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Abstract

Purpose: Choroidal lesions are difficult to discern diagnostically due to their subretinal location and the
long differential diagnosis associated with them. As such, any additional features of the lesion noted on
examination or further imaging helps in narrowing the differential diagnosis. Standardized A and B-scan
ultrasonography is an imaging modality crucial in differentiating various intraocular tumors and specific
ultrasound features may help narrow the differential diagnosisin the case of choroidal lesions.

Observation: We present the case of a 64-year-old male with a choroidal lesion noted to have extrascleral
extension subsequently identified asan isolated low-grade B-cell lymphoma by fine needle aspiration.

Conclusion and importance: In conclusion, identifying extrascleral extension on A- and B-scan
ultrasonography of a lesion helps narrow the differential diagnosis to choroidal lymphomas or melanomas

and posterior scleritis.
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1. INTRODUCTION

Intraocular B-cell lymphoma is a uveitic
masquerader that can involve various intraocular
structures such as the vitreous, retina, choroid,
iris, ciliary body, and anterior chamber. The
location that is primarily involved is suggestive
of the aggressiveness, morbidity, and mortality
of the lesion. For example, primary vitreoretinal
lymphomas are associated with high rates of
central nervous systtm involvement and
subsequently high morbidity and mortality,
while uveal lymphomas are usually low grade
and have a prolonged, benign clinical course.'?
Anatomical location of the tumor aside,
intraocular lymphomas usually have low to
medium internal reflectivity.> In the case
described herein, we found that extrascleral
extension of uveal lymphoma is a critical
finding on ultrasonography in identifying the
underlying cause of the choroidal mass.

2. CASE REPORT

A 64-year-old man with past medical history of
medication-treated hypertension and
anisometropic amblyopia of the left eye
presented with a history of floaters nasally and a
sense of decreased vision in his right eye that
had been progressively worsening over several
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months. His best-corrected visual acuity was
20/25 OD and 20/40 OS with a moderately
hyperopic refraction worse in his left eye.
Intraocular pressures were 15 mmHg OU and
external examination was normal bilaterally
except for 1+ nuclear sclerosis OU. His fundus
examination OS was unremarkable while OD
showed an ill-defined amelanotic choroidal
lesion temporal to the macula without overlying
edema, hemorrhage, or orange pigment (Figure
la). Fluorescein angiography findings were
consistent with fundus photos and a diagnostic
ultrasound was performed that further
characterized extrascleral extension of the
choroidal lesion and estimated the size to be
3mm x 10mm x 10mm (Figure 1b-d).

Due to concern for malignancy and unclear
diagnosis  from  history, imaging, and
examination, a fine needle biopsy of the lesion
was performed and revealed a CD 20* low-
grade B cell lymphoma (Figure 1e). To rule out
systemic involvement, computed tomography
(CT) was performed of the chest, abdomen, and
pelvis. Only a small, solitary pulmonary nodule
and a mildly enlarged lymph node in the porta
hepatis were found on imaging. These imaging
findings were not felt to be clinically significant
by his primary care provider. Additionally, a
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body full PET scan was performed and did not
show any evidence of systemic lymphoma.
Because there is only an isolated choroidal
lymphoma, the patient is currently being
scheduled for proton beam irradiation of the
ocular lesion.

Figure 1

Figurel. 64-year-old man with extrascleral
extension of ocular lymphoma.

(a) Fundus examination of the right eye identified an
ill-defined, amelanotic, choroidal lesion temporal to
the macula. Dotted green line indicates approximate
borders of lesion. (b) Fluorescein angiogram
identified a hyperflourescent mass with late leakage
consistent with fundus examination. Dotted green
line indicates approximate tumor borders. (c-d) A-
and B-scan ultrasound identified a 3mm x 10mm x
10mm choroidal lesion with extrascleral extension
[indicated by green arrow in (c) and blue arrow in
(d)]. Lesion thickness further characterized by A-
scan with yellow and green lines in (d). (e) Fine
needle aspiration of the lesion identified a low grade
B-cell lymphoma. Inset shows magnified cells of
central box consistent with B lymphocytes.

3. DISCUSSION

The nomenclature describing the growth of
lymphoid cells in the uwveal tract has gone
through several changes since the original term
‘uveal lymphosarcoma’ was applied by
Triebenstein in 1920. Ryan and Zimmerman
coined the term reactive lymphoid hyperplasia
in a pathological series published in 1972.4 This
implied a more benign proliferation of lymphoid
cells that was felt to lie at one end of a spectrum

with aggressive, systemic, non-Hodgkins’
lymphoma at the other end. Several
investigators  have revisited pathological

specimens previously diagnosed as reactive
lymphoid hyperplasia and have reclassified most
of them as extranodal marginal zone B-cell
lymphoma.?®
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Uveal lymphoma is a relatively rare condition
that often presents with a painless decrease in
vision and may be confused with other entities.®
When the condition presents as multi-focal
creamy yellow lesions, the differential diagnosis
includes such entities as acute multifocal
placoid pigment epitheliopathy (AMPPE),
birdshot choroidopathy, and vitreoretinal
lymphoma, although Shields found this fundus
appearance in only half of their published cases
of uveal lymphoma.” The differential diagnosis
of an amelanotic, isolated choroidal mass as
found in our patient includes choroidal
hemangioma, amelanotic melanoma, metastatic
lesions, osseous choriostoma, and nodular
posterior scleritis. The extrascleral component
identified on A- and B-scan in this case narrows
the diagnostic possibilities to choroidal
melanoma or uveal lymphoma with extrasceral
extension, or posterior scleritis.

Diagnostic A and B-scan ultrasound is the most
sensitive test to document extrascleral extension
of choroidal lesions. Both the choroidal and
extrascleral components show low to medium
reflectivity and spontaneous vascularity.® Singh
described extrascleral extension in 76% of his
patients with ocular lymphoma with concentric
scleral and episcleral thickening in 86% of these
and a discrete extrascleral mass in 45%.° It is
felt that this extension is due to the choroidal
component of the lymphoma being able to
penetrate the sclera through emissary channels.©
Biopsy is the definitive test to confirm the
diagnosis and is recommended in all of these
patients when possible. However, there are
some patients unable to undergo general
anesthesia due to health concerns making
ultrasound findings of the lesion critical in the
diagnosis.

In uveal lymphoma, systemic evaluation is
important, as prior studies have found that 31%
of patients with uveal lymphoma had systemic
lymphoma at presentation and 22% of these
patients were found to have systemic disease
only after further evaluation of presumed
isolated ocular disease.t* This was further
supported by a report that showed 23% of
patients with primary uveal lymphoma had
systemic disease discovered on staging studies.*?
The prognosis for most patients with primary
uveal lymphoma without a systemic component
is excellent with the vast majority of cases
remaining confined to the eye.!* However, the
prognosis for intraocular lymphoma with
widespread systemic lymphoma is much more
variable and depends on subtype of lymphoma
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and grading and staging at the time of
diagnosis.*®

Patient Consent: Informed consent was
obtained from the patient for publication of this
case report and any accompanying images. The
study in its entirety is HIPAA compliant.
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