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ABSTRACT

Aim: Here we present a rare case of Glomangiopericytoma of the nasal cavity and review the recent literature. This case is
presented because of its rarity.

Case report: A 36-year-old woman presented to the Outpatient Department of ENT and Head and Neck Surgery in a tertiary
care centre with complaints of progressive unilateral nasal obstruction and anosmia over a 6 month period. Anterior rhinoscopic
examination revealed a pinkish globular mass occupying the left nasal cavity. Computed tomography (CT) scan revealed an ill
defined homogenous soft tissue density lesion involving the left nasal cavity, infiltrating the nasal septum posteriorly and extend-
ing upto the choana with a deviated nasal septum to the right side. The tumor was resected completely by endoscopic approach.
Histopathologic examination with immunohistochemistry of the resected mass confirmed the diagnosis of glomangiopericytoma.

Discussion: Glomangiopericytoma is a rare sinonasal neoplasm characterized by a perivascular myoid phenotype and is con-
sidered as distinct from conventional soft tissue hemangiopericytoma. It accounts for less than 0.5% of all sinonasal tumors. It
is classified as a borderline low malignancy tumor.

Conclusion: This tumour is associated with a very good prognosis following surgery and complete surgical resection with nega-
tive margins preferably via a transnasal endoscopic approach is the treatment of choice.
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INTRODUCTION cell borders, clear to eosinophilic cytoplasm and central
round nuclei. The etiology may involve past trauma, hy-

Glomangiopericytoma belongs to a spectrum of lesions pertension, pregnancy and use of corticosteroids.®

which include myofibromatosis, myofibroma, infantile
haemangiopericytoma and myopericytoma.! According
to the World Health Organization 2005 Classification
of Head and Neck tumors, Glomangiopericytoma is a
recently proposed term describing the sinonasal tumors
demonstrating a perivascular myoid differentiation.?
Glomangiopericytoma was initially reported as heman-
giopericytoma,® but this definition has been questioned.*
Otherwise known as sinonasal type hemangiopericyto-
ma, glomangiopericytoma is a rare tumor of borderline
low malignant potential, differing from conventional
soft tissue hemangiopericytoma in terms of location and
clinical and histopathological features.? Glomangioperi-
cytoma characteristically has a component of cells with
glomus-type features including cuboidal cells, distinct

CASE REPORT:

A 36 year old female presented to the outpatient Depart-
ment of ENT and Head and Neck Surgery of a tertiary
care centre with 6-month history of progressive left nasal
airway obstruction and ipsilateral anosmia. The patient
gave a history of one episode of left sided epistaxis . The
patient had a history of previous nasal surgery 10 years
prior, but no records were available. Anterior rhinoscopy
revealed a pinkish globular mass occupying the left nasal
cavity, sensitive to touch with minimal bleeding on prob-
ing and appeared to be sessile, arising from the nasal
septum. The mass appeared to have pushed the septum
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to the opposite side. There was no enlargement of cervi-
cal lymph nodes.

Diagnostic nasal endoscopy revealed a pink globular
mass occupying the left nasal cavity and extending pos-
teriorly up to the choana. The mass appeared to be at-
tached to the septum, pushing it to the opposite side.
Computed tomography (CT) scan showed an ill defined
homogenous soft tissue density lesion involving the left
nasal cavity, infiltrating the nasal septum posteriorly and
extending upto the choana with a deviated nasal septum
to the right side, without involvement of the surrounding
sinuses. Biopsy from the mass was not realized due to the
risk of bleeding.

An endoscopic endonasal resection of the mass was per-
formed, during which the tumour was found to arise
from the nasal septum, and following complete excision,
a defect was found in the posterior bony septum. Hemo-
stasis was attained with the use of bipolar cautery and
compression with pledgets soaked in diluted adrenaline.

Histopathological examination of the specimen revealed
tissue fragments lined by respiratory epithelium and un-
derlying subepithelium consisting of well delineated dif-
fuse growth of tumor cells arranged in the form of inter-
lacing short fascicles and whorls. The tumor cells were
round to elongated with vesicular to hyperchromatic
nuclei and scanty eosinophilic cytoplasm. Dilated ectatic
blood vessels with hyalinization were also seen. Necrosis
and cytological atypia were absent. Immunohistochemi-
cally, the tumor was positive for vimentin and smooth
muscle actin, and negative to CD34, S-100 protein and
cytokeratin. These histopathologic findings were consist-
ent with a diagnosis of glomangiopericytoma.

Postoperatively, the patient was followed up regularly
every two months. At 12 months follow up the patient
does not have recurrence.

