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Glomangiopericytoma—A Rare Sino-nasal Tumour
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Abstract

Haemangiopericytoma, an uncommon vascular tumor originating from perivascul ar cells, encompassesa
sinonasal variant known as glomangiopericytoma(GPC). A 75-year-old femal e presented with complaints
of recurrent episodes of bleeding from theleft nasal cavity for 8 months, a ong with a history of recurrent
episodes of headaches and left nasal obstruction for 6 months. DNE was done and showed a polypoidal
vascular massfilling the left nasal cavity. CECT PNS was done, showing signs of sinonasal malignancy.
Biopsy showed features of |low-grade spindle cell carcinoma. Debulking of the tumour followed by FESS
with medial maxillectomy was done successfully, with currently no signs of recurrence.
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Introduction

Haemangi opericytoma, an uncommon vascular tumor
originating from perivascular cells, encompasses a
sinonasa variant known as glomangiopericytoma (GPC).M

This specific type of haemangiopericytomatypically
exhibitslow malignant potential, presenting asararetumor
within the respiratory mucosa, with aprevalence of less
than 0.5% among all sinonasal tumors. (2

The most frequently reported symptoms encompass
nasal obstruction, recurrent epi sodes of epistaxis, and non-
specific manifestationslike sinusitisand headaches. ¥

In this case report, we present a detailed examination
of a patient diagnosed with glomangiopericytoma
originating from the nasal cavity and paranasal sinuses,
shedding light on the clinical manifestations, diagnostic
challenges, and management strategies.

Case Report

A female in her 70’s presented with complaints of
recurrent episodes of bleeding from theleft nasal cavity
for 8 months. There was a history of recurrent episodes
of headaches and left nasal obstruction for 6 months.
Therewasno history of post-nasal drip or nasal discharge.
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No other significant ENT specific complaints. DNE was
done and showed a polypoidal vascular massfilling the
left nasal cavity. (Fig 1)

CECT-PNS was doneand showed fairly defined

Fig 1: Diagnostic Nasal Endoscopy Showed a Polypoidal
Vascular Mass Filling the Left Nasal Cavity.
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heterogeneous soft tissue densefocus seenin theleft nasal
cavitymedially limited by the nasal septum and
perpendicular plate of ethmoid bonewith bowing of nasal
septumto theright, laterally - seen abutting and causing
thinning, bony remodelling of the medial wall of theleft
maxillary sinus, posteriorly - seen extending beyond the
left choana and causing narrowing of the left side
nasopharynged airway, inferiorly seen limited by the bony
hard palate, however no evidence of erosive changes,
superiorly - seen extending into theleft ethmoid air cells,
and causing thinning of the ethmoidal septa with no
evidence of bony erosive changes and anteriorly - not
extending into the anterior nasal cavity. (Fig 2, 3)

A biopsy was done from the mass which showed
features suggestive of Left sinonasal mass- Spindle cell

Fig 3: CECT-PNS showed fairly defined heterogeneous soft
tissue dense focus seen in the left nasal cavity medially
limited by the nasal septum and perpendicular plate of
ethmoid bone with bowing of nasal septum to the right.
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carcinoma/Vascular neoplasm. The patient then underwent
debulking of the tumor, followed by FESS with medial
maxillectomy, and theti ssuewas sent for histopathol ogical
examination.

HPEshowed sections of multiple fragments of tissue
lined by ciliated pseudostratified columnar epitheliumwith
underlying stroma showing oedema and minimal
lymphoplasmacyticinfiltrates. (Fig4a & 4b)

The underlying ti ssue shows aneoplasm composed of
fairly uniformto mildly pleomorphic cells with scant to
moderate eosinophilic cytoplasm and oval to elongated
spindle nuclei with numerous capillaries interspersed
within thetumor. Focal areas show minimal perivascular
hyalinization around afew blood vessels. Thetumor cells
extend superficially up to the subepithelia stromawitha
clear Grenz zone and extend into the deeper adipose
tissue. Focal areas show spicules of bone. No mitosis or
necrosis was noted.

