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ABSTRACT
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Intracranial enterogenous cysts are rare. There have been only two cases
reported of such cysts that extended into both the infratentorial and supratentorial
compartments. We add a third case and review the literature to assess their patho-
genesis, clinical features, and management.
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CASE REPORT

A 20-year-old woman was admitted to our depart-
ment with an 8-month history of gradual onset
progressive headache, left hemiparesis, left deafness,
unsteadiness, and blurred vision. A clinical exami-
nation revealed sensorineural deafness on the left,
left trigeminal and left hypoglossal palsies, and left
hemiparesis (MRC grade 4). We also observed
bilateral papilledema.

A magnetic resonance imaging (MRI) brain
scan showed a very large cystic lesion involving the
left temporal, peri-insular region and the left cer-

ebellopontine region, with gross midline shift and
compression of the left lateral ventricle (Fig. 1).
An evacuation of the cyst was performed
through a double craniotomy; a left subtemporal
craniotomy, and a left suboccipital retrosigmoid
craniotomy. A very turbid and thick fluid was aspi-
rated and a large lump of inspissated proteinaceous
material was removed. The cyst was followed into
the tentorial hiatus and because it was impossible to
evacuate completely from the supratentorial route,
a suboccipital craniotomy was performed and the
rest of the cyst was evacuated. The whole cystic
cavity was washed with Hartmann’s solution. The
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A
Figure 1

(A) Sagittal T1 magnetic resonance image indicates a narrow extension of the cyst (not shown) connected the

supratentorial and infratentorial extension of the enterogenous cyst. (B) Coronal T1 magnetic resonance image.

histopathological findings of the cyst and its contents
were in keeping with the diagnosis of enterogenous
cyst (Fig. 2). The patient achieved good postoper-
ative recovery with improvement of the hearing
deficit and left hemiparesis and returned to work.

DISCUSSION

Enterogenous cysts (ECs) are thought to originate
from persistence of endodermal remnants of the
notochord during the first 3 weeks of gestation. It is
assumed by most authors” that an incomplete
separation of the primitive foregut (endoderm)
and of the primitive notocord may trap a small
part of endodermal germ cells inside the spinal canal
and disturb the development of the mesoderm. This
theory on the embryogenesis of ECs fails to explain
this intracranial location, in the cerebral hemi-
spheres or in the sellar or parasellar regions.” In
fact, during embryogenesis, the endoderm does not
extend cranially farther than the clivus. Graziani
et al,® having considered the immunohistochemistry

and the histology of ECs, colloid cyst, and Rathke
cleft cyst, suggested that all three of these entities
originate from Seessel’s pouch, a diverticulum of the
primitive foregut that in humans usually regresses
and disappears. The name of the cyst will thus
depend on the anatomical location of the remnants
of Seessel’s pouch. Further evidence in support of
the previous theory is that intracranial ECs have not
been associated with additional developmental mal-
formations commonly observed with spinal ECs*
(vertebral anomalies, fistulae, or fibrous tract con-
necting to thoracic or abdominal structures derived
from the primitive gut). A topographical classifica-
tion of intracranial ECs does not exist.* These
lesions are classified according to histological char-
acterization of their wall instead and the presence or
absence of components specific to the respiratory
or gastrointestinal tracts.” Type A cysts have
a simple lining (or pseudostratified) cuboidal or
columnar epithelium, on a basal membrane, with
or without cilia, resembling gastrointestinal or
respiratory epithelium. The presence of other
components usually seen along the gastrointestinal
or respiratory tracts (serous or mucous glands,
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Figure 2 (A) Lower magnification (4x) photomicrograph of the cyst wall and its contents: cuboidal epithelium
(two-layered in most areas) with evidence of keratinization and considerable sclerosis. (B) (20x) Photomicrograph of
the cyst wall: there are cholesterol clefting and foamy macrophages associated with the cyst. (C) (60x) Photomicrograph
with high magnification: note the glandular structures containing proteinaceous material.

connective or lymphoid tissue, smooth muscle,
nerve ganglion) is typical of type B cysts. Type C
cysts, in addition, contain glial or ependymal ele-
ments.® ECs have seeding potential*’~® and intra-
operative confirmation of the histology is desirable,
to remove the cyst completely and avoid delayed
recurrences.'’ The optimum treatment for ECs
therefore should be total excision at a single
411 and long-term follow-up is mandatory
to detect any recurrences.
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