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Abstract
Spontaneous rupture is a rare complication of splenic 
hamartoma. A review of the literature revealed only four 
such cases. To the best of our knowledge, this is the 
first report of spontaneous rupture of splenic hamartoma 
associated with liver cirrhosis and portal hypertension. 
A 53-year-old woman, who was followed up for aortic 
dissection and hepatitis C virus (HCV)-related liver cir-
rhosis, was referred with sudden left chest and shoulder 
pain. An abdominal ultrasound showed intraabdominal 
bleeding, and computed tomography indicated rupture 
of a splenic tumor. Emergent splenectomy was carried 
out. The postoperative course was uneventful, and the 
patient was discharged on the 13th postoperative day. 
Pathology revealed the tumor to be a ruptured splenic 
hamartoma. The non-tumorous splenic parenchyma re-
vealed congestive changes. We consider that the pres-
ence of liver cirrhosis and portal hypertension are risk 
factors for spontaneous rupture of the splenic hamar-
toma. 
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INTRODUCTION
Splenic hamartoma is a rare benign tumor, and is usually 
asymptomatic. Its spontaneous rupture is an uncom-
mon, but life-threatening, complication. A review of  the 
literature revealed only four such cases [1-4]. Furthermore, 
there has been little discussion of  underlying disease and 
no previous reports of  a ruptured splenic hamartoma in 
a patient with chronic liver disease. Here we report a case 
of  spontaneous rupture of  splenic hamartoma associated 
with hepatitis C virus (HCV)-related cirrhosis and portal 
hypertension.

CASE REPORT
A 53-year-old woman was referred to our emergency care 
center with sudden left chest and shoulder pain with-
out a history of  trauma. She was being followed up for 
aortic dissection (DeBakey typeⅢb) and HCV-related 
liver cirrhosis. The aortic dissection had been stable for 
seven years and the pseudo-lumen was also patent. Portal 
hypertension and moderate splenomegaly was associated 
with the liver cirrhosis. During the clinical examination, 
the patient lost consciousness and her blood pressure 
dropped below 60 mmHg, though rapid infusion of  saline 
prompted a swift recovery of  consciousness and blood 
pressure. Initially, ischemic heart disease was suspected, but 
a chest X-ray and electrocardiogram showed no abnormal 
findings. Laboratory data were: hemoglobin, 8.2 g/dL; 
platelets, 5.9 × 104/m3; total bilirubin, 1.2 mg/dL; aspa-
rate aminotransferase, 63 IU/L; alanine aminotransferase, 
53 IU/L, albumin, 2.8 g/dL; prothrombin time, 74% to 
control. An abdominal ultrasound revealed fluid collection 
suggestive of  intraabdominal bleeding. Computed to-
mography indicated rupture of  a splenic tumor, which 
had been not detected by the previous screening for the 
aortic dissection (Figure 1). The patient was transferred to 
our intensive care unit, where conservative treatment was 
started, beginning with a blood transfusion. Interventional 
treatment was not initially selected because of  the aortic 
dissection. However, her blood pressure dropped again, 
necessitating an emergency operation.

At laparotomy, there was a massive hemorrhage with 
recovered blood weighing 2 880 g. Active bleeding contin-
ued from the ruptured spleen, and a splenectomy was per-
formed. The spleen weighed 520 g and measured 15 × 10 
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cm with subcapsular hemorrhage. Macroscopically, there 
were four nodules on the cut surface of  the specimen. The 
nodule near the upper pole was the largest, 4.5 × 3.0 cm 
in diameter, and ruptured, causing intraabdominal hemor-
rhage (Figure 2A). Microscopically, the nodules were not 
encapsulated and composed of  sinusoidal spaces and cords 
of  Billroth as in normal red pulp without lymphatic fol-
licles or fibrous trabeculae (Figure 2B). The vessel spaces 
linked by plump endothelial cells were filled with a mixed 
population of  erythrocytes and lymphoreticular cells. Pa-
thology revealed the tumor to be a ruptured splenic ham-
artoma, of  the red pulp type. The non-tumorous splenic 
parenchyma showed proliferation of  splenic sinuses and 
cords with extramedullary hematopoiesis, indicating con-
gestive changes. These findings corresponded to the sple-
nomegaly caused by portal hypertension. The postopera-
tive course was uneventful, and the patient was discharged 
on the 13th postoperative day.

