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Abstract

Orbital lymphoma is a rare cause of primary Non Hodgkin lymphomasand
represents a major cause of orbital malignancies, usually arising from
extraocular muscles, eyelid, and soft tissue adnexa. Overall it presents as an
extraconal tumor featuring a broad spectrum of clinical presentation making the
diagnosis sometimes challenging. We report the case of a 65 year old male with
no prior medical history presenting with a recent ongoing proptosis. Radiological
findings were consistent with an extraconal lesion involving the lateral orbital
wall responsible for mass effect on the globe and optic nerve, for which
histopathological results showed features of a small lymphocytic lymphoma.
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Case Presentation

We report the case a 65 year old male with no past medical history
presenting to the emergency department for right orbital pain and
blurred vision for 15 days with a worsening proptosis for one month
prior, associated with recent weight loss and episodes of fever. Patient
denied any trauma history. Physical examinations showed a visual
acuity of the right eye of 6/10 no evidence of chemosis, swelling or
inflammation. Laboratory analysis found normal white blood cell
count, and moderately elevated C reactive protein at 25mg/1. The rest
of physical examination and laboratory study were unremarkable. A
computed tomography of the orbits was performed showing a right
orbital mass of soft tissue density enhancing homogeneously after
contrast media injection, involving the lateral wall, bulging medially
with mass effect on the globe and optic nerve responsible for moderate
exophthalmos, associated with infiltration of the lateral rectus muscle
and extension to the pre septal soft tissue. Further examination
showed no evidence of bone destruction adjacent to the mass and
no intra cranial extension or through the optic canal, superior or
inferior orbital fissures. Although clinical presentation with recent
onset of orbital pain, vision impairment and episodes of fever initially
was suspicious of orbital cellulitis, both laboratory studies and
imaging findings clinched the diagnosis of an orbital tumor which
characteristics were highly suggestive of a lymphoma. Patient then
underwent a biopsy of the mass, histopathological analysis showed
a diffuse small lymphocytic infiltration and immunochemical study
concluded to a marginal zone B cell lymphoma.

Figure 1: Axial contrast enhanced CT images on both soft tissue (A) and
bone windows (B) showing a right orbital mass involving the lateral wall, of
soft tissue density enhancing homogeneously after contrast media injection,
bulging medially with mass effect on the globe and optic nerve responsible
for moderate exophthalmos above the inter zygomatic line, associated with
infiltration of the lateral rectus muscle and extension to the pre septal soft
tissue (arrows)with no evidence of bone erosion or destruction (arrow head).

Discussion

Orbital lymphomas and especially Non-Hodgkin’s type represent
less than 2% of all lymphomas [1]. Among the broad spectrum of
histological subtypes, the vast majority of cases are reported to be

is thought to play a major role in the pathogenesis among other
infective processes [3].

extra nodal marginal zone lymphomas [2]. Nonetheless orbital
lymphoma remains the most common primary orbital neoplasm in
the adult population with increasing incidence over the last decade
[3]. It arises in most cases from mucosa associated lymphoid tissue,
and the potential role of a previous Chlamydia psittaci exposure

Orbital lymphoma is a disease of the elderly between 50 and 70
years of age. Gender predilection depends on the histological subtype.
In fact, extranodal marginal zone B-cell lymphoma and follicular
lymphoma tend to have a female predilection, whereas diffuse large
B-cell lymphomas show an even gender distribution [4].
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Figure 2: Coronal contrast enhanced CT images on both soft tissue (A) and
bone windows (B) showing a right orbital mass involving the lateral wall,
of soft tissue density with mass effect on the optic nerve and the lateral
and inferior rectus muscles (arrows)with no evidence of bone erosion or
destruction (arrow head).

It can either involve the conjunctiva, eyelid, orbital walls or even
the lacrimal gland [5].

Patients usually present with a palpable mass causing orbital
swelling [4]. Other symptoms like diplopia, extraocular movement
limitation, or decreased visual acuity can be found, but proptosis
remains the hallmark symptom. Vision impairment can be caused
by optic nerve infiltration or compression through mass effect.
Sometimes clinical presentation can be misleading especially when
symptoms overlap with those of orbital cellulitis like in our case [6].

