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Pineal Epidermoid Tumors: Report of Five Cases

Pineal Epidermoid Tiimorler: 5 Olgu Sunumu
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ABSTRACT

AIM: The aim of this study was to retrospectively analyse the clinical, radiological features and surgical outcome of pineal epidermoid tumors
treated at a single neurosurgical department.

MATERIAL and METHODS: We performed surgery on five patients with pineal region epidermoid tumors at a single neurosurgical department
between the years 1998 and 2006. Headache, diplopia and ataxia were the most common presenting findings. Parinaud’s syndrome was found
in three patients. Hydrocephalus was demonstrated radiologically in two patients.

RESULTS: Two patients were operated on with the occipital-transtentorial approach, two were operated on with the infratentorial-
supracerebellar approach and one was operated on with van Wagenen's approach. Recurrence of tumor was observed in one patient. One
patient died at the first postoperative month due to ventriculitis.

CONCLUSION: Total removal of epidermoid tumors may provide good clinical recovery and may reduce the possibility of tumor recurrence
and shunt placement.
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06z
AMAC: Bu calismanin amaci, tek bir merkezde tedavi edilen pineal epidermoid timérlerin, retrospektif olarak klinik, radyolojik 6zellikleri ve
cerrahi sonuglarini analiz etmektir.

YONTEM ve GEREGLER: Pineal bélgede epidermoid tiimérii olan bes hastaya, 1998 ve 2006 yillari arasinda tek bir beyin cerrahisi bélimiinde
cerrahi girisim uygulandi. Bas agrisi, diplopi ve ataksi en sik gortilen bulgular idi. Parinaud sendromu, {i¢ hastada tespit edildi. Radyolojik olarak
iki hastada hidrosefali gosterildi.

BULGULAR: iki hasta oksipital-transtentoryal yaklasimla, iki hasta infratentoryal-supraserebellar yaklagimla ve bir hasta van Wagenen yaklasimi

ile ameliyat edildi. Tumor niiksu bir hastada goruldu. Bir hasta ventrikulit nedeniyle postoperatif birinci ayda kaybedildi.

SONUCG: Epidermoid tiimérlerin total cikarilmasi klinik iyilesme saglayabilir ve niiks ve sant yerlestirilmesi olasiligini azaltabilir.

ANAHTAR SOZCUKLER: Epidermoid tiimér, Pineal bélge, Cerrahi

INTRODUCTION

Intracranial epidermoid tumors comprise about 0.2-1% of
all intracranial tumors (23). These congenital lesions have a
tendency to enlarge into cisterns and generally show lateral
localization (4). However, pineal region localization of an
epidermoid tumor is extremely rare (12,15,17,25). When the
literature is reviewed, most of the cases presented are single
case reports and yet a few studies deal with large series of
intracranial epidermoid tumors (6,13). In our report, we
present 5 cases of pineal epidermoid tumors treated surgically
at our department in an eight-year period.

CLINICAL MATERIAL and METHODS

At our department, 5 cases with pineal epidermoids were
treated surgically. The age of the patients at the time of the
diagnosis ranged from 12 to 38 (mean 31) years. Three cases
were male and two were female. Patient characteristics are
summarized in the Table I. The duration of symptoms prior
to diagnosis ranged from 4 to 18 months. Headache, visual
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disturbance and papilledema were the most common
symptoms and signs. Parinaud’s syndrome, a typical sign
of pineal region tumors, was found in three patients.
Hydrocephalus was demonstrated radiologically in two
cases. One patient underwent venticuloperitoneal shunt
placement while he was first admitted emergently with a
decreased level of consciousness. Computed tomography
(CT) and magnetic resonance imaging (MRI) were performed
on all cases in the preoperative and postoperative periods. We
performed surgical treatment in all cases using three different
approaches.

RESULTS

Four cases were admitted to our neurosurgery department
with a complaint of headache and/or visual disturbances. One
patient was admitted to the emergency department with
decreased level of consciousness and CT scanning revealed
a mass lesion in the quadrigeminal cistern with a density
similar to the cerebrospinal fluid (CSF) and hydrocephalus. All
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Table I: Characteristics in Five Patients with Pineal Epidermoid Tumors

Age/Sex m

30/M Infratentorial - Supracerebellar
2 40/F van Wagenen = |
3 12/M Occipital - Transtentorial 6 years later Vv
4 38/M Infratentorial - Supracerebellar - \%
5 ‘ 26/F ‘ Occipital - Transtentorial ‘ - ‘ \"

cases except for one revealed typical radiological findings on
CT scans and MRI. In one case, we were not able to decide
precisely even with a MR spectroscopy whether the lesion
was an epidermoid tumor or arachnoid cyst and the final
diagnosis was established by intraoperative findings and
histopathological examination of the lesion.

