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Abstiract

A healthy 31-years-old man presented with a three-year
history of abdominal discomfort. Radiological examinations
revealed multifocal tumoral lesions in the spleen. The
patient underwent splenectomy for differantial diagnosis
and treatment. During the operation, in addition to the
splenic masses, there were also multiple milimetric
purpuric-like lesions on the colonic serosal surfaces
adjacent to the splenic hilus. One of them was excised.
Histologic examination showed hemangiopericytoma of
the spleen and cavernous hemangioma of the adjacent
colon. This is the first report showing the close association
of these two distinct lesions with vascular origin in the
literature. Despite not having any apparent evidence, there
may be a sequential relationship between the hemangio-
pericytoma of the spleen and cavernous hemangiomas.
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INTRODUCTION

Hemangiopericytoma is a perivascular tumor originating
from pericytes located along capillaties and venules!l. Tumor
may be benign or malign in behavior. It is most common in
the lower extremity, also occurs in the pelvic retroperitoneum
or other sites®. Hemangiopericytoma of the spleen is a rare
tumor and so far only eight patients have been reported in the

literature. It tends to occur at adult ages, but can be diagnosed
in childhood. There is not any specific symptom ot sign
of the disease. There may be single®® or multifocal™"
tumors in the spleen. On the other hand, cavernous
hemangioma is a benign vascular tumor consisting of dilated
blood vessels. In the present case, interestingly, in addition
to the splenic hemangiopericytoma there were multiple
cavernous hemangiomas on the adjacent colonic serosal
surfaces. There may be a sequential, rather than co-incidental,
relationship between the two distinct pathologies. We report
a case of multifocal hemangiopericytoma of the spleen and
cavernous hemangiomatosis of the adjacent colonic serosa.

CASE REPORT

A healthy 31-years-old man presented with a three-year
history of early satiety and abdominal discomfort. He had
no history of weight loss. Physical and laboratory
examinations were normal. Gastroduedonoscopy showed
no pathologic finding. Abdominal ultrasonography revealed
suspicious nodular lesions in the spleen. Computed tomography
and magnetic resonance imaging showed hypervascular and
hypodense masses located in the splenic hilum (Figure 1).
Maximum size of the masses was 4 cm in diameter.

The patient underwent splenectomy for suspicion of
primary or secondary splenic malignancy. During the
operation, there were three exophytic nodular lesions in the
splenic hilum. In addition, there were also multiple small
lesions dark-red in color and 4-5 mm in diameter, resembling
to the purpuric lesions macroscopically, on the serosal sutface
of the splenic flexura of the colon and descending colon.
One of them was excised.

Histopathological findings

Spleen was 10 cmX8 cmX7 cm in diameter and weighted
200 g and there were three masses located in the splenic
hilum. The gross appearance of the masses showed colour
exchange into grayish-brown with a maximum diameter of
3 cm. Tumors were uncapsulated and their borders were
irregular. On microscopical examination, there was a tumoral
tissue consisting of slightly pleomorphic, atypical cells which
were ovoid or spindle in shape. Tumor cells were widespread
around the capillary vessels and had fusiform nuclei with
prominent nucleolus and eosinophilic cytoplasm (Figures 2
A and B). Mitotic activity was not observed. Tumoral cells
were stained positively with CD34 and Vimentin, but
negatively with lysozyme, cytokeratin, smooth muscle actin,
S-100, factor 8-releated antigen, desmin, HMB-45, CD117
and epithelial membrane antigen immunohistochemically.
This lesion was reported as hemangiopericytoma.
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Figure 1 CT and MR images of splenic hemangiopericytoma. A and B:
Enhanced computed tomography scan showing high-density masses located

in the spleen. C and D: T1-weighted abdominal magnetic resonance images
showing multifocal hypervascular lesions in the spleen.

Figure 2 A: Spindle-shaped cells of hemangiopericytoma with eosinophilic
cytoplasm around the capillary vessels in the spleen (HE x40); B: (HE x200);

On histologic examination of the lesion excised from
the serosal surface of the splenic colon flexura, there was a
tumoral tissue consisting of dilated blood vessels with
flattaned endothelium and their lumens were containing
erythrocytes (Figure 2C). This lesion was reported as cavernous
hemangioma.

Immunohistochemistry of the both specimens (hemang-
iopericytoma and cavernous hemangioma) did not display
vascular endothelial growth factor (VEGF) expression.

The patient had an uneventfull recovery and discharged
on postoperative d 5. He did not take any additional therapy
and has been disease free for 36 mo of follow-up.

DISCUSSION

Despite the advances in imaging techniques, differential

C: Dilated vessels of the cavernous hemangioma of the colonic serosa (HE x 40).

diagnosis and management of the splenic hemangiopericytoma
may be problematic because of the rarity of the disease. In
the present case, ultrasonography, computed tomography,
magnetic resonance imaging techniques were inconclusive.
In most of the cases, splenectomy seems to be necessary
for establishing prompt histologic diagnosis and providing
initial treatment of the disease.

Multiple milimetric cavernous hemangiomas of the
serosal surfaces of the colon is a rare condition and also
splenic hemangiopericytoma is rare. These two distinct
tumoral lesions were in the same region, multiple and all
three masses in the splenic hilum were growing as exophytic
tumors. We hypothesized that there may be triggering
substances, which were secreted locally from the tumoral
cells, leading paracrine stimulation of the some inducible
receptor positive cells in the adjacent tissue. These inducible
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potential cells had proliferated and developed vascular
neoplasia by the effect of these substances. Similarly it
has been reported that VEGF may play a role in the
pathogenesis of vascular lesions such as cerebral cavernous
malformations!"” or cerebral hemangiopericytomas!'l.
However VEGF reactivity was negative in both of cavernous
hemangioma and splenic hemangiopericytoma in the present
case. On the other hand, another substance or mechanism
that are not yet clear may play a role in the genesis of this
association. We believe that presence of two distinct lesions
in the same region was not a co-existence. It may be
sequential rather than co-incidental.

Hallen™ reported that it was difficult to decide whether
the splenic hemangiopericytoma was benign or malignant.
They also reported that presence of multifocal tumors and
mitoses may be an indicator of poor prognosis. In the
present case, there were multifocal tumors but mitotic
activity was not observed on the histologic examination.
Despite multicentric lesions, recurrence has not been
described for 36 mo follow-up. Therefore, we think that
microscopic features, especially presence of mitosis, may
be more important than the presence of multifocal tumors
in predicting malign tumor behavior.

In conclusion, splenic hemangiopericytoma and
cavernous hemangiomas can be found in the same region
and there may be a sequential relationship between these
tumoral lesions.
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