Detinatology

Case Report DOI: 10.6003/jtad.1261c2

Atypical Fibroxanthoma

Mehmet Kamil Mulayim,! MD, Mehmet Salih Gurel,? MD, Muharrem Bitiren,> MD,
flyas Ozardali,® MD

Addresses: 'Department of Dermatology, State Hospital, Gaziantep, Turkey; ?Department of Dermatology, Istanbul
Education and Research Hospital, Istanbul, Turkey; ®Department of Pathology, Medical Faculty, Harran University,
Sanliurfa, Turkey

*E-mail: msgurel@gmail.com
* Corresponding Author: Dr. M.S. Gtirel, Istanbul Education and Research Hospital Department of Dermatology,
Samatya 34098 Istanbul/Turkey

Published:

J Turk Acad Dermatol 2012; 6 (1): 1261c2

This article is available from: http://www.jtad.org/2012/1/jtad1261c2.pdf
Key Words: skin neoplasm, atypical fibroxanthoma

Abstract

Observation: Atypical fibroxanthoma (AFX) is a rare tumor that usually arises in sun-damaged skin
of the head and neck in elderly people. A 50-year-old male patient presented with a crusted bump
on the ear, which had appeared and begun to grow in the course of the previous year.
Dermatological examination revealed a dome-shaped, crusted, erythematous, 8 mm in diameter,
painless, solitary nodule on the left ear antitragus. Our prediagnoses were basal cell carcinoma,
cutaneous leishmaniasis and angiolymphoid hyperplasia. The punch biopsy specimen obtained
from the lesion showed that large eosinophilic cells had vacoulated cytoplasms, large nuclei and
pleomorphism in the papillary dermis. Giant cell formations and a great number of mitoses were
seen in the lesion. Immunohistochemically, it stained positive with S100, but it stained negative with
keratin, EMA and desmin. The lesion was diagnosed as AFX and fotally removed by excision.

Introduction

Atypical fibroxanthoma (AFX) is a rarely seen
skin tumor, which generally occurs on the
sundamaged skin of the head and neck of
the elderly as a solitary ulcerated nodule.
Because of histopathological and immuno-
histochemical similarities, AFX is recently
described as a superficial form of malignant
fibrous histiocytoma [1]. We hereby report a
case of AFX on the left antitragus.

Case Report

A 50-year-old male patient presented with a crus-
ted nodule on the ear, which had appeared and
started to grow during the last year. Physical exa-
mination revealed an 8 mm diameter, well-cir-

cumscribed, dome-shaped, crusty, erythematous, Figure 1. Ulcerated, dome-shaped, solitary nodule on
solitary nodule with a central ulcer on the antitra- the antitragus of the left ear
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gus of the left ear (Figure 1). A few papules re-
sembling opaque pearl were detected around the
ulcer with a diameter of 1 mm. Multiple actinic ke-
ratotic lesions on the facial region and cutis rom-
boidalis nuchae with actinic damage on the neck
were observed. The skin examination was normal
in the palm-plantar region, hairy skin, oral mu-
cosa and all the nails. Systemic physical findings
were normal. There were no lymphadenopathies.
Complete blood count, erythrocyte sedimentation
rate, and blood biochemistry values were all within
the normal range. Punch biopsy specimen obtai-
ned from the edge of nodular lesion on the left an-
titragus rendered the prediagnoses of basal cell
carcinoma, cutaneous leishmaniasis and angi-
olymphoid hyperplasia.

Histopathological examination showed that the le-
sion had occupied the whole dermis.

Neoplasic cells were irregularly arranged and the
fibroblasts were spindle-like and round cells. Their
cytoplasms were wide, eosinophilic, and scarcely
vacuolated. There were extensively pleomorphic
with prominent nuclei. Multilobular nuclei and
giant cells were seen. Great numbers of mitotic fi-
gures were observed. Scattered lymphocytes were
observed along with dilated vascular structures in
between (Figure 2, Figure 3). Imnmunohistoche-
mically, neoplasic cells stained diffusely and
strongly positive by vimentin, whereas only focal
positivity was found with CD-68 staining. Some of
them showed positivity with S-100 protein. Pancy-
tokeratin, EMA, HMB-45, actin, desmin and LCA
were negative. The solitary lesion was diagnosed
to be atypical fibroxanthoma with clinical, histo-
pathological and immunohistochemical findings
and the lesion was totally excised. Histopathologi-
cal examination of the totally excised material re-
vealed no tumor cells at the surgical margin. There
was no local recurrence and no regional lympha-

Figure 2. Tumor tissue filling the dermis underneath
the squamous epithelium (HE x 100).
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denopathy for one year. There was no pathology
detected on thoracic and abdominal CT.