Four patients underwent surgery in the sitting position.
Despite some disadvantages, especially air-embolism and
pneumocephalus, we believe that the sitting position provides
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better exposure and anatomical orientation. In two cases, the
supratentorial component of the tumor was significantand we
therefore used the occipital-transtentorial approach. In two
cases, we used the infratentorial-supracerebellar approach.
The remaining patient was operated with van Wagenen’s
approach through the dilated right lateral ventricle in the
prone position (Figure TA-D). In one case, the tumor capsule
was adherent to the venous structures and we had to leave in
situ fragments. We encountered recurrence of tumor in this

Figure 1: Case
2. Proton MRSI
showing a mass
in the pineal
region enlarging
to the right
lateral ventricle
and mild
hydrocephalus
(A,B).
Postoperative
control axial

CT scans
demonstrating
total removal of
tumor (C,D).

447



Dinc C. et al: Pineal Epidermoid Tumors

case six years after the first operation (Figure 2A-C). In this
case, there was no tumor recurreance in the two years follow-
up of the second operation. We inserted a ventricular external
drainage system in the patient operated upon with the
transventricular procedure and he died due to ventriculitis
one month after the operation. The average duration of the
follow-up was 5.6 years and there was no tumor recurrence in
the other three patients.

DISCUSSION

Intracranial epidermoid tumors account for 0.2-1% of all
intracranial tumors (23). The cerebellopontine and parasellar
cisterns are the most common locations (4). However, the
pineal region is an extremely rare site for epidermoid tumors
to occur (11,12,15,17,25). The first case of a pineal region
epidermoid tumor was reported by Cushing in 1928 (27). In
1970, Kirsch and Stears (12) reported that only 7 cases were
present in the current literature of the time. Konovalov et al
(13) reported a large series of pineal epidermoid tumors with
six cases diagnosed between 1968 and 1999. In 1999 MacKay
(14) also summarized 12 patients reported. Desai et al (6)
reported a larger series of pineal epidermoids with 24 cases
in 2006.

Epidermoid tumors areinclusion tumors of the central nervous
system. They are thought to originate from ectodermal cells
misplaced during the division of the neural and cutaneous
ectoderm during the third or fourth week of intrauterine
development (3,8,32). They consist of a capsule of stratified
squamous epithelium containing desquamated epithelial
cells, keratin and cholesterol. Unlike true neoplasms, which
exhibit exponential growth kinetics, they show a linear
growth pattern (4). However, in one of our cases, we observed
a recurrence of the tumor six years after the first operation
where the recurrent tumor reached it’s original size. The
patient was twelve years old when first operated. In contrast
to the anticipated linear growth pattern, this tumor grew
almost exponentially. We think that this unexpected growth
could be related to puberty.

There is no gender dominancy in previously reported series
and as a rule pineal epidermoids are seen in relatively young
patients (2,9,22,24,31). Headache, diplopia, vertigo and
ataxia consist most common symptoms. Related to anatomic
location of pineal region lesions, obstructive hydrocephalus
and upward gaze palsy consist major clinical presentation
(18,30). In fact, hydrocephalus with increased intracranial
pressure causes a variety of symptoms and signs. Konavolov et
al (13) reported that only one case presented with Parinaud’s
syndrome. We observed Parinaud’s syndrome in three cases.
Hydrocephalus on CT scanning was seen in two cases in our
series.

