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Case Report

Clinical Findings of Rare Ocular Metastasis in a Patient
Diagnosed with Epithelioid Sarcoma
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Abstract

Fundanur Karakus,'

Tugba Taskin Turkmenoglu,?

Epithelioid sarcoma is a rare type of tumor that primarily affects young men and accounts for less than |% of all soft tissue
sarcomas. In this case, a patient diagnosed with epithelioid sarcoma and systemic metastases presented with complaints
of decreased vision and eye pain. Examination revealed a mass lesion involving the conjunctiva, iris and lens, accompanied
by conjunctival hyperemia, corneal edema and hyphema. Ocular metastasis was suspected, and samples were obtained
through excisional biopsy of the conjunctival nodule and aspiration of fluid from the anterior chamber. Pathological
examination confirmed that the conjunctival nodule represented an ocular metastasis of epithelioid sarcoma. Although
there are reported cases of primary orbital epithelioid sarcoma, we present this report because it demonstrates a unique
example of extra-orbital primary disease with subsequent ocular metastasis.
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Introduction

Epithelioid sarcoma mainly affects the soft tissue of the
hand, forearm, and pretibial regions in young adults and
usually shows slow growth. It tends to develop from facial
structures and tendons (1). Although it constitutes less than
I % of all soft tissue sarcomas, it has a high recurrence rate.
The location of the tumor is the most critical factor affect-
ing survival in epithelioid sarcoma, and the disease occurs
more frequently in men (2,3). The proximal type is linked to
poorer outcomes compared to the classical type. Because it
grows slowly and painlessly, patients may present months or
even years after disease onset (3,4). Radical excision with a
negative surgical margin and perioperative radiotherapy are

preferred for treating local disease. Local recurrence, which
often occurs within one to two years after treatment, is the
primary factor leading to treatment failure (3,5). Due to the
frequent occurrence of lymph node spread, sentinel lymph
node biopsy may be conducted in certain selected cases.
Metastases in the lungs and pleura are the most common.
Perioperative chemotherapy can be utilized for large, high-
grade masses and cases with metastases (5). Tumor cells fre-
quently exhibit immunoreactivity with cytokeratin (CK) and
CD34, which is genetically linked to the loss of SMARCBI/
INIl protein expression (6). In this report, we describe a
rare case of ocular metastasis originating from an extraor-
bital primary epithelioid sarcoma.
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Case Report

A 20-year-old male patient presented with complaints of de-
creased vision and pain in his right eye, which had worsened
over the past month. During the examination, the best cor-
rected visual acuity measured using the Snellen chart was
recorded as hand movements in the right eye and 0.8 in the
left eye. Intraocular pressure was measured at 45 mmHg in
the right eye and 17 mmHg in the left eye using Goldmann
applanation tonometry. A biomicroscopic examination re-
vealed a nodular mass measuring 3 mm in length and 2 mm
in width located in the superior bulbar conjunctiva of the
right eye (Fig. |). Additionally, there was corneal edema and
a hyphema graded at |/10. Obviously, due to corneal edema,
the existing 1/10 hyphema cannot be seen very clearly and
there was no rubeosis iridis, nor was any neovascularization
or hemorrhage observed in the anterior chamber angle. The
examination also showed a protruding mass in the iris at the
I'l o’clock position, diffuse small nodular lesions, and a mass
extending into the anterior chamber in the central area of
the anterior capsule (Fig. 2). Due to corneal edema, the ex-
amination of the fundus was unable to be performed; how-
ever, both the vitreous and retina appeared normal on ultra-
sonography. When his comorbidities were assessed, it was
revealed that he had been diagnosed with epithelioid sarco-
ma originating from the right shoulder region approximately
two and a half years ago. He was currently receiving treat-
ment in the medical oncology service due to hemoptysis and
had multiple metastatic foci in the lungs, lymphatic system,
and bones. Due to a preliminary diagnosis of ocular metas-
tasis, cranial and orbital magnetic resonance imaging (MRI)
were ordered. The MRI results revealed no mass formation
in the orbit; however, small nodular lesions in the brain pa-
renchyma were noted, which raised suspicion for metastasis.
Subsequently, a fluid sample from the anterior chamber was

Figure 1. Nodular mass located in the superior bulbar conjunctiva.

Figure 2. Mass formations on the iris and anterior capsule and hyphe-
ma which are hazy due to corneal edema.

Figure 3. Excisional biopsy from the conjunctival mass.

obtained using a 26-Gauge needle. An excisional biopsy was
carried out on the conjunctival lesion, ensuring a clean sur-
gical margin of 3-4 mm (Fig. 3). A sample of anterior cham-
ber fluid and an excised mass, placed in formaldehyde, were
sent for pathological examination. Cryotherapy was applied
to the conjunctiva at the margins of the excision. The ex-
cised area was reconstructed using an amniotic membrane.
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Figure 4. Pathology specimen consisting of cells with an epithelioid
appearance.

