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Case Report

Association of Hirschsprung’s disease and Ladd’s band in a newborn

Associação de doença de Hirschsprung e brida de Ladd em um neonato
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ABSTRACT: Introduction: Hirschsprung’s disease, also known 
as congenital megacolon, presents alterations in the distal enteric 
innervation. During the neonatal period, it presents through the 
classical triad of vomiting, abdominal distension and delayed 
meconium elimination. Objective: To describe clinical case of 
a male patient diagnosed with congenital megacolon, whose 
initial presentation was neonatal intestinal obstruction attributed 
to congenital adhesion bands and intestinal malrotation and 
Hirschsprung’s disease. Comments: Although it is a congenital 
disease, the diagnosis does not always occur during the neonatal 
period and should be considered in the diagnostic reasoning of 
older patients with a history of constipation refractory to treatment. 
Approximately 20% of children have negative outcomes on the 
postoperative course, with constipation being the most common 
complaint, tending to improve over the years. No association was 
found in the literature with congenital band, intestinal malrotation 
and Hirschsprung’s disease. 

Keywords: Hirschsprung disease; Congenital abnormalities; 
Constipation; Intestinal obstruction.

RESUMO: Introdução: A doença de Hirschsprung, também 
conhecida como megacólon congênito, apresenta alterações na 
inervação entérica distal. Durante o período neonatal, apresenta-
se através da tríade clássica de vômitos, distensão abdominal e 
atraso na eliminação meconial. Objetivo: Descrever quadro clínico 
de paciente do sexo masculino diagnosticado com megacólon 
congênito, brida congênita e má rotação intestinal. Comentário: 
Embora seja uma doença congênita, nem sempre o diagnóstico 
ocorre durante o período neonatal, devendo ser cogitada no 
raciocínio diagnóstico de pacientes mais velhos com história de 
constipação refratária ao tratamento. Aproximadamente 20% das 
crianças tem evolução pós-cirúrgica ruim, sendo a constipação a 
queixa mais comum, tendendo a melhorar com o passar dos anos. 
Não foi encontrado na literatura a associação de bridas congênitas, 
má rotação intestinal e doença de Hirschsprung. 

Palavras-chave: Doença de Hirschsprung; Anormalidades 
congênitas; Constipação intestinal; Obstrução intestinal.
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INTRODUCTION

Hirschsprung’s disease, also known as congenital 
megacolon or intestinal aganglionosis, presents 

as alterations in the distal enteric innervation, characterized 
by the absence of ganglion cells in the submucosal and 
muscular layers¹, generally affecting the rectosigmoid 
region². The incidence varies from 1.5 to 2.8 per 10,000 
births³, with a predominance in males and may be associated 
with genetic syndromes and congenital anomalies³,4.

During the neonatal period, it is presented as the 
classic triad of vomiting, abdominal distension and delayed 
meconium elimination5, due to mechanical obstruction 
caused by the difficulty of relaxation during peristalsis6.

The gold standard diagnostic test is colon biopsy, 
which can be performed by suction or surgery, to acquire 
a sample of mucosal muscle tissue. The tissue removed is 
preferably evaluated by the acetylcholinesterase method, 
which has a specificity of 100% and a sensitivity of 91%7.

Anorectal manometry can be performed to assess 
the rectoanal inhibitory reflex8 and radiological assessment 
of colonic transit with radiopaque markers and barium 
contrast enema, to assess the motor function of the colon 
and rectum and also the presence of the transition zone 
between area with ganglion cells and the area with absent 
ganglion cells9. Treatment consists of resection of the 
aganglionic segment10.

Congenital adhesion bands, also known as Ladd’s 
bands, are a rare condition, specific to childhood and 
a consequence of intestinal malrotation, which have 
symptoms of intestinal obstruction.

The present report illustrates a case of congenital 

megacolon in an infant, with an initial presentation of 
neonatal intestinal obstruction attributed to congenital 
adhesion bands and intestinal malrotation that evolved with 
constipation, triggering a new investigation and diagnostic 
elucidation of Hirschsprung’s disease.

CASE REPORT

Preterm newborn 32 weeks and 5 days, eutocyte, 
male, child of a lupus mother, with increased neonatal 
infectious risk due to premature rupture of membranes. 
The patient evolved without meconium elimination and 
multiple episodes of vomiting on the first day of life. A 
radiological evaluation was performed, which showed 
intestinal dilatation and absence of gas in the rectal ampulla, 
being diagnosed with intestinal obstruction. At three days 
of age, he was submitted to exploratory laparotomy, and 
the congenital bands were identified and resected (Ladd’s 
bands) and the intestinal malrotation found was undone. 
The histological analysis of the surgical specimen was 
negative for aganglionic megacolon.

