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Primary breast angiosarcoma in postmenopausal woman: case study
and the literature review

Pierwotny naczyniakomigsak piersi u chorej po menopauzie: prezentacja przypadku i przeglgd pismiennictwa
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Summary

A case of an 83-year-old female patient, who was admitted to the Centre of Oncology in Warsaw because
of the right breast tumor, is presented. There was no exposure to prior irradiation. In two biopsies of the lesion,
its malignant nature was not confirmed. Breast tumor removal with wide surgical margins was performed. As
a result of the examination, angiosarcoma was confirmed histologically. Given the result, a simple right breast
amputation was performed. External beam radiotherapy and chemotherapy, due to the rapid local recurrence
and distant metastases, were also performed. The patient died after 20 months of the initial diagnosis because
of the disease progression.
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Streszczenie

Przedstawiono przypadek 83-letniej kobiety, ktéra zgtosita sie do Centrum Onkologii w Warszawie z po-
wodu guza piersi prawej. W wywiadzie nie stwierdzono wczesniejszej ekspozycji na promieniowanie jonizujace.
W trakcie dwukrotnie wykonanych biopsji nie potwierdzono ztosliwego charakteru zmiany. Przeprowadzono
wyciecie guza piersi z szerokim marginesem. W wyniku badania histopatologicznego potwierdzono utkanie
naczyniakomiesaka. Ze wzgledu na uzyskany wynik przeprowadzono prosta amputacje prawej piersi. W zwigzku
z wczesnym nawrotem miejscowym i przerzutami odlegtymi, pacjentka zostata zakwalifikowana do radioterapii
i chemioterapii. Chora zmarta po uptywie 20 miesiecy od rozpoznania choroby z powodu progresji.

Stowa kluczowe: naczyniakomiesak piersi, patologia, objawy, diagnoza, leczenie.

Introduction

Primary breast angiosarcomais a rare tumor with an
aggressive clinical course and constitutes about 0.04%
of all malignant lesions of the breast [1-10]. It occurs
mainly in women in the 3-4" decade of life [4, 11]. In
postmenopausal women, it is most common as a sec-
ondary process after exposure to ionizing radiation [3,
9]. Due to a very low incidence of primary breast angio-

sarcoma in this group of women, only isolated cases
have been presented in the literature [2, 4, 8, 12, 13].

Case report

So far healthy, 83-year-old woman with one birth in
a medical history, family history irrelevant, came to the In-
stitute of Oncology in Warsaw with a tumor in the right
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breast and 11-month follow-up in the area. There was no
exposure to prior ionizing radiation or chronic lymphatic
stasis. In the physical examination, there was a palpable
tumor on the border of the upper quadrants of the right
breast with a diameter of 55 mm. The lymph nodes were
not suspicious.

The material collected during two biopsies of the tu-
mor did not confirm the malignant nature of the lesion.
Removal of the right breast tumor with a wide margin
was performed (Fig. 1). Pathological results were as fol-
lows: breast angiosarcoma (Fig. 2).

Due to the result, a simple right breast mastectomy
was performed. Microscopic examination revealed a dif-
fuse, irregular dilated network exhibiting atypical prolif-
eration of endothelial cells. In the immunohistochemical
study, the tumor cells showed positive staining for factor
VIl (von Willebrand factor — vWF) (Fig. 3) and the expres-
sion of CD 31 (Fig. 4). The angiosarcoma cells were also
confirmed in the wall of the lodge.

Two weeks after the mastectomy, a scar recurrence
was observed. Surgical excision of the infiltration was
done. The patient was qualified for radiotherapy. Irradia-

tion was performed in the area of the chest wall using elec-
trons with an energy of 9 MeV (megaelectron volt), to a to-
tal dose of 60 Gy (Grey)/90% in 30 fractions over 6 weeks.
At the end of irradiation the patient reported back pain.

Magnetic resonance imaging (MRI) was carried out.
The investigation confirmed spine metastases in the tho-
racic-lumbar vertebrae penetrating into the spinal canal.
Palliative radiotherapy was performed. During the follow-
ing month, metastases to bones of the forearm, left clavi-
cle and left iliac were confirmed.

The patient was irradiated again with a very good an-
algesic effect. After a month, the abdominal CT and chest
revealed multiple metastases to the liver and lungs.
The patient was qualified for chemotherapy. The dis-
ease had progressed during the treatment. The patient
died after 20 months of the initial diagnosis because of
the disease progression.

Discussion

The case relates to the original, very rare in the post-
menopausal period, breast angiosarcoma with a very

Fig. 3. Factor VIII staining

Fig. 4. CD 31 staining
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aggressive course in an 83-year-old woman. An inter-
esting fact is the excellent analgesic response to pallia-
tive radiotherapy for bone metastases.

