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eidi Goldberg* would never let anything stop her from going on

her annual summer trip to Europe with her husband. Despite

developing blurry vision, intermittent photophobia, and right

conjunctival injection before her departure, this 61-year-old

Caucasian woman decided to postpone seeing the doctor until

after she had returned from vacation.

By the time we saw Ms. Goldberg in
November 2013, it had already been
four months since her ocular symp-
toms began.

An outside ophthalmologist, who
saw her a week prior to this visit, noted
an intraocular pressure (IOP) of 32
mmHg in the right eye and 11 mmHg
in the left eye. That ophthalmologist
had diagnosed Ms. Goldberg with an-
terior uveitis with ocular hypertension
in the right eye and prescribed dorzol-
amide drops twice a day and topical
prednisolone four times a day. After
five days of treatment, Ms. Goldberg
had no symptomatic improvements.

On our exam, her visual acuity was
20/20 in both eyes. IOP was 21 mmHg
in her right eye and 14 mmHg in her
left. Slit-lamp examination of the right
eye showed conjunctival injection
and keratic precipitates. The anterior
chamber was deep and had 3+ cell
with trace flare. Interestingly, we noted
that the right iris showed multiple dif-
fuse, elevated nodular infiltrates with
increased vascularity extending to the
angle nasally and inferiorly, as well as
inferotemporally (Fig. 1).

Fundus examination of both eyes
was normal.

Ms. Goldberg’s medical history in-
cluded hypothyroidism and shingles
on the right side of her face with ocu-
lar sparing.

In 2003, she was incidentally di-
agnosed with chronic lymphocytic
leukemia (CLL), which was discov-
ered through routine blood work and
subsequent cell flow cytometry. For
10 years after her diagnosis of CLL,
she remained asymptomatic despite
having severe thrombocytopenia, for
which she refused treatment. In Febru-
ary 2013, she developed splenomegaly
and easy bruising, which prompted
her oncologist to proceed with a bone
marrow biopsy. This revealed 100 per-
cent cellularity of marrow and 90 per-
cent CLL involvement (Fig. 2A). Due
to a persistent platelet count below
40,000 and new onset of symptoms,
she received four weekly intravenous
infusions of rituximab 375 mg/m?,
but there was no improvement in her
platelet count.

Ms. Goldberg’s history gave us much
to consider. The differential diagnosis
for her anterior uveitis at that point
included ocular malignancy, autoim-
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AT THE SLIT LAMP. When we first saw
the patient, we noted diffuse nodular
infiltrates in the iris.

mune disease, and infection (classi-
cally tuberculosis, syphilis, and Lyme
disease).

Although leukemic infiltration of
the iris was the highest on our dif-
ferential, we were unable to rule out
an iris melanoma or a secondary
metastatic process. Although a biopsy
was indicated to help determine the
diagnosis, it was delayed due to her
persistently low platelet count. Her
treating hematologist recommended
preoperative chemotherapy to increase
her platelet count. This was ineffective
and the decision was made to proceed
with the biopsy despite her persistent
thrombocytopenia.

Additionally, we ordered a routine
autoimmune and infectious workup
for iritis, including the following tests:
ANA (antinuclear antibodies), ANCA
(antineutrophil cytoplasmic antibody),
ACE (angiotensin-converting enzyme),
RPR (rapid plasma reagin), PPD (puri-
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fied protein derivative), and Lyme dis-
ease. The results were negative.

A fine-needle aspiration of the right
iris was done, using the technique de-
scribed by Shields et al.' to avoid seed-
ing surrounding tissue with malignant
cells. Although an anterior chamber
paracentesis was initially considered, a
biopsy was felt to be the better option,
given our broad differential and desire
to avoid multiple invasive procedures.
She tolerated the procedure well, with
minimal intraocular bleeding; and on
postoperative day one, there were no
signs of hyphema or any other compli-
cations.

Cell flow cytometry of the speci-
men revealed neoplastic lymphocytes
with clumped chromatin and scanty
cytoplasm consistent with CLL (Fig.
2B).

A PubMed search of anterior uveitis
and chronic lymphocytic leukemia
yielded only 10 results.*"" These 10
studies described cases of anterior
uveitis caused by leukemic infiltrates
in patients with CLL. Six of these cases
had been previously diagnosed with
CLL, and four were diagnosed based
on ocular pathology as their present-
ing abnormalities. The cases were
similar to Ms. Goldberg’s in that they
presented with several weeks of blurry
vision, eye redness, eye pain, and pho-
tophobia, and were refractory to topi-
cal steroids. In most cases, the fundus
exam was normal.

Leukemic infiltrates in the eye usu-
ally occur in well-vascularized areas
of the posterior segment, such as the
retina and choroid. Leukemia rarely
presents with anterior uveitis, espe-
cially when the type of leukemia is
chronic."

In the 10 cases that we reviewed,
the authors reported that making the
diagnosis of anterior uveitis caused by
CLL infiltration was challenging, and
most cases required a sample of tissue
or ocular fluid to confirm the diag-
nosis. Treatment varied, with patients
receiving either systemic chemotherapy
or immunotherapy, local irradiation, or
a combination of treatments.
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BIOPSIES. (2 A) Nine months before we saw Ms. Goldberg, a bone marrow smear
(cytospin) revealed neoplastic lymphocytes with clumped chromatin and scanty
cytoplasm. (2B) We ordered a biopsy of the iris (cytospin) that revealed leukemic
cells with similar morphology to bone marrow lymphoma (Giemsa stain, 100x).

Our patient was already on a regi-
men of systemic chemotherapy. After
her diagnosis, she continued to receive
treatment by her hematologist. On her
seven-month follow-up, her ocular
complaints had resolved and her exam
had normalized.

Treatments and outcomes of the
cases reported in the literature were
very individualized; thus, it is difficult
to make a generalization about the best
treatment. Although our patient had a
favorable outcome with systemic che-
motherapy alone, we cannot conclude
that this is the optimal treatment for
all patients. Each patient must be as-
sessed on an individual basis, and a
treatment plan must be tailored to fit
the patient’s and caregiver’s goals.

This case report also demonstrates
the need to consider masquerade
syndromes like CLL when evaluating
patients with visual complaints of an-
terior uveitis that is refractory to topi-
cal steroid, regardless of malignancy
history. m

* Patient name is fictitious.
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this year at the University of Florida. Drs.
Gray and Kubal are both assistant profes-
sors of cornea and external diseases, and Dr.
Alkhasawneh is a hemopathology fellow;
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