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Abstract

Schwannoma is a benign encapsulated neoplasm which grows slowly. It ori-
ginates from Schwann cells, the sheath cells that cover the myelinated nerve
fibers. Head and Neck regions account for around 25% - 40% of the cases.
Ancient schwannoma is a rare variant wherein degenerative change occurred
in a long-standing schwannoma. This causes sudden increase in size and
pain, mimicking a malignant change. It was first described by Ackerman and
Taylor in 1951. In this article, I would like to present a case of Ancient variant
of Cervical Schwannoma.
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1. Introduction

Schwannomas are benign encapsulated tumors that arise from the Schwann
Cells, the cells which cover the myelinated nerve [1]. Schwannomas that occur in
the head and neck region constitute around 25% - 40% [2]. The most nerves in-
volved in head and neck region are the Vagus nerve and the Sympathetic Chain
[3]. Based on the histological profile, five different subtypes are described: an-
cient, glandular, melanotic, cellular, psammomatous melanotic schwannoma [4].
“Ancient” term is proposed for long-standing neural tumours, which has un-
dergone degenerative changes and focal calcifications [4]. It has been proposed
that, in long-standing schwannomas, due to progressive increase in size, vascular
insufficiency occurs leading to degenerative changes and focal calcifications [5].
This results in a sudden increase in size of the swelling and pain, mimicking
malignant change. Microscopically, schwannomas are encapsulated, solid or cys-
tic tumours. They can be composed of two cellular zones: Antony type A,

densely arranged with spindle-shaped Schwann cells and areas of palisading
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nuclei, and Antony B, characterized by a hypocellular arrangement and a large
quantity of myxoid tissue [6]. However, the ancient variant is characterized by
degenerative changes typified by perivascular hyalinization, calcification, cystic
necrosis, relative loss of Antoni type A tissue, and degenerative nuclei that may
be misinterpreted as sarcomatous pleomorphisms. However, the absence of mi-
tosis and the presence of cystic necrosis and a well-defined capsule without sur-
rounding invasion help to differentiate these lesions from high-grade lesions.
Contrast Enhanced CT (CECT) Scan and MRI [7] [8] usually delineate the lesion
well. Surgical excision of the mass with preservation of the parent nerve is the
treatment of choice.

We present a case of Left Cervical Schwannoma which was diagnosed as the

ancient variant upon histological examination.

2. Case Report

A 36-year-old male presented to us with complaints of painless mass over left
side of neck, which was slow growing but had rapidly increased in size over past
few weeks. There were no associated complaints like persistent cough or
hoarseness of voice. His medical history was unremarkable. On clinical exami-
nation, a mass was found in the right level 2 cervical region; deep to the SCM
muscle, around 3 x 3 cms in diameter, smooth surfaced, mobile in the horizontal
plane, firm, and painless. Upon palpating the mass pulsations were felt but no
murmur was heard on auscultation of the mass. Medial displacement of periton-
sillary structures was not observed in the oropharyngeal examination. All the
cranial nerve examinations were normal. Contrast Enhanced CT (Figure 1)
demonstrated a well-circumscribed mass in the left carotid space, splaying the
carotids and causing compression of left IJV. Since there was no post-contrast
enhancement of the mass, Carotid Body tumor was ruled out. FNAC was done
and diagnosis of Schawannoma was made. The patient was the posted for sur-
gery. The neck was explored by a transverse left skin incision. Deep to the upper
portion of the sternocleidomastoid muscle, an encapsulated, 3 x 2 cm tumour
was found between the internal and external carotid artery anteromedially, and
the internal jugular vein posterolaterally. Vagus nerve was seen running superfi-
cial to the mass (Figure 2).

The eccentric site of the mass and the presence of a capsule (Figure 3) indi-
cated that it was probably a benign lesion. The mass was carefully dissected from
the nerve and the vagus nerve was preserved.

The post-operative period was uneventful. The patient developed mild paresis
of the left vocal cord which recovered in due course. Histopathological examina-
tion (Figure 4) revealed a tumour mass composed of mainly spindle- to
oval-shaped cells in a myxoid background suggestive of schwannoma. Mitotic
figures were absent and focal areas of calcification noted. Alternate areas of
hypercellular (Antoni A) and hypocellular (Antoni B) were also seen. All the

above features lead to diagnosis of an Ancient Variant of Schwannoma. The
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Figure 1. CT Scan showing splaying of the carotids and compression
of IJV by the mass.
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Figure 2. Location of the tumor mass below the vagus nerve.
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six-month postoperative follow-up was uneventful.

3. Discussion

A schwannoma is a benign nerve sheath tumor composed of schwann cells,
which normally produce the insulating myelin sheath covering the peripheral
nerves [9]. Schwannomas are equally seen in both genders in their third and
fourth decades of life [10]. It is mostly asymptomatic, encapsulated, lobulated
with smooth margin and remains peripherally attached to at least one nerve
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Figure 3. A well-encapsulated mass was excised completely.

Figure 4. Histopathological examination showed Antoni A and Anto-
ni B areas.

root. Schwannoma of vagus is more commonly reported on the left side com-
pared to the right, as seen in the present case [11] [12]. Most schwannomas are
fairly homogeneous soft tissue masses and appear hypodense or isodense to ske-
letal muscle on non-contrast CT and tend to be hypointense or isointense to
skeletal muscle on T1-weighted MR images and variably hyperintense on
T2-weighted images. Despite their hypovascularity, they enhance significantly
on both CT and MR images and can mimic a paraganglioma. The enhancement
of the schwannomas is seen at least 2 minutes after the contrast injection and
depicts the equilibrium phase of the contrast agent and the poor venous drai-
nage of the tumor. Dynamic scans can reveal the true nature of the lesion and
differentiate it from hypervascular lesions. The enhancement pattern of neural
tumors can vary; it may be an inhomogeneous enhancement (owing to necrosis
and hemorrhage) or even lack of enhancement [9]. Ancient schwannoma, a de-
generative neurilemmoma, a rare variant of schwannoma first described by

Ackerman and Taylor in 1951 [13], is a schwannoma subtype characterized by
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degeneration and diffuse hypocellular areas. These changes are believed to occur
because it takes a long time for schwannomas to develop [14]. The radiologic
findings for ancient schwannoma are similar to those for schwannoma, which
on contrast-enhanced computed tomography shows enhancement in capsules or
pericystic areas [7]. It is characterized by degenerative changes typified by peri-
vascular hyalinization, calcification, cysticnecrosis, relative loss of Antoni type A
tissue, and degenerative nuclei that may be misinterpreted as sarcomatous
pleomorphisms. However, the absence of mitosis and the presence of cystic ne-
crosis and a well-defined capsule without surrounding invasion help to differen-
tiate these lesions from high-grade lesions [7] [8]. Ancient schwannomas are be-
nign tumors and the goal of treatment is complete excision with possible pre-
servation of the involved nerve as complete resection is usually curative with a

good prognosis [15].
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