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Isolated splenic peliosis presenting with giant
splenomegaly and severe coagulopathy
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Abstract. We herein describe a case of successful surgical treatment of isolated splenic peliosis
presenting with giant splenomegaly and severe coagulopathy. Pathological features of the spleen
included multinodular, blood-filled, cyst-like lesions distributed throughout the whole organ. The
pathogenesis of isolated splenic peliosis is controversial, and no definitive disease mechanism has been
reported. To our knowledge, this is the first report in English of a case like this.
© 2011 Elsevier Inc. All rights reserved.
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A previously healthy 59-year-old man presented to our
hospital with a 1-week history of left upper-quadrant ab-
dominal pain. His past medical history was unremarkable.
The physical examination on admission was unremarkable
except for an enlarged, firm, and nontender spleen, extend-
ing over 10 cm below the costal margin. The results of
relevant laboratory values revealed thrombocytopenia, pro-
longed coagulation parameters, and hypoimmunoglobuline-
mia (Table 1). Antinuclear tests were negative. Serum viral
antibody titers did not indicate acute or chronic viral infec-
tion. An endoscopic examination indicated normal findings.
An abdominal computed tomography scan with intravenous
contrast showed a huge spleen with multiple cyst-like le-
sions. These lesions contained foci of contrast enhancement
and did not exert a mass effect on the splenic vessels
coursing around them (Fig. 1). Given these findings, angio-
genic diseases of the spleen were included in the differential
diagnosis.
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His condition deteriorated after admission because of
exacerbation of his severe disseminated intravascular coag-
ulation (DIC) state. He developed huge purpura of the right
lateral trunk (Fig. 2) despite medical treatment. Although
his final diagnosis was not known at the time, 7 days after
admission, he underwent emergency splenectomy via left
subcostal laparotomy without any complications. His post-
operative course was uneventful, and platelet counts and
coagulation parameters returned to normal within a couple
of days. He went on to make a full recovery and was
discharged on postoperative day 10.

The resected spleen weighed 936 g, measuring 20 � 15 �
10 cm. Multiple diffusely spaced dark-red subcapsular nod-
ules were noted on the grayish-red background of the
splenic surface. Microscopically, the cystic lesions were
well-demarcated, blood-filled spaces unevenly distributed
in red pulp with varying density, especially in the parafol-
licular area (Fig. 3). No vascular-endothelial cells were
observed, and normal flattered lining cells of the splenic
cord disappeared in the wall. The bloody cystic cavities
contained erythrocytes, mononuclear cells, and neutrophils.
There was no evidence of neoplastic vessels or tumor cells.

Given these findings, the diagnosis of isolated splenic pe-
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liosis was established. Postoperative renal and bone marrow
biopsy revealed AL amyloidosis (primary amyloidosis), and
we subsequently confirmed the same amyloid protein in the
resected spleen.

Comments

Peliosis is a rare condition characterized by widespread,
blood-filled cystic cavities within the parenchyma of solid
organs.1 These lesions are usually asymptomatic and found
ncidentally.2 Splenic peliosis has been commonly recog-
ized to be associated with hepatic peliosis. We report on a
ase of significant splenomegaly caused by isolated splenic
eliosis, subsequently presenting with severe coagulopathy.
reoperatively, the diagnosis was uncertain. Patients of pre-
ious case reports also had chronic debilitating disorders
uch as tuberculosis, renal disorders, cancer, amyloidosis, or

Table 1 Laboratory data on admission

WBCs 6.2 � 103/�L (normal range 3.9–9.0)
RBCs 427 � 104/�L (380–500)
Hb 12.9 g/dL (13.5–17.4)
Platelet 5.6 � 104/�L (13.0–40.0)
Fibrinogen 93 mg/dL (200–450)
Prothrombin time 33.5 s (10.3–14.4)
PTINR 1.97 (.82–1.18)
Activated partial thrombin time 46.7 s (27.0–34.0)
Fibrin degradative products 76.3 �g/mL (�5.0)
D-dimer 53.2 �g/mL (�1.0)
IgG 495 mg/dL (895–1,830)
IgA 93 mg/dL (100–390)
IgM 21 mg/dL (30–195)

WBCs � white blood cells; RBCs � red blood cells; Hb �
hemoglobin; PTINR � prothrombin time international normalized
ratio; Ig � immunoglobulin.

Figure 1 An abdominal computed tomography scan with intra-
venous contrast showed a huge spleen with multiple cyst-like
lesions and diffuse nodular peripheral enhancement with hetero-

geneity on the portal venous phase.
reatment with steroids. There may be a relationship be-
ween the occurrence of peliosis and impaired host immu-
ity.1

An intraperitoneal hemorrhage caused by spontaneous
rupture of peliotic lesions even in the absence of spleno-
megaly followed by emergency splenectomy has also been
reported.3,4 Although splenic peliosis is usually an inciden-
tal finding, it may be a more serious situation than previ-
ously thought. The present case shows such an example of
a potentially lethal outcome that can mimic malignancy.
Generally, it is considered dangerous to operate on a patient
with severe DIC. However, we performed a splenectomy for
this patient in hopes of ending the cause of DIC. Although
the exact mechanism that caused DIC in this case is still
unclear, the multicystic nodular lesions in this giant spleen
might be considered as the inciting factor. In cases of
symptomatic splenic peliosis, splenectomy may be consid-
ered. This would minimize the risk of intraperitoneal hem-
orrhage caused by organ rupture as well as the risk of

Figure 2 A huge purpura of the right lateral trunk spontaneously
occurred.

Figure 3 Histologically, multinodular, blood-filled, cystic le-
sions without vascular components were distributed throughout

the whole organ in hematoxylin and eosin stain (�2).
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hypersplenism with severe coagulopathy. In conclusion, we
report a case of successful treatment for isolated splenic
peliosis with giant splenomegaly and severe coagulopathy.
Surgery is the mainstay of this treatment.
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