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Atypical Presentation of Orbital Pseudotumor
with Visual Loss as an Initial Manifestation
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Background An orbital pseudotumor typically presents with periorbital pain, cranial nerve pal-
sies and proptosis. Although visual deterioration is not unexpected in this pathology, its presenta-
tion solely with visual loss is unusual.

Case Report In this short report, we summarize a case of orbital pseudotumor which presented
solely with a decrease in visual acuity, and discuss the clinical and radiological findings.

Conclusions This atypical presentation likely resulted from the orbital pseudotumor originat-
ing in the optic foramen, leaving the neurovascular structures of the superior orbital fissure un-
touched initially. In the early clinical period, an orbital pseudotumor may manifest itself solely by vi-
sual loss. It should therefore be included in the differential diagnosis of visual pathologies-even
in the absence of orbital pain and symptoms related to ocular movements.
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Introduction

The term orbital pseudotumor has been used to describe a set
of orbital lesions composed of benign nonspecific idiopathic
inflammatory infiltrates, characterized by an accumulation of
heterogeneous cellular constituents, and with varying de-
grees of fibrosis.!

Extra-orbital extension through orbital fissures and optic fo-
ramina is not unknown.>® In the absence of other systemic
causes such as sarcoidosis, infectious diseases and hyperthy-
roidism, inflammatory infiltration with various cellular com-
ponents and fibrous proliferation is the main feature of this
localized pathology. Orbital pain with or without restrictive ex-
ternal ophthalmoplegia is generally an earlier clinical finding
than proptosis and visual loss. Even though visual deteriora-
tion is not unexpected in this pathology, to the authors’ knowl-
edge, presentation solely with visual loss is unusual. This report
gives an account of an orbital pseudotumor originating in the
optic foramen with an initial symptom of visual loss manifest-
ing itself before the typical clinical presentation of ophthalmo-
plegia.
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Case Report

A 62-year old female was admitted to the clinic with a history
of a slight decrease in visual acuity in the right eye over the
previous four months. The patient had been diagnosed with bi-
lateral cataracts in an ophthalmologic center. Fundus examina-
tion and radiological investigations, including cranial magnetic
resonance imaging (MRI) without contrast media and fundus
fluorescein angiography, were evaluated as normal. For the pre-
vious five days, the patient had been experiencing right orbital
pain and rapid deterioration in visual acuity in the right eye.
Physical examination yielded ptosis, proptosis, failure of ocu-
lar movement and only slight light perception in the right orbit.
When the previous cranial MRI scans without contrast media
were carefully re-analyzed, a small mass lesion in the right optic
foramen was noticed (Fig. 1). The mass was iso-intense in flu-
id attenuated inversion recovery and T1-weighted MRI scans.
Orbital MRI scans were immediately performed and a signif-
icantly larger retrobulbar orbital mass was observed as being
iso-intense on T1-weighted MRI scans and strongly enhanced
after contrast injection (Fig. 2). Corticosteroid therapy was start-
ed immediately and fine needle aspiration biopsy was per-



Fig. 1. Cranial axial FLAIR and sagittal
T1-weighted MRI scans show a small
mass lesion in the right optic foramen.
The lesion is iso-intense. FLAIR: fluid at-
tenuated inversion recovery.

Fig. 2. T1-weighted axial and sagittal or-
bital MRI scans, without and with con-
trast media respectively, show a signifi-
cantly large retrobulbar orbital lesion.
The lesion is iso-intense and strongly
enhanced after contrast injection.

formed. Histopathological examination yielded areas of
polymorphous infiltration with inflammatory cells and peri-
vascular infiltration with plasma cells in fibrous stroma. No
systemic inflammatory or malignant disease was found in a
clinical evaluation of the patient. Within the first week of cor-
ticosteroid therapy, ptosis in the right eye disappeared and pro-
ptosis diminished. At one-month follow-up, globe movement
was normal but there was no perception of light. Corticosteroid
therapy was continued for 3 months. MRI scans at the ninth
month revealed that the mass had decreased in size and, inter-
estingly, did not enhance after contrast injection. The patient is
still free of additional symptoms at follow-up in the fifth year.

Discussion

In contrast to the first description of this pathology by Birch-
Hirschfield in 1905* as including all orbital masses apart from
neoplasm, the term orbital pseudotumor is currently used to re-
fer to non-specific idiopathic inflammation of the orbit without
known systemic etiology. This definition does not, however, su-
mmarize common clinical, therapeutical and anatomical char-
acteristics. Clinical course (insidious, acute, relapsing), response
to different therapeutic approaches (corticosteroids, immuno-
suppressive agents, radiation therapy, surgery) and intraorbital
locations (any orbital structure or multifocal) vary from case to
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case in the literature.

Our patient had two notable characteristics. The first was the
insidious onset of visual loss in the right eye before the major
attack, which was most probably due to the mass originating in
the vicinity of the optic foramen, leaving the neurovascular st-
ructures of the superior orbital fissure initially untouched. This
is supported by normal fundus fluorescein angiography and a
small mass lesion in the right optic foramen seen in the crani-
al MRI done several months before the acute onset of the dis-
ease. Cataract was not likely the reason of the patient’s visual
complaint in the right eye since there were bilateral cataracts in
this patient. Although the posterior location of an orbital pseu-
dotumor has previously been mentioned as more likely to be re-
lated to optic nerve involvement,” visual disturbance has not
to our knowledge previously been mentioned as a sole initial
finding in this pathology.

The second was the significant decrease in the lesion’s up-
take contrast material at the nine-month check-up MRI, which
meant a tumoral mass lesion was unlikely. A satisfactory ther-
apeutic consensus is lacking for this pathology. The use of dif-
ferent therapeutic measures, with varying degrees of success,
have been reported, including surgery, corticosteroid therapy, im-
munosuppressive agents, and radiotherapy. Some authors have
noted that symptom relief should be the therapeutic goal de-
spite incomplete resolution of disease radiologically.®’
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Atypical Presentation of Orbital Pseudotumor

Idiopathic inflammatory pseudotumors of the orbit and id-
iopathic cavernous sinus inflammation or Tolosa-Hunt syn-
drome (THS) resemble each other. We have previously report-
ed that periorbital pain, cranial nerve palsies, identical signal
intensity in neuroimaging, and dramatic response to corticoste-
roid therapy are common features of pseudotumors of the or-
bit and THS.'"® The only difference seems to be the exact
original site of these lesions, which occur in adjacent neuroana-
tomical structures. In agreement with some other authors, we
are of the opinion that orbital pseudotumors and idiopathic
cavernous sinus inflammation (THS) may develop from the

same pathological origin.*!°

Conclusions

In the early clinical period, an orbital pseudotumor may mani-
fest itself solely by visual loss, and should be included in the
differential diagnosis of visual pathologies even in the absence
of orbital pain and symptoms related to ocular movements.
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