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Abstract

Meningiomas are fairly common brain tumors that develop from the meninges. There are several histological variants
of different grades. Chordoid meningioma (CM) is a rare grade 2 variant according to the WHO. The diagnosis is
essentially anatomopathological which is based on a morphological study followed by an immunohistochemical
complement. The reference treatment is surgery sometimes followed by radiotherapy.
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INTRODUCTION

Meningiomas are fairly common brain tumors
with a clear female predominance. There are several
histological variants. The chordoid variant is rare. It
accounts for <0.5% of all meningioma types [1].

The differential diagnosis includes chordomas,
myxoid chondrosarcoma and chordoid glioma [2].

Chordoid meningioma is classified as grade 2
according to the WHO classification [3]. The diagnosis
is anatomopathological and is based on a morphological
study, most often supplemented by an
immunohistochemical study. The standard treatment is
surgery, which is based on complete excision of the
tumor whenever possible. Recurrences are frequent.

OBSERVATION

This is a 56-year-old patient who has had a
sudden onset headache for 2 months with a notion of
right hemiparesis. A magnetic resonance imaging (MRI)
with Gadolinium injection showing an extra-axial lesion
with a broad base of implantation, exhibiting

heterogeneous signal enhancement, strongly enhanced
after injection with dural enhancement (dural tail), and
exerting a mass effect on midline structures (Figure 1).

The patient was admitted to the operating room
for tumor resection. The specimen was sent to the
pathology laboratory for anatomopathological study.

Morphological  analysis  shows  tumor
proliferation made up of cords and cellular trabeculae
within a basophilic extracellular matrix. The tumor cells
are medium-sized with abundant eosinophilic cytoplasm
and nuclei with moderate atypia. The tumor proliferation
strongly expresses EMA antibodies and progesterone
receptors (figure 2).

This pathological examination led to the
diagnosis of grade II chordoid meningioma according to
the WHO.

Patient benefited from stereotactic
radiotherapy.

The evolution was stationary without any
notion of recurrence for 6 months after surgery.
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Figure 1: Sagittal T1 (A) fat-saturated MRI scans with Gadolinium injection and axial T2 (B) showing an extra-
axial lesion with a broad base of implantation, exhibiting heterogeneous signal enhancement, strongly enhanced
after injection with dural enhancement (dural tail), and exerting a mass effect on midline structures.

Figure 2: Chordoid meningioma: tumoral proliferation of cellular trabeculae within abundant myxoid stroma (A)
strongly expressing EMA (B) and Progesterone receptor antibodies (C)
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DiSscusSION

A meningioma is a type of tumor that develops
in the meninges, the protective layers surrounding the
brain and spinal cord. Most meningiomas are benign and
slow-growing, but some can be atypical or malignant.

Chordoid meningioma is a rare WHO Grade 11
meningioma, meaning it has a higher risk of recurrence
compared to typical (Grade I) meningiomas. It has a
distinct histological appearance, resembling chordoma (a
different type of tumor), with cords or strands of tumor
cells in a mucoid (gel-like) background.

It has been previously reported that following the
subtotal resection of CM, there is a high tendency for
recurrence [4].

Chordoid meningiomas occur very rarely,
corresponding to up to 1% of surgically removed
meningiomas, even in large cohorts [5]. The diagnosis is
anatomopathological which is based on a morphological
study which shows a chordoid-like tumor proliferation.

However, sometimes the histological diagnosis
is difficult because it is comparable morphology in other
intracranial tumors, such as chordoid glioma, chordoma,
extraskeletal chondrosarcoma, myxopapillary
ependymoma and metastatic tumors [6].

Immunohistopathological studies have shown
that this tumor shows positivity for vimentin, EMA and
D2-40, and occasional positivity for S-100 protein, on
the other hand demonstrating negativity for GFAP and
cytokeratin [7].

The differential diagnosis is essentially with
tumors showing myxoid differentiation or a so-called
chordoid pattern, in particular certain chordoid gliomas,
chordomas, myxoid chondrosarcomas, myxoid
ependymomas and not forgetting certain secondary
processes. In these cases, immunohistochemistry is of
great help.

Treatment is essentially surgical. Ideally, the
entire tumour should be resected with a healthy margin.
This last option is sometimes difficult, especially in the
case of large and/or infiltrating tumors. Stereotactic
radiotherapy remains a therapeutic option, either alone or
as an adjunct to incomplete surgery.

CONCLUSION

Chordoid meningioma is a rare histological
variant, WHO grade 2. Diagnosis of certainty is
anatomopathological, often requiring
immunohistochemistry to rule out other brain tumors
showing a myxoid pattern. Standard treatment is
complete surgery.

Recurrences are frequent.
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