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Abstract

Angiosarcoma of the posterior mediastinum is a rare neoplasm of soft tissues and its location in the mediastinum
is extremely uncommon. According to the papers of other cases reported on angiosarcoma in mediastinum, invasive
biological behavior exist, such as ill-defined margin, heterogeneous density and local involvement of lung and ribs or
vertebra. This case showed a well-defined, homogeneous mass. So, confusion is possible with other benign tumor

in mediastinum.
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Introduction

Angiosarcomas are most often encountered as sporadic cutaneous
lesions, typically in the scalp or face of an elderly patient. However,
angiosarcomas can occur in virtually any anatomic site, including
the deep soft tissue, breast, visceral organs, and bone. Primary

Figure 1: Unenhanced computerized tomography (CT) showed a well-
defined 3.8 cm'3.0 cm'3.2 cm homogeneous hyper dense mass in the right
posterior mediastinum, where was close to the spine and measured about
54 HU(arrow). Unenhanced computerized tomography (CT) showed a well-
defined 3.8 cm'3.0 cm'3.2 cm homogeneous hyper dense mass in the right
posterior mediastinum, where was close to the spine and measured about
54 HU(arrow)..

Figure 1: Unenhanced computerized tomography (CT) showed a well-
defined 3.8 cm'3.0 cm'3.2 cm homogeneous hyper dense mass in the right
posterior mediastinum, where was close to the spine and measured about
54 HU(arrow). Unenhanced computerized tomography (CT) showed a well-
defined 3.8 cm'3.0 cm'3.2 cm homogeneous hyper dense mass in the right
posterior mediastinum, where was close to the spine and measured about
54 HU(arrow)..

angiosarcomas of the posterior mediastinum are extremely rare.
According to the papers of other cases reported on angiosarcoma in
mediastinum, invasive biological behavior exist, such as ill-defined
margin , heterogeneous density and local involvement of lung and
ribs or vertebra. This case showed a well-defined, homogeneous
mass without metastasis. We herein report an atypical case of the
posterior mediastinum and present the CT imaging, clinicopathologic
and immunohistochemical features of this tumor. In addition, the
differential diagnoses are discussed.

Case Reports

A female, 56 years old. For the medical examination, the right
posterior mediastinum mass was found more than one month and
was hospitalized on Oct 23, 2009. On admission, the patient appeared
in good general condition. There was no history of cigarette smoking
and no family history of malignancy. There was also no history of
occupational exposure to carcinogens. More than one month ago, the
patient began to appear blurry vision, without improving after having
a break. In the local hospital, she was given a symptomatic treatment.
During the course of disease, the patient had no nausea, vomiting,
no fever, cough, night sweats, no hoarseness, dyspnea, no weight loss
and other symptoms. Physical examination was normal. The right
posterior mediastinum tumor had been resected on Oct 28, 2009 and
postoperative radiotherapy was taken. The patient followed up so far
and recovered well.

Unenhanced Computerized Tomography (CT) showed a well-
defined 3.8 cm*3.2 cm*3.0 cm homogeneous hyper dense mass in
the right posterior mediastinum, where was close to the spine and
measured about 54 HU (Figures 1 and 2). On enhanced CT, the tumor
showed mild homogeneous enhancement on arterial phase, which was
measured about 66 HU (Figure 3). The vermicelli-shaped blood vessels
were seen in the central mass (Figure 3, arrow). The enhancement of the
tumor was stratified on venous phase (Figure 4). Marked enhancement
in the marginal tumor, which measured about 87 HU (Figure 4 black
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Figure 3: On enhanced CT, the tumor showed mildly homogeneous
enhancement on arterial phase, which was measured about 66 HU. The
vermicelli-shaped blood vessels were seen in the central mass (arrow).

Figure 4: The enhancement of the tumor was stratified on venous phase.
Marked enhancement in the marginal tumor, which measured about 87 HU
(black arrow). While mild enhancement in central tumor, which measured
about 58 HU (white arrow).

Figure 5: Microscopic findings of the tumor showed vascular proliferation,
expansion, congestion and hemorrhage. The cells showed cords, nests
pattern growth with mild atypical nucleus. Slit-shaped small blood vessel and
blood capillary were seen in intercellular (HEx400).

arrow). While mild enhancement in central tumor, which measured
about 58 HU (Figure 4 white arrow).

