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ABSTRACT

An elderly woman is presented who
developed a rapidly fatal angiosarcoma of the
upper extremity and ipsilateral breast in the
setting of longstanding arm lymphedema
following a childhood accident.

Stewart-Treves angiosarcoma (S-T) is a
rare malignant tumor of the vascular
endothelium arising in an area of chronic
lymphedema. First described as post-
mastectomy lymphangiosarcoma in 1948 (1),
S-T typically develops in the edematous
ipsilateral arm more than five years after
radical mastectomy in approximately 0.45%
of surviving patients (2). An angiosarcoma
may also arise in a chronic and severely
edematous extremity usually of congenital
origin without a preceding tumor (3-5), rarely
in idiopathic lymphedema of delayed onset
(6,7), and even more rarely in chronic
lymphedema secondary to filariasis (8,9).

We now report an elderly woman who
developed angiosarcoma of the upper
extremity and ipsilateral breast in the setting
of severe arm lymphedema after childhood
trauma.

CASE REPORT

A 72-year-old woman had chronic edema
of the right upper extremity since childhood
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after her arm sustained severe soft tissue
damage after trampled upon by a horse.
Three years earlier, she had noted enlarge-
ment of the right breast, but mammography
six months before was unremarkable.
Aggravation of the arm edema and the
emergence of soft bluish-violaceous plaques
in the skin of the swollen arm without
nodules or ulceration (Fig. 1) prompted
reevaluation. Physical examination revealed
diffuse stiffening of the right breast but
without masses or lymphadenopathy.

Histology of a biopsy specimen taken
from the right forearm skin showed vascular
structures lined with proliferating endothelial
cells. Atypical endothelial cells were present
in clusters and were infiltrating the subcutis
(Fig. 2). Cytological examination of a fine
needle aspirate from the breast also disclosed
clusters of endothelial cells several with
atypical nuclei and of bizarre form. Immuno-
histochemical stains for keratin and CEA
were negative and for vimentin Factor VIII-
von Willebrand and CD3 were positive. The
findings were compatible with angiosarcoma.

A right upper extremity plain radiogram
showed edema of the soft tissues but no bone
involvement. Computer tomography of the
chest showed large lumps of soft tissue
without distinctive borders, arising from the
right axilla and along the right chest. Bone
and liver scans were unremarkable.

Despite a course of chemotherapy, she
died shortly thereafter.
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Fig. 1. 72-year-old woman with angiosarcoma of the
right arm which developed in a chronically
lymphedematous extremity related to childhood
trauma. Numerous plaques (dark blue) are visible.

COMMENT

In the original Stewart-Treves syndrome,
the mean patient age at appearance of the
angiosarcoma was 62 years, and the mean
interval between mastectomy and the
appearance of the tumor was 10.5 years (2).
Two male patients with angiosarcoma have
been reported after mastectomy (10). In most
patients, the clinical course and autopsy
findings have documented that the breast
carcinoma was eradicated. Moreover, these
patients have had less frequent involvement
of the axillary nodes with metastatic breast
cancer (10).

Although most patients have been asso-
ciated with arm lymphedema after treatment
(operation and/or irradiation) for breast
cancer, several reports of angiosarcomas have
now been described in other lymphedemas
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including the legs. Most commonly the
lymphedema is of congenital origin (e.g.,
Milroy’s disease). Rare patients with
angiosarcoma associated with idiopathic
lymphedema of delayed onset have occurred
(6,7) and even more rarely has angiosarcoma
occurred with lymphedema from filariasis
(8,9). Isolated reports include patients with
Maffucci’s syndrome (11), chronic leg
lymphedema after dissection of the inguinal
lymph nodes for treatment of malignant
melanoma (12), longstanding lymphedema
after burn injury in childhood (13), and in a
pre-existing non-irradiated lymphangioma
(14).

To our knowledge, our report is the first
example of an angiosarcoma arising in an
arm with longstanding lymphedema caused
by childhood trauma.
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Fig. 2. Photomicrographs of biopsy specimens of a plaque on the right forearm. Multiple vascular spaces lined with
proliferating clusters of endothelial cells are seen extending into the subcutaneous tissue. (hematoxylin and eosin,
A x35; B x250)
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