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CASE REPORT

Introduction: 
Edwards syndrome (trisomy18) is the 
second most common multiple malformation 
syndrome with incidence of approximately 1 
in 3000 live births. Th is is usually a life limiting 
condition with  In the fi rst few weeks to months 
of life, although there are case reports of babies 
surviving in to early childhood.

Major causes of death include  apnea  and 
heart abnormalities. Half of the infants with 
this condition do not survive beyond the fi rst 
week of life.1.  Th e  median  lifespan is fi ve to 15 
days.2,3.  About 8% of infants survive longer 
than 1 year.4 One percent of children live to age 
10, typically in less severe cases of the mosaic 
Edwards syndrome.5

Infants with Edward’s syndrome can experience 
constipation caused by poor abdominal muscle 
tone, something that can be a life-long problem. 
Th e results can be discomfort, fretfulness, and 
feeding issues. Special milk formulas, anti-gas 
medications, laxatives, stool soft eners, as well as 
suppositories are potential treatments a doctor 
may recommend. Th e longest long term survival 

that has been reported till today is up to age 
27 years old. Severe psychomotor and growth 
retardation are invariably present in those who 
survive beyond infancy . Edwards syndrome 
was considered to be a contraindication for 
major surgery. Th is case is unusual in that, the 
diagnosis is challenging,and the management is 
surgical,and a prolonged  postoperative care is 
necessary.

Case report:
Ten year old male child presented to emergency 
with gross abdominal distension of Two days 
duration, vomiting,and not passing motion. 
He is known case of Edwards syndrome 
(trisomy 18), under follow up by pediatrician..
on examination he is dysmorphic, delayed 
developmental milestones, and kyphoscoliosis 
present. He is bed ridden, history was elicited 
from parents as he couldn’t communicate. He 
was admitt ed for a similar complaint one year 
ago and was managed with enemas and was 
relieved of distension..Patient is conscious 
oriented, weighed 12kgs, and not accepting  
feeds. He is grossly dehydrated, and vitals are 
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pulse96/minute,BP100/60mm ,spo2 100%, 
serum potassium 2.5mmol.He looked ill, and 
gross distension of the abdomen was noted, 
bowel sounds present, and active. Rectal 
examination no fecal matt er noted, and no 
gas escaped. Plain x ray abdomen supine, has 
revealed uniform distribution of gas throughout 
the abdomen. He was admitt ed to pediatric ward 
with a diagnosis of  intestinal obstruction. A ct 
scan with rectal contrast   was performed, the 
study has revealed that the dye has passed up to 
splenic fl exure freely, beyond this the dye hasn’t 
progressed.. Hence a diagnosis of large bowel 
obstruction was made and was taken up for 
Surgery. Laparotomy was performed through a 
lower abdominal transverse incision. Th e entire 
Small bowel and caecum were grossly distended, 
volvulus of the transverse colon(180 degree 
Clockwise rotation)was noted. Derotation of 
the volvulus was done, and decompression was 
achieved by passing a long fl atus tube.   Bowel is 
viable and fi xation was

done at hepatic  and splenic fl exures and at 
sigmoid mesentery. Abdomen was closed and 
the child was returned to icu  kept on ventilator. 
Rectal tube was removed on the 2nd post 
operative day,as the distension has regressed 
and child started Passing motion freely.he was 
stated on  nasogastric  feeds on 3rd post  day, and 
the feeds were increased Gradually.  Multiple 
att empts were made to wean him off  from the 
ventilator, but he couldn’t  tolerate Ultimately 
he was extubated on 24th post operative day, and 
was shift ed to pediatric ward and kept under 

observation. He was discharged home aft er he 
started tolerating oral feeds, the wound healed 
well. He was reviewed in outpatient aft er one 
month and is doing well.