Microscopic findings of the tumor showed vascular proliferation,
expansion, congestion and hemorrhage in high-grade. The tumor cells
showed cords, nests pattern growth with mild atypical nucleus. Slit-
shaped small blood vessel and blood capillary were seen in intercellular
(Figure 5). Immunochemistry staining demonstrated CD34"*, CD3**,
FLI-1*** (Figure 6), PCNA** (Figure 7), Vimentin **, and were negative
for VIII factor protein.

Discussion

Angiosarcoma is an uncommon tumor representing less than
1% of all sarcomas and the most common clinical presentation is as
a cutaneous tumor in the scalp and facial regions of elderly men [1].
Primary angiosarcomas arising in the mediastinum are very rare.
Median age at presentation is 52 years and the prognosis is generally
poor with a median survival of 42 months and a 5-year overall survival
of 43% [2]. Chest pain was the main presenting symptom and, from the
limited data available, survival ranged from 2 to 36 months from time
of diagnosis [3-4]. We have studied a further one case of angiosarcoma
arising in the posterior mediastinum.

Mediastinal located in the
anterior mediastinum, and they were divided into epithelioid
hemangioendothelioma type and spindle cell hemangioendothelioma
type [5]. Because of the high degree of malignancy, the surrounding
tissues adjacent to the lesion are prone to have metastasis at the time
of presentation. Common metastatic sites include the regional lymph
nodes, lungs and bones. The cause of the disease is not clear at present.

angiosarcomas were mainly

The long term chronic lymphedema, ionizing radiation, chemical
exposure, trauma, chronic infection and other factors may be relative
to the disease [6].

Angiosarcoma in mediastinum, invasive biological behavior exist,
such as ill-defined margin, heterogeneous density and local involvement
of lung and ribs or vertebra. Atypical angiosarcoma is more a single
mass, round or nodular, and can diffuse infiltration into adjacent
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Figure 7: Immunochemistry staining demonstrated PCNA** , SP method.
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tissues. Clinically, the patients all presented with the typical symptoms
of mediastinal masses, namely, chest pain, dyspnea, and cough.

An oval tumor exhibiting vermicelli-shaped blood vessels, stratified
enhancement, may be considered as specific CT imaging features of
atypical angiosarcoma of the mediastinum. The final diagnosis depends
on pathological examination. CD31, CD34 and other vascular markers
can help to confirm the diagnosis of the disease [7].

Currently, a single treatment is ineffective. The combination of
operation, radiotherapy or chemotherapy was key factors to improve
the outcomes. Some scholars believed that the chemotherapy for this
disease was invalid. However, some scholars think it is still a necessary
palliative therapeutic tool [8]. In recent years, some scholars believe
that Avastin is one of effective drugs in treatment of angiosarcoma
[9]. Judging from our case treated, the combination of operation and
radiotherapy may have certain advantages in improving the quality of
life.

The most important differential diagnosis of the angiosarcoma
is  epithelioid = hemangioendothelioma [10]. Epithelioid
hemangioendothelioma is a vascular neoplasm of low to intermediate
malignant potential that follows a nonaggressive clinical course. This
tumor has been described in the soft tissue as well as in various other
organ systems including bone, liver, and lung. The tumor may run a less
aggressive clinical course, whereas angiosarcoma has a much higher
potential for progression and metastasis. Angiosarcomas also need to
be differentiated from carcinoma. Carcinomas, whether primary or
metastatic, lack a vasoformative component and express an epithelial
immunohistochemical phenotype; they show no reactivity for vascular
markers [11].

Information regarding the clinical behavior of angiosarcoma of
the mediastinum is limited due to there rare incidence [12]. Among
our case of angiosarcoma, the patient is currently still alive without
recurrence or metastasis. Although the clinical course of this patient
is rather indolent, routine follow-up is still mandatory. The correct
distinction of angiosarcomas from other tumors can lead to better
understanding of their clinicopathologic differences, which should aid
in developing individualized management plans.

In conclusion, angiosarcoma of the posterior mediastinum is a
rare tumor with special pathologic features. Precise diagnosis based
on CT imaging findings alone remains difficult. However, we clearly
demonstrated imaging features that may help to distinguish the tumor.
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