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Case Report

Stewart-Treves syndrome: a rare entity
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ABSTRACT

Stewart-Treves syndrome is a rare, deadly cutaneous angiosarcoma that develops in long - standing chronic lymphedema. 
Most commonly, this tumor is a result of lymphedema induced by radical mastectomy to treat breast cancer. Stewart-Treves 
syndrome occurs in 0.5% of patients, who survive mastectomy for more than 5 years. The mean age at appearance of the 
angiosarcoma is 62 years, and the mean interval between mastectomy and the appearance of the tumor is 10.5 years. The 
exact pathogenesis is not known so far. On histopathology, vascular channels infiltrate the normal structures in a disorganized 
fashion, as if trying to line every available tissue space with a layer of endothelial cells. The prognosis is poor as it is very 
aggressive. Only early diagnosis and prompt radical excision with or without adjuvant radiotherapy, can promote survival.
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INTRODUCTION

Stewart-Treves syndrome is a kind of angiosarcoma 
associated with chronic lymphedema.1-3 It was first reported 
by Stewart and Treves,4 in 1948. The exact mechanism 
of Stewart-Treves syndrome is not clear so far. It may be 
however, due to the accumulation of protein-rich interstitial 
fluid in a chronically swollen limb.5 The prognosis of 
Stewart-Treves syndrome has been regarded as poor due to 
its aggressiveness. Wide excision is the only known curative 
treatment option for the localized disease, and there is no 
known effective therapy for the metastatic disease.6 Thus, 
only early diagnosis and prompt radical excision with or 
without adjuvant radiotherapy, can promote survival.

CASE REPORT

A 42-year-old female presented with swelling of left leg 
of 5 years duration superimposed with multiple ulcerative 
nodular lesions (Figure  1). Patient was apparently 
asymptomatic 5 years back, when she started developing 

swelling over her left leg. It was accompanied by 
constitutional symptoms periodically. Swelling of left leg 
gradually increased over a period. She consulted various 
medical practitioners, but her symptoms continued to 
persist. Since past 5 months, the swelling in left leg suddenly 
increased with multiple nodules developing over calf and 
adjoining area. They rapidly increased in size emanating 
foul smelling serosanguinous discharge. The nodules were 
covered with black to brown colored necrotic crust. The 
nodules size varied from 2 cm × 3 cm to the largest size of 
8 cm × 10 cm. The crusts over the nodule were extremely 
friable and the bled on touch. Popliteal and inguinal 
lymphadenopathy was present. On histopathology, vascular 
channels infiltrated the deeper layers of skin in a disorganized 
fashion (Figure 2). CD34 immunohistochemistry highlighted 
the vascular nature of angiosarcomas (Figure 3).

DISCUSSION

More than 400 cases of angiosarcoma related to chronic 
lymphedema have been reported so far in English literature.7 
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Cutaneous angiosarcoma is arising in chronic lymphedema 
after filarial infection is very rare. Muller et al.8 has reported 
three cases of a similar nature. Sordillo et al.,9 Sinclair 
et  al.,10 Hallel-Halevy et al.11 and Komorowski et al.12 
have also reported cases of angiosarcoma in long-standing 
elephantiasis.

Clinically, angiosarcoma can present as a simple bruise that 
resembles hemangioma to large nodular or ulcerative lesion. 
The exact mechanism of Stewart-Treves syndrome is not 
clear. It may be due, however, to the accumulation of 
protein-rich interstitial fluid in a chronically swollen 
limb. This fluid alters the local immune environment 
of the chronically edematous limb and promotes 
lymphangiogenesis. The presence of lymphangiomatosis is 
a precursor lesion for angiosarcoma, which was seen in our 
case. Even though immunohistochemistry is confirmatory, 
histopathological examination is the mainstay for diagnosis. 
The mean survival period of this disease has been quoted 
to be 7 months, with an overall 5 years survival rate of 
approximately 35%.13
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Figure 1: Ulcerative nodules on left leg.

Figure 2: Vascular lesion of small-vessel 
inter‑anastomosic with fusicellular cells presenting 

intense atypias infiltrating adipose tissue.

Figure 3: CD34 immunohistochemistry highlights the 
vascular nature of angiosarcomas.
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