether extranasopharyngeal angiofibromas, though
structurally similar, should be considered as being differ-
ent from nasopharyngeal angiofibroma 8. Recently, Celik
et al. ? also proposed that patients, who have different char-
acteristics other than the classical angiofibromas, should
be referred to as “atypical angiofibroma”. Due to these
different features, extranasopharyngeal angiofibromas can
present a diagnostic challenge and a meticulous evaluation
with a high index of suspicion is essential in establishing
the correct diagnosis and treatment. Herein, a rare case is



reported of angiofibroma originating from the nasal septum
and the idea is, therefore, supported that extranasopharyn-
geal angiofibromas must be regarded as a separate entity.

Case report

A 57-year-old female presented at the Otolaryngology
Department of Imola Hospital with a one-year history of
a slowly progressing right nasal obstruction. The patient
had no previous history of trauma or infection. On ENT
examination, anterior rhinoscopy showed a nasal septum
deviation on the right side, while nasal endoscopy revealed
a whitish mass adhering to the posterior septum and fill-
ing the right choana. A contrast enhanced computerized
tomography (CT) scan of the skull showed a mild contrast
enhancing mass arising from the vomerian nasal septum
and extending backwards within the right choana (Fig. 1
A, B). There was no extension beyond the nasal cavity into
the nasopharynx or any paranasal sinuses. After performing
septoplasty, the mass was probed by a sucker. It presented
of hard consistency, minimally bleeding, and firmly adher-
ing to the bony nasal septum. Thereafter, the tumour was
elevated with the underlying periosteum and removed en
bloc under endoscopic guidance. A biopsy specimen of the
mass 3-4 cm in diameter was obtained (Fig. 2). Intra-opera-
tive bleeding was minimal. A soft anterior nasal pack was
placed bilaterally. Post-operative recovery was uneventful.
The pack was removed after 48 hours and the patient was
discharged without any complications. Histopathological
examination revealed dilated, cavernous vascular spaces
lined with endothelial cells and separated by fibrostroma
with stromal cell nuclei. These findings were compatible
with a diagnosis of angiofibroma (Fig. 3). At one-year fol-
low-up, nasal endoscopy showed a well-aligned septum
with no evidence of residual or recurrent disease.

Discussion

Nasopharyngeal angiofibroma is a well-defined entity
sharply localized in time, space, and sex. The tumour vir-
tually always arises from the nasopharynx and only later
may extend into the nasal cavity '°. More recently, the term
extranasopharyngeal angiofibroma has been applied to vas-
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Extranasopharyngeal angiofibroma of nasal septum

Fig. 2. Excisional biopsy specimen of a whitish mass measuring
3-4 cm in diameter.
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Fig. 3. Histopathology of angiofibroma composed of fibrous connec-
tive tissue interspersed with endothelium-lined vascular spaces.

cular, fibrous nodules occurring outside the nasopharynx.
However, extranasopharyngeal angiofibroma have virtually
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Fig. 1. CT scan of the skull showing a mass arising from vomerian nasal septum and extending backwards within right choana (A: coronal

view; B: axial view).
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nothing in common with nasopharyngeal tumours and the
use of the term angiofibroma for these lesions may therefore
be confusing. In fact, these rare, benign, neoplasms are char-
acterized by a different biological history and clinical fea-
tures with respect to nasophayngeal tumours and, for these
reasons, they should be regarded as a separate clinical enti-
ty. Compared to nasopharyngeal angiofibromas, patients af-
fected are older, females can also be involved, symptoms de-
velop more quickly, and hypervascularity is less common °.
The case described here fulfilled all these features. The clin-
ical presentation of extranasopharyngeal angiofibroma de-
pends mainly on the localization and extent of the tumour. In
those cases arising from nasal cavities, nasal obstruction and
epistaxis are the more frequently reported symptoms. As far
as concerns instrumental diagnosis, CT scan and magnetic
resonance imaging (MRI) are used to determine the tumour
site and its extension, with special attention being focused on
skull base involvement, intracranial spread and relationship
to important vascular and neurologic structures ''. While
bone erosion can be more easily rervealed by CT scan, MRI
is adequate in demonstrating cortical erosion and cancel-
lous replacement by tumour. The administration of a con-
trast agent in nasopharyngeal angiofibroma leads to a strong
and usually homogeneous enhancement on CT and MRI T1
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