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Extranasopharyngeal Angiofibroma Localized in the Nasal
Dorsum: A Rare Location for This Tumor

Bilge Tiirk," © Ozlem Unsal,” © Meltem Akpinar,’ © Sermin Tiilay Basak,? © Berna Uslu Coskun’

"Department of ENT, Sisli Hamidiye Etfal Training and Research Hospital, Istanbul, Turkey
2Department of Pathology, Sisli Hamidiye Etfal Training and Research Hospital, Istanbul, Turkey

Abstract

Although extranasopharyngeal angiofibroma (ENA) is a rare condition, its diagnosis should be considered during differential diag-
nosis of nasal masses. We report a rare case of ENA originating from the left lateral side of nasal tip.

A 43-year-old man with an ENA mass located on the left lateral side of the nasal tip presented to our hospital. The nasal mass
caused nasal obstruction and swelling at the nasal tip and was surgically removed. Histopathological examination revealed ENA.
The patient is being followed up and remains free of disease.

ENAs are rare and differ from nasopharyngeal angiofibromas regarding clinical and radiological features. Although it is rare, the di-
agnosis should be considered during differential diagnosis of a patient with one sided nasal mass and/or with refractory epistaxis,
regardless of the patient’s age or sex.
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uvenile nasopharyngeal angiofibroma (JNA) is a histo- Case Report

logically benign, non-capsular, and vascular tumor that
develops from the nasopharynx and demonstrates a ten- - o e ) )
dency to spread to surrounding tissues in all directions. It complaining of inability to breathe through his left nostril
is usually seen in adolescent male patients aged between7 ~ for 7-8 months and swelling on nasal tip of the same side
and 19 years and causes local destruction.2 for several months. He had a history of nasal trauma that
he experienced 17 years ago. On physical examination, a
mass lesion on his left nasal dorsum was palpated under

A 43-year-old male patient was admitted to our polyclinic

Extranasopharyngeal angiofibromas (ENA) are rarely ob-
served, and their clinical and radiological features differ
from those of nasopharyngeal angiofibromas. They can be the skin, which caused skin swelling. The mass lesion was
seen in all age groups and women. They are less vascular ~ 5€€n to arise from the junction between the septum and
and can arise from different regions. Symptoms vary by alar cartilage on the left side, close the internal nasal valve,
region. They are most commonly seen in the maxillary si- ~and continued on the left as a swelling in the nasal dorsum.
nus, followed by the ethmoid sinus and the nasal septum.  On physical examination of the head and neck, millimetric

Symptoms vary according to its localization. 4 lymphadenopathies were palpated in the upper jugular re-
We report a rare case of ENA arising from the nasal dorsum ~ 9ion on the left side.
and localized in the nasal tip and the lateral nasal region. Magnetic resonance imaging (MRI) of the paranasal si-
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nuses showed a benign mass lesion measuring 33x10
mm, including the septum alar cartilage, and obliterat-
ing the left nasal vestibule and the passage almost com-
pletely (Fig. 1, 2).

In positron emission tomography imaging obtained upon
observation of bilateral nodes with spheric configuration,
a mass lesion filling left anterior nasal cavity, involving the
septum, and deviating it to the right was observed. The
mass lesion on the neck with axial dimensions of 31x19
mm invaded the skin-subcutaneous tissue and bone tissue
laterally and demonstrated FDG uptake at the level of ma-
lignancy (SUV max: 4.3).

Computed tomography (CT) of the paranasal sinuses re-
vealed a large soft tissue mass lesion originating from the
anterior cartilage component of the septum that com-
pletely obliterated the left anterionasal passage. This mass
lesion surrounded the external nares from superior and ex-
tended to the alar loge.

Histopathological examination of fine needle aspiration
biopsy specimen yielded a nondiagnostic result. After the
incisional biopsy specimen was diagnosed as fibrosis, the
mass was surgically excised en bloc under general anes-
thesia.

