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Introduction

Lipochoristomas of the cerebello-

pontine angle (CPA) and internal

auditory canal (IAC) are rare be -

nign tumours, which were first

described in 1959.1,2 Conservative

management is the accepted ap -

proach because of the high mor-

bidity associated with excising

these tumours. Definitive diagno-

sis can be made using MRI with

reasonable confidence because of

the tumour’s special radiological

pattern.3-6

We report the case of a 39-year-

old man who was diagnosed with

a lipochoristoma in the right inter-

nal auditory canal. Subsequently,

we present a review of the litera-

ture and a description of the diag-

nostic and therapeutic aspects of

these tumours.

Case report

A 39-year-old otherwise healthy

man presented to our clinic with

a 5-year history of right-sided

hearing loss and tinnitus. He did

not report vertigo, unsteadiness,

or facial paralysis symptoms.

Additionally, he had no history

of head trauma or middle ear

infections. Otoscopy and vestibu-

lar examinations were unremark-

able. Tonal audiometry showed a 

down-sloping  right sensorineural

hearing loss in frequencies above

2000 Hz. Vestibular tests demon-

strated a right vestibular hypo-

function.

T2-3D-weighted axial slices of

magnetic resonance imaging (MRI)

revealed a lesion measuring 6 ×

4 mm in the right internal auditory

canal (IAC) (Figure 1). The mass

demonstrated heterogeneity with

hyperintense areas on noncontrast

T1-weighted axial slices that were

comparable to subcutaneous fat

(Figure 2). T1-weighted axial MRI

with contrast revealed heteroge-

neous enhancement (Figure 3). Fat

suppression sequences showed

areas with a missing signal mix-

ture with areas of enhancement

(Figure 4).

The patient did not report new

symptoms during follow-up.

Discussion

Approximately 90% of tumours in

the CPA and IAC are vestibular

schwannomas (acoustic neuromas)

and meningiomas.7  The other

10% encompass a large variety of

lesions that can be differentiated

by MRI.3,6 Such differentiation is

crucial for management decisions

because each CPA-IAC tumour

location requires a distinct thera-

py.

Lipochoristomas are extremely

unusual benign lesions of the

IAC, representing only 0.15% of

tumours seen in this location.1,8

They were first described in

1959,1,2 but there were no reports

of surgical removal until 1974.1

Because of their rarity and the dif-

ficulty of radiological interpreta-

tion, they are usually misdiag-

nosed as vestibular schwannomas,

putting patients at risk of inade-

quate treatment.
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The terminology used to de -

scribe these tumours is confusing.

Authors have used the terms lipo-

matous hamartoma, glioneural

hamartoma, ectomesenchymal

hamartoma, neuromuscular cho-

ristoma, neuromuscular hamar-

toma, or lipomas for similar

lesions.4,9 Hamartomas are lesions

composed of tissue elements that

are normally found at the site, but

that are growing in a disorganized

mass, whereas choristomas are

masses formed by the develop-

ment of a tissue type not normally

found at the site. 

Histologically, choristomas are

composed of mature adipose cells

without atypia or dysplasia ac -

companied by a varying degree

of fibrovascular tissue.4 For this

reason, some authors have sug-

gested a congenital origin.1,2,7 This

hypothesis proposes that lipocho-

ristomas result from an aberrant

resorption of primitive inner

meningeal tissue. Mesenchymal

elements are integral components

of the acoustic nerve in earlier

embryonic development. The his to -

logical analysis shows a variable

quantity of mature adipocytes,

myelinated nerve branches, glia,

neurons, small thin-walled ves-

sels, smooth  muscle cells not

associated with vessels, mature

hyalinized fibrous tissue, and

skeletal muscle fibers.5

Cochleovestibular signs, in -

cluding hearing loss (main symp-

tom), tinnitus, and dizziness are

the most frequent symptoms of

IAC masses. Other symptoms,

such as headache, trigeminal

paresthesia and neuralgia, hemi -

facial spasm, facial paralysis, ear

pain, dyskinesia, and dysphagia are

much less common.

Lipochoristomas have a special

radiological pattern on MRI, which

is the imaging modality of choice

for lesions of the CPA and IAC.4,6

Lipochoristomas show  hetero ge -

ne ous high signal intensity with

areas of hyperintensity on non -

contrast T1-weighted images.

Definitive diagnosis can be made

with MRI using fat suppression

on an unenhanced T1-weighted

image.4 Intravenous injection of

gadolinium shows a different pat-

tern of enhancement according to

the quantity of fatty or nonfatty

elements. Lipochoristomas with a

high fat content do not enhance;

however, there is an appreciable

enhancement in the presence of

nonfatty elements.5 The bright

signal  on T1-weighted images

Figure 1 Figure 3

Figure 2 Figure 4
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helps to differentiate lipochoris-

tomas from the most commonly

found schwannomas. T1-weighted

images show acoustic schwanno-

mas as hypointense areas. Lesions

with high T1-signal intensities

could also be cholesterol granulo-

mas; however, these would not

demonstrate a missing signal in fat

suppression sequences.

Conservative management of

lipochoristomas is supported in

the literature because of the high

morbidity associated with surgical

excision. Because of its slow,

infiltrative growth together with

its fibrous characteristics, com-

plete removal is difficult and there

is an increased risk of postopera-

tive cranial neuropathies or other

morbidities, which are estimated

to occur in more than 70% of

cases. Subtotal surgical resection

is reserved for cases in which

clinical  symptoms become intrac -

table despite medical or rehabilita-

tive treatments.1,9 The main sur -

gical complications are hearing

loss, tinnitus, vertigo, trigeminal

deficit, facial paralysis, ataxia,

hemiparesis, diplopia, and addi-

tional neurologic difficulties.2,7,9

Conclusion

Correct imaging diagnosis through

MRI (high signal intensity on 

noncontrast T1-weighted images

together with a missing signal in

fat suppression sequences) is essen -

tial in order to avoid un necessary

surgery or radiation therapy, which

is not recommended in the treat-

ment of these lesions.
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