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Case Study

ABSTRACT

Aims: Sclerosing Encapsulating Peritonitis (SEP), also known as cocoon syndrome, is a rare
pathological condition characterized by the complete or partial encapsulation of the small bowel by
a fibro-collagenous membrane.

Study Design: Case report.

Presentation of Case: We present a case of a 38-year-old woman with subacute intestinal
obstruction, ultimately diagnosed with SEP. The patient exhibited chronic abdominal pain, bloating,
nausea, vomiting, and an 8 kg weight loss. Clinical examination revealed ascites, gross abdominal
distension, and mildly elevated C-reactive protein. Imaging studies demonstrated massive ascites,
omental cake appearance, and a right latero-uterine mass. Laparoscopy initially revealed clear
ascites, but subsequent laparotomy unveiled a dense membrane encapsulating the small intestine
and parts of the colon. Adhesiolysis and partial membrane excision were performed, leading to a
successful outcome with the patient discharged on the seventh postoperative day.
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diagnosis through a combination of

Discussion: SEP, a rare condition, can be primary (abdominal cocoon syndrome) or secondary,
associated with factors like peritoneal dialysis or abdominal surgeries. Diagnosis, challenging and
often intraoperative, relies on CT imaging showcasing peritoneal changes. Conservative treatment,
emphasizing bowel rest and nutrition, is recommended for minor symptoms. Severe cases may
require surgical intervention, including adhesiolysis and membrane excision. SEP carries mortality
rates of 26 to 58 percent, with malnutrition and sepsis as common causes of death.

Conclusion: SEP poses diagnostic challenges, often requiring surgical exploration. Preoperative
imaging guides appropriate management,
unnecessary surgeries and optimizing patient outcomes.

avoiding

Keywords: Sclerosing encapsulating peritonitis; abdominal cocoon syndrome; diagnosis; CT imaging;
conservative treatment; surgical intervention; preoperative diagnosis.

1. INTRODUCTION

Sclerosing encapsulating peritonitis (SEP) is a
rare clinical entity and is often encountered
unexpectedly in  patients admitted  with
other different diagnosis .called also
cocoon syndrome because of the existence of an
abnormal membrane that contains part  or the
entire small intestine.The diagnosis is difficult
and made generally during the surgical
procedure , so a high index of clinical suspicion
in susceptible patients is necessary to achieve
a preoperative diagnosis.

We report a case of a 38-year old woman
who presented with features of subacute

intestinal obstruction due to an abdominal
cocoon who was treated successfully by
surgery.

2. PRESENTATION OF CASE

A 38-year-old women was referred to our
hospital for chronic intermittent abdominal pain,
bloating, with recurrent episodes of nausea |,
vomiting and weight loss of 8 kg.

The patient had no history of tuberculosis or any
positive contacts. and had no symptom of fever,
chronic cough or night sweats On physical
examination, the woman was extremely thin with
a BMI of 14.58. Vital signs were normal,
and abdominal examination revealed gross
abdominal distension ,ascites without tender ,the
per rectal examination was not significant
except serum C-reactive protein (CRP) who
was midely elevated (15 mg/l,normal
range < 5mg/l) . The other laboratory blood

analysis including others serum  tumor
markers (Carcinoembryonic  Antigen  Test,
CA19-9,CA-125), liver functions test,

renal functions test ,were all within normal limits.

Ascitic fluid obtained by paracentesis were
exudates in nature and negative for bacteria
culture.

Contrast-enhanced computed tomogram of the
abdomen revealed massive ascites in
perihepatic space, perisplenic space and
between the loops associated with an
infiltration of the greater omentum realizing
the aspect of <omental cake>, with right
latero-uterine  mass, measuring 32 x28mm

(Fig. 1).

