Hirschsprung’s Disease: Experience Of 145 Patients
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This is a report of our cxperience of 145 patients of Hirschsprung’s disease. In this scries the male to female ratio
was 3.83:1 . Majority (76.55%) were born to methers less than 30 years of age. Less than 12% were first born.
Fiftyfive patients prescnted with in first month of life. Thirteen patients had associated anomalies. Down’s
syndrome and umbilical hernia were the commonest associated anomalies. Progressive abdominal distension,
chrenic constipation and acute intestinal obstruction werc common presenting symptoms. No premature paticnt
was seen in this series. Majority of the patients belonged to poor sociceconomic group. In 131 patients, level of
aganglionosis was determined , with 102 (77.27%). cases of short segment disease. Out of 145 patients, only 77
patients reported for definitive operation during the study peried. In 66 cases an Endorectal pullthrough and in 11
patients Duhamel's procedure was performed. More than 70% patients were fully continent in this series with both
the procedures. Overall mortality in this series was 14.48%.
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Hirschsprung’s disease is not an uncommon cause of
constipation in children. Diagnosis. and: treatment
Hirschsprung’s disease is well established in the west but
still poscs a major problem in our country. Majority of our
population is uneducated and the knowledge of our
doctors about Hirschsprung’s discase as a major cause of
chronic constipation is also limited, These are the major
reasons for delay in diagnosis and mismanagement of
these cases.

There are many surgical procedures presently being
performed for Hirschsprung’s disease. This study
compares the results of earlier cases managed by an
Endorectal pullthrough and the results of Duhamel's
procedure performed in the later part of this study. These
arc the two most popular surgical procedures available at
present 2. The clinical significance and relative
importance of different clinical factors have also been
cvaluated critically.

Materials and Methods:

A prospective study was started at Mayo Hospital
(Jan. 1988 to Dec. 1992), The Services hospital (Jan. 1996
to Oct. 1997) and The Children’s Hospital Lahore (Jan.
1997 to Dec. 1997). Detailed history was taken in the
patients who presented with symptoms suggestive of
Hirschsprung’s disease. A plain X-ray of the abdomen and
barium enema were the main diagnostic modalities. The
diagnosis of Hirschsprung’s disease was made only if
aganglionosis was confirmed on histopathology of a full
thickness recial biopsy taken 2 cm above the dentate line.
Some cases were diagnosed at laparotomy for intestinal
obstruction and confirmed by serial segmental biopsies.
Enterostomy was created at the most distal normally
ganglionic bowel in the dilated part above the transitional
area or cone. Post operatively the patients were reviewed
monthly at follow-up. Every patient was offered the
definitive procedure at a minimum of 6 months after
colostomy/ileostomy or at the age of six months or older if
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colostomy was.done in the nconatal age. A regular follow
up after every month was carried out to notc the
complications and results of the operation.

The continence of the patients was assessed by a
quantitative method which is based on the suggestions of
Soper and Figuera (1971)* and Templeton and Diteshein
(1984)°. A score of 4-5 is considered good, 2-3 is fair and
a score of less than 1.5 is poor. A

Results:

During the study period a total of 145 paticnts wcre
diagnosed as suffering from Hirschsprung’s disease. In a
total of 145 cases, 115 were male and 30 were females
giving M:F ratio of 3.83:1.

Only one patient had family history of
Hirschsprung's disease, some had history suggestive of
the disease in their family. Out of these 145 patients, 49
were product of a consanguineous marriage, 29 parcnts
were 2™ cousins , whereas sixty nine parents were
unrelated (Table 1).

Table 1. consanguinity of parents: (n = 145)

Relation n= Yeage

First cousin 49 33.79%
Related bt not first cousins 27 18.62%
Unrelated 69 47.58%

We also noted the maternal age at the time of birth of
these patients .Majority of the paticnts [76.55% ) were
born to mothers less than 30 years of age and one paticnt
was born after 40 years (Table 2).

Majority of our patients(70%) were breast fed. More
than 70% of our patients belonged to poor socioeconomic
group.(Table 3)

In our series 13 (8.96%) paticnts had associated
anomalies. Down's syndrome and umbilical hernia were
the dominant associated anomalies seen in.(Table 4).