CT scanning and MRI are the chief diagnostic tools.
Angiography could demonstrate displaced deep venous
structures but is not recommended routinely for pineal
epidermoid tumors (15). CT scanning reveals nonenhancing,
low density mass lesions without perifocal edema enlarging
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Figure 2: Case 3. Sagittal T1-weighted MR imaging demonstrating
a tumor in the pineal region iso-intense to the CSF (A). Early
postoperative sagittal T1-weighted MR imaging showing
complete resection of lesion (B). Sagittal T1-weighted MRimaging
revealing tumor recurrence six years after the first operation (C).
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into the quadrigeminal cistern and also hydrocephalus if
it is present (7,10,21). MRI of the pineal epidermoid tumors
demonstrates cauliflower-shaped masses that compress
posterior part of the third ventricle or aquaduct. MRI signals
of epidermoid cysts are similar to CSF; they present with low
intensity in T1-weighted images and high signal intensity in
T2-weighted images and do not enhance after administration
of contrast agent (5,19,29). Despite these typical findings,
some different radiological features have been reported.
Differences in cholesterol and protein content and the
presence or absence of haemorrhage have been postulated
to account for the variable imaging appearances (19,28). We
saw classical radiological findings in all present cases except
for one.

The sitting position for neurosurgery is controversial.
However, we generally prefer the sitting position for surgery
of the pineal region tumors and other posterior fossa tumors.
Although this approach brings some disadvantages such
as air embolism and pneumocephalus, we believe that the
sitting position provides better exposure and anatomical
orientation. During the operation, the most important
anatomical condition is the localization of the displaced deep
venous system structures. Meguro et al (16) reported a case of
a 74-year-old woman suffering thrombosis of the confluence
of sinuses four days after the left occipital transtentorial
removal of a pineal region epidermoid cyst. That is the reason
why we have preferred different surgical approaches: in two
cases, we performed the occipital-transtentorial approach
where the tumor had a significant supratentorial component.
In two cases, we performed the infratentorial-supracerebellar
approach.Intheremaining case, we performed van Wagenen's
approach.

One case was re-admitted with recurrence of the tumor six
years after the first surgery. The patient was initially operated
via right occipital-transtentorial approach. In the second
operation, we attempted the same approach to reach the
tumor but dural adhesions did not allow us even to perform
craniotomy and the operation was continued with the left
occipital-transtentorial approach where the tumor was
resected totally.

Although malignant degeneration and dysplastic changes
of intracranial epidermoid tumors after subtotal resection
are well-documented, the first and second histopathological
examinations were the same in our patient who had
recurrence (1,20,26).

CONCLUSION

Pineal epidermoid tumors are rare, benign congenital lesions.
They cause variable gradual onset of symptoms according to
their anatomic localization. We believe that a total surgical
resection of the tumor with the correct surgical approach may
prevent the recurrence, complications and further surgical
interventions such as shunt placement.

Turkish Neurosurgery 2013, Vol: 23, No: 4, 446-450

10.

11.

12.

13.

14.

15.

16.

17.

18.

REFERENCES

Abramson RC, Morawetz RB, Schlitt M: Multiple complications
from an intracranial epidermoid cyst: Case report and
literature review. Neurosurgery 24(4): 574-578, 1989

Alvord EC Jr: Growth rates of epidermoid tumors. Ann Neurol
2(5):367-370, 1977

Braga FM, Magalhaes FW: Epidermoid tumor of the pineal
region. Surg Neurol 27(4): 370-372, 1987

Carmel PW: Brain tumors of disordered embryogenesis. In:
Youmans JR (ed), Youman’s Neurological Surgery, 4th ed.
Philadelphia: Saunders, 1996:2761-2781

Chiechi MV, Smirniotopoulos JG, Mena H: Pineal parenchymal
tumors: CT and MR features. J Comput Assist Tomogr 19(4):
509-517, 1995

Desai KI, Nadkarni TD, Fattepurkar SC, Goel AH: Pineal
epidermoid cysts: A study of 24 cases. Surg Neurol 65(2):
124-129, 2006

Fawcitt RA, Isherwood I: Radiodiagnosis of intracranial pearly
tumours with particular reference to the value of computer
tomography. Neuroradiology 11(5): 235-242, 1976

Fornari M, Solero CL, Lasio G, Lodrini S, Balestrini MR, Cimino
C, Visintini S, Pluchino F: Surgical treatment of intracranial
dermoid and epidermoid cysts in children. Childs Nerv Syst
6(2): 66-70, 1990

Guidetti B, Gagliardi FM: Epidermoid and dermoid cysts.
Clinical evaluation and late surgical results. J Neurosurg 47(1):
12-18,1977

Hwang WZ, Hasegawa T, Ito H, Shimoji T, Ikeda K, Yamamoto
S: Intracranial epidermoids-concerning the low absorption
value on computerized tomography. Acta Neurochir 78(1-2):
33-37,1985

