CASE REPORT

Chordoid glioma of the third ventricle: a new case report*

Glioma cordoide do terceiro ventriculo: descricdo de um novo caso
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Abstract

Chordoid glioma is a recently described and rare brain tumor located in the third ventricular region, with distinctive

histological, immunohistochemical and ultrastructural features. The present report describes a case of chordoid glioma
of the third ventricle in a 59-year-old female patient.
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Resumo

0 glioma cordoide € um tumor cerebral raro, recentemente descrito, localizado na regido do terceiro ventriculo e com

caracteristicas histoldgicas, imuno-histoquimicas e ultraestruturais peculiares. Este estudo ilustra um caso de glioma

cordoide do terceiro ventriculo em uma paciente de 59 anos de idade.

Unitermos: Glioma cordoide; Terceiro ventriculo; Proteina gliofibrilar cida.
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INTRODUCTION

Chordoid glioma of the third ventricle
wasfirst describedin 1998 by Brat et al.®,
asaneoplasialocatedin thethird ventricle,
with the typical histological characteristic
of chordoid neoplasias, but with peculiar
immunohistochemical features related to
positivity for glial fibrillary acidic protein
(GFAP). Based on the histological, immu-
nohistochemical and ultrastrutural charac-
teristics of the tumor, aswell ason its spe-
cificlocation, such authors considered this
entity as anew tumor-like structure which
was called “chordoid glioma”.

In 2000, this disease was recognized
by the World Health Organization® that
nowadaysconsidersit asararegliomawith
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grade |1 malignancy, of uncertain histoge-
nesis, predominantly affecting women
(2:1), particularly adults in the age range
between 30 and 60 years*©.

So far, few clinical cases — approxi-
mately 65 — have been published in the
international scientific literature, so epide-
miological, clinical, therapeutic and prog-
nostic data about this disease can hardly be
obtained.

CASE REPORT

A 59-year-old woman with moderate
holocrania headache, with no specific be-

havioral alterations. The patient was sub-
mitted to computed tomography (CT)
which demonstrated the presence of a
nodular, well delimited, round-shaped le-
sion measuring 2 cm in diameter, located
a midline in the septum pellucidum, ante-
riorly to the thalami, determining obstruc-
tion of the interventricular foraminadrain-
age, with consequential dilatation of the
lateral ventricles (Figure 1).

Asan emergency approach for manage-
ment of the obstructive hydrocephalus, the
patient was submitted to ventriculoperi-
toneal shunting. At magnetic resonance
imaging (MRI) performed immediately

Figure 1. Computed tomography demonstrating the presence of a nodular lesion in the septum pellucidum
with an eccentric hyperattenuating focus (A) with no contrast enhancement in the post-contrast phase
(B). There is obstruction of the liquor drainage, with lateral ventricles dilatation.
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Figure 2. Magnetic resonance imaging performed after drainage of the right lateral ventricle. The lesion presents hyposignal intensity on T1-weighted (A: axial
section; E: sagittal section), hypersignal intensity on FLAIR (B) and T2-weighted (C) images, with peripheral ring-shaped contrast enhancement (D: axial sec-
tion; F: sagittal section, G: coronal section).

after the liquor drainage, the lesion could
bevisualized at themidline, projected onto
the floor of the lateral ventricles, with
hyposignal intensity on T1- and hyper-
signal intensity on T2-weighted and FLAIR
sequences, with ring-shaped contrast en-
hancement (Figure 2).

Histological study of abiopsy specimen
revealed a tissue consisting of ovoid/po-
lygonal cellswith eosinophilic cytoplasm;
e immunohistochemical analysis revealed
immunoreactivity to GFAP and vimetin
(VIM) and negativity to epithelial mem-
brane antigen (EMA). The Ki67 was ex-
pressed in 20% of the tumor cells. Such
findings have determined the diagnosis of
glioma chordoid.

The approach adopted after the diagno-
sisincluded only follow-up and manage-
ment of the hydrocephalus, with no surgi-
cal intervention. There was recurrence of
complaints regarding headache, vomiting,
decreaseinlevel of consciousnessand also
daily fever peaksat 38°C, besides episodes
of fine tremor of lips, upper and lower
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limbs, with el ectroencephal ogram compat-
ible with epileptoid pattern

DISCUSSION

The clinical symptoms commonly de-
scribed by patients are attributable to the
specific tumor location in the anterior re-
gion of the third ventricle and to the in-
volvement of adjacent structures respon-
sible for possible endocrine aterations,
visual defectsand behavioral aterations, as
well as symptoms secondary to an obstruc-
tive hydrocephalus (headache and nau-
sea)(“’e).

Chordoid gliomais an ovoid lesion |o-
cated in the region of the third ventricle
which, in most of cases, appears hyper-
denseat CT (65%) andisodenseat MRI T1-
weighted sequences (63%). However, in
the present case, hyposignal intensity was
observed on T1-weighted, and hypersigna
intensity on T2-weighted sequences, which
is described by the literature in 16% and
42% of cases, respectively®. Theliterature

reports that both at CT and MRI, after the
administration of contrast agent, thelesion
presents homogeneous enhancement in
68% and 70% of cases®, respectively,
which has not been observed in the present
case, sincetherewasno enhancement at CT
and at MRI there wasring-shaped enhance-
ment.

Histopathologically, chordoid glioma
presents cords of ovoid to polygonal cells
with eosinophilic cytoplasm which were
accurately identified in the present case.
Immunohistochemical analysis demon-
strated astrong structure diffusely positive
for GFAP and VIM, as well as for EMA,
reported respectively in 100% and 67% of
the cases described so far®.

Clinically, there is a controversy over
the most appropriate treatment, but most of
described cases were surgicaly ap-
proached, some of them with either com-
plete or subtotal resection of thetumor, and
others with only lesion biopsy™*®, like in
the present case. Therates of mortality and
complications related to the surgica pro-
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cedures, such as diabetes insipidus, cogni-
tive disorders, pulmonary embolism and
hypothalamic dysfunction, are high. Com-
pletetumor resection haslead to postopera-
tive death in 29% of cases, and, for the
survivors, 67% o chances of complications.
In the cases where there was an option for
partial resection, such indices decreased to
14% and 50%, respectively. In the cases
where only biopsy was performed, neither
deaths nor complications were reported®.
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