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ABSTRACT

A previously healthy 57-year-old woman was admitted to the Emergency Department
with hemothorax. She had continuously blood loss during the next 24 hours accordingly she
went to the OR in order to achieve hemostasis.Intraoperative findings were multiple lesions in
the lung parenchyma and diffuse bleeding from multiple small abnormal nodules on the surface
of the visceral pleural and parietal pleura.Biopsies prompted the diagnosis of angiosarcoma and
with the primary tumour burden in the lung parenchyma the pathologist diagnosed a primary
pulmonary angiosarcoma.The disease was widespread at the time of diagnosis accordingly cu-
rative intended treatment was not an option and because of her general poor condition she died
one day after discharge.
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INTRODUCTION

Sarcoma in general is very rare tumour contributing with only 0.7% of all malignant
tumours while angiosarcoma is even rarer contributing with only 1% all sarcomas. The pres-
ence of an angiosarcoma in the lung is usually a consequence of metastasis from another pri-
mary site but in very few cases it has been described with a primary origin in the lung.

CASE REPORT

A previously healthy 57-year-old woman was admitted to the Emergency Department
with shortness of breath and in general poor conditions. The oxygen saturation was 91%, blood
pressure 113/68 mmHg, and heart rate 119 beats per minute. Blood samples revealed hemoglo-
bin (Hb) at 4.2 mmol/I (reference 7.0-10.0), white blood cell count 24.3 x 10%1 (3.0-10.0) and
C-reactive protein 128 mg/l (<10). A chest X-ray at the primary survey demonstrated pleural
effusion on the right side (Figure 1).

A 24 Charriére chest tube was inserted, with immediate drainage of about 1200 ml co-
agulated blood. Anemia and the general poor clinical condition demanded blood transfusions.
The patient had continuously blood loss (over 3000 ml) and decreasing hemoglobin (Hb 3.4
mmol/l) during the next 24 hours leading to a thoracotomy.
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Figure 1: Chest X-ray demonstrates pleural effusion.

Intraoperative findings were multiple lesions in the lung
parenchyma and diffuse bleeding from multiple small abnormal
nodules on the surface of the lung and chest wall. Despite trans-
fusion with blood products (thrombocytes, red blood cells) dur-
ing the next days, there was still ongoing bleeding and on sev-
enth postoperative day, the patient underwent re-thoracotomy in
order to achieve hemostasis. Intraoperative findings were less
diffuse bleeding from lung and chest wall than at the primary
operation and the hemostasis was achieved.

Biopsies from multiple sites from the lung and chest
wall were sent for histological investigation. Microscopically
the material was made of disorganized fibromyxoid tissue with
massive bleeding and some necrosis. In areas of preserved tissue
there were irregular vascular or cystic structures or solid angu-
lated groups of malignant cells. The tumour cells were large with
plump or polygonal nuclei with vesicular chromatin pattern and
prominent nucleoli (Figure 2).
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Figure 2: The figure demonstrates irregular vascular structures and diffuse infiltrating cells
with variation in size and atypical nuclei (Hematoxylin-eosin x200).

In a broad panel of immunohistochemical markers the
tumour cells were negative for epithelial, mesothelial and mel-
anocytic antibodies. There was positive staining for vimentin,
CD31 (Figure 3).
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Figure 3: The figure demonstrates intraluminal proliferation and solid groups of cells with posi-
tive staining for CD31 (x100)

Von Willenbrand Factor VIII, and partly for podoplanin
(D2-40) and WT1, but was negative. The pattern was high light-
ened by staining for collagen I'V.

The vascular pattern with intraluminal proliferations
of malignant cells together with immunohistochemical positiv-
ity for endothelial markers made the diagnosis of angiosarcoma
and with the primary tumour burden in the lung parenchyma,
primary pulmonary angiosarcoma.

DISCUSSION

In this rare case the patient presented with a hemotho-
rax, which is most often caused either by chest trauma, iatro-
genic event or intrathoracic carcinoma. Hemothorax should be
suspected in hypovolemic patients with chest X-ray demonstrat-
ing pleural effusion. Blood loss in pleural cavity may be massive
and even minor injury can lead to significant blood loss.

Only 0.7% of all malignant tumours are sarcomas. An-
giosarcoma (AS) is a malignant tumour of vascular endothelial
origin contributing with only one percent of all sarcomas.' The
presence of AS in the lung is usually a consequence of metasta-
sis from another primary site.'* The most common primary sites
for AS are the skin (60%), soft tissue (25%) and in the visceral
organs predominantly the heart, liver and spleen. In English spo-
ken literature there have only been reported a few cases describ-
ing primary pulmonary angiosarcoma.’

AS in the lung can be uninodular involving one ves-
sel or airway or multifocal with ill-defined, soft, red nodules in
the lungs and pleura®’*!? as it was demonstrated perioperative
in this case. Primary pulmonary angiosarcoma is characterized
by insidious growth, where the tumour usually demonstrates
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extensive local invasion and haematogenous metastases by the
time of presentation®*® therefore curative intended treatment is
not an option and the treatment of choice is palliative therapy.

