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Glomus jugulare tumour is type of extra adrenal chemodectoma or paraganglioma. Glomus
jugulare tumors are rare and locally aggressive. Tumors may progress to cause lower
cranial nerve palsies and involve the major vascular structures in skull base. We report a
case of a 60 years old female who presented with impaired hearing and middle ear soft
tissue mass. Appropriate use of imaging and histopathological examination of mass of ear
led to early diagnosis.
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INTRODUCTION
Background

Glomus jugulare tumors originate from paraganglia called as
the glomus bodies, located within the wall of the jugular bulb.'
Paragangliomas accounting for 0.012% of all tumors, and
0.5% of all head and neck tumors.” The common presenting
symptoms are tinnitus, decreased hearing, ear pain and
vertigo.’ Patients present over a wide range (10-85 years), with
a mean in 6™ decade. Sporadic tumors show a strong female
predilection, whereas inherited or familial tumors are more
common in men. If familial or syndrome associated, this is an
autosomal dominant trait. Biopsy of the tumor is
contraindicated due to bleeding risk.*

Case presentation

A 60 years old female presented to department of ENT, with
symptoms of impaired hearing, pain and ear discharge from
left ear for last 2 years. No history of dizziness was present.
On examination a pulsatile reddish mass was seen in ear.

Radiological evaluation by CT showed a large expansile mass
in medial part of external auditory canal with extension into
the middle ear cleft, non visualisation of tympanic membrane
and bony erosion involving the left external auditory canal.
The possibilities of mitotic etiology and cholesteatoma were
given. Exision biopsy of lesion was done and received in
department of pathology.
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Histopathological examination of the slides showed round to
oval cells arranged in nesting pattern, separated by spindled
cells and fibrovascular stroma. The cells had abundant
granular eosinophilic cytoplasm with uniform nuclei. Due to
the abundant dilated blood vessels and artefact, Zellballen
pattern was difficult to recognize. Differential diagnosis
considered were hemangioma and  jugulotympanic
paraganglioma. IHC was performed and sustentacular cells
became prominent on S-100 immunohistochemical stain. Chief
cells were positive for chromogranin and synaptophysin. CD31
positivity in endothelial cells separated the interspersed blood
vessels. The tumor cells were negative for cytokeratin (CK)
and Desmin. Thus, immunohistochemistry helped in making
the diagnosis by separating the chief cells, sustentacular cells
and blood vessels.

DISCUSSION

Glomus tumors were first described by Rosenwasser in 1945.
In the head and neck, 2 anatomic groups of glomus tumor can
be divided into 2 main categories-Cervical and Temporal bone
paraganglioma. The cervical group includes carotid body
tumor and glomus vagale. While jugulotympanic group
comprises-glomus jugulare and glomus tympanicum.

They are slow growing, benign but locally destructive tumors.’
Patients are mostly middle aged and present with tinnitus,
hearing loss and lower cranial nerve palsies.”

Histologically, the tumors are usually infiltrative and arranged
in a characteristic clustered or zellballen architecture. These
balls of paraganglia are surrounded by a layer of supporting or
sustentacular cells and invested by a rich vascular stroma.
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Tumor cells are small to intermediate and contain ample
granular to basophilic cytoplasm and nuclei are monotonous.
Mitoses are uncommon to rare.

Malignant transformation has been reported in 6% glomus
carotid body tumor and 2-4% in glomus tympanicum tumor.’
Malignant tumor may show histological capsular invasion.'

The small size of biopsies from middle ear is the reason for
diagnostic  difficulties.* A variety of tumors enter the
differential diagnosis, including schwannoma, neurofibroma,
meningioma, metastatic and primitive neuroectodermal tumor.

Immunoreactivity with synaptophysin, chromogranin and NSE
along with sustentacular cells positivity with S-100 and lack of
reactivity with  keratin confirms the diagnosis of
paraganglioma and exclude other tumors included in
differential diagnosis.

Treatment modality should be individualized for each patient.
For smaller tumors with few symptoms, treatment aims to
prevent progression of lesion. Surgical excision is standard
procedure along with radiation therapy and stereotactic
radiation are other options. Surgery and all therapies have
complications like worsening of cranial nerve function. So it is
appropriate to withhold the treatment for older patients with
asymptomatic tumors. In these patients, wait and scan (with
interval MR scanning) policy is advised."!

CONCLUSION

Glomus jugulare tumors are rare and can resemble
hemangiomas on histology. However, loss of organoid growth
pattern induced by surgical manipulation during removal of
tumor, dense fibrous stroma and infiltrative growth pattern,
result in wrong interpretation of growth. Judicious use of
immunohistochemical markers comprising of S-100 and
Neuroendocrine markers can help in differentiating these
tumors. Thus, these tumors should always be kept in mind in
differential diagnosis of vascular lesions of EAC and middle
ear.
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