Figure 5. Pancytokeratin positivity immunohistochemically in tumor
cells.

The anterior chamber fluid showed acellular cytology, while
the conjunctival biopsy demonstrated epithelioid malignant
tumoral infiltration (Fig. 4). Tumor cells exhibited strong and
diffuse immunostaining for pan-cytokeratin (panCK) (Fig.
5) as well as CD34 (Fig. 6). Surgical margins were report-
ed as free of tumor. A surgical procedure was not recom-
mended due to widespread metastasis in the lungs, bones,
and lymphatic system, along with the patient’s poor general
condition. The patient’s systemic treatment in the oncology
department is ongoing, and topical antiglaucomatous drop
therapy has been initiated.

Discussion

We present a case of ocular metastasis in a patient with
epithelioid sarcoma, where the primary tumor is located
outside the orbit and has disseminated metastases. While

Figure 6. CD34 positivity immunohistochemically in tumor cells.

there are reported cases of primary orbital epithelioid sar-
coma, our case is unique, as it involves ocular metastasis
from a primary tumor that originates distant from the or-
bital area.

When examining the reported cases of primary orbital tu-
mors, it is observed that there are very few cases involving
patients of various ages. In a case report by Alkatan et al. (7),
an extraconal orbital mass was detected on an MRI conducted
for a 5-month-old healthy infant. The infant exhibited inferior
dystopia and conjunctival chemosis in the right eye for one
month. Following a biopsy, the diagnosis of epithelioid sar-
coma was confirmed. Despite undergoing chemotherapy and
orbital exenteration surgery, the patient experienced intracra-
nial spread of the recurrent tumor. In another report by Kaya
et al. (8), an 87-year-old female patient underwent a biopsy
after a soft tissue mass was found in the orbit. This finding was
accompanied by the lateral displacement of intraocular struc-
tures noted on a computed tomography (CT) scan, which
was associated with ectropion of the lower eyelid caused by
a mass in the medial orbit of her left eye. The patient also
presented with a rapidly growing mass in the medial orbit that
resulted in epiphora. After diagnosing her with epithelioid sar-
coma, she underwent orbital exenteration surgery, and there
was no recurrence observed during the follow-up.

Additionally, a case report by Jurdy et al. (9) highlighted a
39-year-old female patient who was diagnosed with epithelioid
sarcoma. A biopsy of a mass in her left eye demonstrated pos-
sible involvement of the medial rectus muscle. This mass was
identified through an MRI due to her symptoms, which includ-
ed recurrent conjunctival hemorrhage, headaches, and pain in
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the left periorbital region. The patient was presented with the
option of orbital exenteration; however, she refused this treat-
ment. Instead, radical resection of the tumor was performed,
and follow-up examinations revealed no signs of recurrence.

In the study conducted by White et al. (10), a |7-year-old
female patient was referred due to a mass in the temporal
area of her right upper eyelid. Upon examination, inferonasal
dystopia of the globe was observed. A CT scan revealed a
superior and inferolateral mass, and a biopsy confirmed the
diagnosis of epithelioid sarcoma. There was no systemic me-
tastasis. The patient underwent exenteration surgery on the
orbit, and for three years of follow-up, no recurrence was
noted. Additionally, a 34-year-old female patient had a biopsy
for a right superolateral orbital mass that had persisted for
nine months, leading to a diagnosis of epithelioid sarcoma.
Following the biopsy, she also underwent exenteration sur-
gery. Radiotherapy was administered due to positive surgical
margins. However, ten months later, a CT scan demonstrated
recurrence, although no systemic metastasis was observed.

Conjunctival metastases from malignancies originating in
extraocular tissues are extremely rare. In a study examining
ten cases of tumors that metastasized to the conjunctiva,
Kirath H. (11) et al. reported the following findings: breast
cancer was identified in four cases, lung cancer in two cases,
laryngeal cancer in one case, cutaneous melanoma in two
cases, and metastasis from an unknown primary cancer in
one case. Among the patients, solitary metastasis was ob-
served in eight patients. The metastasis occurred in the bul-
bar conjunctiva for six patients and in the palpebral conjunc-
tiva for two patients. Additionally, metastasis to other ocular
tissues was noted in eight patients.

Conclusion

Our case is significant as it represents the first documented
example of conjunctival metastasis from epithelioid carci-
noma with a primary focus located distant from the eye.
Patients presenting with metastatic malignancy, decreased
vision, eye pain, hyphema, and nodular structures in the iris
and conjunctiva may need further examination and treat-
ment due to the suspicion of ocular metastasis.
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