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Established Facts

« Atypical fibroxanthoma is an uncommon tumor of the ocular surface with pathology revealing a high-
ly cellular lesion with pleomorphic spindle cells, giant cells, and increased mitoses.

Novel Insights

ture on this rare tumor.

o We provide a novel case report of atypical fibroxanthoma detailing the clinical presentation, manage-
ment, and pathology and immunohistochemistry, which contributes significantly to the limited litera-
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Abstract

Background/Aims: Atypical fibroxanthoma is an uncom-
mon tumor that usually occurs in the skin of the head and
neck of the elderly with significant sun exposure. We de-
scribe a unique case featuring a rare ocular surface conjunc-
tival tumor (atypical fibroxanthoma) and provide insight on
its characteristic clinical features, surgical management, and
histology. Methods: A 71-year-old male fisherman with no
pertinent ocular history presented to an academic center
with a rapidly enlarging bulbar conjunctival mass in the right
perilimbal region for the past several months. The patient
underwent surgical excisional biopsy with cryotherapy, ad-
juvantalcohol,and amniotic membrane transplantation. Re-
sults: Pathology specimen illustrated an atypical spindle cell

tumor with inflammatory cells, increased mitotic activity, cy-
tologic atypia, and positive diffuse staining with CD163 and
CD10 consistent with an atypical fibroxanthoma. Conclu-
sion: Atypical fibroxanthoma is an extremely rare ocular sur-
face tumor that may simulate conjunctival or ocular surface
squamous neoplasia. While this lesion typically pursues a be-
nign clinical course, it may recur or rarely metastasize. Thus
it should be treated aggressively with excisional biopsy,
cryotherapy, absolute alcohol, and/or amniotic membrane

transplantation. ©2017 S. Karger AG, Basel

Introduction

Atypical fibroxanthoma is an uncommon tumor that
usually occurs in the skin of the head and neck of the el-
derly with significant sun exposure. There have been rare
reports of involvement of the ocular surface. Clinically it
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Fig. 1. a Preoperative photo demonstrating raised vascular lesion
extending from the bulbar conjunctiva over the limbus. b Postop-
erative photo following excisional biopsy of the lesion.

may appear similar to other ocular surface tumors includ-
ing melanoma, sarcoma, atypical fibrous histiocytoma,
and squamous cell carcinoma [1]. Pathology reveals a
highly cellular lesion with pleomorphic spindle cells, gi-
ant cells, and increased mitoses [2]. Diagnosis of the le-
sion requires clinical, pathological, and immunohisto-
chemical correlation. We present a case of atypical fibro-
xanthoma of the bulbar conjunctiva.

Case Report

A healthy 71-year-old male with a history of hypertension, hy-
perlipidemia, and hypothyroidism presented to a university aca-
demic practice for evaluation of a conjunctival lesion of the right
eye. The patient reported a 4-month history of a nasal conjunctival
lesion that had rapidly enlarged over the past several weeks causing
pain, irritation, redness, and preventing adequate closure of the
eyelid. The patient denied any disturbance to his visual acuity, vi-
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Fig. 2. a Low-power photomicrograph showing a “pyogenic
granuloma”-like architecture with elevated well-circumscribed
mass showing an epithelial collar and a partially ulcerated surface.
Hematoxylin and eosin, 40x magnification. b High-power photo-
micrograph demonstrating a spindle cell population of atypical
cells, some with very bizarre nuclei with multinucleation. Mitoses
are present. Hematoxylin and eosin, 400x magnification.

sual field, or any bleeding from the lesion. His ocular history was
significant for mild myopia and astigmatism, and he denied any
previous ocular surgery. He was not using any ophthalmic medica-
tions. His family history was unremarkable. The patient worked as
a fisherman in Mexico and thus had significant UV light exposure
growing up.

The patient’s ocular exam showed normal visual acuity, intra-
ocular pressures, and pupillary examination in both eyes. On ex-
ternal examination, there was a large, pedunculated, injected le-
sion on the nasal perilimbal bulbar conjunctiva with fibrovascular
fronds and translucent yellow nodules. The lesion measured ap-
proximately 6-7 mm in length without associated ulceration or
pigmentation (Fig. 1a). The anterior segment and fundus exami-
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Fig. 3. Immunohistochemical profile demonstrating diffusely positive staining for CD163 (a) and CD10 (b); faint
or focal positivity for calponin (c), CD99 (d), and SMA (e); and negative staining for SOX10 (f) and AE1/3 (g).

nations of the right eye and left eye were otherwise unremarkable.
A decision was made to intervene surgically and the patient was
scheduled for excisional biopsy of the lesion with frozen sections,
cryotherapy, and ETOH. Prior to the date of surgery, the patient
presented again in clinic and stated that the lesion had self-excised
and was bleeding. Examination confirmed a much smaller lesion
with residual large elevated stump.