Radiological analysis on both Computed Tomography (CT)
and/or Magnetic Resonance Imaging (MRI) plays a major role in
the characterization of orbital masses and more commonly in the
exploration of an exophthalmos.

Exophthalmos or proptosis as a key clinical and radiological
feature refers to the anterior displacement of the globe. The reference
line on cross sectional imaging is the inter zygomatic line. The lower
limit of normal distance from this line to the posterior aspect of the
globe is around 6mm below which we can conclude to a proptosis.

Regarding imaging characteristics, on Computed Tomography
(CT) orbital lymphoma appears as a soft tissue mass involving any
part of the orbit with a predilection for the upper outer quadrant
usually close to the lacrimal gland.

It is usually isodense or moderately hyperdense compared
to extra ocular muscles on non-enhanced CT examination, with
discrete to mild and homogeneous enhancement after contrast media
administration.

Mass effect is also a main feature, on the extra ocular muscles,

globe and optic nerve hence the protrusion and exophthalmos on one
the hand and decrease in vision acuity on the other hand [7].

When important mass effect is present, especially on the
surrounding muscles, it can be challenging to delineate the origin of
the mass, MRI is therefore useful as it offers better contrast resolution.
Nevertheless, in most cases we can easily determine the origin of the
mass with respect to the extra ocular muscles on CT, particularly
helpful in making the correct diagnosis of lymphoma and to
differentiate it from other orbital masses especially idiopathic orbital
inflammation that most commonly involves the extra ocular muscles
and is considered the most challenging differential diagnosis. In
addition, with regards to clinical presentation, especially if symptoms
are misleading like in our case, orbital cellulitis can also be among the
differentials [5]. Close analysis of imaging feature scan help clinch the
diagnosis, in the absence of extensive pre or post septal fat stranding,
orbital abscess or contiguous sinusitis.

In addition, imaging plays a pivotal role in the diagnostic
approach in differentiating lymphoma from other orbital neoplasms
with rare globe or optic nerve invasion and bone destruction. Some
authors even suggest that within orbital lymphoma’s subtypes,
radiological features like globe indentation is significantly more
likely to be encountered in aggressive subtypes, but no notable
difference was found otherwise, on both CT and MRI [2] among
orbital lymphomas. Pathological confirmation remains mandatory
for diagnostic purposes and appropriate treatment management.

Radiotherapy is considered the gold standard for localized extra
nodal primary orbital lymphoma with no evidence of systemic
involvement [8].

Otherwise, for patients with systematic or metastatic spread, no
specific treatment guideline exists and surgical resection, radiotherapy,
and chemotherapy can be used; rituximab being the monoclonal
antibody most commonly utilized for the treatment of CD 20 positive
small lymphocytic lymphoma [9]. Recent identification of Chlamydia
psittaci lead to the use of antibiotic therapy with some reported cases
of decrease in tumor size and even remission [3].

Therefore, optimal treatment strategy must be discussed by
a multidisciplinary team depending on clinical, laboratory and
radiological data.

Our patient had no evidence of systematic dissemination and
radiotherapy was therefore the treatment of choice.

Localized orbital non-Hodgkin’s lymphoma’s prognosis depend
on the histological subtype. In fact, mucosa associated lymphoid
tissue (MALT) as one type of marginal zone lymphoma (MSL) seems
to have good prognosis with a 5 year relapse free rate around 65%,
and low mortality rates not exceeding 5% [4,10].

Conclusion

Non-Hodgkin’s orbital lymphoma is a major cause of proptosis
with an overall good prognosis.

However the broad variety of clinical presentation can sometimes
be misleading.

Imaging plays a pivotal role in lesion characterization of orbital
masses, having an appropriate diagnostic approach with good
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knowledge of orbital lymphoma imaging features appears to be

crucial for early diagnosis, prompt and appropriate management.
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