Jia W, Ma Z, Liu IY, Zhang Y, Jia G, Wan W: Transcallosal
interforniceal approach to pineal region tumors in 150
children. J Neurosurg Pediatr 7(1): 98-103, 2011

Kirsch WM, Stears JC: Radiographic identification and surgical
excision of an epidermoid tumor of the pineal gland. Case
report. J Neurosurg 33(6): 708-713, 1970

Konovalov AN, Spallone A, Pitzkhelauri DI: Pineal epidermoid
cysts: Diagnosis and management. J Neurosurg 91(3):
370-374,1999

MacKay Cl, Baeesa SS, Ventureyra EC: Epidermoid cysts of the
pineal region. Childs Nerv Syst 15(4): 170-178, 1999

McDonnell DE: Pineal epidermoid cyst: Its surgical therapy.
Surg Neurol 7(6): 387-391, 1977

Meguro T, Sasaki T, Haruma J, Tanabe T, Muraoka K, Terada K,
Hirotsune N, Nishino S: Transient homonymous hemianopsia
due to thrombosis of the confluence of sinuses after occipital
transtentorial removal of pineal region tumor. No Shinkei
Geka 38(10): 927-931, 2010

Netsky MG: Epidermoid tumors. Review of the literature.
Surg Neurol 29(6): 477-483, 1988

Neuwelt EA, Glasberg M, Frenkel E, Clark WK: Malignant pineal
region tumors. A clinico-pathological study. J Neurosurg
51(5): 597-607, 1979

449



Dinc C. et al: Pineal Epidermoid Tumors

20.

21.

22.

23.

24,

25.

26.

. Osborn AG: Diagnostic neuroradiology. St Louis: Mosby-Year

Book, 1994

Pagni F, Brenna A, Leone BE, Vergani F, Isimbaldi G: Malignant
epidermoid cyst of the pineal region with lumbar metastasis.
Neuropathology 27(6): 566-569, 2007

Picard L, Bernard C, Almeras M, Bracard S, Roland J: Computed
tomography of intracranial epidermoid cysts. J Radiol 64(10):
529-535, 1983

Rubin G, Scienza R, Pasqualin A, Rosta L, Da Pian R:
Craniocerebral epidermoids and dermoids. A review of 44
cases. Acta Neurochir (Wien) 97(1-2): 1-16, 1989

Russel DS, Rubinstein LJ: Patholohy of tumors of the central
nervous system, 5th ed. London: Arnold, 1989

Salazar J, Vaquero J, Saucedo G, Bravo G: Posterior fossa
epidermoid cysts. Acta Neurochir (Wien) 85(1-2): 34-39, 1987
Sambasivan M, Nayar A: Epidermoid cyst of the pineal region.
J Neurol Neurosurg Psychiatry 37(12): 1333-1335, 1974

Schiavi F, Gemolotto G: Para-pineal intracranial epidermoid
with Parinaud’s syndrome. Minerva Oftalmol 10(3): 86-94,
1968

450

27.

28.

29.

30.

31.

32.

Smaltino F, Cucciniello B: Epidermoid tumor of the epiphysial
region. Case report. J Neurosurg 28(1): 63-66, 1968

Takeshita M, Kubo O, Hiyama H, Tajika Y, Izawa M, Kagawa
M, Takakura K, Kobayashi N, Toyoda M: Magnetic resonance
imaging and quantitative analysis of contents of epidermoid
and dermoid cysts. Neurol Med Chir (Tokyo) 34(7): 436-439,
1994

Tien RD, Barkovich AJ, Edwards MS: MR imaging of pineal
tumors. AJR Am J Roentgenol 155(1): 143-151, 1990
Yamakawa K, Shitara N, Genka S, Manaka S, Takakura K: Clinical
course and surgical prognosis of 33 cases of intracranial
epidermoid tumors. Neurosurgery 24(4): 568-573, 1989
Yasargil MG, Abernathey CD, Sarioglu AC: Microneurosurgical
treatment of intracranial dermoid and epidermoid tumors.
Neurosurgery 24(4): 561-567, 1989

Wang J, Chang M, Luo S: Spontaneously ruptured pineal
epidermoid cyst associated with a thalamic germinoma.
Neurosurgery 24(6): 933-936, 1989

Turkish Neurosurgery 2013, Vol: 23, No: 4, 446-450