For a better study , we have completed by a
pelvic Magnetic resonance imaging ( Fig. 2)
which highlights :right ovary measuring 25 mm
with physiological follicles , uterus and left
ovary were without abnormality,presence of
abundant ascites with diffuse peritoneal
enhancement Unfortunately, we did not
evoke the diagnosis at the time of the
analysis of the imaging, because we were
focused looking for a cancer, and during the
review of the CT and MRI in postoperative period
the abnormalities were evident with peritoneal
thickening and marked in addition to small
bowel abnormalities such the wall thickening
and the encapsulation, Due the absence of
orientation in front of this exudative ascites and
by fear of not knowing a tumoral origin, we
decided to practice an exploratory laparoscopy A
diagnostic  laparoscopy using 10 mm
supraumbilical port,showed in addition to clear
ascite that the entire small bowel was all
plastered and encapsulated in a membrane ,
then laparoscopic approach became unsafe and
dangerous. Hence, a decision was made for
midline laparotomy, in which a dense membrane
was found encapsulating the small intestine and
part of the ascending and descending colon, the
appendix and ovaries were free .(Fig. 3)
We retain the final diagnosis of encapsulating
peritonitis .
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Fig. 2. Coronal MRI of the abdomen showing ascite and diffuse peritoneal enhancement

Adhesiolysis was done and the membrane was
partially excised, releasing the small bowel
loops. The entire small intestine was viable,
without serosal tears.

Postoperatively she remained well and was
discharged on the seventh postoperative.

Histopathological examination revealed
nonspecific features in the fibrous membrane,
including fibro-connective tissue growth, dilated
lymphatics, and inflammatory infiltrates. No
presence of giant cells, foreign body granulomas,
or birefringent material was observed.

3. DISCUSSION

Sclerosing encapsulating  peritonitis  (SEP)
is an uncommon illness in which the small

bowel is completely or partially encapsulated
either by fibro-collagenous membrane
with either a local inflammatory infiltration,
causing acute or chronic intestinal
blockage. [7]

Initially called Peritonitis chronica fibrosa
incapsulata and was described first time by
Owtschinnikow .[9]

EPS occurs in 0.5 percent to 7.3 percent of
people worldwide , but it can reach 17.2 percent
in patients who have had peritoneal dyalisis for
fifteen years or over.[6]

The etiology and pathological features of the
trapping membrane determine whether SEP is
primary or secondary. [5]
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Fig. 3. Operative view of the cocoon abdomen

Primary SEP, also known the abdominal cocoon
syndrome, is categorized depending on the level
of membrane encasement in three types.

The first and the second involves the partial or
the complete encasement of the intestine,
respectively, In the third one, in addition to the
small intestine, adjacent organs such
ovaries ,caecum, the appendix, colon,
stomach, and liver are also encased. [8]

Primary SEP is idiopathic, meaning it has no
clear etiology. [8]

Secondary SEP is much more frequent because
it is linked to a variety of factors. Peritoneal
dialysis is the most common cause of secondary
SEP.

Other factors that may lead to secondary SEP
involve:

autoimmune disease, intestinal tuberculosis ,
recurrent peritonitis , beta-blocker treatment or
chemotherapy or , peritoneal shunts,abdominal
surgery ,and fibrogenic foreign material
[8]. Secondary SEP can also be associated with
conditions such as primary sclerosing cholangitis
(PSC), which is characterized by cholestasis due
to multifocal bile duct strictures. PSC can lead to
liver fibrosis, cholangiocarcinoma, and end-stage
liver disease. SEP may also be a complication of
PSC [11]

The differentiation between primary and
secondary SEP can be made based on the
underlying etiology and associated conditions
[12].

SEP symptoms include intense abdominal pain,
gastrointestinal obstruction, nausea,or vomiting
that are irregular and persistent .

In addition to losing weight and, in certain cases,
the requirement for parenteral feeding that result
from an inability to maintain a sufficient diet. [6]

There are two crucial clinical signs to look for in
order to diagnose this condition. [2]

“Fixed, asymmetrical distension of the
abdomen and difference in the consistency
of the abdominal wall to palpation.”

The flat area is hard due to the tight fibrous
capsule, whereas the distended part is soft
because to the thin-walled swollen small intestine
without a fibrous layer covering it. [3]

Computed tomography (CT) scanning is an
effective way to diagnose SEP ,and a high index
of suspicion in susceptible patients is necessary
to achieve a preoperative diagnosis.

