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A 53-year-old woman was referred to our hospital with a 
9-month history of an asymptomatic grain-sized brown 
lesion on her left cheek. It gradually enlarged and became 
indurated. She denied history of trauma and systemic symp-
toms or relevant family history. The physical examination 
revealed a 10 x 6 mm depressed brown indurated plaque 
on her left cheek, with ill-defined border (Fig. 1a). Dermo
scopy revealed pigmented network and linear streak (Fig. 
1b). A biopsy specimen was taken and the histopathology 
showed large amounts of spindle-shaped cells parallel to 
the surface, interlaced and proliferated in the middle and 
lower portion of the dermis, as well as the upper portion of 

the subcutaneous septae, and some with large nuclei (Fig. 
2a, b). The immunohistochemical staining of spindle-shaped 
cells was positive for smooth muscle actin (SMA) and factor 
XIII, and negative for CD34, S-100 and Ki-67 (Fig. 2c, d).

What is your diagnosis? 
Differential diagnosis 1: Dermatomyofibroma
Differential diagnosis 2: Dermatofibrosarcoma protuberans
Differential diagnosis 3: Dermatofibroma
Differential diagnosis 4: Fibroblastic connective tissue nevus
See next page for answer.
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Fig. 1. Clinical appearance 
and dermoscopy. (a) A 10 x 6 
mm flat brown indurated plaque 
on the left cheek, with ill-defined 
border. (b) Dermoscopy revealed 
pigmented network (white arrow) 
and linear streak (black arrow).

Fig. 2. Histology and immunohistochemistry findings. (a) Large amounts of spindle-shaped cells interlaced and proliferated in the middle and 
lower fat lobules of the dermis (haematoxylin-eosin; scale bar=2.5mm). (b) Spindle-shaped cells parallel to the surface.(haematoxylin-eosin; scale 
bar=250 μm) (c) Spindle-shaped cells with large nuclei (black arrow; scale bar=50 μm). (d) Immunohistochemistry showed SMA-positive cells (anti-
SMA; scale bar=250μm) (e–f) Immunohistochemistry showed CD34 negative cells (anti-CD34; (e) scale bar=2.5mm and (f) scale bar=250 μm). (g) 
Immunohistochemistry showed Factor XIII-positive cells (anti-factor XIII; scale bar=250 μm). (h) Immunohistochemistry showed S-100-negative cells 
(anti-S100; scale bar=250 μm). (i) Immunohistochemistry showed Ki-67-negative cells (anti-Ki67; scale bar=250 μm).
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Diagnosis: Dermatomyofibroma

Dermatomyofibroma is a rare benign cutaneous tumour 
of fibroblasts and myofibroblasts. It predominantly affects 
young females, and commonly involves the shoulder, upper 
arm, axillary region, neck, and upper trunk (1). In a review 
of 56 dermatomyofibroma cases, the shoulder (13/56) and 
upper arm (7/56) were most frequently affected. Other lo-
cations including the neck, thigh, chest wall, and back were 
also mentioned (2). Facial dermatomyofibroma is extremely 
rare, with only 1 reported case affecting the nasion (3). 

In our case, as clinical presentation was not typical or ap-
parent, a careful inspection was needed to achieve a precise 
diagnosis. While initial visual inspection revealed only a 
non-specific asymptomatic brown plaque that mimics many 
common dermatologic conditions including seborrheic 
keratosis or melasma, careful palpation was imperative to 
augment the assessment of the lesion, whose visual changes 
are unimpressive or nonspecific. Palpation revealed indura-
tion and depth, prompting further examinations including 
pathology and immunohistochemistry examinations, where 
dermatofibroma, dermatofibrosarcoma protuberans (DFSP), 
and fibroblastic connective tissue nevus (FCTN) should be 
differentiated as they share a similar pathological appea-
rance. The arrangement of spindle-shaped cells parallel to 
the skin surface and involvement of the upper subcutaneous 
septae, with positive staining for SMA and negative staining 
for CD34, collectively support the diagnosis of dermato-
myofibroma and distinguish it from dermatofibroma, DFSP, 
and FCTN, which exhibit varying histological patterns or 
immunohistochemical features.