The patient underwent uneventful excisional biopsy of the con-
junctival lesion of the left eye with frozen sections, absolute alco-
hol, and cryotherapy with amniotic membrane grafting. There was
no recurrence noted at the 1-month follow-up visit (Fig. 1b). Pa-
thology revealed a proliferative spindle cell lesion (diffusely posi-
tive for CD163 and CD10 and negative for AE1/3, $100, SOX10,
melanA, and CD34) admixed with inflammatory cells with in-
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creased mitotic activity and cytologic atypia (Fig. 2, 3). There was
faint or focal positivity for CD99, smooth muscle actin (SMA), and
calponin (Fig. 3). The findings are consistent with atypical fibro-
xanthoma.

Discussion

Atypical fibroxanthoma is an uncommon cutaneous
tumor that often occurs on the head and neck region of
elderly patients with extensive ultraviolet sunlight expo-
sure [1, 3]. The lesion may itself present as a solitary or

Kuiper/Shah/Kuennen/Schoenfield

Color version available online



multifocal red or pink dome-shaped nodule with high
vascularity [2, 4]. Histologically, it is composed of pleo-
morphic spindle cells with hyperchromatic nuclei and
abundant cytoplasm. Despite its malignant histologic fea-
tures, it usually behaves in a benign fashion with only rare
cases of metastasis. Recurrences have been noted, usually
when incompletely excised [5]. Risk factors for this tumor
include ultraviolet and radiation exposure. Hereditary
skin conditions including xeroderma pigmentosum also
increase the risk of developing an atypical fibroxanthoma
[6]. There have only been a few reported cases of ocular
surface presentation of this tumor, and only one has been
reported in patients without xeroderma pigmentosum.
Other reported locations of ocular atypical fibroxantho-
ma include the palpebral conjunctiva, limbus, and me-
dial canthus [4, 7, 8].

The diagnosis of atypical fibroxanthoma is impossible
to discern based solely on clinical presentation and re-
quires histopathologic assessment along with the appro-
priate immunohistochemical profile [9]. Specifically, in
the diagnosis of atypical fibroxanthoma, a negative pro-
file is as important as a positive one to exclude other di-
agnostic possibilities such as squamous cell cancer and
malignant melanoma. Atypical fibroxanthoma is nega-
tive for S100 and other melanoma markers, negative for
cytokeratins (and specific markers for squamous cell dif-
ferentiation), and generally negative for desmin and oth-
er muscle markers. Immunohistochemical markers that
are typically positive are CD68 and CD163, alphal-anti-
trypsin, alphal-antichymotrypsin (for histiocytic lin-
eage), as well as CD10 and CD99 [10]. Our patient’s im-
munohistochemical profile paralleled that of most cases
with positive CD68, CD163, and CD 99 stains and nega-
tive or weak $100, SOX10, AE1/3, SMA, calponin, and
CD34 stains.

The rarity of this tumor on the conjunctival surface has
precluded development of a standard treatment regimen;
however, there is a general consensus that complete exci-
sion of the tumor yields the best prognostic outcome and
lowest recurrence rate [11]. For instance, the manage-
ment of dermatologic variants of fibroxanthoma includes
wide local excision and Mohs microscopic surgery, both
very successful but Mohs microscopic surgery producing
better cosmetic result with less tissue loss [12]. In ocular
management of conjunctival lesions, both bulbar and pal-
pebral conjunctiva are included in complete excisional
biopsy. Given the uncertainty of the clinical diagnosis and
the difficulty in distinguishing this from aggressive ma-
lignant lesions such as squamous cell carcinoma and ma-
lignant melanoma, we recommend conservative exci-
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sional biopsy including frozen sections, cryotherapy, and
if any evidence of corneal involvement, the use of abso-
lute alcohol. Amniotic membrane placement using ab-
sorbable sutures is an effective measure to fill the con-
junctival void. Routine postoperative care using ophthal-
mic antibiotic/steroid drops and close outpatient
follow-up with external slit-lamp photo is also recom-
mended.

Recurrence of atypical fibroxanthoma after excision
has been reported in the dermatologic literature at 6.9-
16% [13]. Data on recurrence in ocular lesions is limited,
however. There are a few case reports of recurrent atypi-
cal fibroxanthoma of the eyelid and limbus [14, 15]. Fol-
low-up is recommended annually for monitoring of re-
currence.

Conclusion

Atypical fibroxanthoma of the bulbar conjunctivais an
extremely rare tumor that often requires histopathologic
evaluation with a confirmatory immunohistochemical
profile. While the prognosis for conjunctival involvement
is good, aggressive surgical intervention and close follow-
up is recommended.
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