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1. Abstract

Angio Sarcomas (AS) are rare tumors, accounting for about 1% of
soft tissue sarcomas.

Mammary AS can be separated into two categories: primary AS,
occurring in the breast parenchyma, and secondary AS, which usu-
ally develop in the skin, or sometimes in the chest wall or breast
parenchyma following treatment. by surgery and radiotherapy for
breast cancer. Both forms behave badly and have a poor prognosis.
We report a case of angiosarcoma of the breast diagnosed by his-
tology and the treatment consists of a mastectomy supplemented
by chemotherapy and radiotherapy.

It is generally manifested by a polymorphic, often confusing clin-
ical picture, which is a source of diagnostic delay.

RESUME
2. Introduction

Angiosarcoma of the breast is a very rare conjunctival tumor. It is a
primary malignant proliferation of endothelial cells in the vascular
tissue of the gland. Primary mammary SA is rare (0.05% of pri-
mary breast cancers), but it is the second most common malignant
mesenchymal tumor. more common in the breast, after malignant
phyllodes tumors [1]. It is generally manifested by a polymorphic,
often confusing clinical picture, which is a source of diagnostic
delay. It is characterized by a strong malignancy, the evolution of
which is towards rapid recurrence and the appearance of visceral
metastases. Its histological diagnosis is based on a rigorous analy-
sis of the excision pieces [2].

Our goal, by reporting a case of angiosarcoma of the breast, is to

highlight the rarity of this aggressive tumor, its difficulty of diag-
nosis and its therapeutic management.

3. Observation

Mrs TF, 32 years old, married, nulligeste, nulliparous, operated
for a right ovarian cyst in 2009 (without documents) who consults
for a nodule in the left breast, discovered on autopalpation, evolv-
ing for a year 3 months, gradually increasing in size and having
received neo-adjuvant chemotherapy based on three courses and
then sent to our structure for additional PEC. Clinical examination
of the breasts found a 6 cm cup straddling the upper left quadrants
without nipple retraction, nipple discharge or inflammatory signs
(FIGURE 1). The right breast is without detectable abnormality.
The ganglionic areas are free. According to the reference letter, at
the initial examination before neoadjuvant chemotherapy, a mass
a mass overlapping the upper quadrans of the left breast of 9cm
was noted, with a pulsatile, angiomatous purplish appearance of
the opposite skin.

The radiological examinations before chemotherapy were as fol-
lows: The mammography showed the presence at the level of the
superointernal quadrant of the left breast a rounded nodule, whose
edges appear perfectly clear, measuring 7 mm long axis, without
micro calcifications or thickening of the skin opposite (FIGURE
2). On ultrasound, it is a hyperechoic placard, sitting at the union
of the upper quadrants, comprising a homogeneous hypoechoic
oval nodule with clear edges, with a long axis parallel to the skin
planes, with a structure of 12 mm long axis (FIGURE 3). with
bilateral axillary lymphadenopathy with a dedifferentiated ap-
pearance. The examination is classified BIRADS4. The magnetic
resonance imaging showed a nodule of oval shape and irregular
outlines in places straddling the Superior Quadrants(SQ), it is in
homogeneous T1 hypo intense and T2 hyper signal. It enhances in-
tensely, early and in homogeneously without rapid washout, with a

Volume 3 | Issue 3



ajsccr.org

highly suspicious appearance, associated with architectural disor-
ganization classified BIRADS4 of the ACR (FIGURE 4).

Ultrasound-guided micro biopsies show slightly atypical vascular
proliferation with a fusocellular component compatible with an-
giosarcoma (intermediate grade) with a Ki 67: 40%. An extension
assessment carried out is negative.

A left mastectomy was performed on April 21, 2017. The histolog-
ical study of the part revealed the presence of a tumor of hemor-
rhagic and necrotic vascular appearance measuring 5X4cm, sug-
gesting an intermediate grade angiosarcoma. complete resection

(FIGURE 5 ,6). The post-chemotherapy response is estimated at
20%.

