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Abstract 
Epithelioid angiosarcoma is a rare vascular tumour with dark prognosis at 
short term. The primitive bone localization is exceptional and sometimes pre-
sents itself under a unifocal form. We report a clinical case of pelvic multifocal 
primitive bone epithelioid angiosarcoma (iliac crest and hip) diagnosed on a 
young male adult (45 years old). The radiological investigations put in evi-
dence geographic osteolytic lesions (type IC) and, diagnostic was given thanks 
to the histological examination of the surgical biopsy pieces. The evolution 
was marked by the appearance of pulmonary and lymph node metastases with 
a death occurring in less than 4 months. Extremely rare tumour, bone epi-
thelioid angiosarcoma is a variant of angiosarcoma characterised by an ag-
gressive nature whose evolution is always fatal. Through this observation we 
report our experience on the diagnostic approach; and using a literature re-
view we discuss the therapeutic modalities of this tumour with very bad 
prognosis. 
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1. Introduction 

Epithelioid angiosarcoma is a rare vascular tumour (1% of soft tissues sarcomas) 
[1] [2]. Most of these tumours are primitive [3]. It is sometimes described at the 
level of soft tissues (liver, lung), and can affect the osseous tissue. The bone lo-
calization sometimes described has a metastatic origin; bone primitive damage is 
exceptional. It is a highly malignant tumor whose symptoms are not specific but 
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the pain dominates the clinical picture, followed by the appearance of a swelling 
and a rapid clinical evolution. The radiological aspect is the most frequent, that 
it is a lytic image, poorly limited with extension in the adjacent soft tissues. The 
most frequent radiological aspect is a lytic image, poorly limited with extension 
in the adjacent soft tissues. 

CT scan and MRI complete the standard radiography, specifying the tumor’s 
bone limits, in particular the cortical damage, as well as the invasion of the sur-
rounding soft tissues. 

The diagnostic is essentially histological and or immunohistochemical. 
At the histological plane, the angiosarcoma is characterised by a high degree 

of anaplasia. The malignant bone hemangioendothelioma is composed of anas-
tomosing vascular ducts lined with atypical endothelial cells with enlarged nuclei, 
prominent nucleoli and increased mitoses. Inflammatory (eosinophilic) cells 
may be present. 

However, the histological diagnosis is not free of difficulties because of the 
similarity with other bone tumors (primitive vascular or osteophytic cancer me-
tastasis). 

The complete surgical resection (treatment of choice) has to be coupled to ra-
diotherapy. Occasionally, adjuvant chemotherapy is decided but has not proven 
to be effective. 

Epithelioid angiosarcoma has a very high malignant potential [3] [4], so with 
an aggressive evolution with most of the time metastases. The sites of choice for 
metastasis are bone, lung and lymph nodes. 

The prognosis is dark at short term. 
We report a clinical case of pelvic multifocal primitive bone epithelioid an-

giosarcoma (iliac crest and hip) diagnosed on a young male adult. 

2. Case Report 
Mr. A. T., 45 years old, admitted in the rheumatology ward for a left low back 
pain and alteration of the general body state. The disease history reveals a begin-
ning started 8 months before his admission, by the appearance of a left mechanic 
low back pain, without irradiation, calmed by the usual analgesics. Progressively, 
this pain took a permanent inflammatory character with an increase in intensity 
and an extension to the ipsilateral hip, creating a mobility limitation. An abso-
lute functional impotence appeared after a fall of its height. 

The physical examination found a major general body state alteration, a pain 
at 9 on 10 on the visual analog pain scale. On the left hip, we noticed a hip vi-
cious attitudein flexum, a greater tronchanteric pain with an impossible hip mo-
bilisation. The Larrey and Verneuil maneuver was positive. There were no other 
extra articular signs. The other apparatus looked without any particularities. 

The past medical history noticed a tuberculosis contact 4 years before the 
signs beginning. There was no notion of particular exposition or irradiation. 

