THE ABDOMINAL COCOON: A CASE REPORT
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ABSTRACT

A 15-year-old Chinese giri, with abdominal cocoon, is reported. The literature (in English) concerning the condition was reviewed.
Also, a possible canse is suggested and the various terms used for this condition are discussed.
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INTRODUCTION

First described by Foo et al® in 1978, abdominal cocoon is a
rare condition that afflicts mostly young Asian girls of
perimenarchal age. It is characterised by a fibrous membrane
encasing the whole or the distal part of the small intestine like a
cocoon causing intestinal obstruction. Its aetiology is still not
definitely known since there is no previous history of abdominal
operation, peritonitis or prolonged drug intake in all cases.
Subsequent to this report there has been more reports of similar
condition mostly using the same term, abdominal cocoon, while
a few uvsed different terms. We would like to present our own
patient, a 15-year-old Chinese girl, with abdeminal cocoon, and
at the same time review the literature (in English), suggest a
possible cause and clarify the various terms so as to avoid
confusion in future reports.

CASE REPORT

A ] 5-year-old Chinese girl was admitted in March 1992 with a
one-week history of a suprapubic mass which was associated
with severe colicky abdominal pain on the day of admission.
She has had abdominal pain of Icsser severity, off and on, for the
past one month. Her menarche was at 14 years of age and has
had reguiar menstrual periods since. She was well previously.

On examination she was afebrile. There was a definite mass
in the suprapubic area about 15cm in diameter. It was tender but
mobile. Otherwise, the abdomen was soft. Ultrasound studies
by @ gynaecologist revealed the mass 1o consist of both solid
and cystic areas. She was admitted to the gynaecological ward
with a diagnosis of twisted ovarian tamour and urgeni laparotomy
was done.

We were called in when the mass was found to be dilated
coils of small intestine. Actually the whole of the small intestine
was found 10 be encased by a hazy well-forrned membrane. There
was no free fluid. The membrane was closely adherent to the
intestine without any space in between. It was also covering the
transverse colon and liver above, ascending and descending colon
a1 the sides and the pelvic organs inferiorly. Anteriorly it fused
with the anterior parietal peritoneum. Greater omentum was not
seen. Small imestine was short, dilated and kinked inside. The
membrane was easily stripped off from the serosal layer of small
intestine releasing the kinks. Incidental appendiceciomy was also
done.

Except for delay in tolerating oral {eeding, which was
possible on the 5th postoperative day, the recovery was

Department of Surgery
University Hospital (USM)
15990 Kelantan

Malaysia

Kyaw Kyaw, FRCSEd
Chinical Specialist

653

SINGAPORE MED J 1994; Vol 35: 653-654

uneventful. She was discharged on the 9th postoperative day
and was found to be free from abdominal pain up to the last
follow-up.,

Pathological report of the membrane came back as poorly
cellular fibrous connective tissue. Appendix showed
periappendicilis.

DISCUSSION

Afier Foo et al'”, a few more cases with similar condition have
been reported, altogether adding up to twenty-three cases,
including ours. Except for two male patients®® and a 4-year-old
girl from India®, the rest are young girls within the narrow age
range of 12 1o 18 years. Among the girls, all except three®™ afe
Astans (Table I1). Apart from a girl who underwent
appendicectomy nine months before®, all have no previous
history of peritonitis.

All presented as intestinal obstruction and/or abdominal mass
necessitating laparotomy ultimately. Typical operative finding
is that of a well-formed membrane covering or encasing the small
intestine like a cocoon, causing kinks, leading to intestinal
obstruction. The membrane has variable extensions laterally,
superiorly and inferiorly. Stripping that membrane from the
intestine is usually easy. The absence of greater omentum is
recorded in two other cases ®®. Pathological examination reveals
the membrane to be fibro-collagenous tissue with variable
inflammatory reaction. Simple lysis of adhesions relieving the
kinks is the effective treatment for this condition.

Table 1 - Reported cases of abdominal cocoon ™%

Reference | Cases | Age Race Sex | Months since
o) [ (1) menarche
1 10 13-18 | Chinese 8 F 4-24
Malay 2 F
5 1 12 | Caucasian | F not mentioned
6 i 12 | Caucasian F not mentioned
7 1 14 | 7 Arab F | premenarche
8 1 15 | Pakistan F | premenarche*
12 1 17 | ?Nigerian | F 24
Present 1 15 | Chinese F 12
3 5 | 13-15 | Chinese 2 F 6-24
Indian 2 F
43 | Chinese M | not applicable
4 1 4 | lndian F premenarche
2 1 35 | ?Israclis M | not applicable

* Having symptoms before menarche

Aetiology of this condition is still not known, although there
is some similarity between this and sclerosing encapsulating
peritonitis (SEP), found in patients having LeVeen shunt,
practolol and continuous ambulatory peritoneal dialysis®'™,



except for the fact that it js more severe in SEP. Retrograde
menstruation as suggested by the original authors™ is unlikely
since theze are two teenage girls before menarche™®. Congenital
anomaly is also not likely as almost all cases are in their teens.
The most aceepted postulation in subclinical viral peritonitis from
transfallopian migration. To this we would like to add congenital
abscnee of greatel omentum as a predisposing factor. This makes
the peritoneal cavity prone to infection with less virulent
organism without inciting frank peritonitis.

