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Abstract  Encapsulating peritoneal sclerosis (EPS) also is a rare syndrome is usually characterized by a total or 
partial encasement of the small bowel by a thick fibrotic membrane. It has primary or idiopathic and secondary types. 
Its clinical features are atypical and nonspecific; therefore, preoperative diagnosis is difficult. Herein, we present a 
case of a man who presented an idiopathic EPS confirmed by a laparotomy and the histopathology and we detail its 
management and its outcomes after treatment. 
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1. Introduction 
Encapsulating peritoneal sclerosis (EPS) also known as 

abdominal cocoon syndromeis usually characterized by a 
total or partial encasement of the small bowel by a thick 
fibrotic membrane [1]. It can be classified as primary 

(idiopathic) and secondary types.  Its early clinical 
features are nonspecific; therefore, preoperative diagnosis 
is difficult [2,3]. Herein, we present a case of a man who 
presented with symptoms of intestinal obstruction in 
which a diagnosis of idiopathic EPS was made 
preoperatively, and was confirmed by a laparotomy and 
the histopathology.  

 

Figure 1. Contrast-enhanced abdomen computed tomography: Conglomerate intestinal loops from the first jejunal loop until the last ileal one in a 
peritoneal bag with discreet infiltration of mesenteric fat 
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Figure 2. Intraoperative aspect of EPS: a fibrous capsule of 30 centimeters covering all the small bowel from the jejunum to the ileum, in which small 
bowel loops were encased, with the presence of inter-loop adhesions 

 

Figure 3. Histological lesions of EPS: Presence of fibrosis with marked hyaline changements, associated with a mild inflammatory infiltrate 

2. Case Report 
In March 2011, a 45 year-old man presented in 

emergency department with 48-hour history of colicky 
abdominal pain without vomiting or impaired general 
condition. He reported many similar episodes, attributed 
to small bowel obstruction in the past 2 months, which 
resolved with conservative treatment. He had no surgical 
or other medical history. On examination, he was afebrile 
and hemodynamically stable. His abdomen was distended 
but non-tender. There was an abdominal mass of 15 cm 
with neither organomegaly nor external hernia. Laboratory 
blood analyses were within normal limits. Plain 
abdominal X-ray showed few air-fluid levels centrally 
located, without free intraperitoneal gas. Ultrasound of the 
abdomen did not reveal any abnormality. Contrast-

enhanced abdomen computed tomography confirmed the 
diagnosis of small bowel ileus without providing any 
diagnostic clues (Figure 1). The patient was admitted to 
the general surgical ward and ileus resolved in 2 days with 
conservative treatment. Endoscopy of upper and lower 
gastrointestinal tract and biopsies from the duodenum and 
colon provided normal findings. Although, symptoms of 
obstruction had abated, the history of multiple relapses, 
the patient's complaints and multiple admissions, as well 
as the undefined origin of the underlying pathology led to 
an exploratory laparotomy in June 2011. On surgery, a 
fibrous capsule of 30 centimeters covering all the small 
bowel from the jejunum to the ileum, in which small 
bowel loops were encased, with the presence of inter-loop 
adhesions (Figure 2). It had many connections with the 
colon and the anterior abdominal wall. The liver, stomach, 
appendix, right and left colon were out of capsule. 
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Incision of the thick membrane and extensive adhesiolysis 
of small bowel loops were performed without loop 
resection. Histology of the membrane showed thickened 
fibrocollagenous tissue with mild inflammation (Figure 3). 
A diagnosis of idiopathic encapsulating peritoneal 
sclerosis was established, due to intraoperative findings 
and by ruling-out any other condition explaining the 
patient's pathology. He has been treated by oral 
corticosteroids (1mg/Kg/day) and methotrexate. Two 
months later, he was admitted in the general surgical ward 
for light abdominal pain that had regressed in the same 
day with conservative treatment. It was the unique relapse 
during two months. Contrast-enhanced abdomen 
computed tomography had showed a disappearance of the 
EPS. He had been discharged with the same treatment. 
The follow-up along 24 months now didn’t show any 
other event. 

3. Discussion 
In 1978, Foo et al had described a new entity named 

“abdominal cocoon” [4]. Since then, there have been only 
a few sporadic reports and at our best knowledge, only 
about 90 cases of idiopathic type have been reported in the 
world [5-10]. 

Its pathogenesis remains unknown; however, the 
etiopathogenesis correlates to congenital dysplasia, 
chronic asymptomatic peritonitis, some medicines (i.e., 
Beta-blockers), continuous ambulatory peritoneal dialysis, 
systemic lupus erythematosus, tuberculosis and abdominal 
surgery [11,12,13,14]. 

The primary clinical manifestations of EPS are 
intestinal obstruction and/or abdominal mass.  

Pre-operative diagnosis is difficult since the clinical 
signs and radiologic findings are non-specific. 
Nevertheless, the diagnosis should be considered when 
small bowel obstruction with proximal dilatation, ascites, 
and thickened or calcified peritoneum are seen on imaging. 

The clues to a pre-operative diagnosis are, attacks of 
colicky pain abdomen, nausea and vomiting with 
intestinal obstruction that is subacute in nature, the 
absence of other etiologies for the intestinal obstruction, a 
history of similar episodes in the past that resolved 
spontaneously, a soft, non-tender mass on abdominal 
palpation and radiological findings. 

Sonography may show localized dilated intestinal loops 
and sometimes may be useful in demonstrating the fibrous 
sac [15]. CT is the method of choice in the diagnosis of 
EPS. Intestinal loops congregated to the center of the 
abdomen, also surrounded with thickened membrane is the 
typical appearance of abdominal cocoon, but that 
surrounding membrane may be thin and difficult to 
identify on CT images [16]. Careful examination of 
conglomerated intestinal loops on CT may be helpful [17]. 
In a review of the literature, most authors confirm the 
diagnosis during a laparotomy like in our case. 

Surgery remains the cornerstone in the management of 
EPS. A careful dissection and excision of the thick sac 
with the release of the small intestine leads to complete 
recovery and rarely a resection of adherent bowel loops is 
required [2,3]. 

Nevertheless, conservative treatment carries a poor 
outcome, and immunosuppressive drugs are now used 

frequently. Most commonly, these immunosuppressive 
regimens include steroids with or without azathioprine or 
cyclosporine [18]. Our patient received steroid and 
methotrexate. The disease evolution was marked by the 
occurrence of only one mild relapse and the disappearance 
of the EPS on CT. The short-term outcomes are good but 
regular and long follow-up should be managed in similar 
cases because of the risk of new relapses. 

4. Conclusion 
EPS is rare and it is difficult to make a definite pre-

operative diagnosis. Clinical suspicion may be generated 
by the recurrent episodes of small intestinal obstruction 
combined with relevant imaging findings and lack of other 
plausible etiologies. Surgery is important to confirm the 
diagnosis and immunosuppressive therapy is necessary in 
the management of EPS. 
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