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Abstract

Angiosarcomas are malignant tumors, which originate from the 
vessel endothelium and resemble the vessel structure. Stewart-
Treves syndrome is an angiosarcoma which in general, develops 
in female patients after mastectomy and axillary lymph node 
dissection and is associated with chronic lymphedema. The 
prognosis of this rare complication is very poor. We present the 
case of a 52-year-old female who had undergone mastectomy due to 
breast cancer and 13 years later required shoulder disarticulation 
due to Stewart-Treves syndrome.

Keywords: Angiosarcoma; Lymphedema; Stewart-Treves syn-
drome.

Introduction

Angiosarcomas are rare malignant vascular tumors which 
originate from vascular endothelioma and imitate the vascular 
structure.1 It is seen most frequently in the breast.2 Angiosarcomas 
develop many years after the treatment of breast cancer and 
typically occur in patients with lymphedema who have received 
radiotherapy. The incidence of angiosarcoma after treatment is 
0.16% and sporadic frequency is approximately 1/3200 of this.3 
Stewart Treves syndrome is a type of angiosarcoma associated 
with chronic lymphedema which develops after mastectomy 
and axillary lymph node dissection. Survey of Stewart Treves 
syndrome is 10 to 15 months. Five-year survival has been reported 
as 10% to 33%.1,4

Case Report

A 52-year-old female presented with complaints of red to purplish 
colored erupted lesions and diffuse swelling and pain in the arm. 
The patient's history revealed total mastectomy, axillary lymph 
node dissection and radiotherapy 13 years ago and diffuse edema 
on the left arm began 4 years after the surgery. The swelling on the 
arm increased over the past 11 months and red to purple colored 
eruptions arose on the forearm in the past 2 months. Physical 
examination determined diffuse edema on the left arm and red 
to purple erupted lesions located proximally on the left forearm, 
especially on the extensor surface (Fig. 1). In the radiological 
examination, bony structures were normal on the X-rays. On MRI, 
diffuse lymphedema on the forearm and hyperintense multiple 
nodular masses attached to the muscle in the lymphedema at T1A 
sections were observed. There were multiple nodular masses with 
more intermediate intensity than lymphedema at T2A sequences 
and all were in subcutaneous fatty tissue. Multiple nodules and 
lesions suggested fascia invasion with the largest being 6.5 × 5.5 
cm in size (Fig. 2). Pathological examination revealed vascular 
and papillary structures with ovoid round hyperchromatic 
pleomorphic nuclei and narrow pink cytoplasm with a significant 
nucleolus including erythrocytes in their lumen, which were 
evaluated as angiosarcoma. (Fig. 3)

Figure 1: Preoperative clinic image. Red to purple erupted 
lesions (multiple nodules) located proximally on the left forearm, 
especially on the extensor surface with diffuse edema.

Upon these results, a radical procedure was considered for the 
patient and shoulder disarticulation with an anterior approach was 
performed. On histopathological examination of the amputated 
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limb, angiosarcoma with negative surgical borders was obtained. 
The patient was discharged fully recovered on postoperative day 
5. The patient was on follow-up at the Radiation Oncology and 
Medical Oncology departments. The patient currently has no 
complaints at the 25-month follow-up.

Figure 2: Preoperative MRI findings. Multiple nodules and 
lesions suggested fascia invasion with the largest being 6.5 × 5.5 
cm in size.

Figure 3: Histologic findings. H&E stain (×200) demonstrated 
abnormal, pleomorphic, and malignant endothelial cells.

Discussion

Angiosarcomas are malignant tumors in which many functional 
and morphological features of the epithelial tissue are repeated.5-7 
True angiosarcoma is often subcutaneous and aggressive.5,8,9 While 
well-differentiated forms resemble hemangiomas, it is difficult to 
differentiate anaplastic types from carcinomas or melanomas. 
The term angiosarcoma is used for all endothelially differentiated 
sarcomas, regardless of whether they are vascular or associated 
with lymphatic endothelium.10

Lymphedema occurs as a result of an increase of protein-
rich interstitial fluid when lymphatic drainage is disrupted. 
Lymphedema deforms local immune response by rarifying 
movements of immunocompetent cells regardless of the origin. 
Furthermore, lymphedema causes collateral lymphatic and blood 

vessel formation by stimulating the angiogenesis in that area. The 
immunologically weakened area becomes prone to malignant 
tumors and also vascular tumors due to continuous angiogenic 
stimulus.11

Angiosarcomas are divided into 3 types. Idiopathic 
angiosarcoma develops due to chronic lymphedema after 
mastectomy (STS) and after radiotherapy.1,3 The angiosarcoma 
which develops after mastectomy was defined by Stewart and 
Treves in 1948.12 This rare neoplasia develops in less than 1% of 
mastectomy patients.1,3 Increase in the frequency of angiosarcoma 
was reported in a parallel increase of the use of radiotherapy 
for the treatment of breast cancer.13 The age of appearance of 
angiosarcoma is approximately 60 years and the period after 
mastectomy to the appearance of the tumor is approximately 10 
years.1,4 Angiosarcomas after treatment may be detected after many 
years on the anterior chest wall of patients who have undergone 
mastectomy and radiotherapy. Recent studies have reported an 
increase in the frequency of angiosarcoma in patients on whom 
lumpectomy had been performed and to whom radiotherapy had 
been applied.3,14,15 The case presented here was 52 years old and 
the angiosarcoma developed 13 years after mastectomy. A clinical 
initiation of angiosarcoma of slow-progressing red to purple blots 
which will resemble a bruise, injury or hemangioma may occur 
after any trauma.

There is no standard treatment protocol for angiosarcomas.16 
Surgical treatment is generally used in the treatment of primary 
angiosarcomas, in which the aim should be to obtain clean surgical 
borders.16,17 Radiotherapy,18 chemotherapy,19,20 angiogenesis 
inhibitors,21 liposomal chemotherapeutics,21,22 antiangiogenetic 
treatment,23 and brachytherapy are used as therapy either alone 
or in combination. Angiosarcoma is a malignancy with a very poor 
prognosis.24 The amputation results for early diagnosed patients 
may be promising; however, when the tumor reaches beyond 
palpable borders clinically, determination of the surgical border 
may be difficult. The response to chemotherapy is better and it 
has been reported that survival may be extended if there is a good 
response to the first treatment.4 Radiotherapy is generally used as a 
palliative approach.25 The survey after diagnosis of STS is 10 to 15 
months.26 Five-year survival after treatment has been reported as 
10% to 33%.1,24 In the case presented here, as no distant metastasis 
was present (M0), shoulder disarticulation was performed. The 
patient was syndrome free at the 25- month follow-up.

Conclusion

Excision with safe surgical borders in STS has been evaluated as the 
best treatment option. The size of the tumor and complete excision 
are the most important factors affecting the prognosis. Therefore, 
it is important to know and evaluate the clinical findings of this 
condition (STS) in patients who have undergone mastectomy and 
to be aware in terms of the diagnosis. Although the case here does 
not present any new information to literature, the aim was to be a 
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reminder of this rare complication which is difficult to diagnose 
in the early period. As this complication has a bad prognosis, it is 
important to leave a safe surgical area to prevent relapses.
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