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ABSTRACT

Completely isolated duplication cysts (CIDC) involving the digestive tract are extremely rare variant
of enteric duplication cyst. Clinically CIDC present either as vague, soft abdominal mass or acute
abdomen due to volvulus, infection and/or perforation. It can be diagnosed by ultrasound and
computed tomographic (CT) imaging as cystic lesion even in prenatal and perinatal period. The lesion
can be tubular or cystic, sessile or pedunculated found in peritoneal or retroperitoneal region.
Microscopically they are characterized by outer muscular and inner mucosal layer resembling any part
of digestive tract; sometimes mucosa can show non-intestinal origin mucosal components. We are
reporting a case of a new born presented with distension of abdomen and obstipation for two days.
Computed tomographic imaging revealed an intra-abdominal cyst of approximately12x7x7 cm in size
vaguely occupying the region extending from right iliac fossa to left hypochondrium. Laparotomy
was done under general anesthesia. One huge cyst was seen at ileocaecal junction in vicinity of
mesentery of small intestine. The cyst was partly aspirated to reduce the size for easy excision.
Grossly it was cystic with central narrowing, thin walled, filled with yellow brown turbid fluid and
unremarkable mucosa. Microscopically it showed outer muscle wall and mucosa lined by both
ectodermal and endodermal epithelium that is stratified squamous and villous columnar epithelium
respectively. The presence of dual origin epithelium is still not explained by various theories which
make it unique clinical and pathological entity.
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INTRODUCTION

The gastrointestinal duplications
are rare congenital malformations but it’s
completely isolated variant is extremely
rare. These cysts may be saccular or
elongated cystic masses that contain
redundant muscle layers along with
mucosa. It can be seen in esoPhagus,
stomach, small intestine or colon ™ though
can occur in any part of gastrointestinal
tract. Most common site of duplication

cyst is mesenteric side of small intestine.
%I This may be seen in patients with other
developmental malformations. ®° The
lining epithelium of the cyst resembles
with that of digestive tract. The
symptomatology depends on site and size;
most common is intestinal obstruction
with distention of abdomen, palpable mass
and urinary symptoms. We present a case
of twelve days old male who reported to
hospital emergency for  abdominal
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distension, distress and obstipation since
two days.

CASE REPORT

Presentation: A healthy baby at birth,
delivered by normal vaginal delivery,
weighing 2.9 kg, on twelfth day started
showing distention of abdomen along with
oliguria without defecation since two days.
Clinical examination revealed prominent
abdominal blood vessels and a large soft
vague mass in abdomen. The infant was in
distress but fully conscious.

Figure 1 CT scan showing an intraperitoneal cyst

Intra-operative: Laparotomy was done
under general anesthesia. It was a sessile
cyst measuring 12x7x7 cm was on the
mesenteric side of ileum and it was not
communicating with the intestine (Figure
2). Fluid was partly aspirated to reduce the
size of cyst for easy excision. There was
no other abnormality seen in the vicinity.
Cyst was removed and abdomen was
closed.

Post-operative: After operation patient
remained on ventilator for two days, on
third day ventilator was removed but
patient’s oxygen supply was maintained.
Patient was on glucose saline drip. The
intestinal activity started within 24 hours
and after 48 hours patient passed dark
colored stool but developed fever with
mild respiratory distress. The
hematological  investigation  showed

The preoperative investigations showed
normal hematological and biochemical
values. Ultrasound showed a big
abdominal cyst occupying left
hypochondria upto right ileac fossa. Exact
origin of the cyst could not be ascertained.
CT scan showed a cystic mass, 12x7x7 cm
in size partly filled with air and fluid on
the right side of abdomen near ileo-caecal
junction in vicinity of small intestine
extending up to left hypochondrium
(Figure 1). Radiologically it was
diagnosed as a case of enteric duplication
cyst.

Figure 2 Cyst at mesenteric side of ileum

polymorphoneuclear leukocytosis
followed by decrease in platelet count;
hence platelet concentrate was transfused.
Oxygen supply and saline drip continued
along with a watch on body temperature
with the treatment. On 4™ post-operative
day pus discharge was seen at suture site.
Pus culture was done and most sensitive
antibiotic was given paranterally while
continuing oxygen and saline drip. On 10"
day of operation baby was a febrile; nasal
feeding was started and well tolerated
followed by passing yellow colored stool.
In subsequent days oxygen support and
saline drip was discontinued and nasal
feeding was replaced by oral feeding. On
20" day of operation patient was
asymptomatic; his general condition and
bowel habits were normal, was tolerating
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feeds well. At the time (21" day) of
discharge his weight was 2.75 kg.
Pathology report:

