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ABSTRACT: Neurilemmomas are rare in Sino nasal region. Intracranial extension of this tumor from
sinonasal region is extremely uncommon entity. Only few case reports are available in existing
literature. One such rare case is reported in the present article which also involves the orbit. The case
was successfully operated with minimum complication.
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INTRODUCTION: Neurilemmomas are benign tumors arise from the Schwann cells of peripheral and
sympathetic nerves. The terms Neurilemmoma and Schwannoma are often used interchangeably and
so as in the present article. Head and neck neurilemmomas are common but nasal cavity or paranasal
sinuses are not among the common sites for this entity. Intracranial extension of sinonasal
neurilemmomas are extremely uncommon and only few number of such cases reported yet.
Simultaneous invasion of cranial cavity and orbit from sinonasal neurilemmomas are even rarer.
Sinonasal neurilemmomas has been postulated to be arising from branches of trigeminal nerve and
autonomic nerve.[ll One such case is reported in the present article along with literature review.

CASE REPORT: A eighteen years old female patient attended the outpatient department with right
sided nasal obstruction for eight years which became bilateral for last two years, along with
rhinorrhea and occasional little amount of epistaxis. She was also having gradually progressing
proptosis in right side for last two years. The patient gave a history of nasal surgery six years back in
a private set up with only temporary relief of her nasal symptom. The histopathology report was
neurilemmoma. No other record of that time was available. On external examination of nose there
was a scar mark on the right naso-facial groove, suggesting previous surgery through a lateral
rhinotomy approach. Anterior rhinoscopy revealed a smooth tan colour mass in right nasal cavity.
There was proptosis in right side [figure 1]. Her vision and eye-ball movements were normal.
Contrast enhanced C.T. scan showed a large enhancing mass involving almost whole of the nasal
cavity, right fronto-ethmoidal region with extension into the right maxillary sinus and also an
intracranial extension in frontal lobe of cerebrum.[Figure 2] A significant proptosis was also noted in
right side as the mass compressed the orbital structures. Medial maxillectomy was performed with
Weber-Fergusson incision. Tumor was removed piecemeal. Lamina papyracea was found to be
eroded in the right side, but the periosteum was intact. Anterior skull base was also found to be
eroded, more onto the left side along with the posterior wall of the frontal sinus. Per operative CSF
rhinorrhoea was encountered after removal of the tumor as there was anterior skull base defect. The
defect was repaired in layers with temporalis fascia, septal cartilage and surgicel. Post-operative
period was uneventful. There was no post-operative CSF leak. Histopathology revealed hypercellular
areas (Antoni A) composed of monomorphic spindle shaped schwann cells forming verocay bodies in
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focal spaces interspersed with hypocellular (Antoni B) areas. Some thick hyaline walled blood vessels
are also seen.[Figure 3 &4] Post-operative MRI was done after three months, which confirmed
complete removal of tumour as well as no recurrence.[Figure 5] The patient is doing well after six
months of operation.

DISCUSSION: The term ‘Schwannoma’ has been attributed in the past either for neurofibroma or
neurilemmoma. Some authors think both tumors originate from Schwann cells and perineural
connective tissue, but others think the first one originates from perineural cells and the latter one
from Schwann cells. Verocay in 1910 first described a group of neurogenic tumours; termed as
'neurinomas'.[2l In 1935, Stout proposed that these tumours arose from nerve sheath elements and
they were termed 'neurilemmomas.3! Any nerve which have a schwann cell sheath may give origin to
a Schwannoma or Neurilemmoma and so, this neoplasm may develop in almost any part of the
body.[*5] Neurilemmomas may occur anywhere in the body but have a predilection for the head, neck,
and flexor surfaces of the upper and lower extremities.[] 25% - 40% of neurilemmomas are found in
head and neck region,[”l but sinonasal neurilemmomas are rare entity. Fung et. al. (2008) in a meta-
analysis found only 63 cases of nasal cavity neurilemmomas.l6] Only less than 4% of head and neck
cases occurs at sinonasal cavity in the reported literature.l81The sinonasal schwannomas originate
from the ophthalmic and maxillary branches of the trigeminal nerve and the autonomic ganglia,
including the parasympathetic fibers of the sphenopalatine ganglion and the sympathetic fibers of the
carotid plexus.[® Of all intra-cranial tumors schwannomas comprises only about 8% and most of
them are vestibular schwannomas.[1% Calcaterra et. al. found no age, sex or race predilection for
sinonasal neurilemmomas.[!1] Intra cranial or intra orbital extension from sinonasal schwannomas
are extremely rare. The patients generally present with non-specific symptoms like any other
sinonasal diseases as nasal obstruction, hyposmia, rhinorrea or epistaxis, which causes delay in
diagnosis.l Proptosis, epiphora, visual problems or cranial nerve palsies are generally late features
and indicate extension either in the orbit or cranial cavity.l9l The patients have been often operated
for nasal mass without full radiological investigations which gives only temporary relief.[10 Similar
incidence occurred in the present case. Intra cranial or intra orbital extension often gives rise to
suspicion for malignant neoplasm, but neurilemmoma is a benign tumor and surgery is curative in
most of the cases. CT scan and MRI images are non-specific, the features are those of a benign, slow
growing tumor of greater signal intensity than polyps or mucoceles.[12]

Complete surgical excision with attempted preservation of vital anatomical structures is
considered to be the treatment of choice for sinonasal neurilemmoma.l?l Approaches depend on the
location and extension of the tumor. Endoscopic resection, Caldwell Luc approach, lateral rhinotomy,
mid-facial degloving or cranio-facial resection are mentioned in literature.[291213] [n the reported case
lateral rhinotomy approach followed by medial maxillectomy was opted as the mass occupied fronto-
ethmoidal region as well as the maxillary sinus. Intracranial part of the tumor was successfully
removed with minimum complication. Intra cranial extension of sinonasal neurilemmoma is so rare
that only few case reports are published in literature and not a study.[9.10.12.14,15,16]

Sinonasal region is one of the uncommon sub sites of head and neck neurilemmoma. The
present case is further uncommon in regard of intracranial extension of a benign tumor, which raises
the suspicion of malignant one. Not only intra cranial, the present case is also having feature of orbital
involvement due to pressure effect which causes proptosis. In spite of these complicating factors the
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patient was operated successfully without much per-operative complications and uneventful post-
operative period.
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FIGURE 1: Clinical photograph showing the patient with proptosis of right eye.

FIGURE 2: CT scan picture showing enhancing mass involving almost whole of the nasal cavity,
right fronto-ethmoidal region with extension into the right maxillary sinus and also an
intracranial extension in frontal lobe of cerebrum.
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FIGURE 3: Photomicrograph showing hypercellular areas (Antoni A) composed of monomorphic
spindle shaped schwann cells forming verocay bodies (H &E stain, 40X).

FIGURE 4: Photomicrograph showing myxoid hypocellular (Antoni B) areas (H &E stain, 10X).

: ,.'-“v'
15y

FIGURE 5: MRI picture done three months post operatively, showing complete removal of tumour &

no recurrence.
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