®  Observation Letter

Dermoscopy of dermatofibrosarcoma protuberans in skin of

colour: A study of four cases

Dear Editor,

Dermatofibrosarcoma protuberans (DFSP) is a rare, locally
aggressive, soft tissue sarcoma associated with poor prog-
nosis.! Dermoscopy is a non-invasive diagnostic tool that
may increase its diagnostic accuracy. Current literature is
scarce regarding the dermoscopic features of DFSP in skin of
colour. We retrospectively reviewed the clinical, dermoscopy
and histopathological features of four patients with DFSP
with skin phototypes IV-VI. Dermoscopy images were taken
using DermLite™ DL4 (3Gen, San Juan Capistrano, CA,
USA) at x10 magnification in polarised mode.

Two male (aged 36 and 47 years) and two female (aged 25 and
40 years) patients with primary DFSP were included. There was
no history of preceding trauma in any of the patients. All had
unifocal involvement and the sites involved were arm (patient
1), leg (patient 2), supraclavicular area (patient 3) and pre-sternal
area (patient 4) measuring (longest diameter) 4 cm, 7 cm, 6 cm
and 2.5 cm, respectively. Morphologically, the lesions were
erythematous indurated nodulo-plaques with lobulated surface,
irregular borders, central depression and telangiectasia (arm),

Figure la: Linear and arborizing telangiectasia (red arrow) over pink
background with white streaks (green arrow) and white structureless areas
(blue arrow). Inset: Clinical presentation of DFSP over arm.

[Figures la and b]; multiple erythematous protruding nodules
in the background of atrophic scarring (leg), [Figure 2]; indu-
rated oval plaque with lobulated surface with overlying pap-
ules and telangiectasia (supraclavicular area), [Figure 3]; and
erythematous oval depressed plaque with smooth shiny surface
and ill-defined borders (pre-sternal area), [Figure 4].

Histopathological examination revealed dermal tumour
consisting of CD34+ monomorphic spindle-shaped cells in
storiform pattern with nucleus showing moderate pleomorphic
vesicular chromatin and blunt ends. These cells were merging
into the collagenous stroma. A histopathological diagnosis
conformed to classical DFSP in patients 1, 2 and 3 [Figure 5a]
and atrophic DFSP in patient 4 [Figure 5b].

Dermoscopy showed pigment network and pink background
in all patients (4/4; 100%). White streaks over pink
background and white structureless areas were seen in three
patients (3/4; 75%; [Figures la and 2]. Linear and arborizing
telangiectasia (focused and unfocused) [Figures la and 2],
grouped erythematous dome-shaped papillary excrescence
at the borders [Figure 1b] and light-brown structureless

Figure 1b: Dermoscopic presentation. Grouped erythematous doom-
shaped papillary excrescence at the borders (black circles).
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Figure 2: Linear and arborizing telangiectasia (red arrow), pigment
network (green arrow) and white structureless areas (blue arrow).
Inset: Clinical presentation of DFSP over leg.

Figure 4: Dermoscopy of atrophic DFSP; yellow globules (green
arrow) and yellowish structureless area (blue arrow) over pink
background with prominent pigment network (red arrow). Inset:
Clinical presentation of DFSP over pre-sternal area.

Figure 5a: Dermal tumour cells of DFSP arranged in storiform
pattern (Hematoxylin and eosin, x400).
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Figure 3: Pigment network (red arrow) and yellowish structureless
areas (green arrow). Inset: Clinical presentation of DFSP over
supraclavicular area.

areas were seen in two patients (2/4; 50%). Short fine
telangiectasia and yellow structureless areas [Figure 3] and
yellow globules [Figure 4] were seen in one patient each
(1/4; 25%; [Table 1]).

DFSP is a locally invasive, slow-growing intermediate
malignant tumour with fibroblastic differentiation. It is
commonly seen in the third to fourth decade in males over
the upper trunk and proximal extremities. It starts as an
asymptomatic indurated plaque and gradually progresses
over several years to form large protuberant coalescing
reddish-blue nodules with an atrophic telangiectatic surface.'
However, in skin of colour, DFSP is often misdiagnosed
as keloid, dermatofibroma, leiomyoma, cutaneous
B-cell lymphomas (CBCLs), deep fungal infections and
desmoplastic melanoma.

The most common dermoscopic feature seen in our case
series was pigment network and pink background, consistent
with Bernard et al?> The prominent pigment network
may be explained by variation in the skin phenotype. In

Figure 5b: Atrophic DFSP; showing focal Focal epidermal
atrophy and dermal tumour cells extending to subcutaneous tissue
(Hematoxylin and eosin, x100).
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Table 1: Summary of dermoscopic features of DFSP in skin of colour

Age in Site Pigment Erythematous White Structureless Shortfine Arborizing Structureless Structureless

years/sex network background streaks white areas telangiectasia vessels light-brown yellowish
areas areas

47/M Arm Y Y Y Y N Y Y N

40/F Leg Y Y Y Y N Y N N

36/M Supraclavicular area Y Y Y Y Y N Y Y

25/F Pre-sternal area Y Y N N N N N Y

DFSP, dermatofibrosarcoma protuberans; Y- Yes; N- No; M- Male; F- Female.

contrast, arborizing vessels were seen in two patients and
short fine telangiectasia was seen in one patient each. The
white streaky areas and white structureless areas represent
increased collagen deposition and fibrosis respectively.?
Arborizing telangiectasia on diffuse yellow background has
been described in atrophic DFSP.>* This feature was seen in
one of our patients with atrophic DFSP as well. The vascular
patterns seen were focused arborizing vessels and short
fine telangiectasia. The yellowish structureless globules in
atrophic DFSP is due to superficially placed adipose tissue.
The novel finding of grouped erythematous papules at the
border of the lesion in two of our patients needs further
evaluation.

In contrast to DFSP, dermatofibroma shows a central white
scar with delicate pigment network. Vascular structures
can be seen in dermatofibroma but has varied morphology;
dotted, coma and glomeruloid vessels.” Leiomyoma shows
dermatofibroma-like pigment network, white cloud-like
areas and pinkish-brown thin lines.® Even though arborizing
and linear vessels are seen in keloids,” the combination of
pigment network, arborizing and linear vessels or short fine
telangiectasia and white streaky areas and white structureless
areas could be potential criteria for diagnosing DFSP. CBCL
show prominent serpentine (linear-irregular) blood vessels
on salmon-coloured background.® Deep fungal infections can
be differentiated by the presence of central crusting along
with yellowish-orange structureless areas and polymorphous
vessels.” Atypical pigment network, atypical globules,
atypical vascular patterns and crystalline structures are clues
towards desmoplastic melanoma. '’

To conclude, dermoscopy complements clinical diagnosis,
helps in early suspicion of DFSP, increases diagnostic
accuracy and helps in better patient management. It also
helps in ruling out clinical mimickers such as leiomyoma,
keloids, dermatofibroma, deep fungal infections, CBCL and
desmoplastic melanoma.
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