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ABSTRACT

Familial colloid cyst of the third ventricle is very rare. This is one of the two
largest families reported and the first in which all affected members are siblings.
One asymptomatic sister was found by screening, emphasizing the value of screen-

ing.

A brother and two sisters from a family consisting of three brothers and three
sisters who were diagnosed as having colloid cyst of the third ventricle are pre-
sented. The index case like his sister underwent a tumor resection by middle fron-
tal gyrus approach. Brain CT scan was performed for the other first degree family
members for screening and colloid cyst was detected in another sister.

When two or more members of a family are affected, screening has an im-
portant value for detecting other asymptomatic members with colloid cyst of the

third ventricle.
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INTRODUCTION

Colloid cysts of the third ventricle are rare condi-
tions accounting for approximately 0.5 to 1.0 percent of
primary brain tumors.*"? Histological analyses have docu-
mented that colloid cysts form when ectopic endoder-
mal elements migrate into the velum interpositum dur-
ing development of the central nervous system.”* Pos-
sible other sources such as paraphysis, choroid plexsus,
ependymal, primitive ectoderma have been suggested.
Despite the disputable tissue of origin, the congenital
nature of this lesion is generally accepted.®® They arise
in the anterior portion of the third ventricle and obstruct
the foramen of Monroe. Colloid cysts may be found in-
cidentally at autopsy in patients who expressed no neu-
rological complaints or in other patients by obstructing
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the foramina of Monroe producing hydrocephalus, in-
tracranial hypertension and subsequent neurological dys-
function such as intermittent headaches, memory loss,
seizure, and drop attacks.? To our knowledge five famil-
ial colloid cyst cases have been reported to date.!3--1912

CASE REPORTS

Case 1

A 26-year-old man presented with severe headache,
obtundation and refractory vomiting. The patient had a
history of bifrontal headache for 3-4 months. A neuro-
logical examination revealed unsteady gait and bilateral
extensor plantar reflex. The patient’s consciousness de-
teriorated rapidly and he became comatose. Brain CT
scan (Fig. 1) revealed severe hydrocephalus with a large
third ventricle colloid cyst obstructing the foramen of
Monroe. Emergency bilateral frontal ventriculostomy was
performed after which the patient’s consciousness be-
came normal. The colloid cyst was resected using middle
frontal gyrus approach. The patient was discharged with-



Colloid Cyst of Third Ventricle

Fig. 1. CT scan shows a hyperdense, relatively large colloid cyst
in the third ventricle (case 1).

Fig. 2. An anterior third ventricle hyperdense colloid cyst (case
2).

out any neurological problem. Pathological study con-
firmed colloid cyst.

Case 2

A 33-year-old woman presented with severe head-
ache. The patient had a history of bifrontal headache for
3 years for which she had received different types of
medications. Her headache was aggravated for three
weeks with symptoms of elevated ICP. The optic disc
was blurred in the neurological examination but no other
positive finding was detected. Brain CT scan (Fig. 2)
revealed mild to moderate hydrocephalus and a colloid
cyst in the anterior third ventricle. Her brother (case 1)
had had a colloid cyst resection three years before.

Her tumor was resected using the middle frontal gy-
rus approach. The patient was discharged while having
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Fig. 3. CT scan of the asymptomatic sister showing a small col-
loid cyst without hydrocephalus (case 3).

a normal neurological examination. Colloid cyst was
confirmed pathologically.

Case 3

Screening brain CT scan for diagnosing colloid cyst
was performed in the first degree relatives of the index
family. The family consists of three daughters and three
sons. Another 18-year-old daughter also had a third ven-
tricle colloid cyst (the tumor size was smaller than the
previous two patients) without hydrocephalus (Fig. 3).
The patient had n o neurological sign and underwent a
follow-up program.

DISCUSSION

Familial colloid cysts of the third ventricle are very
rare. Five familial colloid cyst cases have been reported
so far, consisting of colloid cysts in twin brothers,’ in
two nontwin brothers,? in a father and his son,' in a
brother and sister'? and in a mother and her two daugh-
ters.'?In our case a brother and two sisters from a family
of eight members are affected. In our case, like the latter
case, screening has been worthy and has helped in find-
ing the asymptomatic sister. This once again places em-
phasis on the value of screening in families in which two
or more members are affected.

In one of the two case reports chromosomal study
has been performed with negative results, but we didn’t
perform such an analysis.

In our case one of the family’s sons was moderately
mentally retarded. There was no history of serious medi-
cal disease, metabolic disease or connective tissue dis-
ease in the family.

Previous studies on asymptomatic colloid cyst cases
with tumors smaller than 1 cm have shown the possibil-
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ity of maintenance of CSF circulation around the tumor,
suggesting follow-up with serial imaging as an alternate
to surgery.>!! We chose this policy in our asymptomatic
case.

The occurrence of colloid cyst in first degree rela-
tives is unlikely to be by chance alone and a genetic fac-
tor may play a role in the pathogenesis of this tumor
which need s more precise genetic studies.
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