Discussion

Atypical fibroxanthoma has two different cli-
nical forms. Solitary, ulcerated nodules (that
usually grow in less than 6 months) of 1-2 cm
in diameter and nodules seen on sun-dama-
ged skin of the elderly is the most common
form of the disease. A less common second
form has been characterized on the body and
extremities of young people [2, 3, 4]|. AFX is
seen twice more frequently in males compa-
red to females [5].

AFX seems to occur predominantly on sun-
damaged skin, with solar elastosis present in
99% of the patients. Reflecting this, the prin-
ciple sites of occurrence are areas likely to be
frequently exposed to sunlight. There was a
particular predilection for the head and neck
(91% of cases), especially the ears [6]. Our ca-
se’s lesion was on the ear, suggesting that
sun protection of the ears by long hair in fe-
males may be of importance.

In 1963, Helwig defined the exact features of
the tumor in accordance with the malignant
and xanthomatous appearance and descri-
bed it as AFX [7]. In 1977, Barr reported the
fibrohistiocytic origin of AFX [8]. Atypical fib-
roxanthoma is a pleomorphic neoplasm con-
sisting of non-epithelial, non-melanocytic
and spindle-like cells. When observed in de-
tail, spindle cells, large fibroblastic, histiocy-
tic cells, atypical multinuclear giant cells,
osteoclast-like giant cells, lymphocytes and

P .

Figure 3. Spindle shaped and polyhedral epitheloid cells
in the cellular tumor tissue and multilobulated tumor
cells, showing prominent polymorphism in between
(HE x 400).
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ectasic vascular areas can be observed. The
cells are randomly lined and show high mito-
tic activity, along with hyperchromatic and
multilobulated nuclei. In particular, inflam-
matory cells are found more often at the
tumor margin and ulcerated regions [2, 4, 5,
9, 10].

Light microscopy alone is insufficient in the
differentiation of AFX lesions from the other
cutanous spindle cell tumors, therefore im-
munohistochemical and ultrastructural in-
vestigations should be performed. It usually
stains positive with CD68 and actin but it
usually stains negative with desmin, S-100,
HMB-45 or keratin markers. But keratin stai-
ning should be used at least once in every
AFX-diagnosed patient in order to rule out
squamous cell carcinoma. Jensen reported
positive staining of 40 of 46 AFX lesions with
procollagen-1 [6, 11].

Some primary and metastatic neoplasms can
be similar to AFX, and malignant melanoma,
dermatofibrosarcoma protuberance, malig-
nant peripheral nerve sheath tumors, soft tis-
sue sarcomas and pyogenic granuloma
should be keep in mind in the differential di-
agnosis [6, 9, 10, 12]. Specific diagnosis is
important because there seems to be a very
low risk of recurrence or metastasis despite
the frequently alarming histology [6].

Solar radiation is a predisposing factor in the
etiopathogenesis of AFX. In recent molecular
studies, there have been reports of p53 mu-
tations in AFX cells. As in non-melanoma
skin cancer, this condition is attributed to the
pS3 gene mutations caused by UV light and
pS3 immune reactivity has been found to be
present in 7 of 10 lesions [13]. H-ras and K-
ras gene mutations have been detected in 2
of 8 malignant fibrous histiocytomas. There
were no H-ras, K-ras or N-ras mutations in 8
AFX patients in the absence of N-ras muta-
tion [14]. Our case is in consistence with this
theory with respect to the occurrence of the
lesion on a sun-exposed area and at the same
time, in the presence of other signs of actinic
damage such as actinic keratosis and cutis
rhomboidalis. However, the lesions in the
non-sun exposed parts of the body cannot be
explained by the UV light effect. Radiation
therapy and local skin trauma are other pos-
sible factors in the etiology of AFX. Out of 642
kidney transplant patients, two malignant
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fibrous histiocytomas and one AFX cases
were detected and immunosuppression was
thought to play a role in occurrence of the
tumor [15, 16].

Spontaneous regression rarely may occur
but total excision of the lesion is the treat-
ment of choice [6]. The prognosis is good fol-
lowing total excision of small and superficial
lesions. Due to the reported recurrence
rates of 5-10%, total excision of the tumor
with a clean surgical margin is a must. Re-
currence is related to the subcutaneous fat
tissue invasion and incomplete or insuffici-
ent excision, and it usually occurs 1-2 years
after the excision. Metastasis is rare and
metastatic dissemination occurs to the re-
gional lymph nodes, parathyroid, and espe-
cially to the lung. Risk factors for metastatic
invasion are: prominent cellular pleomorp-
hism, high mitotic activity, deep invasion,
vascular invasion, tumor necrosis and repe-
titive local recurrence [5, 9, 17, 18].

