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Abstract: Intracranial epidermoid tumors are rare (0.2-1.8%), histologically benign,

slow-growing, congenital neoplasms of the central nervous system arising from the

retained ectodermal implants. We report an unusual case of intra third ventricular

epidermoid in an adult presenting with the Bobble-head doll syndrome and review the

relevant literature.

Key words: epidermoid tumor, third ventricle, Bobble head doll syndrome

Introduction

Intracranial epidermoid tumors are rare
(0.2-1.8%), histologically benign, slow-growing,
congenital neoplasms of the central nervous
system arising from the retained ectodermal
implants. (1-4) These lesions tend to spread
along normal cleavage planes, and slowly fill any
available subarachnoid space, including the sulci,
cisterns, fissures, and ventricles. (4, 5) Because of
this unique behavior the expanding tumor
conforms to the shape of the cavities, however
the tumor does adhere to and surround the vital
structures. (6, 7)

Case Reports

A 55 year gentleman presented with
headache of 6 months duration with vomiting
off and on for last 15 days. He also had
Bobbing movements of the head. There was no

history of focal motor or sensory weakness.
His general and systemic examination was
unremarkable. Higher mental functions were
normal. Cranial nerves were normal except
bilateral
movements were and there was no nystagmus.

papilloedema. Extraocular
His voice was of low volume and without
slurring. Motor power was normal and
sensory functions were also normal. He was
able to walk with support. He had fine trmors
in both the hands. On examination he had
bobbing movements of the head (Movie).
Computed tomography scan (CT scan) of the
brain showed a large discrete area of
radiolucency in the third ventricle and there
was ventriculomegaly without any evidence of
periventnicular edema. (Figure 1). Magnetic
resonance (MR) imaging of the brain was
showed a large, mass lesion in the third
ventricle also insinuating in the basal cisterns;
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however there was no extension of the lesion
into the fourth ventricle (Figure 2). The mass
was slightly hyperintense relative to CSF on
T1-weighted
weighted with heterogeneous appearance and

images, hyperintense T2-
heterogeneous nature was better appreciated
on FLAIR images. On diffusion-weighted
(DW) images, there was overall restricted
diffusion with areas of free diffusion. There
was no significant enhancement of the tumor
after  intravenous  administration  of
gadolinium contrast material. Based on these
imaging  findings a  diagnosis  of
intraventricular epidermoids was made. (8-11)
The patient
parasagittal

transcallosal

underwent right parietal

craniotomy, interhemispheric
approach and near total
decompression of the tumor. After opening
the spleinum of the corpus callosum a pearly
structure with an appearance characteristic of
an epidermoid tumor was seen filling the
ventricle completely, that was near totally
decompressed. Histopathological evaluation
showed typical features consistent with
epidermoid. The patient had unremarkable
postoperative course and improved in his

abnormal movements and gait.

)

Figure 1 - CT scan showing érge third ventricular
epidermoid

Figure 2 - MRI showing extension of the lesion

Discussion

The commonest sites of intracranial
epidermoids include cerebellopontine angle
and the chiasmal region, however these lesions
can also appear in the cerebral hemisphere and
2, 8 12)
Intraventricular location of the particulary

the intraventricular cavities.

third and lateral ventricle is extremely
uncommon with only few cases in the
literature. (13-16) Their can be a direct
occurrence of the epidermoids in the
ventricular or the ventrcles can be secondarily
involved as in present case, (16-18) however it
is often extremely difficult to say exactly where
an epidermoid has originated. (17-19) The
Bobble-head doll syndrome is a rare and
unique movement disorder characterized by
continuous or episodic involuntary forward
and backward and side to side movement of
the head that mainly encountered in children.
(20-22) The etiology of this syndrome include
third  ventricular  tumors, suprasellar
arachnoid cysts, aqueductal stenosis and other
lesions in the region of the third ventricle
along with communicating hydrocephalus.

(20, 22) Usually the decompression of the
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third ventricle results in the abolition of the
abnormal movements. (20, 22) As in present
case these movements can be abolished after
the removal of the ventricular lesion. (8)
Although total removal is ideal, but close
proximity of tumours to cranial nerves and the
brain stem pose technical difficulties in total
removal. (9, 10) Endoscopic removal is
another option for the removal of these
tumors. (23) Long-term prognosis for patients
with intraventricular epidermoids and well-
preserved neurological conditions is good,
even in the case of subtotal excision. (9, 13)

Correspondence

Dr Amit Agrawal

Professor of Neurosurgery
Department of Neurosurgery
Narayana Medical College Hospital
Chinthareddypalem
Nellore-524003

Andhra Pradesh (India)

Email: dramitagrawal@gmail.com
dramit_in@yahoo.com

Mobile- +91-8096410032

References

1.Baxter JW, Netsky MG: Epidermoid and dermoid
tumors: pathology, in Wilkins RH, Rengachary SS (eds):
Neurosurgery, vol 1. New York, McGraw-Hill, 1985, pp
655-661

2.0sborn AG, Preece MT. Intracranial cysts: radiologic-
pathologic correlation and imaging approach. Radiology
20065;239:650-664.