As for nomenclature, the first authors™ named it as abdominal
cocoon. Misnomer by Sayfan et al'® as peritoneal encapsulation
is clarified by Sieck et al™ in their report of an abdominal cocoon
and a peritoneal encapsulation. ldiopathic sclerosing peritonitis
is used in two reports®¥ — one in a man and the other in a girl.
Under the heading of sclerosing peritonitis, Ellis!""? mentioned
the condition of abdominal cocoon. Cambria et al® use the term
“the abdominal cecoon syndrome” in what is supposed 10 be 2
case of SEP.

All these conditions may be due o the same aetiological
agent occurring in different sets of patients with different
predisposing factors. But for the time being to avoid confusion
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we would like to suggest that the term “abdominal cocoon” be
used as advocated by the first authorst.
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Fig 3 — 12 lead electrocardiogram of the patient afier catheter ablation
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ANSWER TO ELECTROCARDIOGRAPHIC CASE
Diagnosis: Wolff-Parkinson-White syndrome with atrial lutter-
fibrillation.

DISCUSSION

Fig 1 shows the presence of an irrcgular non-sustained broad
QRS complex tachycardia (rate up to 220/min) of right bundle-
branch block morphology and Jeft axis. This is superimposed on
sinus rhythm which has a slurred onset of R wave suggestive of
a delta wave seen in complex 5,6 and 13 of the lead 11 rhythm
strip at the bottom of Fig 1. The broad complexes are caused by
atrial fibrillation/flutter with antegrade conduction over the
accessory pathway.

Wolff-Parkinson-White (WPW) syndrome occurs when
accessory atrio-ventricular conncctions composed of working
myocardial fibres outside the specialiscd conducting tissue allow
pre-excitation of the ventricle, causing symptoms due 1o tachy-
arrhythmias. Three features 1ypify the ECG abnormalities of
patients with the usual form of WPW syndrome: (1) PR interval
<120ms during sinus rhythm: (i) QRS duration >120ms with a
slurred, slowly rising onsel of QRS in some leads (delta wave):
and (iii) secondary ST-T wave changes directed opposite (o the
major delia/QRS vectors'”. The most common tachycardia
associated with the WPW syndrome is characierised by a normal
QRS, rates of 150 to 250 beats/min, and sudden onset and
termination. The mechanism is macro-reentry caused by
antegrade conduction over the AV node-His bundle and
refrograde conduction over the accessory pathway {orthodromic
AV reciprocating lachycardia). In patients with pre-excitation,
wide-QRS tachycardias can be caused by multiple mechanisms:
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(1) atrial flutter or atrial fibrillation (AF) with antegrade
conduclion over the accessory pathway, (i) orthodromic
reciprocating tachycardia with pre-existing or functional bundle
branch block, (iii) antidromic reciprocating tachycardia, (iv) AV
reentrant or AV nodal reentrant tachycardia with bystander
accessory pathway conduction, or (v) ventricular tachycardia®.
In this patient, the last four causes are unlikely because of the
marked irregularity of the rhythm.

Digoxin has been reported to shorien refractoriness in the
accessory pathway and speed the ventricular response in patients
with atrial fibrillation; there have also been repotts of ventricular
fibrillation after digoxin. It is therefore not advisable to use
digoxin as a single drug in patients with WPW syndrome who
have or may develop atrial flutter or fibrillation. In patients with
AF or flutler, drugs that prolong refractoriness in the accessory
pathway, often coupled with drugs that prolong AV node
refractoriness (eg procainamide) must be used. Class 111 drugs,
eg amiodarone, which has an effect on both areas, can alse be
used. If the ventricular response is very rapid and haemodynamic
instability ensues, cardioversion is the initial treatment of choice.
Termination of an orthodromic reciprocating tachycardia (ie
narrow QRS, regular R-R) should be approached as for AV nodal
reentry. This patient was given intravenous flecainide, a class Ic
antiarthythmic agent™®; however the patient developed a very
raptd tachycardia (Fig 2: rale 225 beats/min) as a resuli of 1:1
conduction of atrial flutter over the accessory pathway. His blood
pressure dropped to 80mmHg systolic during this tachycardia.
This illustrates the danger of proarrhythmia in the use of
antiarthythmic drugs, ie precipitation of more tachycardias by
the use of drugs. The tachycardia was pace-terminated.



MANAGEMENT

Patients with pre-excitation who are completely asymptomatic
may not require electrophysiological study (EPS) %2 or therapy.
However if symptoms are frequent or significant, then therapy
should be initfated. Three options exist: (i) Drugs to prolong
conduction time and/or refractoriness in the AV nede, accessory
pathway or both, {ii) catheter ablation; and (jif) surgical ablation.
Our paticnt underwent successful radiofrequency ablation of a
left posicrolateral accessory pathway. His ECG (Fig 3) post-
ablation showed no more pre-excitation.
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