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Bednar tumor (pigmented dermatofibrosarcoma
protuberans): a case report’
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Abstract: Bednar tumor is a rare skin neoplasm, considered to be a pigmented variant of der-
matofibrosarcoma protuberans. Diagnosis is confirmed through histopathologic examination
and immunohistochemical evaluation. Bednar tumor is aggressive locally and recurrences are
frequent, but metastases are rare. The most appropriate therapeutic procedure is Mohs'
micrographic surgery. The case report presents a 35-year-old patient with this rare neoplasm
in which the diagnosis was established through histopathologic examination and immuno-
histochemical study. The importance is emphasized for dermatologists to be attentive for
diagnostic suspicion and have available the necessary means to confirm the diagnosis in order
to adopt the best procedure.
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Resumo: O tumor de Bednar é uma rara neoplasia da pele, considerada variante pigmenta-
da do dermatofibrossarcoma protuberans. O diagndstico é confirmado pelo exame histopa-
tolégico e estudo imuno-histoquimico. O tumor de Bednar é agressivo localmente, recidivan-
do com freqliéncia, mas raramente ocorrem metastases. O procedimento terapéutico mais
adequado ¢é a cirurgia micrografica de Mohs. Relata-se o caso de uma paciente de 35 anos,
portadora dessa rara neoplasia, cujo diagndstico foi estabelecido por exame histopatolégico
e estudo imuno-histoquimico. Ressalta-se a importancia de o dermatologista estar atento
para suspeitar do diagnostico e dispor dos meios necessarios para confirma-lo, adotando a
melhor conduta.
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INTRODUCTION

Bednar tumors are rare; they were described by
Bednar in 1957.* They are considered to be a pig-
mented variant of dermatofibrosarcoma protuberans
(DFSP), and differ from DFSP by the presence, in the
histopathologic exam, of dendritic cells containing
melanin, dispersed amidst the fusiform cells character-
istic of DFSP. They involve individuals predominantly
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in the third and fourth decades of life, however they
may also occur in infancy.? They have been described
in all ethnic groups, but with a predominance in
blacks.? It is estimated that Bednar tumors make up a
proportion of from 1 to 5% of all DFSPs, which in turn,
represent 0,1% of skin cancers.** The clinical picture
consists of plaque-like lesions, brownish or erythema-
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tous-bluish, with smooth surface, irregular outlines
and firm consistency, adhering to the deep levels.®®
Because they are rare, the diagnosis is established by
histopathologic exam and immunohistochemical
study. The recommended treatment is Mohs' micro-
graphic surgery, but, since it is an aggressive tumor
with a potential for metastases, there should be a pro-
longed period of follow-up as there have been reports
of recurrences up to 23 years after removal of the ini-
tial lesion.’

CASE REPORT

The patient was a 35-year-old woman of mixed
race and resident in Manaus. She sought the derma-
tology services of the Fundacdo Alfredo da Matta
(Manaus, AM), complaining of a "tumor in her back"
that appeared one year before. The lesion was asymp-
tomatic and she only sought medical attention after
advice from her family. At dermatologic exam a lesion
was observed in plague form with very well defined
margins, dark-blue coloration; smooth surface and
slightly depressed in the central portion, with a diam-
eter of approximately 2 cm, located in the medial-dor-
sal region (Figures 1 and 2). The patient presented a
good general state of health and lymphoadenomegaly
or visceromegaly were not found by palpation,.
Biopsy of the lesion was accomplished by a 4 mm
punch for histopathologic and immunohistochemical
study. The histopathologic exam revealed neoplasia
occupying the dermis and the subcutaneous cellular
tissue, composed of fusiform cells with large nuclei,
arranged in irregular bundles that were interconnect-
ed and, amidst these, fusiform cells containing melan-

FIGURE 1:
Plaque with
bluish col-
oration and
well-defined
margins, locat-
ed in the medi-
al dorsal

... region
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Ficure 2: Detail of the lesion. Superficial smooth plaque, slightly
depressed in the central portion

otic pigment (Figures 3 and 4). The panel of antibod-
ies used in the immunohistochemical study by avidin-
biotin peroxidase technique (ABC) revealed a positive
reaction to CD 34 but was negative to HHF 35, mus-
cular actin, desmins and protein S-100 (Figures 5 and
6). Total surgical exeresis of the lesion was performed
with 3 cm wide lateral margins, corresponding to the
margins in which the material obtained was histologi-
cally free from tumoral cells. The patient has been fol-
lowed-up for one year.

