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Bednar tumor: a case report
Tumor de Bednar: relato de caso

ABSTRACT
Bednar tumor is a rare variant of dermatofibrosarcoma protuberans. A 45-year-old woman presented 

with a progressively enlarging bluish macule on the shoulder. Biopsy revealed a pigmented spindle cell 

neoplasm, with immunohistochemistry positive for CD34 and negative for S100 and SOX-10. Surgical 

excision with margin mapping was performed. Surgical treatment with margin control is the gold stan-

dard for the management of Bednar tumor. This technique ensures complete resection, with outcomes 

comparable to those of Mohs micrographic surgery. This case highlights the importance of clinical suspi-

cion in atypical hyperpigmented skin lesions.
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RESUMO
O tumor de Bednar é uma variante rara do dermatofibrossarcoma protuberans. Paciente mulher, 45 anos, apresentava 

mácula azulada em crescimento no ombro. A biópsia mostrou neoplasia fusocelular pigmentada, com imunohistoquími-

ca positiva para CD34 e negativa para S100 e SOX-10. Realizou-se exérese cirúrgica com mapeamento de margens. 

O tratamento cirúrgico com controle de margens é o padrão-ouro para o manejo do tumor de Bednar. A técnica garante 

ressecção completa, com resultados comparáveis aos da cirurgia micrográfica de Mohs. O caso destaca a importância da 

suspeição clínica em lesões cutâneas hiperpigmentadas atípicas.
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INTRODUCTION
Dermatofibrosarcoma protuberans (DFSP) is a rare cuta-

neous neoplasm of dermal origin, characterized by slow growth, 

locally aggressive behavior, and a high rate of recurrence, al-

though it has low metastatic potential.
1-4

 It accounts for appro-

ximately 1% of all cutaneous malignancies
1,2

 and less than 2% of 

all sarcomas,
3
 most commonly affecting young and middle-aged 

adults, although it may occur from childhood to advanced age.
1,5

 

The most frequent sites include the trunk, shoulders, and pro-

ximal extremities,
4,6

 with less frequent involvement of the head 

and neck.
7

Several histological variants of DFSP have been descri-

bed, including atrophic, fibrosarcomatous, giant fibroblastoma, 

myxoid, and pigmented forms.
3,4

 The latter, known as Bednar 

tumor, was first described by Bednar in 1957 under the term 

storiform neurofibroma.
1-3,7

 It is an uncommon presentation, 

accounting for less than 5% of all DFSP cases,
1-4,7

 and is charac-

terized by the presence of melanin-containing dendritic mela-

nocytes dispersed among spindle cells arranged in a storiform 

pattern.
3,4,7

Clinically, Bednar tumor typically presents as a hyper-

pigmented nodule or plaque, which may lead to diagnostic 

confusion with other pigmented lesions, such as desmoplastic 

malignant melanoma, blue nevus, pigmented neurofibroma, and 

melanotic schwannoma.
1,3,4

 Definitive diagnosis requires histo-

pathological evaluation combined with immunohistochemical 

analysis,
1,4,7

 which aids in distinguishing between these entities.

CASE REPORT
A 45-year-old woman with no personal or family history 

of cutaneous neoplasms presented to a dermatology outpatient 

clinic in February 2025 with the complaint of a well-demarca-

ted, painless bluish macule on the left shoulder, which had been 

progressively enlarging. She was unable to specify the onset of 

the lesion.

Given the clinical presentation and reported growth, 

a 4-mm punch biopsy (Figure 1) was performed for histopa-

thological examination, which revealed a spindle cell neoplasm 

suggestive of fibrohistiocytic origin, with a melanocytic pigment 

component, extending to both radial and deep margins.

Complementary immunohistochemical analysis was 

performed to further define the diagnosis. The antibody panel 

demonstrated diffuse positivity for CD34 and was negative for 

CD10/56C6, D2-40, S100, and SOX-10  (Figures 2, 3, and 4).

Based on these findings, surgical excision using the 

spaghetti technique, described by Gaudy Marqueste in 1911,
8
 

was performed. In this approach, the tumor is preserved cen-

trally while narrow, sequential peripheral segments are excised, 

carefully labeled according to their anatomical position, and sub-

mitted individually for histopathological evaluation of radial and 

deep margins.