During operation, it was observed that the mass ex-
tended medially toward the nasal tip and septum, later-
ally to apertura priformis, and surrounded the lateral crus
of the alar cartilage inferiorly. The mass was yellowish and

Figure 1. At the axial section of the paranasal sinus MR image of the
patient, a benign mass lesion, measuring 33x10 mm in size, encir-
cling the septum alar cartilage, and obliterating the left nasal vesti-
bule and passage almost completely is seen.
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semisolid and was localized under the skin. Histopatho-
logical examination showed markedly increased vascu-
lar structures with specific CD34 immunohistochemical
staining, and the lesion was reported as angiofibroma
(Fig. 3). The patient is still being followed up without ad-
verse sequelae.

Figure 2. Coronal sectional image of the mass lesion obliterating the
left nasal cavity obtained during paranasal sinus MR of the patient.

Figure 3. Histopathological examination demonstrating marked hy-
pervascularity in the dense fibrous stroma with specific CD34 immu-
nohistochemical staining (Magnification 100x).
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Discussion

JNA is a histologically benign, non-capsular, and vascular-o-
riginated tumor developed from the nasopharynx, with a ten-
dency to spread to surrounding tissues in all directions. It is
usually seen in adolescent male patients aged between 7 and
19 years and causes local destruction.™? It accounts for 0.5%
of head and neck cancers. It mainly originates from structures
surrounding the superoinferior part of the sphenopalatine
foramen and progresses slowly and insidiously. Its etiology is
not fully known. Its strong correlation with age and gender
indicates a potential hormonal disturbance of the pituitary—
androgen-estrogen system, but there is still no evidence to
prove this hypothesis.®! Progressive nasal obstruction and re-
current epistaxis are the most common symptoms.®

Angiofibromas have been reported as sporadic tumors with
extranasopharyngeal location. Nomura et al. and Huang et
al. reported cases of angiofibromas originating from infe-
rior and middle conchas, respectively."? Szymanska et al.®!
reported a total of 10 cases with ENA. These cases origi-
nated from the oral cavity (n=1), infratemporal fossa (n=1),
and nasal septum (n=7).

ENAs are rarely observed tumors, and their clinical and
radiological features differ from those of nasopharyngeal
angiofibromas. They can be observed in all age groups
and women. They are less vascular and can originate from
different regions. Their symptoms vary by region. They are
most frequently observed in the maxillary sinus, followed
by the ethmoid sinus and nasal septum.> % The present
case was a 43-year-old male patient, and the mass lesion
was located in the nasal dorsum, which was very rarely re-
ported for this tumor location.

Histopathologically, in typical JNA, numerous large, irreg-
ular vessels of single-layer endothelial cells embedded in
the fibrous stroma are observed. The vascular component
is very numerous and can cause excessive bleeding after
surgery and biopsy.® ¢ At the same time, this vascular con-
tent is characterized by intense contrast enhancement on
CT and MRI. Histopathologically, ENA belongs to a more
heterogeneous group. The vascular component is not al-
ways dominant. Therefore, intense contrast enhancement
may not occur. Because of their different localizations, radi-
ological findings also vary.”? There was no evidence of ex-
cessive bleeding during fine needle aspiration biopsy and
incisional biopsy in this patient.

Surgery is the first treatment alternative in ENAs, as is the
case in JNAs. The surgical approach is determined accord-
ing to the location and size of the tumor. Radiotherapy can
be used for lesions that cannot be removed. No recurrent
cases have been reported in the literature.

In this article, we presented a rare case of ENA involving
the nasal tip and lateral nasal region. Although the age of

the patient, the location of the mass lesion, and the result
of the incisional biopsy material removed us from the di-
agnosis of angiofibroma, histopathological examination
of the mass was reported as angiofibroma. Although nasal
tip and lateral nasal region are very rare locations for this
tumor, angiofibromas should be kept in mind in the differ-
ential diagnosis of the tumors of this region.

As a result, ENA is a clinically and radiologically distinct en-
tity from JNA in that it can be seenin every age group and in
women, originates from different regions, it is relatively less
vascular, and it may present with different symptoms de-
pending on the region from which it originates. Although
it is seen rarely, in cases with unilateral nasal masses and in
cases with treatment-refractory epistaxis, it should be kept
in mind during differential diagnosis regardless of the age
and sex of the patient.
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