DISCUSSION
Splenic hamartoma is a rare benign tumor composed of  all 
the normal constituents of  splenic parenchyma arranged 
in a disorganized fashion. The incidence has been reported 
as 0.024-0.13% from autopsy cases [5, 6]. Clinical symptoms 
include mass effect due to splenomegaly, pancytopenia, 
hematological disorders, and spontaneous rupture [5-7]. The 
average spleen weight and size of  all reported hamartomas 
were about 600 g and 5.1 cm, respectively [6, 7].

Spontaneous rupture of  splenic hamartoma is rare. 

The cause of  rupture has not been specified in any of  the 
small number of  cases reported to date (Table 1). The 
cases discussed in these reports showed mild to moder-
ate splenomegaly, however, the weight of  the spleen 
(117-459 g) was below the average, and the size of  the 
hamartomas (2.5 cm-5.4 cm in diameter) did not far 
exceed the average. There were also no underlying diseases, 
except for one case, in which the patient had lung cancer. 
These cases indicate that the weight of  the spleen, the 
size of  the hamartoma, or any underlying diseases, is not 
closely related to rupture of  the hamartoma. In contrast 
to these cases, our case was characterized by moderate 
splenomegaly in association with hepatitis C virus-related 
cirrhosis. The patient had no other risks of  spontaneous 

Figure 1  Enhanced computed tomography showed intraabdominal fluid collection 
near the spleen, and contrast material outflow from the splenic tumor.

Figure 2  A: Macroscopic findings for the ruptured splenic hamartoma. The 
hamartoma is well demarcated from the surrounding parenchyma and significant 
hemorrhage is shown; B: Microscopy showed a red pulp with no lymphatic 
structures, or trabeculae of the spleen. (hematoxylin-eosin, original magnification, 
×200).

Author Year Age/gender Spleen weight/size No. of tumors Tumor size Underlying disease

Morgenstern et al [1] 1984 73 yr/F 117 g/11×7×4.5 cm 1 2.5 cm no

Ferguson et al [2] 1993 48 yr/F 459 g/15.5×8.0×4.5 cm 1 5.4 cm no

Yoshizawa et al [3] 1999 5 mo/F 230 g/6×9×6 cm 1 5.0 cm no

Ballardini et al [4] 2004 60 yr/M NA 1 NA lung cancer (chemotherapy)

Present case 2005 53 yr/F 520 g/15×10×4 cm 4 4.5 cm liver cirrhosis, portal hypertension

  Table 1  Literature review of spontaneous rupture of splenic hamartoma
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splenic rupture, such as  a history of  trauma.
Whether or not hepatitis C virus-related cirrhosis 

contributed to the rupture of  the splenic hamartoma in 
our case is unclear. Spontaneous rupture of  the spleen is a 
rare complication of  liver cirrhosis [8-14]. In these reported 
cases, portal hypertension associated with liver cirrhosis 
has been suspected of  playing a role in splenic rupture. 
In our case, portal hypertension and splenomegaly due to 
cirrhosis was apparent, and microscopy revealed conges-
tive changes in the non-tumorous splenic parenchyma. 
Since the hamartoma nodules are not encapsulated and 
composed of  sinusoidal spaces and cords of  Billroth as 
in normal red pulp, it is quite likely that the hamartoma 
itself  was affected by portal hypertension. Although an 
association of  splenic hamartoma with liver cirrhosis and 
portal hypertension has been demonstrated in several 
studies [1, 15-17], to the best of  our knowledge, this is the 
first report of  spontaneous rupture of  splenic hamartoma 
associated with liver cirrhosis and portal hypertension. 

Recent progress in imaging enables us to detect splenic 
tumors, and elective surgery is sometimes conducted [18-20]. 
Operative indications for splenic hamartoma include the 
possibility of  malignant disease and the risk of  spon-
taneous rupture. If  splenic hamartoma is suspected by 
image findings, elective splenectomy should be taken into 
consideration to make a definitive diagnosis and to prevent 
rupture [21]. We consider that the presence of  liver cirrhosis 
and portal hypertension are risk factors for spontaneous 
rupture of  the splenic hamartoma.
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