In the present case, the tumor remnant was maintained 

centrally, and a 2-cm margin was delineated for excision of a 

1-cm-wide peripheral fragment (Figures 5 and 6). This frag-

ment was divided and marked into 4 quadrants for microscopic 

evaluation of surgical margins.

Histopathological analysis confirmed that both radial and 

deep margins were free of tumor involvement. Subsequently, 

complete excision of the tumor remnant was performed, in-

cluding the adjacent skin corresponding to the previously es-

tablished safety margin. Reconstruction was performed using 

a rotation flap, considering the anatomical site and the need 

for coverage with adjacent tissue of similar texture and color  

(Figures 7 and 8).

The final excised specimen consisted of a grayish, rou-

nded skin fragment measuring 4.5 × 3.5 × 0.8 cm, containing a 

centrally located ulcerated lesion measuring 2.7 × 2.5 cm. The 

findings were suggestive of DFSP.

DISCUSSION
Bednar tumor is a rare variant of DFSP characterized by 

the presence of melanin and dendritic spindle cells in the tu-Figure 1: Residual lesion after 4-mm punch biopsy
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mor stroma.
7
 It is a slow-growing neoplasm with low metastatic 

potential but a high risk of local recurrence if not adequately 

excised.
6

The clinical presentation observed in this patient — a 

painless, progressively enlarging bluish macule — illustrates the 

Figure 2: Immunohistochemistry showing diffuse positivity 
for CD34
Source: Laboratory of the Specialized Center for Pathological Anatomy (CEAP)

Figure 3: Immunohistochemistry negative for S100 and 
SOX-10
Source: Laboratory of the Specialized Center for Pathological Anatomy (CEAP)

Figure 4: Surgical marking according to the spaghetti tech-
nique described by Gaudy Marqueste in 1911

diagnostic challenge of this variant, which may be mistaken for 

blue nevus, pigmented dermatofibroma, desmoplastic melano-

ma, or pheohyphomycosis.
1-4

 Histopathological examination 

combined with immunohistochemistry is essential for diagno-

sis, with the characteristic pattern of CD34 positive and S100/

SOX-10 negative confirming the fibrohistiocytic origin of the 

tumor.
5,7

Surgical excision with margin mapping is effective in en-

suring complete tumor removal, although Mohs micrographic 

surgery remains the gold standard treatment.
9,10

 Studies have de-

monstrated that histological margin control significantly reduces 

local recurrence rates compared with conventional excision.
10

In the present case, the spaghetti technique was emplo-

yed, in which the main lesion is initially preserved in situ, and 

peripheral (“spaghetti-like”) tissue segments are excised arou-

nd the lesion and submitted individually for histopathological 

analysis to determine the presence of tumor cells at the margins. 

After confirmation of clear margins, definitive excision of the 

central lesion is performed. A disadvantage of this method is the 

requirement for at least 2 surgical stages, which may increase the 

risk of local complications and prolong healing time.
11

Reconstruction using a rotation flap was selected due to 

the shoulder location, allowing preservation of both function 
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and aesthetics. Local reconstructive techniques are often neces-

sary given the wide margins recommended (generally 2-4 cm).
12

Due to the rarity and nonspecific clinical features of 

Bednar tumor, its recognition requires a high index of clinical 

suspicion and accurate histopathological confirmation. Repor-

ting additional cases and ongoing literature review are essential 

to improve understanding of the biological behavior and opti-

mal management of this rare neoplasm.

CONCLUSION
Bednar tumor is a rare cutaneous neoplasm with low me-

tastatic potential but a high risk of local recurrence. Early diag-

nosis, combined with appropriate histopathological and immu-

nohistochemical evaluation, is crucial for effective management. 

Complete surgical excision, preferably with margin control, is 

the treatment of choice. This case underscores the importance of 

continuous monitoring of pigmented lesions and the use of safe 

surgical techniques to prevent recurrence. l

Figure 5: The 
1-cm-wide 
fragment 
submitted for 
histopathological 
analysis

Figure 6: Immediate postoperative result after rotation 
flap reconstruction
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