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Abstract

free and overall survival.

followed by radiochemotherapy.
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Primary angiosarcoma (SA) of the breast is a rare neoplasia unrelated to radiation exposure. It represents less than 0.05%
of all malignant tumors of the breast. This lesion is characterized by aggressive patterns and a poor prognosis, and by the
absence of typical features on radiological examination. Currently, there are no evidence-based guidelines for surgical and

adjuvant treatment for this tumor, although wide surgical resection followed by chemotherapy appears to improve disease-
We report a case of primary angiosarcoma in 67-year-old women, without prior radiotherapy, treated with total mastectomy
Total mastectomy appears to be the only known treatment that proved useful. Adjuvant therapy has not been proven to date.
The 5-year disease-free survival for first-year tumors can be as high as 76%, and as low as 15% for third-year tumors.

Because of the rarity of these tumors, there is no standard therapeutic approach.

Abbreviations: AS: Angiosarcoma, MRI: Magnetic Resonance Imaging
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Introduction

Primary breast sarcomas are rare conditions with histological
heterogeneity. They are mainly represented by
fibrosarcoma’s,  angiosarcomas,  myoxia/round  cell
liposarcomas, phyllodes tumors and malignant fibrous
histiocytomas [1]. Angiosarcoma (AS) of the breast accounts
for 1% of all mammary soft-tissue tumours. It originates in
the connective tissue of the breast and may extend to the
overlying skin [2]. AS can occur de novo with a median age

at onset of 40 years or can be a secondary radiation treatment

of an epithelial breast cancer with a median age at onset of 70
years (5 or 10 years after radiation therapy) [3-5].

The overall incidence rate of primary angiosarcomas is less
than 0.05% of all malignant breast tumours. In 1907, Borrman
described the first documented case of angiosarcoma of the
breast [6]. Three main histopathological patterns have been
described: type I, characterized by vascular channels invading
the breast tissue with low endothelial proliferation; type II,
showing features of papillary endothelial components; and
type 111, with evidence of endothelial components, necrosis

and hemorrhage [7].
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We report an observation of a mammary angiosarcoma in a
woman, with discussion of the epidemiological, diagnostic

and therapeutic aspects of this type of tumor.

Case Report

Mrs O.K, aged 67, with a history of osteoporosis complicated
by a femoral neck fracture, had consulted for a swelling of the
right breast evolving for 8 months associated with
inflammatory signs and mastodynia. The breast examination
revealed a 10 cm mass covering the entire right breast, soft,

compressible and painful, with a purplish-angiomatous

appearance of the skin opposite the tumour, no nipple
discharge and no palpable adenopathy. The contralateral
breast was normal (Fig 1 and 2). Mammography showed an
increased pseudo-nodular opacity, with a watery tone of
interest to the QSE, and no microcalcifications (Fig 3).
Ultrasound revealed infiltration with thickening of the
cellulo-fatty tissues of the breast, with no visible cystic or
tissue formation, accompanied by frank hypervascularization
on color Doppler. A surgical biopsy was performed.
Histological examination revealed a high-grade type Il

breast angiosarcoma. A mastectomy was performed.

Figure 1 and 2: Breast examination revealing a 10 cm mass covering the entire right breast.

Figure 3: Mammography showing an increased pseudo-nodular opacity.

www.acquirepublications.org/JCRMH


https://www.acquirepublications.org/Journal/CaseReports/Case-Reports-and-Medical-History
https://www.acquirepublications.org/Journal/CaseReports/Case-Reports-and-Medical-History

Journal of Case Reports and Medical History

Discussion

Angiosarcoma of the breast is also known as
hemangiosarcoma, hemangioendotheliosarcoma,

hemangioblastoma, angioblastoma, malignant
hemangioendothelioma. The first case was reported by
Borman in 1907.

Angiosarcoma of the breast usually presents as a defined
mass in the mammary parenchyma characterized by rapid
growth. Large tumours can lead to thrombocytopenia and
haemorrhagic manifestations (Kasabach-Merritt syndrome)
[8].

Angiosarcoma imaging is not specific. The mammography or
ultrasound studies do not show appropriate signs. AS could
be diagnosed as a benign lesion, particularly in younger
patients.

The most favorable imaging test is considered to be magnetic
resonance imaging (MRI), which can show typical malignant
signs (hyperintensity on T2 images and a rapid initial intense
phase followed by washout) [9].

Fine-needle aspiration or needle biopsy is necessary for a
definitive diagnosis [10].

In addition, immunohistochemistry can be useful in
identifying CD31 endothelium, an indicator of vascular
proliferation. Other specific markers for this type of lesion are
factor VIII and FLI1 [11].

The standard treatment for patients with primary
angiosarcomas of the breast is a modified radical mastectomy
combined, where appropriate, with axial lymph node
dissection. Patients with smaller tumours may benefit from
breast-conserving surgery [12].

Rosen et al. presented a serie of 63 patients with primary
angiosarcoma of the chest from Sloan Kettering Cancer
Center; 35 patients underwent axillary lymph node dissection
and only one had metastatic lesions [9].

In the available literature, there is no international consensus
on the chemotherapy regimens to be used in patients with
angiosarcoma. Soft-tissue sarcomas are known to be highly
aggressive tumors: the probability of systemic recurrence is
around 50%, even in localized disease [13]. Anthracycline-
based chemotherapy leads to a significant improvement in

disease-free and overall survival [14].

Adjuvant radiotherapy after surgery may be beneficial for
breast sarcomas, particularly for patients  with
microscopically positive margins [15].

Rosen et al. used adjuvant radiotherapy in combination with
chemotherapy in 17% of their patients, and radiation alone in
6% of their patients, with no improvement in disease-free or
overall survival [9].

The prognosis of angiosarcoma of the chest, like every
sarcoma histotype, is related to tumor size, tumor and

resection margin status [16].

Conclusion

Primary angiosarcoma of the breast is a malignant vascular
neoplasm that occurs in the mammary parenchyma with or
without extension into the skin. It should be considered a
different neoplasia from radiation-related SA. This neoplasia
shows no pathognomonic signs on mammography or
ultrasound examination and may present specific radiological
features only on MRI. There are few series available
analyzing the best option for surgical and adjuvant treatment
for primary angiosarcoma of the breast.

An aggressive surgical approach seems to be accepted by
most authors, but breast-conserving surgery may be proposed
in some cases. Axillary clearance is not necessary in all
patients, in fact, the tumor does not follow a lymphatic
diffusion pattern; however, large masses invading the axilla
require axillary lymph node dissection to obtain free margins.
Although some series show an increase in disease-free
survival and overall survival, standard medical regimens in
patients with angiosarcoma of the breast remain unclear.
Adjuvant chemotherapy with Taxan agents has shown good

results, but further research is needed.
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