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SUMMARY

We present a patient who developed acute visual loss
and light flashes at retrobulbar anesthesia for cata-
ract extraction. Vision improved only slightly after
cataract surgery. Although traumatic optic neuro-
pathy was suspected, the patient was diagnosed one
year later with an optic nerve sheath meningioma
(ONSM).

ONSM is a rare, slow growing, benign tumour with
highly variable clinical features. Diagnosis is often
delayed. This case report demonstrates the diagnos-
tic difficulty of this tumour.

SAMENVATTING

We stellen een patiént voor die een acute visusda-
ling en lichtflitsen ondervond bij retrobulbaire anes-
thesie bij cataractoperatie. De visus verbeterde slechts
weinig na de cataractoperatie. Aanvankelijk werd een
traumatische opticus neuropathie vermoed. Een jaar
later werd de diagnose van nervus opticus menin-
gioom gesteld. Dit is een zeldzame, traag groeien-
de, goedaardige tumor met zeer variabele klinische
verschijningsvormen. Deze casus illustreert dat de
- vaak laatgestelde - diagnose van deze tumor pro-
blematisch kan zijn.
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RESUME

Nous rapportons le cas d’un patient qui présentait
une baisse de la vision et des photopsies lors d’une
anesthésie rétrobulbaire pour opération de catarac-
te. Il'y avait seulement une faible amélioration de la
vision aprés I'opération de la cataracte. Contraire-
ment au diagnostic initial de neuropathie optique
traumatique, un méningiome des gaines du nerf op-
tiqgue (MGNO) a été diagnostiqué apres un an. Le
MGNO est une tumeur bénigne, rare, d’évolution len-
te, dont les signes cliniques sont aspécifiques et dont
le diagnostic est rarement précoce. Notre cas dé-
montre les difficultés diagnostiques que pose cette
tumeur.
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CASE REPORT

A 6b-years-old healthy man presented to his
ophthalmologist in February 2000 with com-
plaints of blurred vision of the right eye. His
best corrected visual acuity (VA) was 0.6 at the
right and 0.9 at the left eye. Automatic static
perimetry (Humphrey Field Analyzer program
30-2) showed a temporal scotoma (figure 1).
The visual loss of the right eye was attributed
to cataract. The best-corrected VA of the right
eye deteriorated to 0.2 and a cataract extrac-
tion by phaco-emulsification was performed in
June 2001. Two retrobulbar xylocaine 2% in-
jections were required to obtain adequate anes-
thesia. At the second retrobulbar injection, a
periocular haemorrhage developed and the pa-
tient experienced flashes and acute visual loss
of the right eye. The subsequent phaco-emul-
sification was uneventful. The postoperative
best-corrected VA was 0.4, the optic nerve head
was mildly swollen and the temporal visual field
defect was still present (figure 1). From these
findings the ophthalmologist concluded that the
retrobulbar injection had induced an ischemic
optic neuropathy.

The patient was referred to us in July 2002 for
a second opinion. Examination revealed a right
relative afferent pupillary defect, 4 mm of pro-
ptosis of the right eye, but no oculomotor dis-
turbances. Fundus examination and fluores-
cein angiography of the right eye showed still
a mildly swollen optic nerve head, but no cho-

roidal folds nor optociliary shunt vessels. Vi-
sual evoked potentials (VEP) showed decrea-
sed amplitudes and increased latency at the
right eye. Orbital color-doppler ultrasound ima-
ging demonstrated a normal blood-flow in the
right central retinal and ophthalmic artery and
a slight prominence of the optic disc. An orbi-
tal computed tomographic scan (CT) with in-
fusion of contrast-medium showed a 13 mm
long tumour arising from the optic nerve sheath,
localized in the orbital apex, around and me-
dially of the optic nerve. A tram-track-sign was
seen in the homogenously staining lesion. No
tumour extension into the optic canal or intra-
cranially nor bone involvement was noted (fi-
gure 2). Magnetic resonance imaging (MRI)
with gadolinium confirmed CT-findings. The tu-
mour had an isointense appearance to the op-
tic nerve and brain tissue on T1-weighted and
T2-weighted MR images. The patient was dia-
gnosed clinically with a presumed primary
ONSM. Because of further progression of the
visual field defects (figure 1) and development
of mild orbital pain, the patient underwent ste-
reotactic radiotherapy (SRT) in December 2002
and January 2003. Four months later, best cor-
rected visual acuity of the right eye was 0.5 and
there was a marked regression of the visual field
defects (figure 1).
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Fig 1. Automated static perimetry (Humphrey Field Analyzer program 30-2, pattern deviation) of the right eye, (a) at
presentation in February 2000, (b) postoperatively in August 2001, (c) in October 2002 and (d) after SRT in May 2003.
(a), (b) and (c) show evolution of the general sensitivity reduction and the temporal scotoma. (d) shows a marked regres-
sion of these visual field defects after SRT. Mean deviation was respectively -5.94dB, -6.45dB, -9.65dB and -5.55dB.



Fig 2. Axial orbital CT scan of September 2002 showing the ONSM, localized in the orbital apex, around and medially
of the optic nerve. Note the typical tram-track sign. There is no intracranial extension of the tumour nor bone invol-
vement.

DISCUSSION

This case illustrates that ONSM and other re-
trobulbar tumours should be considered in the
differential diagnosis of unilateral blurred vi-
sion, also in patients with cataracts. Clinical
features of ONSM are highly variable. They com-
prise gradual visual acuity loss, transient vi-
sual obscurations, mild proptosis, oculomotor
disturbances and peri- and retro-orbital pain.
A relative afferent pupillary defect (RAPD), op-
tic disc edema or atrophy, optociliary shunt ves-
sels, choroidal folds, dyschromatopsia and vi-
sual field defects should rise suspicion (3). Re-
trospectively, the temporal scotoma in the right
visual field, the RAPD, the optic disc oedema

and the proptosis should have alarmed the
patient’s ophthalmologist for the possibility of
an optic nerve tumour. In our case, the diagno-
sis was primarily based upon the CT imaging
findings. ONSM often shows homogeneous and
well-defined contrast enhancement and ap-
pears as a well-defined, tubular thickening of
the optic nerve, often at the orbital apex. Be-
cause the ONSM surrounds the optic nerve, the
caliber of the nerve itself is attenuated (figure
2). This is in contrast to optic nerve gliomas,
where the nerve itself appears expanded. The
tram-track-sign, which is the lucency of the op-
tic nerve in the center of an enlarged and en-
hanced tumour, is very suggestive of an ONSM,
although it has also been seen in CT scans of
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pseudo-tumours, optic nerve lymphoma and
optic neuritis (6). A biopsy, which is hazar-
dous in this region, has not been performed as
there was enough clinical evidence for an ONSM.
The flashes and sudden visual loss at the re-
trobulbar anesthesia were most probably due
to a pressure effect on compromised optic ner-
ve vessels and fibers.

Although ONSM does not cause death nor sig-
nificant neurological morbidity, it can cause
complete blindness of the affected eye. Preser-
vation of visual function is the main therapeu-
tical goal (7). Because some patients may have
a stable course for many years, observation is
a reasonable option until visual function decli-
nes (4). Because of frequent postoperative blind-
ness, surgery has been abandoned as treat-
ment option except for late-stage-ONSM-pa-
tients who have developed blindness, severe
ptosis or intracranial involvement (3). On the
basis of recent publications, stereotactic radio-
therapy (SRT) may prove to be the treatment
of choice for both early and late stages of ONSM
(1,2,5,7,8-10).
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