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Abstract
We present the case report of a 95-year-old white female with a cutaneous T-cell
lymphoma (CTCL) of the upper eyelid. Due to her comorbid medical problems,
multidisciplinary tumor board recommendation for treatment was surgical excision. She
underwent excision with frontalis muscle flap and contralateral eyelid full thickness skin
graft reconstruction. The patient has been symptom free for 3.5 years. A literature review
of cutaneous CTCL isolated to the eyelid is included.
& 2006 Elsevier Ltd. All rights reserved.
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Introduction

Cutaneous T-cell lymphomas (CTCL) represent a broad
spectrum of disease with several different manifestations.
The most common types of CTCL, mycosis fungoides and
Sezary syndrome, are also the most common lymphomas
Elsevier Ltd. All rights reserved.
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involving the skin [1]. In addition to mycosis fungoides and
Sezary syndrome, several other variants of CTCL have been
identified though thorough classification has been difficult,
with several different classification systems in use today [1].

Manifestation of CTCL in the ocular adnexa is seldom
reported and is usually a manifestation of the Sezary
syndrome or mycosis fungoides [2–5]. To date, this is the
first case of the CD3 positive subtype of anaplastic T-cell
lymphoma present in the eyelid, and only the second case of
anaplastic T-cell lymphoma present in the ocular region [6].
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We report a case of an elderly woman with previously
treated T-cell lymphoma presenting with an upper eyelid
lesion diagnosed as anaplastic T-cell lymphoma treated with
surgical excision alone.
Case presentation

A 95-year-old white female presented to our clinic with a
recurrent right upper eyelid lesion (Fig. 1a). The patient’s
history dates back to 1998 when she had multiple skin
lesions excised which were diagnosed as T-cell lymphoma.
The patient underwent an excisional biopsy of the current
lesion by an outside practitioner 2 months before, which was
diagnosed as anaplastic large cell. A metastatic workup with
CT of the neck, chest, and abdomen was negative for
Fig. 1 (a) Preoperative photo showing upper eyelid lesion, (b) def
muscle flap in place and (d) one month postoperative view.
disease. The patient was presented to our multidisciplinary
tumor board for further treatment recommendations. At the
time of presentation the tumor was causing significant
lagophthalmos in her better-seeing eye, which was produ-
cing a decrease in the patient’s quality of life. Due to the
patient’s advanced age, risk of blindness as a radiation
complication, and local disease, surgical excision of the
tumor was considered.

After the risks and benefits of the procedure were
explained to the patient and her family, she was taken to
the operating room for surgical excision of the lesion with
reconstruction. A resection of the right eyebrow and upper
lid was performed. The resulting defect was approximately
3� 2.5 cm (Fig. 1b). Reconstruction was accomplished with
a frontalis muscle sling (Fig. 1c) and full-thickeness skin
graft from the contralateral eyelid. Final pathologic
ect after excision of lesion, (c) reconstruction showing frontalis
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examination of the eyelid tumor showed intermediate-sized
polygonal cells with mildly variable oval nuclei containing
finely to coarsely reticular chromatic and prominent
nucleoli. The cells formed a few sheets and contained
discernible amounts of amphophilic cytoplasm (Fig. 2a).
Stains revealed the cells to be positive for CD3 (Fig. 2b),
CD45 RO (Fig. 2c), and CD30 (Fig. 2d); negative for CD2,
EMA, CD117, bcl-2, and CD79-A. The initial biopsy diagnosis
was confirmed as anaplastic large-cell lymphoma. At
1-month follow up the patients visual field deficit had
resolved and she was able to close her eye without difficulty
(Fig. 1d). There was no evidence of xerophthalmia. At the
patient’s last clinic visit, 3.5 years following her surgery, she
is still symptom free.
Discussion

The first reported case of CTCL was by Alibert in 1806 when
he reported on a patient who had skin eruptions that
progressed into mushroom-like tumors [7]. The next
progression in the description of CTCL came in 1938
when Sézary described a triad of intensely pruritic erythro-
derma, lymphadenopathy, and abnormal hyperconvoluted
Fig. 2 (a) H & E Stain at 100� power, (b) CD3
monstrous cells in the peripheral blood which is now
recognized as Sézary syndrome [8]. Since these early
descriptions, CTCL has come to be recognized as a spectrum
of disease with the adoption of the term CTCL in
1979 by the National Cancer Institute [9]. The spectrum
of disease is reflected in the lack of a central classifi-
cation for the disease. The Kiel Classification, Working
Formulation, the Revised European-American Lymphomas
Classification, the European Organization for Research and
Treatment of Cancer, and the Worth Health Organization
Classification have all been proposed though each has its
limitations [1,10].