Figure 1: Clinical examination of the breasts found a 6 cm cup straddling the upper left quadrants without

Figure 2: Presence at the level of the superointernal quadrant of the left breast a rounded nodule, whose edges appear perfectly clear, measuring 7 mm

long axis

Figure 3: On ultrasound, it is a hyperechoic placard, sitting at the union of the upper quadrants, comprising a homogeneous hypoechoic oval nodule
with clear edges, with a long axis parallel to the skin planes, with a structure of 12 mm long axis
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Figure 4 :The MRI showed a nodule of oval shape and irregular outlines in places straddling the SQ, it is in homogeneous T1 hypointense and T2

hypersignal. It enhances intensely, early and inhomogeneously without rapid washout classed BIRADS 4 of ACR

Figures 5,6: Histological features of breastangiosarcoma

The treatment is completed by adjuvant chemotherapy: three
courses of (adriblastine: 50 mg / m2, cyclophosphamide: 500 mg
/ m2) then radiotherapy at a dose of 50 Gy on the wall and the
scar. Two years later, the patient was re hospitalized for dyspnea
and chest pain, and the chest x-ray showed pulmonary metastases
from the release of balloons. After this episode, the patient's gen-
eral condition deteriorates rapidly.

She died two months later in a table of cachexia.
4. Discussion

These are malignant tumors made of endothelial cells that line the
lumen of the blood vessels. Angiosarcomas are preferentially lo-
cated in the skin and subcutaneous tissues of the head, limbs and
in the liver. The breast represents 9% of all locations. Although the
mammary gland is one of the most frequent sites of these tumors,
angiosarcomas of the breast remain rare; they represent 0.04 to 1%
of all malignant breast tumors [3].

It is a tumor which affects the young woman during period of gen-
ital activity as the case of our patient, especially between 30 and
40 years. In our observation, it was a 32-year-old woman. But, all
age groups are concerned, from 13 to 85 years old. Man is excep-
tionally affected [4].

They typically present as a unilateral, rapidly growing breast mass

associated with mastodynia in 30% of cases [5]. Involvement of
the left breast is much more frequent for Norris and Taylor, while
for Gabriele et al., It is the right breast which is most affected [6].

The tumor size reported in the literature was often large and this
has been linked by several authors to the neglect and the rapidity of
the evolution of these tumors. In fact, the mean size of mammary
sarcomas varied between 4.8 and 12.5 cm and can reach 41 cm in
some series [5, 7]. Two signs are very suggestive of angiosarcoma
and which are present in our case: the pulsatile nature of the tumor
and the purplish, angiomatous or reddish appearance of the skin,
opposite the tumor [8]. This characteristic was the case with our
patient.

In addition to the clinical examination, the imaging data are non-
specific or even misleading. Angiosarcoma of the breast presents as
arounded parenchymal opacity with clear contours and sometimes
polylobed, dense, homogeneous, generally large in size. Usually,
angiosarcoma of the breast is not accompanied by calcifications.
This is explained by the rapid development of the lesion, leaving
no time for calcareous salt deposits to form [8, 9].

Ultrasound finds a heterogeneous lesion of tissue echo structure
with fluid areas indicating the presence of necrotic or hemorrhagic
phenomena, which may lead wrongly to the diagnosis of mamma-
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ry hematoma. Color Doppler shows the presence of intense vascu-
larization characterized by numerous vascular spots [9].

The contribution of the scanner is important, it shows a mass which
is enhanced in a very important way after injection of the product
of contrast and a partial homogenization for the late stages. On
Magnetic Resonance Imaging (MRI), angiosarcoma presents as a
mass with hypo intense in T1 and hyper signal in T2 with tabular
areas in the periphery with more intense hyper signal in T2, sug-
gesting the presence of blood vessels [4.10].