Primary breast angiosarcoma is most common in
the 3-4" decade of life [3, 10, 11]. It usually occurs sporadi-
cally, with no specific etiologic factor [2, 3]. In postmeno-
pausal women, it most often occurs as a result of previous
irradiation or chronic lymphatic stasis in the vessels, espe-
cially after the conserving surgery for breast cancer, but is
rare as the primary malignancy in these women [2, 3, 14].

The preferred diagnostic method in the case of larg-
er tumors is the core biopsy, while for tumors of smaller
dimensions, it is the surgical excision with a wide mar-
gin and examination of the removed material [12, 14].

In the presented case, the observation of a small
tumor in the breast, characterized by a very dynamic
growth and a slight discoloration, lasted for 11 months.
Then, in a double-collected material, the malignant
nature of the tumor was not confirmed. As a result of
the situation, the final diagnosis was confirmed one
year after the tumor appeared.

Such a long diagnostic process in this case, when
compared to the literature data, is not isolated. The
clinical course of angiosarcoma presented in the litera-
ture varies. Some authors describe the symptoms as
a large-sized tumor with rapid growth [4, 10, 11], others
suggest that it is a small, irregular mass causing a feel-
ing of fullness and swelling of the breasts, and still oth-
ers as a small bump of a bluish-red color with the ap-
pearance of hematoma, sometimes presenting growth
acceleration [14]. Very often these tumors are observed
for some time, as in the presented patient.

There are also two cases of angiosarcoma described
in the literature, in which the first symptom was severe
thrombocytopenia and bleeding [10].

Scow et al. presented a primary angiosarcoma oc-
curring in the form of a tumor, and the secondary as
redness of the skin [15].

The clinical course of angiosarcoma described in
the literature is similar, regardless of the etiological
agent [11].

Sher et al. drew attention to the aggressive clinical
course of the disease and a tendency to local recur-
rence [16]. For the actually presented patient, the post-
operative scar recurrence occurred within two weeks
after the mastectomy.

Histopathological diagnosis of angiosarcoma is very
difficult [13]. It often happens that, as in the presented
case, a biopsy does not confirm the malignant nature of
the tumor. Diverse clinical course and diagnostic prob-
lems are probably the result of different histological sub-
types. Glazebrook et al. and Kaklamanos et al. describe
three different histological subtypes of angiosarcoma:

e | —including vascular channels infiltrating breast fat
and parenchyma, with little or no proliferation of en-
dothelial cells,

440

e Il — containing lesions of solid growth and vascular
papillary - endothelial component,
* |ll = growth of pure sarcoma with solid components of

endothelial bloody strokes and necrosis [3, 10].

Lilai et al. divided angiosarcoma into two subtypes:
well-differentiated and undifferentiated. The authors
concluded that the prognosis was closely related to
the degree of histological differentiation [11].

Imaging diagnosis of angiosarcoma, due to the non-
specific image, is also very difficult. The results of mam-
mography and ultrasonography may suggest the pres-
ence of benign lesions. MRl is a useful test [3, 12].

The principal therapeutic method is surgery [1, 2, 10,
11, 14]. However, there is a controversy over the surgical
treatment. Some authors believe that the excision of
the tumor with a 1 cm margin is sufficient, while others
offer 3 cm [14], but most of them propose a simple mas-
tectomy without axillary lymph node dissection, due to
the fact that most angiosarcoma tumors disseminate
through the blood system [2, 11, 14, 15].

It is believed that adjuvant therapy, involving the use
of chemotherapy in these patients, improves survival.
However, further studies are required [10].

Despite the lack of effect on overall survival, it has
been shown that additional radiation contributes to
the reduction in local recurrences [2, 10].

With early detection and appropriate method of
treatment, survival of patients with breast angiosar-
coma may be as high as 60-90% [14]. According to
other authors, the survival can be 8-50% [2]. Survival
of these patients is dependent on the following factors:
tumor size, width of the surgical margins, age and gen-
eral condition. Prognostic value of histological differen-
tiation of the tumor in patients with angiosarcoma is
a subject of controversy [2, 11].

The above-described diagnostic difficulties high-
light the tremendous value of close collaboration be-
tween the clinician, pathologist and radiologist.

Conclusions

Primary angiosarcoma of the breast in postmeno-
pausal women is rare. Diagnostic difficulties and
the unusual image often lead to the delayed diagnosis
and treatment, which results in lower curability. Onco-
logical vigilance, whenever there are any new lesions, is
extremely important.
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