Advised Immunohistochemistry (Ki67, pan-
cytokeratin, CD34, SMA, and Beta-catenin) for further
evaluation and categorization, which showed 1) SMA -
Positive. Percentage of cellswith positivity: 50 % Average
intensity of staining: Strong Pattern of staining:
Cytoplasmic. ( Fig 5a) (2) CD34 - Negative in tumor
cells. ( Fig 5b) (3) Ki67 labeling index - Percentage of
cellswith poditivity intumor cells: <5%. Averageintensity
of staining: Strong. Pattern of staining: Nuclear. (4) Beta-
catenin - Negative for nuclear staining. (5) Cyclin D1 -
Focally (15-20 %) moderate positivity in tumor cells.

On 3 monthsfollow-up, the patient is asymptomeatic at
present and has been relieved of her symptoms. Repeat
diagnostic nasal endoscopy showed no signs of
recurrence.

Discussion

GPC specifically arises from pericytes surrounding
capillariesand accounts for aminutefraction of sinonasal
tumors, making up lessthan 0.5% of cases. Classified as
a borderline and low-malignant-potential tumor by the
World Health Organi zation in 2005, GPC poses aunique
clinical challenge due to its rarity and distinctive
characteristics.”

GPCs with low malignant potential are typically
confined to the nasal cavity, with infrequent extension
into the paranasal sinusesand skull base. In caseswhere
paranasal sinus involvement occurs, the ethmoid and
sphenoid sinuses are the most commonly affected. The
clinical symptomsarise from the masseffect and include
headache, nasal congestion, epistaxis, and sinusitis. 5¢
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Fig 4a and 4b- HPE showed sections of multiple fragments of tissue lined by ciliated pseudostratified columnar epithelium
with underlying stroma showing oedema and minimal lymphoplasmacytic infiltrates.

Fig 5a and 5b- Immunohistochemistryshowed SMA - Positive. Percentage of cells with positivity: 50 % Average intensity
of staining: Strong Pattern of staining: Cytoplasmic. (Fig 5a) and CD34 - Negative in tumor cells. (Fig 5b)

The potential risk factors, including trauma,
corticosteroid use, hypertension, and pregnancy, warrant
further investigation to eluci date the underlying etiol ogy™

Thedifferentia diagnosisfor asino-nasal massincludes
glomustumors, solitary fibroustumors, lobular capillary
haemangiomas, angiofibromas, myoepitheliomas,
leilomyomas, olfactory neuroblastomas and rarely
leiomyosarcomas and fibrosarcomas.!®

Investigationsinclude Nasal Endoscopy, CT, and MRI
Imaging to assess the tumor extent, size and

characteristicsof thetumor, followed by Histopathol ogical
examinationto confirmthediagnosis. Thediagnostic marker
of GPC includes nuclear staining for beta-catenin 3¢

Inimmunohistochemical analysis, these cells exhibit
positivestaining for actin, vimentin, and beta-catenin, while
displaying negative staining for desmin, keratin, and S10.
(7

Thetreatment of choicefor GPC iscomplete surgical
resection, as most GPCs are relatively resistant to
chemotherapy and radiotherapy-®% Though claimsto be
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of low malignant potential, GPC tends to recur.!*l

Whileintranasal endoscopictreatment ismore efficient
than more traditional open approaches, the presence of
highly vascularized or sizabletumors can pose challenges.
To address this, preoperative embolization may be
considered to reduce bleeding volume during surgery,
particularly in cases involving large or highly vascular
tumors.

Postoperative care necessitates ongoing surveillance,
involving periodic nasal endoscopy, to monitor for potential
local tumor recurrence. Additionally, theinclusion of MRI
and CT scansat regular interval sisadvised as part of the
long-term management strategy. (5
Concluson

Glomangiopericytomaare rare mesenchymal tumour
arisingfromthenasal cavity and paranasal Snuses. Though
claimsto below malignant potensial, GPC tendsto recur
Angiography is strongly recommended to identify the
primary vascular feeder of thetumor, aiming to minimize
intraoperative bleeding. Additional ly, histopathol ogica and
immunohistochemical analyses play a crucia role in
determining the tumor’s characteristics, aiding in the
selection of an appropriate treatment strategy. The
treatment of choiceinvolvescomplete surgical resection,
followed by regular clinical monitoring and extended
follow-up periods to detect and address any potential
recurrence.
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