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Case Report

Chordoid Meningioma
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Abstract
Chordoid meningioma is a rare variety of meningioma (0.5% - 1%) with high rate of recurrence. They are grouped in WHO Grade

II tumors. They are mainly distributed in the supratentorial location. They have an aggressive clinical course, to the best of our
knowledge, 284 chordoid meningiomas have been reported in the literature.

We report in this sense a new observation of cerebellar chordoid meningioma.
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Introduction
Meningiomas are among the most varied of all intracranial le-

sions. They present with a range of symptoms, as well as imaging
and histopathological features, explaining why they are often called

the ‘great masqueraders’. Chordoid meningioma is a rare variant of

meningioma. Only 284 cases have been reported in the literature to
date. It is often confused with chordoma and has a high potential
for recurrence. We report in this sense a new observation.

Case Report

This is a patient of 38 years without disease history, who pres-

ent for six months a syndrome of intracranial hypertension with

a cerebellar syndrome. The MRI showed an expanding cerebellar
process, 5 × 6 cm (Figure 1), enhancement after gadolinium admin-

istration Complete surgical resection was performed Pathological

examination of the resected tumor showed a proliferation of het-

erogeneous architecture, consisting mainly of lobules separated
by a fibro-inflammatory stroma Within these lobules, tumor cells

were disposed in cords and trabeculae bathed in abundant myxoid
frame, This aspect was Chordoid evoke a meningioma. The postop-

erative course was uneventful and CT scan confirmed the complete
removal of the tumor.

Figure 1: MRI showed an expanding cerebellar process, with
enhancement after gadolinium administration.

Discussion

The term “chordoid meningioma” was first used by Kepes., et al.

[1] in 1988, to describe a meningeal tumor displaying histological
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characteristics closely imitating those of chordoma and that arise
in young patients who had iron-refractory hypochromic microcytic

anemia and/or dysgammaglobulinemia. The first known case with
similar clinical and histopathological features, was reported by

Connors [2] in 1980 and later reviewed by Dimand., et al. [3] in

1985. Most chordoid meningiomas arise within the supratentorial
intracranial space and particularly over the cerebral convexities.
These meningiomas appear as a hyperintense mass on T1- weighted MRI, while on T2-weighted FLAIR sequences they appear as a

hypointense mass, with brilliant contrast enhancement seen either within the brain parenchyma. The chordoid meningiomas are
frequently confused with glial or metastatic tumors. Intracerebral
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observed that in the majority (85.7%) of recurred cases, the primary, tumors show chordoid pattern in more than 50% of the tumor
tissue.

There have been only two studies on chromosomal aberra-

tions in chordoid meningioma in the available literature. One on
chromosomal alteration of primary and recurrent chordoid meningioma evaluated the loci MYCN, ERBB4, CDH1, ABR, ERBB2 and
NF2 probes [9] and showed that there is some level of alteration
in genes such as NF2, MYCN, ABR, and ERBB2 among primary and
recurrent chordoid meningioma [9].

Another study showed an unbalanced translocation of t(1;3)

‘‘cystic” meningiomas, and rhabdoid meningiomas with a cystic

(p12-13;q11) as a unique feature of chordoid meningioma [10,11].

Chordoid meningioma (CM) is a meningioma containing re-

hub genes, including JUN, PIK3R1, FOS, AGT and MYC, that may be

component, are rarely described.

gions that are histologically similar to chordoma, with trabeculae

of eosinophilic, vacuolated cells in a myxoid background and corresponds to WHO grade II [4]. Such a tumor is a rare variant first described by Kepes., et al. in 1988 in young patients associated with

Castleman syndrome [1]. Only a series [5] and a few case reports

[6-8] were published.

But the largest series of chordoid meningiomas was reported

by Couce., et al. [5] in 2000. Their study included 42 chordoid
meningiomas representing 0.5% of all meningiomas operated in
Mayo Clinic from 1975 to 1997. In this study, the clinical features

of the patients were found to be significantly different from those
observed in previous studies. The patient age ranged from 12 to

77 years (mean, 44 yrs) and only two tumors (5.2%) occurred in

children. In contrast to previous reports, no significant association

with systemic or hematologic abnormalities were found. To the

Another study was reported by Junxi dai [12] identified several

functionally relevant to the pathogenesis of meningioma.

Another study was reported by Corinna Seligerand., et al. [13]

concluded that the Obesity and arterial hypertension are positively

associated with risk of meningioma. Further studies are needed to
better understand potential underlying biologic mechanisms.

Conclusion

The existing literature about the clinicopathological behaviour

and management strategies for CM is sparse. chordoid meningiomas are treated with surgery and post-operative radiotherapy. Che-

motherapy has been tried in these tumors without any significant
survival benefit. The meningioma in our patient had two unusual
features; the chordoid variant, and intracerebral location.
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