The prognosis for angiosarcoma is in general poor and
the survival rate range from 1-9 months after initial diagnosis.!"*
211 Only patients with surgically resectable primary sarcomas of
the extremities, breast, head and neck have long-term survivals
while patients presenting with primary sarcomas in respectively
thorax and abdomen or recurrent AS and metastatic AS have
poor survival.®

Different therapeutic modalities have been attempt-
ed, but none of them have shown to change the course of the
disease. 1112

The few reported primary pulmonary AS all presented
with bleeding either as intractable haemoptysis, massive intra-
parenchymal bleeding or intrapleural haemorrhage.’ The symp-
toms are unspecific but described as chest pain, haemoptysis,
dyspnoea, cough, and malaise.>”!%12 At the primary operation
the priority was to achieve haemostasis that went successful but
after seven days we had to do re-thoracotomy in order to achieve
haemostasis again. The disease was too widespread in the lung
and at the chest wall at that time accordingly curative radical
surgery was not an option. Her poor general condition did that
she died one day after discharge from the hospital.

CONCLUSION

Primary pulmonary angiosarcoma has a poor prognosis
in itself but can also cause serious and life-threating intractable
intrathoracic bleeding.

REFERENCES

1. Patel AM, Ryu JH. Angiosarcoma in the lung. Chest. 1993;
103(5): 1531-1535. doi: 10.1378/chest.103.5.1531

2. Yang CF, Chen TW, Tseng GC, Chiang IP. Primary pulmonary
epithelioid angiosarcoma presenting as a solitary pulmonary
nodule on image. Pathology international. 2012; 62(6): 424-
428. doi: 10.1111/j.1440-1827.2012.02809.x

3. Sheppard MN, Hansell DM, Du Bois RM, Nicholson AG. Pri-
mary epithelioid angiosarcoma of the lung presenting as pulmo-
nary hemorrhage. Human pathology. 1997; 28(3): 383-385. doi:
10.1016/S0046-8177(97)90140-4

4. Chen YB, Guo LC, Yang L, et al. Angiosarcoma of the
lung: 2 cases report and literature reviewed. Lung cancer (Am-

Pulm Res Respir Med Open J

Open Journal

http://dx.doi.org/10.17140/PRRMOJ-2-106

sterdam, Netherlands). 2010; 70(3): 352-356. doi: 10.1016/].
lungcan.2010.09.002

5. Ozcelik C, Onat S, Yaldiz M, Ozcelik Z. Primary epithelioid
angiosarcoma of the lung presenting as pulmonary hemorrhage.
Asian cardiovascular & thoracic annals. 2006; 14(1): 69-71.
doi: 10.1177/021849230601400118

6. Spragg RG, Wolf PL, Haghighi P, Abraham JL, Astarita RW.
Angiosarcoma of the lung with fatal pulmonary hemorrhage.

The American journal of medicine. 1983; 74(6): 1072-1076.

7. Yousem SA. Angiosarcoma presenting in the lung. Archives of
pathology & laboratory medicine. 1986; 110(2): 112-115.

8. Espat NJ, Lewis JJ, Woodruff JM, et al. Confirmed an-
giosarcoma: prognostic factors and outcome in 50 prospec-

tively followed patients. Sarcoma. 2000; 4(4): 173-177. doi:
10.1080/13577140020025896

9. Lopez L, Iriberri M, Cancelo L, Gomez A, Uresandi F, Atx-
otegui V. [Persistent hemoptysis secondary to extensive epi-

thelioid angiosarcoma]. Archivos de bronconeumologia. 2004;
40(4): 188-190.

10. Weissferdt A, Moran CA. Primary vascular tumors of the
lungs: areview. Annals of diagnostic pathology. 2010; 14(4): 296-
308. doi: http://dx.doi.org/10.1016/j.anndiagpath.2010.03.001

11.Junge K, Toens C, Peiper C, Hermanns B, Schumpelick V.
[Primary angiosarcoma of the lung]. Der Chirurg; Zeitschrift fur
alle Gebiete der operativen Medizen. 2001; 72(8): 969-972. doi:
10.1007/s001040170098

12. Pandit SA, Fiedler PN, Westcott JL. Primary angiosarcoma
of the lung. Annals of diagnostic pathology. 2005; 9(5): 302-
304. doi: 10.1016/j.anndiagpath.2005.04.001

page 48


http://www.ncbi.nlm.nih.gov/pubmed/8486039 

http://www.ncbi.nlm.nih.gov/pubmed/22612512 

http://www.sciencedirect.com/science/article/pii/S0046817797901404 


http://www.ncbi.nlm.nih.gov/pubmed/20952087 

http://www.ncbi.nlm.nih.gov/pubmed/20952087 

http://aan.sagepub.com/content/14/1/69.short?rss=1&ssource=mfr
http://www.ncbi.nlm.nih.gov/pubmed/18521298 

http://www.annalspathology.com/article/S1092-9134(10)00035-3/abstract
http://link.springer.com/article/10.1007%2Fs001040170098
http://www.sciencedirect.com/science/article/pii/S1092913405000419