Table 2.atemal ape at birth of patients:(n = 145)
No Age of mother No of patients %age

1 .<20 years 15 10.34%
2 20-25 years 55 37.93

3 25-30 years 41 28.27%
4 30-40 years 33 22.75%
5 > 40 years 01 0.69%
Total 145 100

Table 3: Socioeconomic status of parents: (n = 145)

Eaming n= Yeage
<2000Rs 46 31.72%
2000-5000Rs 78 53.79%
5000-10000Rs 12 8.27%
> 10000Rs 9 6.20%

Table 4: Associated anomalies:(n = 145)

Anomaly No of patients Y%eage

TEV 02 1.38%
Umblical hemia 03 2.07%
Down's syndrome 04 2.75%
Inguinal hemia 02 1.38%
Hydrocephalus 01 0.69%
Malrotation of Gut 01 0.69%
Total 13 8.96%

Majority of the patients (38%) presented before the age of
1 month and 51% with in the first year of lifc. The early
presentation dominated in the late years. The oldest
paticnts in our scries presented at the age of 11 and 13
years respeclively(Table 5).

Table 5:age at time of presentation:(n = 145

L Age No of patients Ybage
<1 month 55 37.93%
1 month-1year 19 13.00%
1-5 years 47 32.40%
5-10 years 24 16.55%
>10 years 02 1.38%
Total 145 99.98%

Time lapse between appearance of symptoms and
presentation is reflected in (Table 6).

Table 6: Time lapse between appearance of symptoms and
presentation:(n=145)

Duration n= “oage
< | month 55 37.93
1 meonth to 1year 48 33.10
1-4 years 34 23.34
>4 years 08 5.52

The most common presenting symploms wWere progressive
abdominal distension (71), chronic constipation(55), acute
intestinal obstruction(49), Vomiting(46) and fecal soiling
due to overflow incontinence(16). History of delayed
passage of meconium was present in 47.58% of the
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patients. Hirschsprung’s associated enterocolitis (HAEC;)
manifested by diarrhea, fever, abdominal distension and
prostration was seen in 5 patients in this serics.(Table 7)

Table 7: Presenting complaints(n = 145)

Presenting complaints n= “oage

Chronic constipation 55 37.93%
Acute intestinal obstruction 49 33.79%
Vomiting 46 31.712%
Progressive abdominal distension 71 48.96%
Loss of appetite and failure to grow 36 24.83%
Delayed passage of meconium 69 47.58%

Enterocolitis (fever, abdommal distension, 05 3.45%=
diarrhea and prostration) ¢

Fecal soiling 16 11.34%

Level of enterostomy:

Total 131 patients agreed for laparotomy/colostomy .
Transverse colostomies were performed in the carly period
in 42 patients. Subsequently pelvic end colostomics werc
performed in 74 patients, Cecostomy in onc paticnt and
Ilcostomy was performed in 11 paticnts suffering from
total colonic aganglionosis and skip Icsion .

Extent of aganglionosis:

The upper level of aganglionosis was asscssed by naked
eyc appearancc  at laparotomy and confirmed by
segmental histopathology. It was noted in 132 paticnts. In
102 paticnts, it was present at the level of rectum or
rectoscgmoid and 7% had total colonic aganglionosis
(TCA) with or without ileal involvement. The very rare
variety of skip lesion was scen in 2 patients in our serics.
One paticnt had ultra short scgment discase, hc was
relieved of symptoms with rectal biopsy and myectomy.

Pulithrough operations:

A tolal of 77 patients reporied for definitive opcration
during the study period. Out of these in 56 patients
Boley's modification of Soave’s operation was performed.
These also include three patients of total colonic
aganglionosis who were treated with ilcoanal Endorectal
pullthrough and two patients necediing a repeat
pullthrough. In 10 paticnts original Soave’s operation was
performed. In eleven patients Duhamel’s proccdurc was
performed.