DISCUSSION

Initially designated "storiform neurofibroma" by
Bednar in 1957, this variant of dermatofibrosarcoma
protuberans contains abundant melanotic pigment.*
The Bednar tumor is rare and, in a series of published
cases, corresponds to a proportion that varies from 1
to 5% of all the cases of dermatofibrosarcoma protu-
berans.’® Some reports suggest a slight male predomi-
nance, others demonstrate an equal distribution
between the sexes. It has been described in all ethnic
groups, however it is generally more prevalent in
blacks.™ It usually occurs in the third and fourth
decades of life, but cases have been described in chil-
dren and neonates, including the occurrence of a con-
genital Bednar tumor.? Due to its rarity, the evaluation
of its local behavior, prognosis, treatment and metasta-
tic potential is based on characteristics of its close rel-
ative, dermatofibrosarcoma protuberans. Although the
treatment is surgical, with a margin of safety, recur-
rences may be expected, as well as metastases.

The histogenesis is controversial, it may be
related to remnants of embryonic mammary tissue or
to various kinds of local traumas, such as previous
burns, vaccination scars, insect bites or vaccination
(BCG).®



Bednar tumor (pigmented dermatofibrosarcoma...

posed of fusiform cells and cells containing melanin pigment

The lesions present a slow growth, over a peri-
od of months or years. The most frequent location is
in the trunk. Other areas that may be involved are:
upper and lower members, or the head and neck.’
The published cases generally report: plaque lesions
of an erythematous-bluish or brownish color, with a
smooth or irregular surface. In some cases the lesions
are exophytic, nodular, multilobular and of firm con-
sistence. Their invasive growth into the dermis, may
reach the subcutaneous strata, fascia and profound
musculature, in a manner similar to that of dermatofi-
brosarcoma protuberans.®

Because of its rarity, the Bednar tumor repre-
sents a challenge to the dermatologist in terms of its
recognition. The clinical aspect is most commonly
suggestive of a diagnosis of melanoma or residual
inflammatory lesion, therefore histopathologic and

FiGURE 4: HE x 40. Detail of the cellular arrangement. Note the
abundant melanin pigment in some of the cells dispersed in the
dermis and subcutaneous layer
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Ficure 5: Immunohistochemical pattern. Reading of the reaction
used the avidin-biotin peroxidase technique

immunohistochemical exams are necessary for the
correct diagnosis.

Three populations of cells have been identified
in Bednar tumors in studies by electron microscopy.
Most of the cells are represented by fibroblasts. The
second cellular population exhibits elongated, fine
elongations, partially or completely enclosed in basal
membrane. The third population consists of dendritic
cells containing melanosomes and premelanosomes.
The histogenesis remains controversial.*

In immunohistochemical studies most of the
tumor cells exhibit a positive reaction to CD 34 and
vimentin, and are negative to neuron-specific enolase,
HMB-45 and protein S-100. However, those cells con-
taining melanin may react positively to protein S-100
and vimentin.*

A Bednar tumor is aggressive and locally inva-
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FIGURE 6: Immunohistochemistry. Positivity for antibody against
CD 34, which confirmed the diagnosis
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sive, with a pronounced tendency to local recurrence.
Metastases are rare and late, and dissemination may
occur preferentially via hematogenic means but rarely
lymphatically. The principal site of metastasis is the
lung, however the bones, liver, pancreas, stomach,
intestine, thyroid and brain may be involved. In cases of
disseminated lesions, a transformation in the fibrosar-
comatosis of the tumor may occur.**®

The treatment of choice is Mohs' micrographic
surgery, because the principal source of recurrence of
the tumor seems to be from cellular groups located
deep within the subcutaneous cellular tissue, fascia
and muscular bundles, that might not be excised by
conventional surgical techniques.

In the case reported here, the correct diagnosis
was not reached initially, but determined later by
histopathologic and immunohistochemical exams.
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