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ABSTRACT

Cutaneous angiosarcoma is a rare cancer with a poor prognosis that affects mainly elderly men. It is
related to chronic exposure to sunlight, chronic lymphedema, and procedures using radiation. We report
a case of a 62-year-old man with a progressively growing violaceous tumor in the left temporal region.
Dermoscopy showed erythematous areas of different shades, pseudo-follicular openings structures, and
rosettes. The biopsy and the immunohistochemical study confirmed the diagnosis of cutaneous angio-
sarcoma. The patient is currently undergoing chemotherapy treatment in the oncology service with
significant improvement of the lesion.
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RESUMO

O angiossarcoma cutdneo é um cdncer raro, de mau progndstico, que acomete principalmente idosos do sexo masculino.
Esta relacionado a exposicdo solar crénica, linfedema crénico e procedimentos com uso de radiagdo. Relatamos o caso de
um homem de 62 anos com presenga de tumoragdo violdcea de crescimento progressivo na regido temporal esquerda. A
dermatoscopia demonstrou dreas eritematosas de diferentes tons, estruturas semelhantes a pseudo-aberturas foliculares
e rosetas. A bidpsia e a analise imunohistoquimica confirmaram o diagnéstico de angiossarcoma cutdneo. O paciente
atualmente estd em tratamento quimioterapico no servigo de oncologia com melhora significativa da lesdo.
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INTRODUCTION

Cutaneous angiosarcoma (CA) is a rare aggressive malig-
nant vascular tumor with a poor prognosis, representing about
1.6% of soft tissue sarcomas.' According to its origin, it can be
classified into cutaneous angiosarcoma associated with chronic
lymphedema (Stewart-Treves syndrome), radiation-induced
cutaneous angiosarcoma, and cutaneous angiosarcoma of the
head and neck.? Cutaneous angiosarcoma can develop in various
body regions, such as the breast, face, scalp, and limbs.> However,
more than half of all cases occur in the head and neck, especially
on the scalp.? The disease more frequently affects men over 60
years old, corresponding to about 85% of cases.*

Research indicates that the exacerbated expression of
receptor tyrosine kinase and angiogenic growth factors are res-
ponsible for the deregulation of angiogenesis in cutaneous an-
giosarcoma.’ As for the location, primary cutaneous angiosarco-
ma occurs preferentially in photo-exposed skin® while secondary
cutaneous angiosarcoma usually occurs in areas that have pre-
viously undergone radiotherapy or with the presence of chronic
lymphedema. Other studies associate cutaneous angiosarcoma
with xeroderma pigmentosum, immunosuppression, and hemo-
dialysis, due to its relationship with neovasculogenesis.®

Early lesions present as ill-defined violaceous to bluish
areas with hardened borders. 7 At this stage, the disease must be
differentiated from hematoma, rosacea, lupus erythematosus, and
infections such as erysipelas and cellulitis. 7

The evaluation of vascular structures of skin lesions is
applied to various fields, from tumor, inflammatory, and scalp le-
sions to the evaluation of nail fold capillaries in connective tissue
diseases. ® However, the assessment of color variations of lesions

has been neglected. ?

The dermoscopic findings of angiosarcoma are scarce,
being described mainly in case reports. It presents varied shades
of erythema, from pink-purple areas with a white or skin-co-
lored central zone to a peripheral violaceous tone;” a reddish
homogeneous area with white lines;"" vapor-like regions with a
white or skin-colored central area and a violaceous periphery;"
a pink to violaceous erythema with white peri-follicular zones; a
homogeneous violaceous to the black area covered by a whitish
veil; or a diffuse violaceous erythema with follicular plugs.'

Rosette is a dermoscopic sign visible under polarized
light, characterized by four white dots arranged like a 4-leaf clo-
ver."” These structures can be found in melanocytic and nonme-
lanocytic lesions, and are not pathognomonic of any dermato-
sis."*3 A series of 6,108 ex vivo dermatoscopies found rosettes
in a variety of conditions such as scars (6.4%), dermatofibroma
(6%), molluscum contagiosum (5.9%), squamous cell carcinoma
(4.0%), basal cell carcinoma (1.7%), melanoma (1.4%), and nevi
(0.7%)."* A recent description in the Brazilian literature identi-
fied rosettes in T-cell pseudolymphoma.®

The therapeutic modalities used to treat cutaneous angio-
sarcoma are surgery, radiotherapy, and chemotherapy.? However, it
tends to metastasize to regional lymph nodes and lungs, usually af-

16

ter repeated surgical excisions of the primary tumor. '* The prog-

nosis is poor, with a five-year survival rate of 10% to 35%."

CASE REPORT

A 62-year-old man, without comorbidities, presented
a progressively growing violaceous tumor on the left tempo-
ral region (Figure 1) for two weeks, accompanied by pain and
local edema, with no previous history of trauma. Dermoscopy
revealed the presence of erythematous areas of varying tones,

FIGURE 1: Figure 1: Violaceous tumor on the
left temporal region
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structures similar to pseudo-follicular openings and rosettes
(Figure 2).The initial diagnostic hypotheses were cutaneous abs-
cess, primary cutaneous T-cell lymphoma of the follicular center
type, and angiosarcoma. Systemic antibiotic therapy was institu-
ted, and after 14 days, there was a significant enlargement of the
lesion (Figure 3), infiltration of the face and scalp, and areas of
ulceration and bleeding.

FIGURE 2: Erythematous areas of varying tones, structures similar to
pseudo-follicular openings, and rosettes

FIGURE 3: Friable violaceou
infiltrated area on the forehead

Skull CT scan showed extracranial formation in the left
frontal pole without intracranial invasion. Chest, abdomen, and
CT scans were normal. Serologies for HIV, hepatitis B, C, and
syphilis were negative. Histopathological examination of the in-
cisional biopsy of the lesion showed the presence of irregularly
shaped anastomosing vascular channels lined by atypical cells and
also spindle-shaped and epithelioid cells with ample eosinophilic
cytoplasm, nuclei with coarse chromatin, evident nucleolus, and
frequent mitotic figures (Figure 4). Immunohistochemistry was
positive for ERG (Figure 5) and CD31 (Figure 6) and negative
for HHV-8, confirming the diagnosis of angiosarcoma.
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FIGURE 4: Histological sections demonstrate an infiltrative dermal
neoplasm, formed by irregular anastomosed vascular channels lined with
atypical endothelial cells. Cytomorphology is variable and may be
polygonal, fusiform, epithelioid, or pleomorphic. Frequent mitotic figures
are observed, many of them atypical
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FIGURE 5: Positive immunohistochemistry for ERG



Gdes LDM, Macedo Junior JGA, Barbosa MBA, Gomes TS, Lopes LF

The patient was referred to the oncology service, whe-

re he is currently undergoing neoadjuvant intravenous chemo-
therapy with ifosfamide 1.8 g/m? in 5 cycles, combined with
doxorubicin 75 mg/m?, every three weeks, associated with gra-
nulocyte growth factor (G-CSF) 300 mcg/day, subcutaneously,
with a daily dose divided into five applications. After treatment,
we observed a substantial improvement mrtheteston (Figure 7).
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CONCLUSION

The description of rosettes in an angiosarcoma is, to the
best of our knowledge, a new dermoscopic finding. We believe
that sharing this information with the scientific community can
broaden the range of differential diagnoses of dermatological di-
seases characterized by the presence of rosettes at dermoscopy,
thus enabling early diagnosis and treatment of angiosarcoma. e
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