Letters to the Editor

Angiosarcoma of the scalp
and face associated with
Kasabach-Merritt syndrome
and disseminated intravascular
coagulation

Sir,

Angiosarcoma is a rare sarcoma that mostly affects the
elderlyand usuallyoccurrsonthehead. Kasabach—Merritt
syndrome is a condition of consumption coagulopathy,
mostly described in children with a benign hemangioma,
only a few cases have been reported to be correlated with
angiosarcoma in adults. Disseminated intravascular
coagulation is a clinico-pathological syndrome which
can result in the generation of fibrin clots that may cause
organ failure with concomitant consumption of platelets
and coagulation factors. We report a case of angiosarcoma
of the scalp and face associated with Kasabach-Merritt
syndrome and disseminated intravascular coagulation
in a 78-year-old man.

A 78-year-old Chinese man presented with a mass
and swelling on the scalp and forehead of 5 months
duration. The patient was once treated with antibiotics
and corticosteroid but the lesion continued to increase
in size and gradually became more infiltrative.

On clinical examination, diffuse infiltrative violaceous
plaques and nodules were noted on the scalp and
forehead along with ecchymoses involving the left
orbital and malar region [Figure 1]. Histopathological
examination revealed irregular vascular spaces lined by
atypical endothelial cells and immunohistochemical
examination showed positive staining for CD31, CD34
and factor VIII related antigen [Figure 2]. Hematology
investigations indicated thrombocytopenia with a
platelet count of 30 X 10%L (normal: 100-300 X 10%L),
hemoglobin 94 g/I. (120-160 g/L), red blood cell count
2.5 X 10%/L (5.0-6.0 x 10'¥/L), mean corpuscular
volume 107 fl (82-95 fl), mean corpuscular
hemoglobin 36.9 (27-31 fl) and white blood cells
5.7 X 10%L (4-10 X 10°%L). Coagulation profile showed
fibrinogen 1.4 g/L (2.0-5.0 g/L), elevated D-dimer
5408 ng/ml (0-450 ng/ml), activity of factor VIII
69% and positive 3P test. Bone marrow examination
showed an increased number of megakaryocytes
indicating that thrombocytopenia was associated
with peripheral platelet consumption. Computerized
tomography showed hematoma and swelling of the
scalp. Chest X-ray showed left sided pleural effusion.
Liver and renal function tests were normal. Serum

Figure 1: Angiosarcoma manifesting as plaques and nodules
on the scalp and face. (a) Infiltrative violaceous nodules on the
scalp (b) diffuse and infiltrative violaceous plaques and nodules
on the scalp and forehead with large ecchymoses around the left
eyelid and malar region

alpha-fetoprotein and carcinoembryonic antigen levels
were normal. Autoimmune antibodies were negative.

A final diagnosis of angiosarcoma of the scalp and
face associated with Kasabach—-Merritt syndrome and
disseminated intravascular coagulation was made.
The patient was treated with platelet transfusion and
intravenous dexamethasone but the platelet counts still
stayed at a low level. We assumed that disseminated
intravascular coagulation might be improved by
anti-angiosarcoma therapy. However, it was difficult
to resect the angiosarcoma completely because of its
large size. After consulting the oncologist, weekly
paclitaxel (120 mg/week, 3 consecutive weeks) was
initiated, combined with radiotherapy (amount of
radiation: 30 Gy) of the scalp. Platelet counts were
elevated to 62 x 10%L, but fibrinogen was still lower
than normal level. D-dimer and 3P test were still
positive. Unfortunately, the patient declined taking
any treatment and eventually died of congestive
cardiac failure.

The association of cutaneous angiosarcoma with
Kasabach—-Merritt syndrome, though rare, has been
reported previously.!"* The consumption coagulopathy
which occurs in Kasabach-Merritt syndrome may be
diverse, ranging from only mild thrombocytopenia
and anemia to the development of disseminated
intravascular coagulation. Imafuku et al. described a
case of early stage angiosarcoma of the scalp associated
with Kasabach-Merritt syndrome and disseminated
intravascular ~ coagulation.®?  Thrombocytopenia
with increased megakaryocyte numbers in bone
marrow may suggest the presence of idiopathic
thrombocytopenic purpura. However, the presence of
consumptive coagulopathy and anemia is not typical
for idiopathic thrombocytopenic purpura. Thrombotic
thrombocytopenic purpura was ruled out because
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Figure 2: Neoplastic infiltration in the dermis, composed of sheets of spindle cells (H and E, x100). (a) The more differentiated parts of
the tumor had irregular vascular spaces lined by atypical endothelial cells (H and E, x100). (b) Atypical endothelial cells positive for

CD31 (c), CD34 (d) and factor VIl related antigen (e)

renal function and body temperature were normal and
neurological abnormalities were absent.

Treatment options include platelet transfusion,
corticosteroids, interferon-y, anti-fibrinolytic agents
and anti-sarcoma treatments such as surgical
resection, radiotherapy and chemotherapy, of which
the anti-sarcoma treatments are the most important.
Radiation therapy, which is known to prolong survival in
angiosarcoma, could improve disseminated intravascular
coagulation.*¥ It is also possible that chemotherapeutic
agents including taxane and doxorubicin could relieve
disseminated intravascular coagulation. Our patient
was treated with corticosteroids, platelet transfusion,
radiotherapy and chemotherapy and the disseminated
intravascular coagulation improved to some extent.
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