Discussion:
Intestinal volvulus is a broad term that describes 
the torsion of bowel around itsmesentery.. 
Transverse colon volvulus (TCV) was fi rst de-
scribed by Kallio6 in 1932

TCV in children is a rare entity7 and, including 
our patient, we have found 40 cases reported 
in the worldwide literature. Large bowel vol-
vulus (LBV) is less common in children than 
in adults and seems to be particularly rare in 
children younger than 10 years of age.8.  Fur-
thermore, TCV represents only 1.5% of LBV 
in children.7. Classically, TCV presents as other 
LBV with abdominal pain and vomiting, with a 
history of chronic constipation. Children may 
have had previous admissions with similar gas-
trointestinal complaints and constipation. Th e 
literature stresses the increased risk of TCV in 
children with colonic dysmotility, in particular, 
with global development delay, cerebral palsy, 
and myotonic dystrophy.7.  Our patient has de-
layed development milestones, history neuro-
muscular problems and  constipation.

Th e etiologies of transverse colon volvulus may 
be grouped as mechanical, physiological, and 
congenital 9,10.Mechanical causes include: previ-
ous volvulus of the transverse or sigmoid colon, 
distal colonic obstruction, adhesions, malposi-

Figure 1: X-ray abdomen supine 
showing grossly dilated loops.

Figure 2: CT scan abdomen with 
rectal contrast showing dye up to splenic 
fl exure.

Figure 3: Plain x-ray showing mul-
tiple air fl uid levels.

Figure 4: Post operative x-ray  normal 
bowel patt ern, and a rectal tube insitu.
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tion of the colon following previous surgery, 
mobility of the right colon, infl ammatory stric-
tures, and carcinoma 9,10.

Th e two properties essential to the formation 
of a volvulus are redundancy and non-fi xation. 
Th e ascending and descending segments of the 
colon are fi xed, but the sigmoid colon, caecum, 
and transverse colon are mobile within the peri-
toneum, tethered by their mesentery. Th is mo-
bility allows volvulus to occur at these locations. 
Redundancy of any of these segments further 
enables the formation of a volvulus 10.

A transverse colon volvulus does not have the 
same classically recognizable radiographic fea-
tures as sigmoid and caecal volvulus. Th e gold 
standard of diagnosis is a contrast enhanced 
plain fi lm which reveals the ‘birds beak’ phe-
nomenon characteristic of any volvulus. Th e ab-
dominal fi lm may reveal a large bowel obstruc-
tion with proximal colonic distension, two long 
air-fl uid levels and a ‘U-shaped’ loop with the 
apex pointing away from the point of torsion of 
the colon (bent inner tube appearance) 11.

Whereas sigmoid volvulus can oft en be de-
compressed by sigmoidoscopy or colonoscopy, 
transverse colon volvulus must be surgically 
detorsed  9.Th e choice of surgical approach in 
children is a matt er of debate. Avoiding an ag-
gressive intervention such as partial colectomy 
may minimize post surgical complications, and 
this was the choice from our decision making 12.

Surgical options include: detorsion alone, de-
torsion with colopexy, resection with primary 
anastomosis, or resection with colostomy or il-
eostomy and mucous fi stula. Both detorsion and 
detorsion with colopexy have a higher rate of 
recurrence than resection  9,10.Resection with or 
without primary anastomosis is the treatment of 
choice for transverse colon volvulus to prevent 
recurrence. 9,10.

TCV presents with septic shock more com-
monly than other types of LBV,5  and rates of 
gangrene have been reported between 16 and 
60%.13,14.  Mortality from TCV is estimated be-
tween 14 and 29%.8,15.  Th e viable transverse 

colon aft er detorsion in this patient diff ers from 
many of cases reported where acute fulminant 
bowel necrosis and gangrene is found at laparot-
omy. In view of the viable bowel aft er detorsion 
and lack of any signifi cant previous gastrointes-
tinal history, acute resection was not necessary.

Conclusion:
In conclusion transverse colon volvulus is rare, 
and further more so in the pediatric group. Di-
agnosis can be  challenging and the eff ective 
management remains surgical. Many surgeons 
may never have seen a single case of transverse 
colon volvulus, and it therefore may not be con-
sidered in the diff erential diagnosis of recurrent 
intermitt ent abdominal pain or acute intestinal 
obstruction. Edwards syndrome by itself is not 
a contraindication for surgery. Th e decision for 
surgery should be on a case to case basis. Th is 
case highlights that surgical procedure in Ed-
wards syndrome can further complicate the 
management process in an already unusual and 
rare case.
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