At ten days of age, the patient developed a new 
intestinal obstruction due to adhesions, and a double-
mouth jejunostomy was performed. The patient had a 
satisfactory initial evolution, however, with evacuations 
only with rectal stimulation, three days after the surgery. 
During investigation of the condition, a barium enema was 
performed, which showed persistence of contrast material 
in the colon and distention of the left hemicolon even 
24 hours after contrast administration through the distal 
jejunostomy (Figure 1). Reconstruction of the intestinal 
transit was performed 20 days later, evolving without 
intercurrences in the immediate postoperative period.

Figure 1: Sequence of evaluation of contrast emission: 1) fifteen hours after infusion; 2) one day after infusion; 3) three days after 
infusion; 4) eight days after infusion; 5) thirteen days after infusion

At eight months of age, a rectal biopsy was 
performed by laparotomy, which showed the absence of 
ganglion cells in the myenteric plexuses, corroborating the 
diagnosis of Hirschsprung’s disease (Figure 2A).

At one year of life, colostomy and colonic biopsy 
were scheduled, however, the patient evolved with 

ventilatory and hemodynamic decompensation in the 
initial perioperative period, and only the sigmoid loop 
colostomy was performed. After four months, he evolved 
with a new condition of obstructive acute abdomen, 
performed a new exploratory laparotomy with the finding 
of adhesions and suffering of intestinal loops. The surgical 
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team opted for a 25 cm jejunal enterectomy and end-to-
end enteroanastomosis. Rectosigmoid junction biopsy 
confirmed a diagnosis of Hirschsprung’s disease (Figures 

2B and 2C). Reconstruction of the intestinal transit was 
performed at two years and one month of age.

Figure 2: A) Photomicrograph of histological section of the rectum with absence of ganglion cells. (Hematoxylin – eosin staining, A – 
high magnification); B) Photomicrograph of histological section of rectosigmoid with absence of ganglion cells. (Hematoxylin – eosin 
staining, medium magnification); C) Photomicrograph of histological section of a jejunum segment with the presence of ganglion cells 
in the myenteric plexus (Hematoxylin-eosin staining, high magnification)

DISCUSSION

Congenital megacolon has an acute abdomen 
neonatal presentation13. With the primary diagnosis of 
intestinal obstruction, differential diagnoses in that age 
group should be considered; of mechanical etiology such 
as intestinal atresias, rotation vices, stenosis, congenital 
bands and also other functional causes such as meconium 
ileus, left colon syndrome and meconium plug syndrome14.

It is noteworthy that congenital bands are of 
embryological origin11 and can occur in intestinal rotation 
anomalies, causing inadequate fixation of the intestine 
to the abdominal wall12. Intestinal malrotation affects 1 
in 500 live births12, with 5% of those affected having 
intestinal obstruction produced by the bands15. Urgent 
surgery is the treatment of choice, given the risk of 
intestinal necrosis12. In the present report, laparotomy was 
diagnostic and therapeutic and the patient still presented 
typical complications such as adhesions and perforation, 
requiring new approaches and jejunostomy construction.

The clinical evolution of constipation in 
Hirschsprung’s disease after the neonatal period was seen 
in a retrospective study of a Korean hospital, affecting 
68.7% of patients16 and in a Brazilian study, 73.6%11. On 
the other hand, abdominal distension in 64.2% and 83%, 
respectively11,16.

The diagnostic investigation of the patient with 
constipation that was refractory to conventional treatment 
was followed by a barium enema, which showed irregular 
contractions and colonic dilatation (Figure 1).

According to the literature, the test has a sensitivity 
of around 80% and a specificity of up to 100%4. Rectal 

biopsy is the gold standard technique for diagnosis, and 
demonstrates the absence of ganglion cells and an increase 
in unmyelinated cholinergic nerve fibers in the submucosa 
and between the muscle layers.4

In our case, barium enema was the driver for the 
need for rectal biopsy, which confirmed the diagnosis of 
Hirschsprung’s disease.

The most commonly used surgical technique is 
the modified Duhamel technique, but the basic principle 
involves resection of the affected colonic segment 
with anastomosis between the healthy intestine and the 
anus, aiming to maintain sphincter function. In severely 
affected patients, an initial colostomy bag with subsequent 
colorectal anastomosis may be necessary10.

Approximately 20% of children have a poor post-
surgical course17, with constipation being the most common 
complaint, tending to improve over the years18. Another 
common complication is fecal incontinence, which affects 
15 to 85% of treated children, affecting the patients’ quality 
of life by decreasing self-esteem and socialization19.

CONCLUSION

This  case  i l lus t ra tes  the  importance of 
reviewing previous diagnoses and emphasizes the 
need for neonatologists, surgeons, pediatricians and 
pediatric gastroenterologists to know the presentations 
of Hirschsprung’s disease according to age group, 
aiming at early diagnosis and treatment. Although it is 
a congenital disease, the diagnosis is not always made 
during the neonatal period, and it should be considered 
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in the diagnostic reasoning of older patients with a 
history of constipation that is refractory to treatment. No 

association of congenital bands, intestinal malrotation and 
Hirschsprung’s disease was found in the literature.
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