Gross: A formalin fixed cystic biopsy
measuring 9x5x5 cm, cyst wall showed
prominent blood vessels along with a
small soft lymph node 0.5 cm in diameter
attached to other side of cyst. In the middle
the cyst was narrowed by 1 cm in width.
On cutting it showed 0.5 cm thick cyst
wall. The cyst was filled with yellow
brown turbid fluid. The mucosa was
unremarkable partly covered with thin
mucoid material, the inner side of cyst
showed an angulation in the middle at
narrowing of the cyst. Representative
sections were processed for histology.
Microscopy: The wall of the cyst showed
smooth muscle layer covered by two type

W

The lymph node showed evidence
of sinus catarrh. The histological findings
were consistent with the diagnosis of
enteric duplication cyst. There was no
evidence of any neoplastic or dysplastic
lesion in the biopsy. Since there was no
communication with gastrointestinal tract
therefore the final diagnosis of CIDC was
confirmed.

DISCUSSION

Enteric duplication cysts are rare
malformations of the gastrointestinal tract,
mostly they are in small intestine [ and
completely isolated duplication cysts are
extremely rare enteric malformations
having no communication with adjacent
alimentary tract. [ These cysts usually

Figure 3 (H&E, 40X)' Dual lining of edodermal cyst  Figure 4 Pouch lined by stratified squamous epithelium

of epithelium (Figure 3). The epithelium of
intestinal type showed intestinal villi
(Figure 3, blue arrow) along with moderate
atrophy (flattening) at places with loss of
villi.  The villi showed columnar
epithelium with goblet cells. At places the
mucosal cells changed from low columnar
to cuboidal type. A transition was seen
between villous epithelium and squamous
epithelium  (Figure 3, black arrow)
covering an area of cyst inner lining. In
this area cyst was lined by pseudo
stratified squamous epithelium. Small
pouches lined by squamous epithelium
(Figure 4, black arrow) and low columnar
epithelium were also seen in muscle layer
(Figure 4).

’ - - e %,
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show outer muscular layer and inner layer
of gastrointestinal mucosa. Sometimes
mucosa can show mucosal components of
non-intestinal origin. I”! In the present case
the sessile duplication cyst was present on
the mesentery adjacent to small intestine
and was not communicating with the
adjacent gut.

During operation it was found
distended and tense therefore 200 ml fluid
was aspirated for easy excision.
Histologically it showed both endodermal
and ectodermal epithelial lining, at places
small pouches of both type epitheliums
were seen in muscle coat. These pouches
could have been formed due to pressure of
intracystic fluid on epithelium to dip down
in muscle coat as happens in case of
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Rokitansky pouches of chronic
cholecystitis. Cysts lined with multiple
types of non-intestinal epithelium have
also been reported. ©*"!

Usually duplication cyst has got
blood supply and smooth muscle wall
from the adjacent intestinal segment. %
Very rarely especially in completely
isolated duplication cysts; it may have its
own independent blood supply.
Sometimes they get blood supply from
mesentery and may get detached from gut
and present as mesenteric cyst. [
Sometimes CIDC of the mesentery get
blood supply from adjacent retro
peritoneum rather than mesenteric vessels.
This supports the view that part of
embryonic gut must have sequestered
during early embryonic life. [ Though
exact pathogenesis of duplication cyst is
not known but there are many hypotheses
like persistence of fetal enteric diverticula,
intrauterine vascular occlusion or failure of
intestinal recanalization. ' The most
accepted is about transition of the
embryonal intestinal tract from solid to
tubular state which occurs between 6 and 8
weeks of intra-uterine life, involves the
coalescence of multiple vacuoles. The
derangement of this may be responsible
for the formation of the double walled
intestinal cysts %! as seen in the present
case.

Clinically CIDC present either as
vague, soft abdominal mass or acute
abdomen due to volvulus,
intussusceptions, infection, perforation and
pressure effect on adjacent organs
especially on bowel causing obstruction.
(12121 Though malignancies like squamous
cell carcinoma, adenocarcinoma and
carcinoid tumors have also been reported
in these cases. (%!

The new born presented with
distension, obstipation, oliguria and soft
vague abdominal mass. This could be due
to the pressure effect of cyst on viscera
including bowel. The treatment of choice
for enteric duplication cyst is surgical

excision with anastomosis. ¥ Since blood
supply of cyst and enteric muscle wall is
common therefore part of adjacent normal
intestine is also resected along with
excision of duplication cyst. 4

In our case it was a sessile cyst
without pedicle, so the patient was saved
from danger of torsion at pedicle. The
duplication cyst was not communicating
with intestine and did not share the blood
supply with gastrointestinal tract; therefore
excision of bowel was not required.
Excision of the completely
noncommunicating duplication cyst was
done with good recovery.

CONCLUSION

In clinical practice knowledge of
various presentations of duplication cysts
for early and accurate diagnosis is the most
important requirement for timely and
appropriate surgical treatment to gain good
outcome.
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