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Case Report

MEGACYSTIS-MICROCOLON-INTESTINAL
HYPOPERISTALSIS SYNDROME

- report of a very rare pathology in a neonate

Haq A1,  Akhter N2,  Nusrat3 & Abbasi Z4

ABSTRACT
We are reporting a baby who presented with features of neonatal intestinal obstruction, with an x-ray
picture suggestive of hold up at the duodenal level. On laparotomy he had malrotation of the gut which
was corrected. He also had a dilated urinary bladder, which later on was treated with vasicostomy. The
baby did not move his bowel inspite of no mechanical obstruction and even bypass procedure
(gastrojejunostomy). She had all the features of Megacystis-Microcolon-Intestinal Hypoperistalsis
Syndrome (MMIHS).
MMIHS (also called hollow viscus myopathy) is a neonatal condition causing a severe form of pseudo
(functional) intestinal obstruction. This is an autosomal recessive disorder more common in females.
The various components of the syndrome are dilated urinary bladder, decreased motility of the gut,
microcolon, intestinal malrotation and lax abdominal musculature. All these components of the syn-
drome were found in our case.
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INTRODUCTION

M e g a c y s t i s - m i c r o c o l o n - i n t e s t i n a l
hypoperistalsis syndrome is a functional intes-
tinal obstruction of neonates and infants char-

acterized by decreased motility of the gut, mi-
crocolon, megacystis (enormously dilated uri-
nary bladder). It is also called hollow visceral
myopathy. Other components are malrotation
of the gut and lax abdominal wall. The condi-
tion is more common in female babies.

CASE REPORT

A 3 days old female baby presented with bil-
ious vomiting, non-passage of meconium and
upper abdominal distension since birth. On
examination the baby was otherwise normal
and maintaining her vitals. There was fullness
in the epigastrium.

On rectal examination the anal canal was
found patent with no evidence of meconium.
X-ray abdomen showed a double bubble sign
with the rest of the abdomen found gasless
suggestive of duodenal obstruction. On explo-
ration she was found to have intestinal malro-
tation with bands of Ladd’s. The distal patency



of the gut was confirmed by instilling saline.
Urinary bladder was found enormously dis-
tended. A Ladd’s procedure was performed
correcting malrotation and a small feeding tube
was left in the bladder for decompression. Af-
ter the procedure she did not pass stools even
after 7 days. Postoperative x-rays showed an
enormously distended stomach with no evi-
dence of gas in the rest of the abdomen. Mic-
turating cystourethrogram showed a dilated
bladder with no evidence of bladder outlet ob-
struction. Barium enema showed microcolon.
The patient was re explored on the 7th postop-
erative day. A hugely dilated stomach was
found with no mechanical obstruction as con-
firmed by instilling air into the gut. The uri-
nary bladder was again found very much dis-
tended. Once again she did not pass any stools
after another 7 days. X-ray showed a dilated
stomach shadow with no gas lower down. So
a third laparotomy was performed. There was
some adhesive obstruction that was corrected
by dividing the adhesions. Patient did not pass
stools even after a fortnight of previous explo-
ration. Repeat x-ray showed again a gasless
abdomen with enormously dilated stomach
shadow. So the baby was explored for the 4th

time. Again no mechanical obstruction was
found and a gastrojejunostomy was performed
as a bypass procedure. And vasicostomy was
done to divert the urine because there was per-
sistent megacystis. Specimens taken from the
stomach and the jejunum for histopathology
showed evidence of ischemia. Ganglion cells
pattern was found normal. Total parenteral
nutrition could not be administered due to lack
of facility and the baby died on the 40th day of
life.

DISCUSSION

M e g a c y s t i s - M i c r o c o l o n - I n t e s t i n a l
Hypoperistalsis Syndrome (MMIHS) was first
described by Berdon et al in 19761. Also called
as hollow visceral myopathy2, it affects female
babies more often than males (4:1)3. The pat-
tern of inheritance is autosomal recessive. It is
a rare congenital condition causing severe
form of functional intestinal obstruction in the

newborn.  MMIHS is characterized by abdomi-
nal distension due to distended but non-ob-
structed urinary bladder, microcolon, de-
creased or absent intestinal peristalsis and
malrotation of gut.4

Although more than 100 cases have been re-
ported in the literature, the etiology of this syn-
drome is not yet fully understood.5

The characteristic feature of MMIHS is
hypoperistalsis in the presence of ganglion cells.
In one study it has been proposed that perhaps
the initial event in the pathogenesis of MMIHS
is an intramural inflammatory process that
affects the gastrointestinal and urinary tracts.
This leads to extensive fibrosis, which destroys
the intestinal neural network, producing
hypoperistalsis. The same process causes neu-
romuscular incoordination in the bladder wall,
resulting in irregular bladder contractions
against a “closed sphincter” leading to blad-
der distension (megacystis). The enlarged blad-
der then interferes with the rotation of the in-
testine causing malrotation.6

It has also been observed that marked reduc-
tion of contractile and cytoskeleton proteins in
Smooth Muscle Cells combined with reduced
expression of intramuscular interstitial cells of
Cajal in the gut may be responsible for the
motility dysfunction in MMIHS.7 Detailed histo-
immuno- and ultrastructural pathology assess-
ment has revealed neuronal dysplastic changes
associated with increased laminin and
fibronectin.8

Due to severe motility disorder of the gut
there is absence of stool in the colon. Surgical
bypass procedures for the intestine are usually
not effective but the associated megacystis usu-
ally responds to drainage procedures.9 The
mortality is reported 87% and those who sur-
vive are dependent upon parenteral nutrition.10

Our patient was also a female baby who pre-
sented in the early neonatal age with symp-
toms of intestinal obstruction. She had all the
components of the syndrome along with mal-
rotation of the gut. On first exploration the
malrotation was corrected with the hope that
all is well. As the baby did not pass stools, sec-
ond and later on third exploration was done
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with the idea to divide any adhesions that
caused gut obstruction. The fourth exploration
was done to do a bypass procedure as the di-
lated stomach persisted. When even the bypass
procedure did not work we got alarmed that
perhaps we are dealing with some severe func-
tional obstruction. We went into the literature
and found all the components of the syndrome
were present in this patient.

There was megacystis, which responded to
drainage operation. There was severe hypomo-
tility, which even did not respond to bypass
procedure. There was microcolon. Stools were
never found in the colon inspite of no mechani-
cal obstruction. The final diagnosis in our case
was delayed but even with early diagnosis sur-
gery has little role. The condition is generally
fatal with a high mortality, no matter what
treatment is offered.4,10 Total parenteral nutri-
tion does give some hope and children have
been seen getting better with TPN and living
up to 11 years of age8 but the overall mortality
is very high.10 Though we have no facility of
total parenteral nutrition for the newborns but
we did administer partial parenteral nutrition.
Our patient succumbed at the 40th day of life.
She had lost most of her body fat and died be-
cause of overwhelming sepsis.
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