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Abstract

Chordoid glioma is a grade II (World Health Organization) rare type of brain tumor, 
frequently arising within the anterior part of third ventricle and/or suprasellar region, 
which can cause symptoms from obstructive hydrocephalus, local compression (as hy-
pothalamic disfunction) or intracranial hypertension.

We report an incidental case of 57-years-old woman, scheduled to a neurosurgery 
appointment due to an infundibular tumor, found on requested image after presenting 
unusual headaches and facial paresthesia. The tumor was totally resected by micro-
surgery via right pterional/trans-lamina terminalis approach without any postoperative 
morbidity. Histological analysis confirmed the unexpected chordoid glioma diagnosis. 

Chordoid glioma of the third ventricle is a rare tumor, which ideal treatment is sur-
gical gross-total tumor removal. However, as it can carry a high risk of postoperative 
complications due to its location, one should make a careful and well-planed treat-
ment decision on any case, especially in incidental and/or oligosymptomatic ones. 

Resumo

O glioma cordóide é um tumor cerebral de grau II (Organização Mundial da Saúde), 
normalmente localizado no terceiro ventrículo, podendo causar sintomatologia de hi-
drocefalia obstrutiva, compressão local ou hipertensão intracraniana.

Apresentamos um caso incidental de uma mulher de 57 anos, com o diagnóstico 
imagiológico sugestivo de tumor infundibular, exame realizado no contexto de cefa-
leias incomuns e parestesias faciais recentes. Foi proposta a cirurgia e o tumor foi res-
secado totalmente por cirurgia transcraniana com abordagem pterional direita, sem 
qualquer morbilidade pós-operatória. A análise histológica confirmou um diagnóstico 
pouco esperado.

O glioma cordóide do terceiro ventrículo é um tumor raro, cujo tratamento ideal é 
a exérese cirúrgica total. Apesar de ter um comportamento benigno, pode acarretar 
um alto risco de complicações pós-operatórias devido à sua localização, pelo que a 
decisão de tratamento deve ser tomada de forma cuidadosa, principalmente nos ca-
sos incidentais e/ou oligossintomáticos.
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Introduction
Chordoid glioma is a grade II (World Health Or-

ganization) rare type of brain tumor, frequently arising 
within the anterior part of third ventricle and suprasellar 
region, which clinical, radiological and pathological fea-
tures are usually pleomorphic and can mimic other (and 
more common) type of lesions.1 

Case Report
We report an incidental case of 57-years-old woman, 

scheduled to a neurosurgery appointment after present-
ing recent unusual headaches and facial paresthesia. She 
brought an magnetic resonance imaging (MRI) showing 
an infundibular well-circumscribed mass (Fig. 1) and 
normal endocrinological pituitary function analysis. The 
tumor was apparently totally resected by microsurgery 
via right pterional / trans-lamina terminalis approach 
without any postoperative morbidity. She was release 
from our department 5 days after surgery.

The resected specimen consisted in fragments of a 
partly well-defined neoplasm, composed of cells with a 
regular nucleus and vast, eosinophilic cytoplasm, organ-
ized in cords and trabeculae within a myxoid stroma. 
There was a moderate lymphoid infiltrate, generally 
perivascular, with germinal centers, some plasmocytes 
with Russel bodies and areas of fibrosis. No mitosis or 
necrosis was observed. Immunohistochemical profile 
consisted in positivity for: GFAP, CD34, TTF1; doubtful 
S100 and EMA; negativity for AE1AE3 and IDH1. Ki67 
was less than 3%. All supported the unexpected chor-
doid glioma diagnosis (Fig. 2).

Postoperative MRI (Fig. 3) showed no tumor and the 

patient remains clinically silent and recovered.

