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Cerebellopontine angle epidermoid CYST: Case report
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Abstract

Epidermoid cysts are pearly tumors which are congenital in origin, benign, extra cerebral intradural lesions and about 40% of cases
are located at cerebellopontine angle. A 27 year old female with complaints of headache, severe dizziness, vertigo, and unsteady
gait since 6 months along with partial ptosis, partial facial palsy on the right side, tongue deviation to the right, hypoesthesia of the
left upper trunk, and tandem gait impairment presented to the OPD of a Tertiary Care Hospital. Magnetic Resonance Imaging (MRI)
was done which revealed a space occupying lesion on the right cerebellopontine angle along with enlargement of peripontine space.
Lesion was removed surgically and was sent to histopathology department where it was diagnosed as epidermoid cyst.
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Introduction

Intracranial epidermoid cysts are congenital and constitute
about 1% of all the intracranial tumors [*'2 %1, They arise from
ectopic inclusion of ectodermal cells during embryonic life
while closure of the neural tube between the third and the fifth
weeks intrauterine and are rare, slow-growing benign lesions
45,61 On microscopic examination these usually show a cyst
which is lined by stratified squamous epithelium, underneath
seen is a central core of keratin flakes, desquamating cells and
cholesterol 1. Acoustic neuromas and Meningiomas are the
most common tumors occurring at CPA, following which
Epidermoid Cyst being the third lesion presenting at the same
site [ 61, Other rare sites are parasellar region, petrous apex,
chiasmal region, brainstem and intraventricular cavity [,
Clinically patients present with slow growing mass
compressing the cranial nerves, cerebellar and brainstem
structures with usual age of presentation lying between the
second and fifth decades of life (. Commonly patients with
these tumors have a long history of tinnitus and hearing loss,
occasionaly trigeminal neuralgia, facial paresis/ hemi facial
spasm, headache, hydrocephalus and chemical / aseptic
meningitis while vestibular symptoms are seldom seen (81,

Case Report

A 27-year-old female presented in the OPD with chief
complains of headache, severe dizziness, vertigo, and unsteady
gait since 6 months. She also reported diplopia while looking
to the right side. Neurologic examination revealed partial
ptosis and partial facial palsy on the right side, tongue
deviation to the right, hypoesthesia of the left upper trunk and
tandem gait impairment. There was no history of trauma. On
radioimaging; MRI of the brain revealed a space occupying
lesion on the right cerebellopontine angle with enlargement of
peripontine space. (Fig -1)

On Gross Examination the received specimen consisted of

multiple, grey-white, soft, dirty, creamy waxy material all of
which aggregated to 5 cm.

On histology; sections stained with conventional Hemotoxylin
and Eosin Stain showed a cyst wall lined by keratinized
stratified squamous epithelium; cyst content being derived
from desquamated epithelial cells comprising mainly of keratin
in concentric layers and cholesterol in a solid crystalline state
(Fig.-2, 3). Final histologic diagnosis was consistent with an
Epidermoid Cyst.

Fig 1: MRI shows high intensity lesion in the right CPA
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Fig 2 & 3: shows wall of epidermoid cyst lined by stratified squamous epithelium, underlying tissue shows concentric layer of lamellated
keratin. (H&E 40X and 100X)

Discussion

Epidermoid tumor was first reported in 1683 by Duverney and
their first epidermal origin description and their nomination as
“epidermoid” was in 1854 by Remak [* 1% an epidermoid tumor
arises from inclusion of ectodermal epithelial elements and is
congenital in origin. As mentioned earlier cerebellopontine
angle is the most common site of its occurrence, accounting for
5% of tumors in this region [t 2 Epidermoid means
“epiderm’’ like suggesting that it’s content arises mainly from
the tissues which are normally present in the skin like
keratinized stratified epithelium, keratin flakes or cholesterol
and also interior of the cyst consists of “pearly white’’, waxy
tissue which is due to deposition of concentric lamellar keratin
rich in cholesterol crystals, secreted by the basal cuboidal
germinative stratus of the peripheral epidermal tissue [13 14,
Signs and symptoms of epidermoid cysts are due to gradual
mass effects which presents as headaches - most commonly,
cranial nerve deficits, cerebellar symptoms, seizures, raised
intracranial pressure and recurrent aseptic meningitis occurs
uncommonly; similar to the less common dermoid cyst 1, As
in the case presented to us patient had similar complaints. Most
common location of such tumors is intradural(90%) out of
which 40-50% cases occur at cerebellopontine angle area, it is
the third most common cerebellopontine angle mass, after
acoustic schwannomas and meningiomas [ 181 Thus
reinstating the predlication of epidermoid tumor to the
cerebellopontine angle as in the given case. Due to its slow
growing nature it clinically manifests in later stages of life (35
years) and females are the most commonly affected gender [27],
Grossly, epidermoid tumors are typically well-defined lesions
with an irregular nodular outer surface and a shiny “pearly
white” appearance > 8. Microscopically, sections studied
reveal a cyst wall consisting of a layer of keratinizing
squamous epithelium without vascularity. The cyst content is
derived from desquamated epithelial cells composed mainly of
Keratin in concentric layers and cholesterol in a solid
crystalline state [*% '8 similar to our case.

Epidermoid tumors characterized surgically as being cystic and
having a high lipid content comprising mixed triglycerides

Containing unsaturated fatty acid residues, and no cholesterol
(191 A variety of cystic lesions other than epidermoid cyst occur
at cerebellopontine angle such as cystic schwannoma, cystic
meningioma, arachnoid cyst and dermoid cyst 2,

A purely cystic schwannoma is very rare and is very difficult
to distinguish from epiderrmoid tumor on MRI due to its
striking similarity with the former. If the lesion is extending
into the internal auditory canal and there is strong enhancement
of the cyst wall; it is diagnosed as schwannoma 2! Dermoid
cyst, by contrast, are endowed with skin appendages including
pilosebaceous glands units, eccrine and occasionally apocrine
glands 1, Cystic meningioma is characterized by soft, grey
white, oval to hemispheric mass; on cut section it is solid with
small cystic areas and histologically it shows variable
intercellular vacuoles, cells are oval to spindle in shape with
mild nuclear pleomorphism 2% whereas Arachnoid cysts have
smooth margins, causing compression of adjacent structures
and are not enhanced after contrast administration [
Hemorrhage in any cerebellopontine angle cystic lesion is not
common and has rarely been reported in the literature €1,

Conclusion

Thus to conclude, Epidermoid cyst is a rare congenital tumor
of the central nervous system. The diagnosis of which require
clinical history, complete neurological examination and
radiological studies but the histopathological examination
plays a pivotal role for the confirmation of same.
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