Faced with the lack of specificity of imaging methods, only histol-
ogy can confirm the diagnosis [9]. However, he faced diagnostic
difficulties, especially on biopsies. He must be carried over the
entire tumor. Under certain conditions, the extemporaneous ex-
amination constitutes one of the pillars of the diagnostic workup,
especially when there is a discrepancy between clinical practice,
radiology and cytology. Its interest is to confirm or rule out the
malignancy and to guide the extent of the surgical procedure. False
positive diagnoses are exceptional and false negatives result in a
second surgery [5]. Macroscopically, the tumor varies in size be-
tween | and 20 cm (average 5 cm). It is poorly defined, spongy
when cut and hemorrhagic. Histologically, tumor proliferation in-
filtrates the lobular stroma and surrounding tissues. It is made up
of irregular anastomotic vascular cavities, lined with one or more
layers of endothelial cells. Mammary angiosarcomas are graded
[4]. three grades are defined, which were correlated with prognosis
by Donnel et al. and Mérino et al. [11, 12]. Type I corresponds to
a low-grade tumor without a massive area of necrosis, hemorrhage
or papillary formation. Type II corresponds to an intermediate
grade tumor without necrosis or hemorrhage; the foci of massive
proliferation should be dispersed within the tumor and less than
20% of the tumor surface. Type III corresponds to a high grade
tumor and has the least favorable prognosis.

Differential diagnoses of well-differentiated forms of mammary
AS include post-radiation Atypical Vascular Lesions (AVL), PASH
(Pseudoangiomatous Stromal Hyperplasia), angiolipoma, benign
vascular lesions (hemangiomas) and papillary endothelial hyper-
plasia (Masson's tumor). The early forms of Kaposi's sarcoma are
also part of the differential diagnosis of well-differentiated angio-
sarcoma, as are angiomatosis and solitary fibrous tumors, which
are very rare in the breast. Poorly differentiated forms of angiosar-
coma can be mistaken for carcinoma, melanoma or other types of
sarcoma [1]. The diagnostic difficulty arises for the pathologist at
both ends of the spectrum. Grade I angiosarcoma can be mistaken
for a hemangioma. A grade III angiosarcoma poses the problem of
differential diagnosis with poorly differentiated tumors. Immuno-
histochemistry is of great help by confirming the vascular nature of
proliferation thanks to the CD31, CD34 and factor VIII antibodies,
and the negativity of cytokeratin. However, these vascular markers
may be lacking in poorly differentiated forms [4, 13].

Surgery is the cornerstone of treatment for primary mammary sar-
comas [14]. However, its modalities are controversial [15]. In fact,
simple mastectomy is considered the “gold standard” for primary
mammary sarcomas [5].

Adjuvant radiotherapy is often associated with surgery. There is no
proof of efficacy of adjuvant chemotherapy in localized forms af-
ter surgery and radiotherapy. For metastatic forms, chemotherapy
treatment is generally offered. Taxanes have interesting anti-an-
giogenic activity [1, 16].

The majority of authors report an unfavorable prognosis for angio-
sarcomas [5].

The mean recurrence-free survival is less than 3 years and total
survival less than 6 years [1]. Metastases are frequent; The dissem-
ination is done strictly by blood; and consequently, metastases are
localized first in the liver and the lung then in the whole organism
with predilection for the subcutaneous tissue, the bone, the brain,
without forgetting the contralateral breast [12]. In the literature,
the rate of loco regional relapses varied from 12 to 73% with an
average of 20% [5].

Prognostic factors for angiosarcoma include age (worse prognosis
in elderly patients), size, tumor extension and the status of the ex-
cision margins [16].

5. Conclusion

Angiosarcoma of the breast is a rare vascular tumor with a formi-
dable prognosis. His diagnosis must be

evoked in front of a swelling of the breast with rapid growth and
which results in an often benign mammographic aspect. Histolog-
ical diagnosis is often difficult, and it is wrong in 37% of cases.
Only early surgery can hope for longer survival. New molecules,
in particular targeted therapies, are therefore eagerly awaited,
mainly in metastatic forms.
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