The radiological report shows a type IC Lodwick [5] osteolytic lesion at the 
level of the femoral neck (Figure 1) and the iliac wings and cortical rupture 
(Figure 2). 
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Figure 1. Pelvis X-ray (A) antero-posterior; Pelvis CT scan; (B) sagittal; (C) coronal 
showing: osteolytic lesion at the level of the femoral neck (arrow in yellow) and the iliac 
wings (arrow in red). 

 

 
Figure 2. Pelvis CT scan, reconstruction (A) a front view; (B) a view from below showing: 
osteolytic lesion at the level of the femoral neck (arrow in yellow) and the iliac wings (ar-
row in red). 

 
The biological report was resumed as a discrete inflammatory syndrome (SR: 

34 mm at the first hour, CRP: 96 mg/L); a microcytic anaemia; a polyclonal hy-
pergammaglobulinemia and a marrow very rich in proliferative cytological ele-
ments (myelogram). 

A radiologic exploration (thoracic and abdomino-pelvic TDM, gastrointesti-
nal endoscopy) to research a metastatic carcinoma or another localization was 
negative. The tumour markers (alpha-fetoprotein, carcino-embyonic antigen, 
prostatic specific antigen) were normal. 

A surgical biopsy was performed after an anterior approach of the hip and 
provisional filling by a spacer. Pathologic examination suggests the diagnosis of 
grade 3 epithelioid angiosarcoma of the FNCLCCL (Figure 3) [6]. 

A multidisciplinary consultation (surgeon, rheumatologist, oncologist, and 
histopathologist) to make a choice of indication and therapeutic protocol was 
conducted. Unfortunately patient died of the disease 4 months after diagnosis in 
a major alteration of general body condition with pulmonary and ganglionic 
metastases. 

3. Discussion 

The primitive bone angiosarcoma is a rare tumour representing less than 1% of 
primitive malignant bone tumours (PMBT) [1] [2]. Epithelioid angiosarcoma is  
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Figure 3. Microscopic appearance of epithelioid angiosarcoma on different magnify-  
cations showing: (A) (HEx25) Angiomatous proliferation made by vascular clefts filled 
with atypical epithelioid cells (anisocaryosis and mitoses); (B) (HEx40) Mass of atypical 
ovoid or round cells (cytoplasm sometimes vacuolated with vesicular and nucleolus 
nuclei). 
 
an angiosarcoma variant, characterized by a bad differentiation and biological 
aggressiveness. The primitive bone localization is exceptional. These tumours 
can occur in different part of the bone, but the predilection site is long bone ex-
tremities [1]-[8]. Other sites have been reported: pelvis [9], and spine [4]. In our 
case it was a multifocal damage of the pelvis (iliac crest) and the femur neck. 

Our patient age was 45 years whereas the median age of bone angiosarcoma 
reported in the literature varies between 60 up to 71 years [7] [8]. Men incidence 
is slightly higher than that of women [3] [9]. 

Patients may have a unifocal or multifocal bone lesion [3] [10] as was the case 
in our patient. 

Bone metastatic cancer’s biological markers negativityconfirms the primitive 
pelvic origin. In case of multifocal lesions, the difficulty is to know if this last is 
synchronous in a multiple form or the result of metastases [11]. Apart from 
these primary forms, secondary angiosarcoma has been reported in patients with 
overweight status [12], following prosthetic implant [13], or irradiation (radio- 
therapy) [14]. On our patient, no risk factor has been identified. 

Many authors precise that the angiosarcoma radiological signs are not specific 
[3] [9] [15]. They are summarized in a geographic osteolysis with blurred limit 
of type IC [5] which because of its aggressiveness and its rapidity of extension no 
periosteal reaction does have time to settle. The tomodensitometry is effective to 
evaluate tumour limits, bone lyses, calcification matrix and periosteal apposi-
tions. The magnetic resonance imaging (MRI) is fundamental to evaluate the 
locoregional extension (osseous, soft tissues, vascular structures, skip metastasis). 

This osteolysis usually involves bone metastatic carcinomas (osteophytic can-
cer) or PMBT (Chondrosarcoma, osteosarcoma, Ewing’s sarcoma, leiomyosar-
coma); and less often primary osseous vascular tumours. 

