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ABSTRACT
Complications of Hirschsprung’s disease‘s surgery include the general complications of any abdominal surgery, but one of the
specific complications is obstruction, which occurs in 10% of children after surgical correction and can be due to a narrowing
muscular cuff or a coloanal anastomotic stenosis.
We report a case of a 4-month baby, diagnosed as suffering from Hirschsprung‘s disease, who developed postoperative consti-
pation after transanal endorectal pull-through due to unusual folding of the muscular cuff, which narrowed the colon.  A laparos-
copic approach was performed. During the surgery, it  was observed that the muscular cuff was rolled down, surrounding the
neorectum.  The  anterior  rectal  cuff  was  completely  divided  from  the  pulled-through  colon.  After  surgery,  no  intraluminal
stenosis  was  revealed  on  digital  rectal  examination.
A long and tight rectal muscular cuff could be the reason for postoperative obstructive side effects. The use of laparoscopy has
the advantage of confirming the suspected diagnosis and a clear visualisation of the rectal cuff.
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INTRODUCTION

One of the most recognised complications after final treatment
for Hirschsprung's disease (HD) is constipation. Obstructive
manifestations occur in 9% - 40% of the patients after what
appears to be a technically perfect intervention.1 Muscular cuff
narrowing and coloanal anastomotic stenosis are reported as
reasons for intestinal obstruction.2,3

We report a case of a 4-month baby who developed postopera-
tive  constipation  after  transanal  endorectal  pull-through
(TEPT)  due  to  unusual  folding  of  the  muscular  cuff,  which
narrowed the colon, which was corrected laparoscopically. The
use  of  laparoscopy  has  the  advantage  of  confirming  the
suspected diagnosis and a clear visualisation of the rectal
cuff.
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CASE REPORT

A female neonate was born at 38 weeks of gestation and was
referred to our institution due to a suspicious bowel obstruc-
tion. She did not have any bowel movements since birth and
also presented with vomiting and abdominal distention. The
patient started with stooling after rectal stimulation and saline
irrigations with a Foley probe, without any spontaneous depo-
sition.

With the prediagnosis of HD, a contrast enema was performed,
showing  a  narrowed  recto-sigmoid  colon  with  a  dilated
descending colon. At one month of age, anorectal manometry
was  done,  identifying  absence  of  the  rectoanal  inhibitory
reflex in response to rectal distension.

When the patient was 2 months old, we did the rectal biopsy,
which showed aganglionosis and the presence of hypertrophic
nerves, consistent with the diagnosis of HD.

TEPT procedure was performed at the age of 4 months. A submu-
cosal  plane  was  created  and  extended  for  six  cm,  leaving  a
muscular cuff of that length. The rectal cuff was inverted and with-
drawn from the anus. It was split along its entire length in a "V"
shape on the posterior rectal wall, reaching almost the level of
the anastomosis, and the remaining muscle coat was returned
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into  the  anal  canal.  The  entire  surgical  procedure  was  done
without any inconvenience.

Four weeks after surgery, the patient was admitted again with
complaints  of  bloating,  vomiting,  and  absence  of  stool.  A
stenotic distal colon was seen on a barium enema, therefore, an
MRI  was  performed,  which  showed  a  tight  muscular  cuff,
causing narrowing of the distal neo-rectum (Figure 1A-D). A
ring-like circumferential muscular thickness 5 cm from the anal
margin was observed on physical examination. There was no
anastomotic stricture. Mechanical dilation was attempted but
was not effective in solving the stenosis.

Figure 1: (A) Contrast enema 4 weeks after the pull-through. The line indi-
cates the increased distance between the neo-rectum and the sacrum.
(B)  Note  the  stenotic  distal  neo-rectum.  (C)  MRI  after  transanal
endorectal pull-through (TEPT). The circle in the middle is the probe
surrounded by the folded and obstructing muscular cuff. (D) Lateral view.
Note the distance between the probe and the sacrum.

When the patient was under general anesthesia, a rectal biopsy
was performed for histological evaluation, confirming that the
neorectum  was  a  normo-ganglionic  pulled-through  colon.
Then, a laparoscopic approach was made. The muscular cuff
was  rolled  down,  encircling  the  neorectum.  There  was  an
evident plane between the cuff and the colon without any adhe-
sion. The anterior rectal cuff was completely divided from the
pulled-through colon (Figure 2A-D). After surgery, no intralu-
minal stenosis was revealed on digital rectal examination.

On the 3rd day after surgery, the infant was discharged home
with proper oral intake, no signs of abdominal distention and
stooling several times per day.

Figure 2: (A, B) Laparoscopic view. The arrows indicate the muscular cuff.
(C) Beginning of laparoscopic resection. (D) The muscular cuff has been
completely divided.

One year after the surgery, the patient has a completely normal
life.

DISCUSSION

TEPT procedure has been and is still being used by many pedia-
tric  surgeons,  and  numerous  scientific  studies  have  been
published that demonstrate the feasibility of this technique.4

Although the advantages of performing the procedure transa-
nally are clear, there are some reasonable drawbacks, such as
the formation of stenosis and enterocolitis.5

In an article published in 2012, it was suggested that when
stenosis is found in the upper part of the anal canal, it can gener-
ally be expected to be the direct result of an ischemic segment.1

Now,  this  case  demonstrates  that  there  is  another  cause
besides  the  ischemic  one.  In  this  case,  as  in  another  case
published in 2006, anastomotic leakage was unlikely as the
main  cause  because  the  narrowing  was  found  above  the
coloanal anastomotic site. Neorectal biopsy demonstrated that
the pulled-through colon was normo-ganglionic, ruling out the
possibility of transitional innervation.3

The rectal cuff can cause mechanical obstruction if it is not
divided satisfactorily or if a long length of it is left in the patient.6

Many experts recommend a posterior muscular cuff´s myec-
tomy fully down to the pectinate line to prevent residual consti-
pation.2,3 On the other hand, Levitt et al. and De la Torre et al.
found that despite the division of the muscular cuff during the
first procedure, it can sometimes curl downward, narrowing the
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pulled-through colon and causing difficulty in stool passage,
with resultant intestinal obstruction predisposing the patient to
enterocolitis, as in the present case.6,7

There are several approaches which we can diagnose a tight
muscular  rectal  cuff,  such  as  digital  rectal  examination,
contrast  enema  that  would  reveal  an  increased  distance
between the neo-rectum and the sacrum and, finally, an MRI,
which may be necessary to confirm the diagnosis.2,6

Numerous  cuff-related  strictures  and  narrowings  can  be
resolved  using  repeated  dilations.  If  dilatations  are  unsuc-
cessful, the patient may require surgical correction.7

Peña et al. reviewed 21 patients with some kind of stricture or
acquired atresia of the rectum. They postulated a posterior
sagittal  approach  to  be  used  in  the  reoperation  of  these
patients.8 We think that the laparoscopic approach is the best
option because it  is  less  invasive than a sagittal  approach,
without  making  any  incision,  with  no  stitches,  and  without
touching the pulled-through colon.

In summary, we recommend a thorough split of the muscular
cuff and leaving a shorter one to minimise postoperative compli-
cations to be considered in the initial surgery. In this case, the
obstructive complication was managed safely by laparoscopic
cuff myectomy.
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