Complications and mortality:

131 patients had an initial laparotomy/ entcrostomy.
Major complications encountered afier laparotomy and
colostomy were burst abdomen(4), paracolostomy
cvisceration(5), skin excoriation(28) and recurrent
prolapse of stoma(30) . All paticnts with TCA suffered
from diarrhea and fluid and electrolytc imbalances and 6
of 9 paticnts died before definitive surgery. Seven patients
developed septicemia and 6 of them died. Two paticnts
died in the early post operative period duc to major
transfusion reaction and the other one from pneumonia.
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There was one death duc to complications of anaesthesia
during induction..

:Perianal skin excorriation(15), burst abdomen® and
wound infection12 were the early complications scen with
Endorectal pullthrough. Mucosal prolapse was seen in two
paticnts. In one patient bleeding from the stump occurred
and needed cautry. The early complications encountered
with Duhamel's proccdure were wound infection',
perianal skin excorriation’ and bleeding from the spur

which was rclicved with cauterization in onc
paticnt.[Table 8) i
Table 8:Compleations of pullthrough: (n = 77)
Complications Endorectal Duhamel's  procedure
procedure n=11
n=66 '
EARLY v %age n= %
Wound infection 12 1818 01 9.09
Burst abdomen 04 6.06 00
Mucosal prolapse 02 3.03 00
Perianal skin excorriation s 272 02 18.18
Bleeding from stump/ spur 01 1.51 01 9.90
Stitch abscess 01 1.51 00 0.0
LATE 0.0
Anal stenosis & constipation 15 2272 00 0.0
Constriction ring 10 1515 00 0.0
Adhesion obstruction 02 30 01 9.90%
Enterocolitis 02 303 00 0.0
Fexal fistula 01 1.51 00 0.0
Recurrence of symptoms 02 3.03 00 0.0

Anal stcnosis(15), and constriction ring formation(10)
were the common late complications seen with Endorectal
pullthrough. Anal stenosis rcsponded to anal dilatation
whercas a constriction ring nceded surgical division.
Postoperative enterocolitis was seen in two patients with
Endorectal pullthrough with 100% mortality, they had
presented late and parents of one of them refused
trcatment. Another patient developed an absccss on the
right buttock 3 months afier ERPT which was drained by
a doctor at a DHQ hospital, with unexplained death after
onc weck.. Adhesion obstruction developed in three
paticnts, two with ERPT and onc with Duhamel’s
procedurc. First two patients responded to conscrvative
measures while the third patient managed with Duhamel's
procedure, prescented late at a DHQ hospital and was
operaled there but did not survive.

Continence:

The follow up ranges from 4 months to 7 years. In case of
ERPT 76.19% of cases werc fully continent while 10 %
had a fair control over defecation. Only 5 paticnts
(7.93%) had poor control over defecation and are declared
as incontinent.

With Duhamel's procedure 70% of the patients are
fully continent while 20% had fair control over defecation.
Only one paticnt (10%) has a poor control with a follow-
up of only 6 months.[Table 9)
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Table 9: Continence score:

Qualny of Endoredal pullthrough  Duhamel's pullthrough
continence n=63 n=10
Number Yoage Number  %age
Fully continent 48 76.19 07 70
Fairly continent 10 15.87 02 20
Incontinent 05 793 01 10
Discussion:

The exact incidence of Hirschsprung’s disease for various
reasson cannot be calculated in our unit. The incidence
teported in the litcrature is 1/5000 live birth*,

Age at the time of diagnosis has an important
bearing on the prognosis of the diseasc, with dclay in
diagnosis , the chances of HAEC are incrcascd many
fold’. The patients of Hirschsprung’s discase may present
at any age. Majority of our patients presented in the
neonatal age with acute intestinal obstruction, which is
rather a less uncommon presentation of the discasc. In
this series two patients prescnted at the age of 11 and 13
years. There is on average a lapse of one year between the
onset of symptoms and presentation in hospital. Usually
the parents seek treatment from other sources during this
period.