The diagnosis of epithelioid angiosarcoma is exclusively anatomopathological, 
which must be carried out by an anatomopathologist experienced in oncology. 

On the histological plan, interpretation is not free from difficulties [11] [16] [17]. 
Indeed, bone metastatic carcinoma can be difficult to distinguish from epi-

thelioid angiosarcoma because it is also composed of epithelioid type tumour 
cells [17] [18]. 
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On the other hand, it is necessary to eliminate epithelial-like tumours (hae-
mangioma, epithelioid haemangioma or epithelioid hemangio-endothelioma) 
due to histological similarities with epithelioid angiosarcoma [18]. 

The certitude diagnostic is provided by histological examination of the biopsy 
pieces. 

Nowadays, thanks to immunohistochemical marking processes, we can sepa-
rate a primitive tumour of the bone and a bone metastasis; and alsodifferentiate 
the primary vascular tumours of bone. 

The vascular tumours variably express the endothelial markers, some of which 
have membrane expression (CD-31 and CD34, MMA), cytoplasmic expression 
(von Willebrand factor and factor VIII) , nuclear expression (Interleukine-1 fac-
tor (ILF-1)) or epithelial expression, (cytokeratin and MMA). (Table 1) [8] [18] 
[19]. The CD31 and ILF-1 are sensitive and specific to blood vessels [9] [15] 
[19]. 

We did not have immunohistochemistry, we made the diagnosis on the basis 
of clusters arguments. The clinical and biologicalarguments were: alteration of 
the general state, absence of primary osteophylic cancer site, negativity of bio-
logical markers for primary cancer. The radiological arguments were based on 
osteolysis with blurred limit, cortical rupture, calcification or partition absence. 
On the histological plan there were epithelioid cells bordering the cavities, cyto-
nuclear atypia , with a high mitotic index, and sometimes cytoplasmic vacuoles 
which contain red blood cells. 

The therapeutic management of PMBT seems well codified. Treatment of 
bone angiosarcoma typically involves a carcinological surgery (monoblock exci-
sion) in combination with radiotherapy and or chemotherapy [20]. 

Surgically it consists in a complete surgical resection associated with various 
complex reconstruction procedures. All are unanimous that it is a difficult, 
heavy, hemorrhagic surgery, which requires a team used to practice. Radiother-
apy is proposed in adjuvant method and allows a local and late control with 
good functional and cosmetic results [3] [21] [22] at short term because the 
prognosis of this tumour is dark. Neo adjuvant chemotherapy indicated in mul-
tifocal lesions or metastasis has not yet proved its efficacy on overall survival.  

 
Table 1. Immunohistochemical expression of markers depending on the type of tumor (+ 
positive, − negative). 

 Angiosarcoma EHE other sarcoma Carcinoma 

Cytokératin +/− +/− +/− + 

MMA +/− +/− +/− + 

CD31 + + − − 

CD34 + + +/− − 

Factor VIII +/− +/− − − 

ILF-1 + + − − 
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However a hope appears through the significant results obtained with doxorubi-
cin, and paclitaxel, weekly [3] [23].With its aggressive evolution the survival rate 
at 5 years is around 10% to 30%. In case of metastasis this rate is around 8 
months [13]. Our patient died 4 months later, with metastases (pulmonary and 
ganglionic), which testifies the rapid and aggressive evolution of this tumour en-
tity. 

4. Conclusions 

Primary epithelioid angiosarcoma of the bone is extremely rare. 
Osteolytic tumour is often multifocal, and can pose a histological diagnosis 

problem and therapeutic difficulties. It is all the interest of a multidisciplinary 
consultation. 

Its very high malignancy potential, aggressive nature combined with its me-
tastatic power augurs a dark prognosis at short-term. 
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Abbreviation 

FNCLCCL: FrenchFédération Nationale des Centres de Lutte Contre le Cancer 
CD: Cluster of differentiation 
MMA: Mouse Monoclonal Antibody 
EHE: epithelioid hemangio-endothelioma 
ILF-1: interleukin factor 
PMBT: Primitive malignant bone tumour 
MRI: magnetic resonance imaging 
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