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Case report

Primary extradural ectopic orbital Meningioma.
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Orbital meningioma is a rare benign tumor. However, the existence of ectopic orbital
meningiomas was debated for long time and this lesion might be underreported. Complete
surgical excision could achieve a good prognosis without visual impairment. The recurrence
rate is still considerable. The aim of this report was to highlight the diagnostic difficulties and
management characteristics.
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Introduction

Orbital meningioma is a rare tumor. This entity is more frequently diagnosed in adult
patients. Meningiomas that arise from the arachnoid layers of the optic nerve are
considered as primary. Secondary orbital meningioma is defined as an extension of an
intracranial process, usually from the sphenoidal wind [1]. Orbital meningioma may arise
apart from optic nerve and without any connection with the intracranial meninges. In
such cases the lesion is classified as ectopic orbital meningioma [2]. This entity is very
rare; few cases are reported in the literature. Its origin is still controversial. We herein,
report a case of an ectopic orbital meningioma with compressive optic neuropathy.
Observation

We report the case of a 37-year-old female presenting high myopia (-6.25 in both eyes).
She complained three months after childbirth of progressive protrusion of the right eye,
decreased visual acuity and amputation of the lower visual field. A swelling of the upper
eyelid appeared later. The examination of the left eye was normal. The examination of
the right eye diagnosed an axial and a non-reducible exophthalmos and a best corrected
visual acuity of only 2/10. Eye fundus showed papillary edema stage 2. Otherwise, the
physical examination was normal.

The Lancaster’s test was normal. The Goldman visual field test revealed enlargement of
the of the blind spot. Orbital tomography showed a right exophthalmos grade 2, with a
right retro-orbital mass of 2 cm. The lesion had cystic and tissular mixed pattern and
partially enhanced after contrast injection. MRI scan right intra-conical and retro orbital
mass of 22x20 with isoT1 and hyper T2 signals and heterogeneous enhancement after
gadolinium injection. A mass effect was noted on the right eye and optic nerve without
invasion (figurel).

Surgery was indicated and performed by multidisciplinary team including neurosurgeon
and ophthalmologist. A right sub frontal approach with orbital roof section was indicated
(figure2). The tumor was completely resected, and the specimen was sent to the
pathology department. Histological examination concluded to transitional meningioma
gradel. The postoperative course was marked by ophthalmoplegia and ptosis which
regressed completely after 3 months. The ophthalmological examination at 1 month
showed visual acuity of 6/10 and mild papillary edema. Increase of the visual acuity to
8/10 and normal fundus examination were seen later at 6 months. No recurrence of the
tumor was noted in The MRI scan done 2 years after the procedure.
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Figure 1: Orbito-cerebral MRI : (a) T1 axial image: well limited mixed intra right retro-orbital tissular mass 22 x20 mm; iso intense T1.
(bjc): after inium injection. (d): T2 axial image: hyperintense tissular mass signal.
We noted the independence of the mass which is only compressing the optic nerve.

Figure 2: Surgical site access and resected tumor features.
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Discussion

Meningiomas are one of the most frequent neoplasms arising from the meninges. These tumors belong to the
arachnoid villi structures [3]. Commonly, meningiomas are attached to the dura and grow in the cranial cavity or
intraspinal region. However, several ectopic location such as mandibular or parapharyngeal have been described.
The orbital ectopic meningioma remained controversial, and less than 25 cases were reported till 2018 [4]. Primary
orbital meningioma accounted for 5-10% of all orbital neoplasms and mainly diagnosed in adult patients Primary
orbital meningiomas originate from the arachnoid layer of the optic nerve sheath. Approximately 70% of orbital
meningiomas are intracranial neoplasms originating at the sphenoid ridge, with orbital and intraluminal extensions
[5]. The debate about its origin evidence may be related to the paucity or incomplete character of the of the
published series. Congenital and traumatic causes have been evoked by some authors[6]. The preoperative
diagnosis is difficult because of the non-specificity of the symptoms. The magnetic resonance scan may contribute
to distinguish this tumor from the other neoplasms of the sphenoid wing and remain the standard for diagnostic
and follow up imaging [7]. Surgical excision is the gold standard of the management and must be complete to
avoid recurrence. The management of recurrent tumors is more challenging and may require external beam
radiotherapy (EBRT) with all its possible retinal side effects [8]. In this report we tried to demonstrate that orbital
meningioma may arise apart from optic nerve and without any connection with the intracranial meninges. This
could make reasonable to consider it as ectopic despite the confusing anatomical factors.
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