Recognition of characteristic CT findings helps in
accurate diagnosis preoperatively and can help
in appropriate clinical management.
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The principal CT findings of EPS can be
categorized into four categories:

1. peritoneal findings (peritoneal thickening,
calcification, and marked enhancement);

2. small bowel abnormalities (wall thickening,
encapsulation, and dilation, leading to
obstructive ileus with or without systemic
inflammation);

3. fluid collection (loculated fluid collection
and recurrent hemorrhagic ascites);

4. calcification (liver and splenic capsule
calcification, bowel calcification, and
posterior peritoneal wall calcification)" [1]

Although magnetic resonance imaging is less
commonly utilized for diagnosis, it is likely to
produce similar results that CT, in addition
lonizing radiation is avoided, and the intestinal
encasement and peritoneal thickness are better
delineated [10]

Histopathological examination is no longer
necessary because the appearance of SEP on
CT imaging, combined with clinical
characteristics, allows for a clear diagnosis [9].

The histologic features in SEP are non-specific,
and they may mimic those seen in infectious
peritonitis or simple peritoneal sclerosis [10] It
displays fibro-connective tissue growth, dilated
lymphatics and inflammatory infiltrates ,however
no giant cells ,foreign body granulomas, or
birefringent material [9].

Regretfully, no guidelines or therapies for SEP
exist. There is a lack of solid scientific evidence,
and evaluating the various SEP therapies is
difficult and relies solely on observational data

[6].

3.1 Conservative Treatment

The literature suggests that individuals with
minor abdominal symptoms should be treated
conservatively, with bowel rest, nasogastric
decompression, and then enteral or parenteral
nutritional supplementation [8].

Nutritional disorders affect the majority of
patients , thus addressing them is an important
part of treatment. optimizing the patients'
nutritional status is critical because it can help

them respond better to conservative treatment
and prevent surgical complications like infection
or fistulas [8].

People who do not respond to conservative
treatment could be placed on drugs in order to
inhibit  fibroblastic production by inhibiting
collagen syntheses ,such as steroids tamoxifen,
azathioprine,colchicine, or mycophenolic acid
,However, their effectiveness requires further
investigation [4].

3.2 Surgical Interventions

Patients  with  significant complaints  of
intestinal obstruction, those who have virgin
abdomens, and those who do not respond to
conservative treatment may be surgical
candidates [8].

Surgical options include adhesiolysis in addition
to membrane excision , for patients with a gut
injury, and resection plus anastomosis with or
without a protective enterostomy in case of gut
injury .

Technical difficulties may arise from fibrotic
membrane sacs that wrap and encapsulate
the intestinal loops such as thick plastic bags.
Many transverse and longitudinal incisions may
be required to separate these sacs from the
underlying intestinal loops; [8].

This could make the membrane easier to
remove, allowing the underlying intestines to
resume their usual function and length [8].

Gut perforation can occur if these membranes
are not peeled off or excised, or if the removal
process is hard [8].

In most situations, an enterotomy is the primary
repair, although intestinal resection is only used
in cases of severe injuries and suspected or
proven loss of gut vascular integrity.

Resection, especially when not clearly needed,
may raise mortality rates in these patients. [8]

The outcomes of SEP vary, with some cases
recovering well after surgery and being clinically
unremarkable for years, while others may show
unsatisfactory improvement [13] .Early detection
of SEP is essential for better outcomes.
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Patients with SEP have a significant death rate,
ranging from 26 to 58 percent, which rises
with peritoneal dialysis vintage.

Malnutrition with sepsis are the most common
causes of death in people with SEP [6].

4. CONCLUSION

The diagnosis of abdominal cocoon is difficult to
make before surgery, however it should be
considered whenever a patient complains of
abdominal pain, nausea, or vomiting that's also
accompanied by weight loss.

Preoperative diagnosis of this entity using a
combination of diagnostic modalities such as
sonography and Computed tomography scan
can avoid unnecessary surgery and enable
conservative management which is the ideal
approach for patients who present with mid
symptoms .
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