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Case Report

ABSTRACT

Aims: To report a rare case of angiosarcoma in young adult patient, the flow of diagnosis, and
management of the case.

Case Description: We reported a 36-year-old male came to the Surgical Oncology Division,
Department of Surgery, Dr. Moewardi Hospital Surakarta with a lump in the molar region of his right
mandible. Intraoral examination revealed a reddish soft humped oval mass with a necrotic portion.
Wide excision was performed with histopathological results indicating angiosarcoma and
chemoradiotherapy was planned. The patient did not check up because of the Covid-19 pandemic
until one month later as the mass grew back quickly and bled easily. The second-wide excision was
performed, and the histopathological results of necrotic tissue fragments and extensive bleeding
were obtained; pleomorphic spindle cells, low cytoplasm, crude chromatin, and mitotic nuclei
tended to be an angiosarcoma confirmed by positive CD31 immunohistochemical result. One week
after the second excision, the mass was found to regrow, and the patient had metastases to the
lung and liver. The patient died within 3 months of the diagnosis.

*Corresponding author: E-mail: rizkavs@gmail.com;
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Discussion: Intraoral angiosarcoma is extremely rare. Angiosarcoma is aggressive with frequent
local recurrence and distant metastases. Its progression is influenced by several factors, including

age.

Conclusion: Angiosarcoma is a rare tumor and has a high rate of progression at a young age.
Angiosarcoma of the oral soft tissue is very rare. Early diagnosis and prompt and precise treatment

are fundamental to increasing survival rates.

Keywords: Angiosarcoma; young adult; progressivity.

1. INTRODUCTION

Angiosarcoma cases contribute to less than 1%
of all sarcomas. It can occur de novo (primary
angiosarcoma) or be secondary to irradiation or
in patients with long-term lymphedema
(secondary angiosarcoma) [1,2].

This cancer can occur in a variety of locations,
most commonly in skin, breasts, deep soft
tissues, visceral organs, and bones, by order [2].
The author reports highly aggressive mandibular
mucogingival angiosarcoma in a young adult
patient.

2. PRESENTATION OF CASE

A 36-year-old male came to the Oncology
Surgery Polyclinic Dr. Moewardi Hospital with a
lump on the lower right gum since 3 months
before, which grew on the molar, which fell off
five years ago. The lump that initially had a size
20 x 10 x 5 mm and grew bigger within a month,
was painless, did not bleed easily, and had a
raised wound. No signs of distant metastases
were found from chest x-ray and abdomen
ultrasound. The history of radiation exposure was
denied.

Intraoral examination revealed a reddish soft
humped oval mass on the mucogingival of the
right mandible with a necrotic part of 4 x 3 x 3
cm.

The patient underwent wide excision with the
histopathologic result indicating angiosarcoma;
with pyogenic granuloma, squamous cell
carcinoma, and metastasis tumor were
considered as differential diagnosis. Because the
tumor was excised in toto (altogether), post
operation staging evaluation of the tumor was
planned to guide the treatment decision-making.
Unfortunately, the patient did not check up
because of the Covid-19 pandemic until one
month later as the mass grew back quickly and

bled easily. The mass size reached 10 x 5 x 4
cm.

Preoperative radiotherapy before the second
surgery was not applied to this patient because
the queue of this procedure in our facility is quite
long due to Covid-19 pandemic situation.
Chemotherapy was not performed as well
because patient Karnofsky Score’s was less than
50%. The second-wide excision was performed
with histopathological results of necrotic tissue
fragments and extensive bleeding, obtained
pleomorphic spindle cells, little cytoplasm, nuclei
with coarse chromatin and mitosis, leaning an
angiosarcoma, confirmed by positive CD31
immunohistochemical result.

2.1 Outcome and Follow-up

One week after the second-wide excision, the
mass was found to regrow. The evaluation
results showed the presence of lung and hepatic
metastases. The patient died within 3 months of
the diagnosis.

3. DISCUSSION

Intraoral angiosarcoma very rarely occurs.
Several case reports and case series were found
in the literature. Clinically, several lesions
can be a differential diagnosis of intraoral
angiosarcoma, including pyogenic granuloma,
hemangioma, Kaposi's sarcoma, malignant
melanoma, and other epithelioid neoplasms
[3,4,5].