Patients usually present with chronic constipation,
abdominal distension and failure to thrive. In this scgies
loss of appetite and failure to thrive were encountecred in
24.83% of patients. Acute intestinal obstruction was
predominantly seen in patients below onc month of age .
History of delayed passage of meconium was present in
53%0f1hecasesasopgosedlo 86 to 94 % of the cascs in
contemporary reports.*

The overall male to female ratio has been gencrally
reported as ranging from 3:1 to 5:1'®. In our scrics the
ratio was comparable to other scrics. The incidence of
family history is gencrally reported to be 3.2 107%">'% in
deferent series The familial incidence was not promincnt
in this series.

Majority of parcnis were first cousins as is the
prevalent custom in Pakistan... Schiller et al (1990)
reported a very high incidence of long segment discase

(95%) and familial Hirschsprung’s discase(27%) in the

offspring of consanguineous parents’. In this scries no
increased incidence of long segment or familial
Hirschsprung's disecase was noted in those paticnts who
had related parents. This finding correlatcs well with that
of Ahmad'’.

It is rcported that 5-21% of the paticnts of
Hirschsprung’s disease suffer from associated
anomalics''. In our scries 13 (8.96%) had associated
anomalies. Down’s syndrome and umbilical hernia werc
dominant associated anomalics seen in our paticnts.
Maternal age does not appear to be a causative factor in
this disease. It is also reflected in our serics, as majority of
the children were born to mothers between 20--30 years
of age.

The order of birth became imporiant after the work
of Ryan et al'* In our serics rarely the paticnts were first



born. This fact may have some significance regarding

some immunologicall ly mediated mechanism in the

etiology of this discase'”. :

Majority of the patient(?O%) in our series were
breast fed. There is some evidence that breast feeding
protects against HAEC'®, probably accounting for low
incidence of preoperative enterocolitis in our patients.

In early part of study we usually performed
transverse loop colostomies but due to high incidence of
fecoloma formation and prolapse of distal leop, we
shifted to - divided pelvic colostomy. Colostomy is
performed at the distal most ganglionic bowel to preserve
the maximum length of normal colon.

Short segment disease has the highest incidence in
our series [77.27%), this is compamble to the reporls m
the literature, which is 64 to -80% in different series™
Total colonic aganglionosis with or without ileal
involvement was seen in 9 (6.81%) cases, which is
slightly higher than the reported figures™''.

There are three commonly used definitive surgical
procedures with many modifications for Hirschsprung’s
discase .The basic aim is to bring the healthy normally
ganglionic colon down to the anus rectum just above the
dentate line.

These are:

1. Swenson’s rectsigmoidectomy with coloanal
anastomosis described by Swenson in 1948'*,

2. :Dubamel’s retrorectal pullthrough described in
1964'°. Martin modified the procedure by performing
both upper and lower anastomosxs to eliminate the
spur and blind rectal pouch'®.

3. The Endorectal Pu]lthrcugh was first described by
Soave in 1964'".In original Soave’s procedure
normally ganglionic colon is pulled through the
seromuscular tube after mucosa has been stripped
from the rectum. A 5 to 10 cm colonic stump is left
out of the anus which is resected later on. Boley
modified the procedure by performing primary
anas(omos1s at the dentate line thus avoiding the third
stage'®.

Swenson believed that the results of definitive surgery

depend more on the personal experience rather than the

actual procedure.

“Resection of aganglionic colon ... is a difficult

operation. Yet if a well trained surgeon has an

opportunity fo observe the technical details of the
operatron and then perseveres, good results can be
obtained”’

There are however inherant weaknessess and
strengths of different procedures. Duhamel’s procedure
and ERPT need either minimal or no pelvic dissection
respectively as opposed to Swenson’s procedure which
needs extensive pelvic dissection and can result in damage
to pelvic nerves. Duhamel's and ERPT are widely
accepted and practiced throughout the world.
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Conclusions.

We have noted that the patients acceptability of
Duhamel’s procedure is superior as we perform the
operation in two rather than three stages, the dcfinite
procedure beiing performed under caecostomy cover
rather than a covering colostomy, which docs not need
formal closure. Moreover continanace is achieved almost
instantaneously in most patients. There are no
complication of anal stenosis and costriction ring. In our
opinion Duhamel is superior method of treatment of
Hirschssprung’s disease.
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