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Hemangiopericytomas (HPCs) are soft tissue neoplasms that account for 3 to 5% of
all soft tissue sarcomas and 1% of all vascular tumors. The vascular tumors originate
from pericytes in the head and neck. The most common sites are the nasal cavity,
paranasal sinuses, orbital region, parotid gland, and neck. HPC arising from the nose
and paranasal sinuses is a rare entity. Till now, less than 200 cases have been reported
in the literature. The treatment of choice is complete surgical resection, if possible,
combined with preoperative embolization. We are presenting a rare case of HPC of
the nasal cavity for its rarity and for concerns in management. This case was managed
by endoscopic resection, which gave complete clearance of the disease and achieved
better cosmesis.

Introduction

Case Report

Hemangiopericytomas (HPCs) are uncommon vascular tumors originating from the extracapillary cells called
pericytes, and they rarely occur in the nose or paranasal
sinuses.1 The treatment of choice is a wide surgical excision.
A high incidence of local recurrence (8–53%) and metastasis
(35–57%) has been reported.1,2 There is no consensus about
the efficacy of radiotherapy or adjuvant chemotherapy.2 The
role of immunotherapy has not been as well known.
Recombinant interleukin-2 (rIL-2: Imunase, Shionogi
Pharmaceutical Co., Ltd., Osaka, Japan) is one of the cytokines
produced from lymphocytes of the human spleen by genetic
engineering.3 It has been reported that natural killer (NK)
cells amount to 15 to 20% of all lymphocytes, and decreased
NK cell activity was shown in many patients with malignant
tumors.3 rIL-2 administration demonstrated not only activated NK cells but also antitumor effects in in vitro experiments.4 Clinically, the safety and efficacy of rIL-2 have been
reported for malignant vascular tumors.5 However, the efficacy of rIL-2 against HPC has not been established.
In this report, we describe a rare sinonasal tumor, benign
nasal HPCs, which are derived from capillary pericytes and
successfully treated with endoscopic surgical excision.

A 57-year-old man with a chief complaint of left nasal obstruction and nasal bleeding was referred to our department.
Nasal endoscopy showed a mass between the left nasal
septum and the inferior turbinate (►Fig. 1). Contrastenhanced computed tomography (CT; nose and paranasal
sinuses) revealed a heterogeneous mass lesion (5 × 4 cm)
with an enhancement effect that filled the left nasal cavity
(►Fig. 2). The nasal septum and the lateral nasal wall were
not deformed. Soft tissue density was observed in the bilateral ethmoid sinus as well as bilateral maxillary sinus, but it
was thought to be a mucous thickness due to its difference
from the tumor’s density. The tumor evidenced an equivalent signal in the T1- and T2-weighted images of magnetic
resonance imaging (MRI) with a strong enhancement effect.
After all routine examinations as well as complete nose
examination, the patient was planned for diagnostic nasal
endoscopy, in which we noticed that the mass had its origin from the lateral wall of the left nasal cavity with mucous
secretions in both the nasal cavities (►Fig. 3). A biopsy specimen was taken, and the postbiopsy hemorrhage was controlled by endonasal gauze packing. The tumor was proved
to exhibit a benign HPC histopathologically.
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Fig. 1 Nasal mass and external deformity caused by the nasal mass.

Fig. 2 Contrast-enhanced computed tomography image of the nose
and paranasal sinus showing a mass in the left nasal cavity.

Since the tumor was benign in nature, decision of endoscopic surgical excision was made and the patient was
planned for the surgery after due anesthesiologist and cardiac fitness. The tumor had a pedicle on the right nasal septum near the olfactory cleft, which we extirpated totally,
leaving an adequate free margin. As the posterior part of the
nasal septum was eroded, we performed posterior septectomy. The thick mucus in the ethmoidal sinus proved to be
nonmalignant. Complete removal of the tumor in toto was
possible with endoscopic surgery.
Intraoperative hemostasis was achieved, and the excised
specimen was sent for histopathological examination. The
report came to be confirmatory as of biopsy. The patient
was followed up for 3 months. Diagnostic nasal endoscopy
was performed every month, and there was no evidence of
recurrence.
Pathological examination showed that the proliferation
of spindle-shaped pericytes had surrounded the ecstatic
blood vessels to create a so-called staghorn structure. The
vimentin and actin studies were positive, whereas negative
results were obtained from studies on CD-34, S-100 protein, and cytokeratin. The originating cells are thought to
be meningeal capillary pericytes, Zimmerman pericytes, or
precursor cells with angioblastic tendencies showing benign
nature (►Fig. 4).

Discussion

Fig. 3 Gross specimen of the nasal mass.

In this report, we demonstrated that endoscopic surgery
may be one of the useful treatments able to improve the
prognosis of sinonasal HPC. Usually, HPC exhibits biologically malignant behavior, against which no effective
combination of chemotherapy and radiotherapy has been
established. Recently, the safety and efficacy of rIL-2 have
been reported for angiosarcoma56 of the skin and renal cell
carcinoma.7 rIL-2 is thought to attack the tumor cells directly
as well as to activate the NK cells, triggering the anti-tumor
effects.5,7
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Conclusion
Since HPCs are uncommon vascular tumors and rarely occur
in the nose or paranasal sinuses, further case studies are
needed. Though treatment strategy has not been established,
we can prevent patients from the facial scars and deformity
by operating the benign conditions with endoscopic sinus
surgery and keeping the external approach along the rIL-2
management for the malignant conditions.
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Fig. 4 Hematoxylin and eosin staining showing spindle cells and
pericytes.

Patients receiving rIL-2 therapy may require management
of severe side effects, especially cardiopulmonary and renal
toxicities.8 Other minor side effects include fever elevation,
flulike symptoms, fatigue, anorexia, and skin eruption.8,9 In
our case, since the HPC was benign, we were able to avoid the
dreaded complication of rIL-2, and complete excision of the
tumor was possible with endoscopic surgery.
Sinonasal HPCs are rare, with less than 200 cases reported
in the literature.1,10 HPCs are clinically classified into two
types depending on the prognosis: malignant and benign.
In the malignant type, the tumor tends to recur even after a
wide surgical excision. On the other hand, in the benign type,
the tumor does not recur. Although these categories exist, the
natural history of the disease is not correlated with its histological grading but remains rather unpredictable.1
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