The final diagnosis of angiosarcoma can only be
made based on a combination of the clinical
findings with the histologic and immunohisto
chemical features. Angiosarcoma has a variety of
histopathological presentations, so that immu
nohistochemistry studies with von Willebrand
factor, CD31, CD34, or factor Vlll-related antigen
are needed to confirm the diagnosis [6]. In this
case, the diagnosis was confirmed by positive
immunereactivity with CD31.
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Fig. 1. A. Clinical photo of first visit (preoperative); B. Clinical photo after 3 months (after the
first operation); C. Clinical photo of 1 week after the second operation

Fanburgh Smith et al. [3] reported 22 cases of
primary angiosarcoma of the oral cavity and
salivary glands. Men and women were
affected equally. Patient ages ranged from 6 to
90 years (55 years on average). The
symptoms include an enlarging and bleeding

mass. Histologically, all tumors were vaso
formative, 86% had solid areas, and 17% had
papillary areas. Immunohistochemically, F-VIII-
RA was positive in 19/21 patients, CD31 in 16/19
patients, CD34 in 7/12 patients, and Ulex lectin in
1/1 patients. Survival rates differ by location,
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ranging from 1 to 20 years with a mean of 7.3
years [3].

Buehler et al. [7] in their 25-year study of 81
patients showed that negative significant
predictors of survival were metastasis at
diagnosis, location of tumor in the visceral/deep
soft tissue, tumor size greater than 5 cm, tumor
necrosis, and non-surgical excision [7].

Patients with metastases had poorer overall
survival. Overall survival was also influenced
by the primary location, performance status, and
the presence of necrosis in the initial tumor
sample. Angiosarcoma of the liver, bones,
and heart is associated with a poor prognosis [8].

Angiosarcoma mainly affects adults and older
people (geriatrics). Deyrup et al. [9] studied 15
cases of angiosarcoma in children and young
adults less than 21 years of age. The tumor was
mainly located in the heart and mediastinum,
with a high mortality rate within 18 months after
diagnosis [9,10].

Ferrari et al. [10] studied vascular malignancies
in pediatrics, 12 of which were angiosarcoma
with a mean patient age of 1-16 vyears,
predominantly male (75%). This suggests that
angiosarcoma can also occur in the pediatric
population and this diagnosis should be
considered in atypical vascular tumors that occur
in the mediastinum [9,10].

The treatment of angiosarcoma should be
adapted to the staging. However, no prospective
randomized study can be a standard therapy
because of its rare presentation. Option of
treatment of angiosarcoma are wide excision,
neck dissection (considered for patients with
metastasis to cervical lymph nodes), radiation
therapy and chemotherapy (as palliative
treatment) [11,12,13].

Wide excision (surgical resection with free
margins) is a therapeutic option. Nevertheless, in
most cases, complete excision is not possible
because of the extension and multifocal nature of
the disease. Because of the difficult resection
with free margins, tumors on the head and neck
or greater than 5 cm have the worst prognosis,
so early diagnosis is fundamental to improving
survival in these patients [11,12,13].

Scott et al. [14] in their 35-year study in
University of Florida reported 41 patients with
angiosarcoma were treated with radiotherapy.
The median patient age was 67 years. 31
patients were treated with both surgery and

radiotherapy and 10 patients were treated with
only radiotherapy. The patients with the best
outcomes were treated with surgery and
radiotherapy 3 times daily [14].

To control the bleeding of the tumor, there can
be 2 options management, with radiotherapy and
surgery. In this case, preoperative radiotherapy
before the second surgery was not performed
because the queue of this procedure in our
facility is quite long. The second-wide excision
was decided to controlled the bleeding. We
planned chemotherapy to this patient with
taxanes or anthracyclines.

In this case, the patient's clinical condition
deteriorated rapidly. The patient had difficulty of
breath and scleral icterus. Pleural effusion
(pulmonary  metastases), as  well as
hepatomegaly and multiple liver nodules (liver
metastases), were found. Laboratory results
show the transaminase enzyme significantly
increased. The results of the echocardiogram
evaluation showed an extracardiac mass
pressing on the right side of the heart, as well as
mitral  regurgitation and  mild tricuspid
regurgitation. The patient died within 3 months of
the diagnosis.

Primary tumor in the mediastinum (can occur as
atypical vascular tumors) should be taken as
possible disease in this case, given the high
progression of this patient. Angiosarcoma in
mediastinum usually occurs in pediatric
population, but this case were occurred at young
adult. At our department in Dr. Moewardi
Hospital Surakarta, we had found 3 patients with
same diagnosis (angiosarcoma of oral cavity)
including this case. The 2 other patients are
geriatric population and had better survival rate.
They had completed the adjuvant chemotherapy
with no local recurrence.

4. CONCLUSION

Angiosarcoma has a high rate of progression at a
young age. Angiosarcoma of the oral soft tissue
is very rare, and is an aggressive neoplasm that
results in frequent local recurrence, early
metastasis, and a low survival rate. Early
diagnosis and prompt and precise treatment are
fundamental to increasing survival rates.
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