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Introduction

Megacystis- microcolon -intestinal hypoperistalsis syndrome(MMIHS) also called as BERDON SYNDROME is a rare

congenital disease characterized by massive abdominal distension caused by a largely dilated non-obstructed urinary bladder,

microcolon and decreased or absent intestinal peristalsis. It poses a diagnostic and therapeutic challenge to the surgeon. It the

most severe form of functional intestinal obstruction in the newborn. Most patients with MMIHS are not able to void

spontaneously. Long term prognosis is bad. We report you this rarity with a review of various aspect of disease.
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Case report:

A near term (36 weeks)Female child born through
LSCS delivery to Gravida three surrogate mother in
view of polyhydominos. Pre natal USG was
suggestive of MMIHS which shows enlarged bladder,
polyhydraminos with macrosomia. On examination,
baby had large abdomen which was hypotonic and
bowel sound was sluggish. Baby passed urine after

decompression

8.29 cm
Sulg. om

Large fetal bladder seen on a longitudinal view of
abdominal ultrasound
A plain X RAY abdomen shows gas filled distension
of bowel loops.USG KUB shows severe dilatation of

pelvicalyceal system (severe hydronephrosis) with

thinning of renal parenchyma and bladder is grossly
dilated. It is causing displacement of abdominal
viscera. No other abnormality noted in 2D ECHO and
NSG.

Patient was kept NBM and IV fluids were started. As
the baby was not passing urine, cathetherisation was
done. To rule out other anomaly barium enema was
done which shows normal passage of barium in
retrograde direction upto splenic flexure with luminal
caliber is significant narrowing throughout. No
stricture and rectum appears to be extremely narrow.
Nephrologist opinon was taken and fluid

management was done as per the advice.

A contrast enema showing microcolon in an MMIHS
patient.
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On 5" day of life baby underwent exploratory
laparotomy with ileostomy and a vesiculostomy.
Megacystis and microcolon were the two most
frequent finding at surgery. Malrotation was found,
which was corrected. Vesiculostomy was done
decompress the urinary tract and to preserve renal
function as creatinine values where on the higher
before the surgery.

Child tolerated the procedure well, and there was no
post operative complication. Child was kept on total
parental nutrition and was the discharged against
medical advice. As parents were from Australia baby
was taken there. Bad prognosis was explained to
them. Baby was discharged with continuous RT
aspirates, IV fluids, suprapubic catheter draining
urine.

Discussion

There are more the 200 cases reported till now. The
review presented here is done in the aim of drawing
positive conclusion on the basis of various facts
scattered in the report. Etiology is not understood. No
firm report is there to attribute any particular factors.
Some authors have mentioned regarding the genetic,
neurogenic, myogenic and hormonal origin however
the etiology of this syndrome remains unclear.

Dr Puri and coworkers showed, in 1983, vacular
degenerative changes in the smooth muscle cells
(SMCs) with abundant connective tissue between
muscle cells in the bowel and bladder of patients with

MMIHS and suggested that a degenerative disease of

References:

smooth muscle cells could be the cause of this
syndrome. Several subsequent

reports have confirmed evidence of intestinal
myopathy in MMIHS Female are recognized more
than the male and autosomal recessive pattern has
been recognized.

Reported familial occurrence of the disease in 2 or 3
sibling. Consanguinity is reported.

Prenatal diagnosis of MMIHS is mostly based on
fetal ultrasound, revealing enlarged urinary bladder
and hydronephrosis. Recent reports have proposed
prenatal magnetic resonance imaging (MRI) in
combination with analysis of enzymatic changes to
contribute to prenatal diagnosis of MMIHS. The
enlarged bladder can be observed from the second
trimester and polyhydramnios from the third.

There is no curative treatment for MMIHS. Various
surgical interventions including  gastrostomy,
jejunostomy and vesicostomy have been reported and
have been generally unsuccessful in most patients.
Several multivisceral transplantations have also been
reported. In the majority of patients total parenteral
nutrition is required. Survival in MMIHS seems to
have improved, thanks to more specialized care,
innovations in parenteral nutrition, and introduction
of multivisceral transplantation. However, prognosis
and life expectancy of this generally fatal disease
remains poor. Death is mainly caused by sepsis,
malnutrition or multiple organ failure.

The longest survival noted was 7 years and required

25 separate central venous catheter insertion.
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