
Primary splenic angiosarcoma diagnosed after splenectomy 
for spontaneous rupture

INTRODUCTION
Primary splenic angiosarcoma is a rare lesion with an incidence rate of 0.14-0.25 cases per year per 
million individuals. The prognosis is poor and 30% of the cases are diagnosed on splenectomy due to 
spontaneous rupture (1, 2). It was first described by Langhans in 1879 (3). Around 75% of cases present 
with abdominal pain, where one-third of the cases witnesses rupture of the involved organ. Although 
the treatment consists of splenectomy followed by chemotherapy (sometimes combined with radio-
therapy), it is known as a chemoresistant tumor.

We aimed to describe a patient with splenic rupture diagnosed to have primary splenic angiosarcoma 
on splenectomy.

CASE PRESENTATION
The patient was informed that she has a rare disease; her written consent was received for publication 
purposes. 65-year-old women patient with anemia was referred from another hospital. Multiple polyps 
were found in the colon, and she was transfused three units of erythrocyte suspension/RBCs within 2 
days due to gastrointestinal bleeding. She presented at our emergency room with abdominal pain and 
distension. Her ultrasound showed a splenic mass, which was sized about 12×9 cm in diameter with 
central necrosis and massive peritoneal fluid collection around the liver and spleen. Subsequently, con-
trast-enhanced computed tomography (CT) yielded well-defined exophytic mass with heterogeneous 
contrast enhancement and necrotic areas in middle spleen, which were 10 cm in diameter. Massive 
amount of perisplenic, perihepatic, and pelvic fluid was also detected (Figure 1). The sampling of this 
fluid showed pure blood, and patient was taken to the operating room. During laparotomy, free blood 
was found in the abdomen. Aproximately 10 cm mass was seen along posterior to hilus in spleen. Spon-
taneous rupture and active bleeding was found on the splenic capsule of mass (Figure 2). Total splenec-
tomy was performed using ligasure and ties of the vascular structures and attachments. The abdominal 
cavity was irrigated with warm water. The patient was discharged on postoperative day 4.

The pathology showed primary angiosarcoma, which was 9×5 cm in diameter and confined to the 
spleen (Figure 3, 4).

As staging 18F-FDG-Positron Emission Tomography-Computed Tomography (PET-CT) showed no dis-
tant metastasis and chemotheraphy was not given (Figure 5). After 5 months, CT scan showed bone and 
liver metastasis, and chemotherapy (paclitaxel 80 mg/m2/day; days 1, 8, 15, and 28) was initiated and it 
still continues. 
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Primary splenic angiosarcoma is a rare abnormality and has a bad prognosis. It has unknown pathogenesis. This 
abnormality is usually presented by splenic rupture. Surgery is the most promising treatm Surgery is the most ac-
cepted and accurate method for diagnosis and treatment. Surgery before rupture increases the life expectancy. A 
65-year-old woman who presented to the emergency room with abdominal pain, abdominal distension, and ane-
mia was found to have a splenic mass and massive ascites. After getting a hemorrhagic sample from the abdomen, 
the patient was operated with splenic rupture prediagnosis. The spleen material was reported as splenic angiosarco-
ma. The staging 18F-FDG-Positron Emission Tomography-Computed Tomography did not show any metastasis. Five 
months later, paclitaxel treatment was initiated upon liver and bone metastasis, and the treatment still continues. 
Splenic angiosarcoma has a place among splenic parenchymal lesions. The splenectomy material names the diag-
nosis. Pathologic examination of splenectomy material is revealed certain diagnosis.
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DISCUSSION
Primary splenic angiosarcoma is a rare and aggressive tumor (1). 
It is originated from mesenchymal cells located in vascular en-
dothelium and splenic sinusoids (1). The risk of local recurrence 
and metastasis is high. It is more common in females, frequently 
after 40 years of age. Our case was a 65-year-old woman.

There is no specific screening test for diagnosis, and 80% of 
cases present with upper abdominal pain. However, fever, 
weight loss, and fatigue are seen in less than 10% of cases (1, 
2). Splenomegaly is the dominant physical finding, which is 
felt as a palpable mass in left upper quadrant of body. The ra-
tio of splenic rupture is 13%-32%. Our patient presented with 
anemia and abdominal pain, and the CT scan showed abdomi-
nal hemorrhage due to splenic rupture. 

Splenic angiosarcoma was first described by Langhans in 1879 
(3). Jimenz-Heffernan et al. (4) reported a case presented by 
rectal bleeding due to rupture of the spleen into the colon. The 
symptoms of splenic angiosarcoma may be different; in 75% of 
cases, abdominal pain is the main symptom, and in one-third 
cases, there are symptoms of ruptured organ (1, 3). Anemia, leu-
copenia, elevation of LDH, and thrombocytopenia are frequent-
ly reported. Anemia is secondary to destruction of erythrocyte 
surface and can be severe due to hemolysis (5). Sometimes, 
thrombocytopenia is the first sign of the disease (5). 

Splenic angiosarcoma has poor prognosis, and only 20% of 
cases have a survival longer than six months (2, 4). In most 69
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Figure 1. Contrast-enhanced CT shows an exophytic semisolid 
mass with contrast enhancement in the spleen. Hemoperitoneum 
is also seen in perisplenic and perihepatic areas

Figure 3. Angiosarcoma, spleen, H&E 200×, and papillary and 
vascular channels lined by typical, hyper-chromatic cells

Figure 4. Cytoplasmic expression of CD31 in the tumor cells, 
200×

Figure 5. Follow-up contrast-enhanced abdominal CT 
examination shows hepatic metastasis 5 months after surgery

Figure 2. Macroscopic view of the surgical specimen



cases, survival is limited to 30-90 days after surgery (1, 2). Intra-
abdominal bleeding is a poor prognostic factor (1). The metas-
tasis rate is between 69% and 100% and is mostly seen in liver, 
bone, and bone marrow (1, 2). In our patient, the outcome was 
similar and metastasis in the liver and bone was detected in 
4-5 month after surgery. Preoperative biopsy as a diagnostic 
tool is dangerous considering bleeding and seeding. Preop-
erative CT is helpful for diagnosis and detection of complica-
tions in 60% of cases (6). It shows splenic enlargement or mass 
and punctate calcification n the spleen (7). Even in our case, CT 
helped identify a mass and the rupture of the spleen. 

Splenectomy is the option for localized disease (1, 8). The 
median survival for splenic angiosarcoma is 5 months. In lit-
erature, there are cases responding to weekly paclitaxel treat-
ment (9, 10). The PET CT scan after surgery did not show any 
sign of metastasis. The patient was followed up for 4-5 months 
and after this period, metastasis to the liver and bone was 
found. Therefore, paclitaxel treatment with 80 mg/day on days 
1, 8, 15, and 28 was initiated. The patient continues to be on 
the same treatment.

CONCLUSION
A spontaneous splenic mass rupture can be primary splenic 
angiosarcoma. Because of the aggressive progress and mor-
tality of the disease, it should be considered that splenectomy 
without rupture may prolong patient survival significantly.
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