Brief Review of the Literature and Discussion
Chordoid glioma (CG) is a rare type of brain tumor, fre-

quently arising within the third ventricle, originally described 

as a distinct meningioma variant by Wanschitz et al in 19952, 

and, in 1998, as a “third ventricle chordoid glioma” by Brat 

et al.3 However, only in the 2000 version of World Health 

Organization (WHO) classification of tumors of the central 

nervous system it was categorized as a novel grade II tumor 

entity named “chordoid glioma of the third ventricle”.4

Its histogenesis remains uncertain and the current hy-

potheses states a glial origin from the ependymal cells of 

the lamina terminalis and/or from the multipotent stem 

cell of Rathke’s pouch.1 It seems that, to date, less than 

100 cases of chordoid glioma have been reported, only 

three cases outside the third ventricle.1

The clinical picture can vary from being completely 

asymptomatic to space-occupying general and/or local 

effect symptoms as headache, visual changes, memory 

Figure 1. Pre-operative MRI. 

a) T1 axial showing an isointense tumor, as well on T2 (b) and no water 
diffusion (c). After gadolinium the tumor was highly and homogenous 
hyperintense (d, e, f).

Figure 2. Pathology analysis.

Pathology analysis showed a), b) (both in 100x) and c) (400x) fragments of 
a partly well-defined neoplasm, composed of cells with a regular nucleus 
and vast, eosinophilic cytoplasm, organized in cords and trabeculae 
within a myxoid stroma. There was a moderate lymphoid infiltrate, gener-
ally perivascular, with germinal centers, some plasmocytes with Russel 
bodies and areas of fibrosis. Immunohistochemical profile consisted in 
positivity for: GFAP (d) and TTF1 (c). Ki67 was less than 3% (f).

Figure 3. Postoperative MRI – SAG and CORONAL T1 + 
gadolinium showed no tumor or complications.
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deficits, endocrinal disturbances (due to hypothalamic dis-
function)5 or obstructive hydrocephalus symptoms, namely 
headache, nausea, vomiting, and ataxia.1,5 

Enhanced brain MRI is the standard diagnostic imaging 
which usually shows a well-circumscribed, round or oval 
lesion, iso or hypointense in T1 and slight hyperintense 
in T2-weighted sequences. After gadolinium injections, 
they can present strong homogenous enhancement or 
heterogeneously due to cysts, necrosis or even rarer 
calcifications.1,6 Diffusion-weighted image (DWI) fre-
quently shows no diffusion restriction and spectroscopy 
(MRS) elevated choline and reduce N-acetyl aspartate 
(NAA) values. Additionally, (obstructive) hydrocephalus 
can accompanied the tumor.1

All CG share similar pathological findings, including 
ovoid or polygonal epithelioid cells with abundant cyto-
plasm organized in clusters and chords, typically found 
within a mucinous vacuolated stroma.5 Immunohisto-
chemistry shows positivity to GFAP, EMA, CD 34, cy-
tokeratin, S100 and vimentin, more commonly. It can 
also be found some lymphocytic infiltrate. Mitosis are 
consistently low as well as proliferation indexes (low Ki-
67 percentages) without necrosis.5 

Surgical resection is the mainstream treatment, howev-
er in the majority of the cases gross-total resection (GTR) is 
not possible, due to its location and tight adherences which 
makes en bloc resection difficult and dangerous, leading to 
a high postoperative morbidity risk (for hypothalamic-as-
sociated complications or panhypopituitarism).5 Immediate 
postoperative mortality with this approach can be as high 
as 29%, and morbidity among survivors can reach 67%.7 
So, despite being a low-grade tumor, the prognosis can be 
quite poor.6 When GTR cannot be accomplished, adjuvant 
radiotherapy or radiosurgery can and has been adminis-
tered, however their optimal role still remains nuclear.5

It’s interesting to verify that, in terms of morbidity 
and progression-free, surgical approach seems to be 
more important than the proper extent of resection.5 
Trans-lamina terminalis approach seems to be related 
to less adverse effects, comparing to transcortical and 
transcallosal approaches (p=0.051).5

Regarding the literature, our case carried out a very simple, 
benign and uncomplicated course, from the incidental and/or 
oligosymptomatic presentation, a very favorable radiological 
and intraoperative features and an uneventful surgical proce-
dure (with apparent GTR) and postoperative period.

Conclusion 
Chordoid glioma of the third ventricle is a rare, low-

grade and slow-growing tumor, for which ideal treat-

ment is total surgical removal of the tumor. However, 
as it can carry a high risk of postoperative (treatment-
related) complications, mainly due to its location, one 
should make a careful decision whenever incidental and/

or oligosymptomatic cases are found. 
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