References

1. Zelger B. Mesencymal and neural tumors. In: Burg-
dorf W, Plewig G, Landthaler M, Wolf H, eds. Derma-
tology. 3 ed. Berlin: Springer, 2009:1441.

2. Crowson AN, Carlson-Sweet K, Macinnis C, Taylor
JR, Battaglia T, LaMar WL, et al. Clear cell atypical
fibroxanthoma: a clinicopathologic study. J Cutan
Pathol 2002; 29: 374-381. PMID 12135470

3. Fretzin DF, Helwig EB. Atypical fibroxanthoma of the
skin. A clinicopathologic study of 140 cases. Cancer
1973; 31: 1541-1552. PMID 4709969

4. Marcet S. Atypical fibroxanthoma/malignant fibrous
histiocytoma. Dermatol Ther 2008; 21: 424-427.
PMID 19076618

5. Mirza B, Weedon D. Atypical fibroxanthoma: a clini-
copathological study of 89 cases. Australas J Derma-
tol 2005; 46: 235-238. PMID 16197421

6. Beer TW, Drury P, Heenan PJ. Atypical Fibroxant-
homa: A Histological and Immunohistochemical Re-
view of 171 Cases. Am J Dermatopathol 2010. PMID
20526171

7. Helwig EB. Atypical fibroxanthoma. Tex J Med 1963;
59: 664-667.

8. Barr RJ, Wuerker RB, Graham JH. Ultrastructure of
atypical fibroxanthoma. Cancer 1977; 40: 736-743.
PMID 196742

9. Cooper JZ, Brown MD. Malign fibrous tumors of the
dermis. In: Wolff K, Goldsmith L, Katz S, Gilchrest B,
Paller A, Leffell D, eds. Fitzpatrick’s Dermatology in
General Medicine. 7 ed. Newyork: Mc Graw Hill,
2008:1161-62.

10. Luzar B, Calonje E. Morphological and immunohis-
tochemical characteristics of atypical fibroxanthoma
with a special emphasis on potential diagnostic pit-

Page 3 of 4

(page number not for citation purposes)



J Turk Acad Dermatol 2012; 6 (1): 1261c2.

11

12.

13.

14.

falls: a review. J Cutan Pathol 2010; 37: 301-309.
PMID 19807823

.Jensen K, Wilkinson B, Wines N, Kossard S. Procol-

lagen 1 expression in atypical fibroxanthoma and
other tumors. J Cutan Pathol 2004; 31: 57-61. PMID
14675286

Ly H, Selva D, James CL, Huilgol SC. Superficial ma-
lignant fibrous histiocytoma presenting as recurrent
atypical fibroxanthoma. Australas J Dermatol 2004;
45: 106-109. PMID 15068457

Dei Tos AP, Maestro R, Doglioni C, Gasparotto D, Bo-
iocchi M, Laurino L, et al. Ultraviolet-induced p53
mutations in atypical fibroxanthoma. Am J Pathol
1994; 145: 11-17. PMID 8030743

Sakamoto A, Oda Y, Itakura E, Oshiro Y, Tamiya S,
Honda Y, et al. H-, K-, and N-ras gene mutation in
atypical fibroxanthoma and malignant fibrous histi-

15.

16.

17.

18.

http://www.jtad.org/2012/1/jtad1261c2.pdf

ocytoma. Hum Pathol 2001; 32: 1225-1231. PMID
11727262

Hafner J, Kunzi W, Weinreich T. Malignant fibrous
histiocytoma and atypical fibroxanthoma in renal
transplant recipients. Dermatology 1999; 198: 29-32.
PMID 10026398

Perrett CM, Cerio R, Proby CM, Harwood CA. Atypical
fibroxanthoma in a renal transplant recipient. Histo-
pathology 2005; 47: 326-327. PMID 16115238

Giuffrida TJ, Kligora CJ, Goldstein GD. Localized cu-
taneous metastases from an atypical fibroxanthoma.
Dermatol Surg 2004; 30: 1561-1564. PMID
15606841

Skoulas IG, Price M, Andrew JE, Kountakis SE. Re-
current atypical fibroxanthoma of the cheek. Am J
Otolaryngol 2001; 22: 73-75. PMID 11172219

Page 4 of 4
(page number not for citation purposes)



	Abstract
	Introduction
	Case Report
	Discussion
	References