3.0sborn AG. Diagnostic imaging: brain. Salt Lake City,
Utah: Amirsys, 2004.

4.Greenberg MS: Handbook of Neurosurgery, vol 1.
Lakeland, Fla, Greenberg Graphics Inc, 1997, pp 304-306,
p314

5.Carmel PW: Brain
embryogenesis, in Youmans JR (ed): Neurological

tumors of  disordered

Surgery, ed 3. Philadelphia, WB Saunders, 1990, pp 3223-
3249

6.Guidetti V, Gagliardi FM: Epidermoid and dermoid
cysts: Clinical evaluation and late surgical results. ]
Neurosurg 47: 12-18, 1977

7.Sabin HI, Bordi LT, Symon L: Epidermoid cysts and
cholesterol granulomas centered on the posterior fossa:
twenty years of diagnosis
Neurosurgery 21: 798-805, 1987
8.Gelabert-Gonzalez M, Garcia-Allut A, Gonzalez-Garcia
J, Martinez-Rumbo R. [Epidermoid cyst of the third
ventricle][Article in Spanish] Neurocirugia (Astur).
2002;13(5):389-92.

9.Meng L, Yuguang L, Shugan Z, Xingang L, Chengyuan

and management.

W. Intraventricular epidermoids. J Clin Neurosci.
2006;13(4):428-30.

10.Bougeard R, Mahla K, Roche PH, Hallacq P, Vallée B,
Fischer G. [Epidermoid cyst of the lateral ventricles]
[Article in French] Neurochirurgie. 1999;45(4):316-20.
11.Koot RW, Jagtap AP, Akkerman EM, Den Heeten GJ,
Majoie CB. Epidermoid of the lateral ventricle: evaluation
with diffusion-weighted and diffusion tensor imaging.
Clin Neurol Neurosurg. 2003;105(4):270-3.
12.Issaragrisii R, Nimmannitya J, Bhoopat W,
Suthipongchai S, Varojpiputhn S. Computed tomography
of intraventricular masses. ] Med Assoc Thai.
1990;73(10):556-64.

13.Bhatoe HS, Mukherji JD, Dutta V. Epidermoid tumour
of the lateral ventricle.  Acta Neurochir (Wien).
2006;148(3):339-42.

14.Kendall B, Reider-Grosswasser I, Valentine A.
Diagnosis of masses presenting within the ventricles on
computed tomography. Neuroradiology. 1983;25(1):11-
22.

15.Lepoire J, Pertuiset, B. (1957). Les Kystes tpidermoides
Crdnioence'phaliques. Masson: Paris.

16.Pennybacker J, Tytus JS. Pearly tumours in relation to
the central nervous system. ] Neurol Neurosurg
Psychiatry. 1956;19(4):241-59.

17.Jefferson G, Jackson H. Tumours of the Lateral and of
the 3rd Ventricles Sectional Proceedtngs of the Royal
Society of Medicine Vol. XXXII page 59 1105

18.Eekhof JL, Thomeer RT, Bots GT. Epidermoid tumor
in the lateral ventricle. Surg Neurol. 1985;23(2):189-92.
19.Higashi K, Wakuta Y. Epidermoid tumor of the lateral
ventricle. Surg Neurol. 1976;5(6):363-5.



232 | Agrawal - Large intraventricular epidermoid with bobble head doll syndrome

20.Bhattacharyya KB, Senapati A, Basu S, Bhattacharya S,
Ghosh S. Bobble-head doll syndrome: some atypical
features with a new lesion and review of the literature.
Acta Neurol Scand. 2003;108(3):216-20.

21.Necker R. Head-bobbing of walking birds. ] Comp
Physiol A Neuroethol Sens Neural Behav Physiol.
2007;193(12):1177-83.

22.Zamponi N, Rychlicki F, Trignani R, Polonara G,
Ruggiero M, Cesaroni E. Bobble head doll syndrome in a
child with a third ventricular cyst and hydrocephalus.
Childs Nerv Syst. 2005;21(5):350-4.

23.Gaab MR, Schroeder HW. Neuroendoscopic approach
to intraventricular lesions. ] Neurosurg. 1998;88(3):496-
505.