Histologically, dermatomyofibroma exhibits long fascic-
les of spindle-shaped cells parallel to the skin surface. The 
spindle-shaped cells are positive for vimentin and smooth 
muscle actin (SMA), while negative for S-100 and desmin 
(2). It commonly infiltrates the reticular dermis and the 
upper portion of the subcutaneous septae, presenting as 
long fascicles of spindle-shaped cells parallel to the skin 
surface with elongated nuclei. Diagnosis is made based 
on immunohistochemical results. The spindle-shaped 
cells are positive for vimentin and SMA, and negative for 
desmin, factor XIII, and CD34. However, focal expression 
of CD34 and factor XIII was seen in some cases (2,4). In 
our case, the spindle-shaped cells were positive for SMA 
and factor XIII, and negative for CD34, S-100, and Ki-
67. Verhoeff–van Gieson stain for elastic fibres may also 
assist in diagnosis.

Dermatofibroma is a common benign dermal nodule that 
frequently affects the lower extremities. It can be divided 
into 2 types, including the fibrous type and cellular type (5). 
Positive immunohistochemical reactions for vimentin and 
factor XIIIa, as well as negative reaction for CD34, support 
the diagnosis of dermatofibroma. In our case, distinguishing 

between dermatomyofibroma and dermatofibroma through 
pathological features could have been challenging, but the 
clinical appearance and the distinctive pattern of the sub-
cutaneous septae involvement provided valuable assistance 
in achieving a differential diagnosis.

DFSP is an uncommon fibroblastic cutaneous sarcoma 
of intermediate malignancy. It often presents as an asymp-
tomatic and indurated raised plaque or nodule. Immuno
histochemically, distinguishing between dermatomyofi-
broma and DFSP relies on specific markers. DFSP presents 
as strongly positive for CD34 and negative for factor XIIIa. 
In contrast, dermatomyofibroma demonstrates positive 
staining for vimentin and SMA as well as negative staining 
for desmin and CD34. Though focal expression of CD34 
was seen in some cases (2,4), it is still the most significant 
distinguishing feature. Verhoeff–van Gieson stain for elastic 
fibres may also assist in the diagnosis of dermatomyofi-
broma. Molecular examinations such as the detection of 
COL1A1-PDGFB fusion gene are also helpful, with a high 
detection rate of DFSP (6). In this case, the involvement 
of the subcutaneous septae and the positive CD34 staining 
for endothelial cells may lead to potential confusion with 
atrophic DFSP. Cautious immunohistochemical analysis is 
necessary for precise diagnosis. 

Other differential diagnoses including fibroblastic con-
nective tissue nevus should also be considered. This is a 
rare variant of connective tissue nevi that presents as soli-
tary, slowly growing asymptomatic firm plaque or nodule. 
Typically, FCTN usually presents at a much younger age 
and exhibits a predilection for the trunk, head, and neck. 
Histologically, spindle cells show a variable and disorderly 
orientation in FCTN compared with dermatomyofibroma. 
Immunohistochemically, FCTN is typically positive for 
CD34 with only focal SMA positivity observed in some 
cases, while dermatomyofibroma is usually positive for 
SMA (7).

Surgical excision is recommended for the treatment of 
dermatomyofibroma. Even with incomplete excision, no 
progression or recurrence has been reported (2). Therefore, 
punch biopsy and clinical follow-up could be an alternative 
approach. In our case, as it affected the cheek where a good 
cosmetic appearance should be considered, complete local 
excision was adopted. This underscores the critical cor-
relation between the lesion’s location and the selection of 
appropriate treatment.

In conclusion, this case indicated a rare location and 
non-specific clinical appearance of dermatomyofibroma that 
affected the cheek. A comprehensive analysis of the clini-
cal characteristics and pathological features is helpful for 
precise diagnosis and the choice of appropriate treatment.
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