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Abstract

Angiosarcoma is a malignant endothelial cell tumor that involves a variety of anatomic sites with the skin being the most
common. Cutaneous angiosarcoma is a diagnostic challenge as it can be confused with lesions such as rosacea, hemangiomas
and hematomas. Since the tumor has a propensity for early metastasis and extensive intradermal spread, early diagnostic
intervention via punch biopsy may prevent delays in diagnosis and improve tumor resectability and prognosis. We present a

case of cutaneous angiosarcoma on the nose and cheeks of a 75-year-old male that resembled rosacea.
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Introduction

Angiosarcoma is a rare, malignant neoplasm that originates
from vascular or lymphatic endothelial cells. It accounts for
1%—2% of soft tissue sarcomas and only 1% of head and
neck cancers.' Angiosarcoma most often involves the skin
of the head and neck, with the scalp and face being the most
commonly affected regions.' A majority of patients diag-
nosed with cutaneous angiosarcoma of the head and neck are
older Caucasian adults.> In many cases, the etiology of
angiosarcoma is unknown; however, some important risk
factors include prior radiation exposure, chronic lymphedema
(Stewart-Treves syndrome) and exposure to carcinogens
such as arsenic and vinyl chloride.?

Cutaneous angiosarcoma presents insidiously as an ery-
thematous, violaceous or bruise-like lesion; lesions can be
nodular, macular, plaque-like or ulcerative."? Early clinical
detection is essential as angiosarcoma has a high rate of dis-
tant metastasis and is associated with a poor prognosis.!
However, the diagnosis is often delayed because lesions can
be confused with rosacea, hemangiomas, hematomas,
eczema or infection.>** Therefore, early clinical suspicion
and biopsy of skin lesions that resemble angiosarcoma
should be considered.

Case report

A 75-year-old male presented to the dermatology clinic with
a 4-week history of a nonhealing and enlarging lesion on the
nose. On physical examination, a 5-mm pearly papule

distributed on the nasal supratip was detected. The nose and
adjacent cheek areas were also noted to be erythematous
with a purple hue and highly vascular with telangiectasias
scattered throughout. The patient stated that he has a long
history of previously diagnosed rosacea of his nose and
cheeks. A shave biopsy was performed on the enlarging
lesion which demonstrated a typical nodular basal cell carci-
noma (BCC). The patient was subsequently scheduled for
Mohs surgery.

The area was prepped with Hibiclens and local anesthesia
was injected. The tumor was first debulked with a curette and
subsequently excised as per Mohs protocol. The first stage
was clear of any residual BCC but the lateral and deep margins
demonstrated a dense population of poorly characterized spin-
dle cells. After two more stages failed to yield clear margins,
the surgeon decided to dress the wound and defer further exci-
sion until a definitive histological diagnosis was made. The
specimens from the Mohs procedure were sent to offsite
pathology for further characterization. Immunohistochemistry
was positive for CD31, ERG and Ki-67. A diagnosis of angio-
sarcoma with spindle cell differentiation, high-grade cytology,
anastomosing vascular spaces and solid growth was made.
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Figure |. Nose and cheeks following surgical resection with (a) 5mm margins and (b) | cm margins. Note the red/purple discoloration
of the nose and cheeks and the telangiectasias scattered throughout the same area. The tumor involved extensive portions of the nose/

nasal septum and extended into the adjacent cheek areas bilaterally.

Following the pathology report, the patient was referred
to plastic surgery for further resection and reconstruction.
Initially, the surgeon excised the lesion with a margin of
5mm and sent the specimen to surgical pathology for analy-
sis. Margins were not clear of the tumor, and a 1-cm margin
around the lesion was subsequently excised and sent to
pathology (Figure 1). The tumor was noted to extend deeply
into the nasal septum and the adjacent nasal cheek areas. Still
unable to obtain clear margins despite wide resection, the
plastic surgeon referred the patient to an oncologist for fur-
ther workup and management. The oncologist determined
that the best course of treatment was a combination of radio-
therapy and chemotherapy. The patient agreed to the treat-
ment plan, and we continue to follow up with the patient
every month.

Discussion

Due to its variable clinical manifestations, propensity for
early metastasis and overall rarity, cutaneous angiosarcoma
of the head and neck is both a diagnostic challenge and a dif-
ficult disease to manage. The prognosis is poor, with the
5-year overall survival rate ranging from 10% to 35%.%7
Studies have shown that only half of patients survive over
15-18 months.'* Prognostic factors include tumor size
greater than 5cm in diameter, depth of invasion, margin sta-
tus, recurrence and metastases. >’

Current treatment modalities include complete surgical
resection, radiation therapy and chemotherapy.>**> Chemo-
therapy is recommended for metastatic disease, and chemo-
therapeutic agents that have shown activity against angiosar-
coma include anthracyclines and taxanes.>> However,
cutaneous angiosarcoma of the head and neck can present
with multifocal lesions, indistinct borders and extensive skin
involvement due to clinically undetectable intradermal
spread.>® This makes it difficult or even impossible to attain
negative margins during surgical resection and contributes
to the high rates of local recurrence.'? A delay in the
definitive diagnosis may play a role in the extensive skin
involvement and metastasis seen in many patients. Therefore,

early discovery could potentially enhance tumor resectabil-
ity and improve the prognosis in patients with cutaneous
angiosarcoma.

In this particular case, the prior existence of extensive
rosacea may have led to a false attribution of the purplish/
erythematous appearance of his nose to just a further mani-
festation of his rosacea. It is important to recognize that
long-standing erythema with a purplish hue may in fact rep-
resent an underlying cutaneous angiosarcoma and not simply
rosacea. Therefore, persistent findings of erythematous/vio-
laceous patches or plaques (especially in patients who are
fair-skinned) should raise the clinician’s index of suspicion
for the possibility of the existence of malignant vascular
tumors. As such, early diagnostic intervention via punch
biopsy of the area could prevent delays in diagnosis. As
established methods for screening of this difficult malig-
nancy are lacking, the physician’s clinical intuition remains
a key aspect in early diagnosis.
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