DISCUSSION

Glomangiopericytoma is defined as a sinonasal tumor
showing perivascular myoid phenotype.® Initially report-
ed as hemangiopericytoma in 1942,® this tumor arising
from the sinonasal tract was later described by Com-
pagno in 1976 as “hemangiopericytoma-like” because of
the lower rates of metastasis and mortality.” Most tumors
formerly designated as soft tissue hemangiopericytomas
are fibroblast-derived and represent the cellular variant
of solitary fibrous tumors. As true hemangiopericytomas
are related to glomus tumors, the designation “myoperi-
cytoma” or “glomangiopericytoma” is preferred by the
WHO as the diagnostic category for these soft tissue tu-
mors.® Clinically and histologically, sinonasal hemangio-
pericytomas differ from hemangiopericytoma developing

elsewhere in the body and thus is considered a distinct
entity.*

The pathogenesis of glomangiopericytoma is unclear and
previous trauma, hypertension and prolonged steroid use
have been speculated to be possible causes.> Our patient
gave a history of previous nasal surgery ten years prior to
presentation. Glomangiopericytoma represents less than
0.5% of all sinonasal neoplasms and develops in the na-
sal cavity and/or paranasal sinuses® with a slight female
preponderance and the peak age of incidence in the sev-
enth decade.® The most common mode of presentation
is unilateral nasal obstruction with or without recurrent
epistaxis. Less common complaints include difficulty in
breathing, visual disturbance and headache.’

Gross examination of the tumor usually reveals a poly-
poid mass, beefy red to grayish pink in colour, soft or
fleshy or friable in consistency and oedematous or hem-
orrhagic in appearance, and which bleeds on touch.
Rarely there may be regional lymph node involvement.!°

Computed tomography (CT) scan demonstrates a non
calcified soft-tissue mass in a nasal fossa or a parana-
sal sinus and may be associated with sinusitis, displace-
ment of adjacent structures and bone erosion. Contrast
enhanced imaging demonstrates the vascular nature of
the tumor.'®

The diagnosis of a glomangiopericytoma is based on his-
topathology. Microscopically, glomangiopericytomas are
submucosal polypoid tumors rimmed by a border of su-
perficially spared stroma and respiratory epithelium with
pushing and/or locally infiltrative borders. These tumors
are composed of short, bland spindle cells forming fas-
cicular, storiform, or whorled patterns. Tumor nuclei
are uniform and evenly spaced and tumor cells have a
moderate amount of eosinophilic cytoplasm with indis-
tinct cell membranes imparting a syncytial appearance.
A characteristic feature is perivascular hyalinization and
tumor cells may be seen oriented perpendicular to these
hyalinized vessel walls. Generally, there is a low mitotic
rate and nuclear pleomorphism is absent or minimal.*
Malignant glomangiopericytoma is uncommon and usu-
ally presents with large size, bone invasion, profound
nuclear pleomorphism, increased mitotic activity and
necrosis.!

Immunohistochemically, glomangiopericytomas charac-
teristically express vimentin, smooth muscle actin (SMA),
muscle specific actin (MSA), and factor XIIIa and there is
usually no expression of desmin, CD34, bcl-2, factor VIII
or S100 protein. D2-40 stains vascular channels within
all glomangiopericytomas to a variable degree which is
in contrast to conventional soft tissue hemangiopericyto-
ma/solitary fibrous tumors which reveal no intratumoral
D2-40 vascular staining.!?
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Glomangiopericytomas are considered to be low ma-
lignant tumors with a low propensity to metastasize, a
recurrence rate of 7% to 40%, and a 5-year survival of
88% or higher. Treatment for glomangiopericytomas is
local excision with negative margins. Excellent overall
survival was achieved with complete surgical excision
and recurrence is often due to incomplete tumor resec-
tion. Metastatic disease and disease-related mortality is
extremely rare (3%). Thus, a regular follow-up postop-
eratively is essential.}.121314

CONCLUSION

Glomangiopericytoma is a rare sinonasal tumor dem-
onstrating a perivascular myoid phenotype. It differs
from usual soft-tissue hemangiopericytoma in location,
biologic behavior and histopathologic characteristics and
is categorized as a borderline low malignancy tumor.
Complete surgical resection with negative margins is the
treatment of choice. Regular post-operative follow- up is
essential in view of the risk of local recurrence.
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Figure 1: Diagnostic nasal endoscopic view of the left nasal
cavity showing a pink globular mass occupying the left nasal
cavity. S: septum, T: Nasal tumor

Figure 2: Intraoperative endoscopic view showing removal of
the tumor

Figures 3 and 4: CT Nose and Paranasal sinuses (Plain) cor-
onal and axial views showing an ill defined homogenous soft
tissue density lesion involving the left nasal cavity, infiltrating
the nasal septum posteriorly and extending upto the choana
with a deviated nasal septum to the right side, without involve-
ment of the surrounding sinuses.
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Figure 5: H & E stained section of the specimen showing tis-
sue fragments lined by respiratory epithelium and underlying
subepithelium consisting of well delineated diffuse growth of
spindle shaped tumor cells arranged in the form of interlacing
short fascicles.
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