The first identification of the T cell being the neoplastic
cell of origin of CTCL came in 1973 [10]. Most patients have
a disease of post-thymic mature T cells [10]. One of the
variants of CTCL is a CD30 positive phenotype. These tumors
generally present as solitary nodules with only 25% having
regional lymph node involvement [10]. Prognosis is good
with complete or partial regression occurring. The tumor
cells often have an anaplastic appearance with round, oval,
or irregularly shaped nuclei, prominent nucleoli, and
abundant cytoplasm. The immunophenotype shows CD4+
and a majority of CD30+ cells. Radiotherapy is the treat-
ment of choice for localized tumors with addition of
stain, (c) CD45 RO stain and (d) CD30 stain.
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chemotherapy for patients with generalized skin lesions or
systemic spread [10,11].

CTCL represents just over 2% of all lymphomas in the
United States [12]. Children are rarely affected and the
average age at presentation is 50 [12]. Men are affected
twice as often as women and African Americans are affected
twice as often as Caucasians [13].

Ocular manifestations of CTCL can include both intrao-
cular and extraocular conditions. In a review of their
experience at the Mayo clinic, Cook and colleagues [14]
showed that the most common findings in their patients
with CTCL was eyelid ectropion, though other manifesta-
tions including eyelid thickening or edema, tumor, blephar-
itis, and keratitis were also possible. In a study of 30
patients with mycosis fungoides, Stenson and Ramsay [15]
found eyelid tumors in eight of their patients. Limited
CTCL in the eyelid is rare [16]. Gilbertson [17] perfor-
med a literature review in his report of a patient with
eyelid CTCL which revealed only eight previous reports
of isolated CTCL, most diagnosed as mycosis fungoides.
This type of lymphoma is frequently treated with radiation
therapy [18].

If radiation therapy is to be used for eyelid lesions, great
care must be taken with eye hygiene. A common side effect
of upper eyelid radiation is xerophthalmia from destruction
of the lacrimal gland. In addition, eyelid shielding must be
used to help prevent radiation retinopathy [19].

There are varied treatments for CTCL though surgery is not
considered a primary treatment for cure. Treatments range
from conservative skin care with hydrations, emollients,
topical corticosteroids, and ultraviolet B treatments for early
stages to external electron beam radiation with possible
topical and/or system chemotherapy. Extracorporeal photo-
phoresis has also shown some benefit in patients with Sézary
syndrome [20]. Relapses are common and can produce an
indolent course, as illustrated by Kirsch’s case report of a
patient with multiple recurrences of systemic T-cell lympho-
ma after initial presentation with only an eyelid mass treated
with systemic chemotherapy and local radiation [21].

An extensive review of the literature showed that
lymphoma isolated to the ocular adnexa is a rare diagnosis.
However, it should always be included in the differential
diagnosis of any patient presenting with progressive swelling
of the eyelid or ocular region. In addition to the rarity of this
disease process, one of the compounding problems in
obtaining the proper diagnosis is the vast array of subtypes,
which further dilutes the literature base on the proper
treatment of this disease.

One of the more frequently occurring subtypes of ocular
lymphoma is the natural killer/ T-cell lymphoma subtype.
Within this type of lymphoma, the mass can either present
as Epstein-Barr virus positive or negative, although this
finding has not been found to have any effects on treatment
determination or outcomes. Treatment of this type of tumor
can occur through either surgical resection [22] vs. treating
the patient with chemotherapy alone [23]. If treated by
surgical resection, the patient may still be treated with
post-operative chemotherapy [24], depending on the in-
dividual’s response following the resection. Due to the fact
that the sheer numbers of patients are too small, no
recommendations can me made as to the most effective
treatment modality.
Other rare subtypes of ocular lymphoma that have been
presented in the literature include the d’Emblee variant
[25] and lymphoma containing sarcoid-like granulomas [26].
Both of these types have been shown to be effectively
treated with surgery alone.

In our patient, though radiation therapy would have
been the accepted treatment of her disease, we opted for
surgical treatment for multiple reasons. The patient’s
disease has already shown itself to follow an indolent
course, spanning 6 years between occurrences. Given
her advanced age, it was more likely that the patient
would have other medical problems before having to be
concerned with this disease. Second, the patient’s
better-seeing eye was the eye affected with the disease.
External beam radiation would have certainly caused
complications leading to a decrease in visual acuity or at
least an increase in care needed for the eye. Third, the
patient showed no evidence of systemic disease and given
her overall medical condition would not have tolerated
chemotherapy.
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