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An 83-year-old woman underwent a radical mastectomy 
with axillary lymph-node dissection on the left side to treat 
breast cancer, followed by chemotherapy and radiation 
therapy in 2006. Three years after the radiation therapy, 
chronic lymphoedema developed in her left arm. 

In March 2018, the patient reported erythema and indura-
tion with a small erythematous nodule on her left forearm. 
Topical steroids had no clinical benefit. Two months later, 
the first nodular lesion rapidly increased in size, to reach 15 
cm in circumferential length (Fig. 1a). Multiple violaceous 
satellite lesions developed within the area of the erythema 
and induration and extended to the chest wall (Fig. 1b). 

Blood cell count and results of haemostasis, liver and 
renal function tests were within normal limits. Doppler 
ultrasound examination of the left forearm revealed arterial 
blood flow inside the main lesion.

Two nodular lesions on the chest were biopsied. 
Histopath ology with immunochemistry showed extensive 
infiltration of the dermis by atypical cells positive for CD31 
and negative on pan-cytokeratin and human herpesvirus-8 
staining. 

What is your diagnosis? See next page for answer.
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Fig. 1. (a) Clinical photography of the left forearm of an 83-year-old woman with a violaceous skin tumour and surrounding satellite lesions. (b) Clinical 
image: extensive lesions on the chest wall (ecchymotic areas with lilaceous nodules). (c) Coloration haematoxylin phloxine saffron stain (HPS), ×10 
magnification: section of a cutaneous papule from the chest revealing a normal epithelium and a dermis infiltrated by irregular anastomosing vascular 
channels. (d) Immunochemistry, ×10 magnification: infiltration of dermis by CD31+ cells.
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Diagnosis: Stewart-Treves syndrome

Stewart-Treves syndrome is a rare cutaneous angiosarcoma 
arising in the setting of lymphoedema, with poor prognosis. 
This malignant vascular tumour can develop in cases of 
long-standing chronic lymphoedema. Most reported cases 
have been associated with lymphoedema following mas-
tectomy (1). The syndrome develops a mean of 10 years 
after mastectomy.

The underlying pathophysiology of Stewart-Treves syn-
drome is unknown. Lymphatic blockage may encourage 
neoplastic transformation due to local immunodeficiency, 
which could promote vascular oncogenesis (2). Radio-
therapy does not seem to be directly involved in the patho-
genesis of Stewart-Treves syndrome; however, the practice 
of axillary irradiation increases the risk of post-treatment 
lymphoedema. 

Clinically, in the area of the chronic lymphoedema, the 
initial lesion includes a palpable subcutaneous mass. Mul-
tiple violaceous macules or nodules subsequently develop, 
with surrounding satellite lesions. Finally, extensive cuta-
neous nodules and metastatic disease develop (3).

Histologically, Stewart-Treves syndrome displays net-
works of proliferating vascular channels that dissect the 
dermal collagen. The overlying epidermis may be hyper-

keratotic and acanthotic or atrophic. Immunochemistry is 
necessary to establish the diagnosis. Antibodies against 
endothelial cells are the stain of choice (4). Angiosarcomas 
can typically express CD31, CD34, D2-40 and ERG. 

Chemotherapy and radiation therapy for locally advanced 
tumours or metastatic forms do not significantly improve 
overall survival. Early amputation or wide local excision 
offers the best chance for long-term survival (5).

This case illustrates the importance of follow-up for all 
post-mastectomy lymphoedema. Physicians must be aware 
of this rare syndrome and perform skin biopsy of every sus-
picious lesion. Early diagnosis and treatment have crucial 
prognostic value.
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