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EGMENTAL DILATATION OF THE CO-

lon, in which an isolated dilated seg-
ment of colon is found with normal prox-
imal and distal colon, was first described
by Swenson and Rathauser in 1959 (1).
Since that time, four further cases have
been reported (2-5). The basic clinico-
pathological features of this disorder are:
lack of radiological motility in the saccu-
lar segment; normal functioning colon
proximal and distal to the dilatation;

:\ABSTRACT A patient with segmental dilatation of the colon who presented
with chronic constipation is reported. A review of previous cases of this rarely
;epovted condition and the typical features of the disorder is presented. A possi-
%canmbutmg factor to its etiology is proposed on the basis of a pathological

earance of the colonic muscle wall not previously described. Can J Gastro-
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ﬁLa dilatation segmentaire du célon

"FRESUME: On rapporte le cas d'un patient atteint d'une dilatation segmentaire
“du ¢olon accompagnée de constipation chronique. D'autres cas de cette condi-
n rarement rapportée sont passés en revue. Un facteur possible de cette étiologie
roposé d’ apres l'apparence pathologtque de la couche musculeuse de la paroi
lon qui n'avait pas encore été décrite.

obliteration of the taenia coli; marked
hypertrophy of the circular and longitu-
dinal muscle layers; and the presence of
ganglion cells through the distended and
undistended colon (3). Such features
serve to distinguish it from other segmen-
tal disorders of the gastrointestinal tract
(6,7). A further case of this unusual con-
dition in an adultis reported and a patho-
logical finding not previously docu-
mented is described.
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CASE PRESENTATION

A 19-year-old caucasian female com-
plaining of urinary frequency was found
to have a palpable mass in the left abdo-
men. On functional enquiry the patient
admitted to recent symptoms of anorexia
and lower abdominal cramps. The pa-
tient also had intermittent diarrhea alter-
nating with constipation and upper
abdominal bloating from childhood, in
spite of regular use of high fibre diets.
She had several congenital anomalies
suggestive of incontinenta pigmenta
including a small left breast, a pulmo-
nary systolic murmur, posterior subcap-
sular cataracts, eccentric pupilsand a his-
tory of previous surgery for syndactly.
Radiographs revealed a moderate tho-
racolumbar scoliosis with a minor ver-
tebral anomaly at L1-L.2 level and disor-
ganization of the upper denture to the
right of the midline.

Routine blood tests were normal as
were serum thyroid hormone levels, folic
acid and urinary porphyrins. Anorecral
manometry revealed a normal rectoanal
inhibitory response and ganglion cells
were present and normal on rectal bi-
opsy. The upper gastrointestinal tract was
normal on barium meal and follow-
through examination. Barium enema
and plain abdominal x-ray demonstrated
marked distension of the colon proxi-
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Figure 1) Barium enema and plain abdominal x-ray showing gross colonic distension proximal to

!
tne _\'agnmnl colon

mal to the sigmoid colon (Figure 1).
Colonoscopy showed a normal rectum
and sigmoid colon but adequate visual-
ization of the proximal distended seg-
ment was impossible owing to large
amounts of retained stool. Transit stud-
ies using ogally ingested barium impreg-
nated pellets showed no progression
beyond the dilated segment by 120 h.

Despite symptomatic treatment for a
period of four years after initial presen-
tation, abdominal pain progressively
increased. Laparotomy was carried out
after multiple biopsies distal to the dilated
segment again demonstrated normal
ganglion cells and nerve fibres. Atoper-
ation, marked enlargement of the colon
was seen from the mid-ascending colon
to the lower descending colon (Figure 2)
with a large, full thickness diverticulum
of the wall of the colon just distal to the
junctional zone. Marked asymmetrical
thickening of the muscular wall of the
dilated segment was noted, the mesen-
teric wall was markedly thickened and
the antimesenteric wall was quite thin.
A subtotal colectomy with ileosigmoid
anastomosis was performed.

Histology demonstrated the presence
of ganglion cells and a normal myenteric
plexus throughout the resected speci-
men. Disorganization of the muscle layers
of both muscularis propria and muscu-
laris mucosa was present in the dilated
segment. The muscle coat was thickened
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and was irregularly and haphazardly dis-
tributed without its normal layering into
circular and longitudinal elements. This
appearance was present throughout the
dilated segment but the normal anato-
mical arrangement was seen both prox-
imally and distally. The diverticulum was
seen to be of full thickness with normal
muscle layers and nerve elements. The
patient's postoperative recovery was
uneventful and she remains asympto-
matic five years later with a normal clini-
cal and radiological follow-up.

DISCUSSION

In their initial description of segmen-
tal dilatation of the colon, Swenson and
Rathauser (1) documented the clinico-
pathological features of three patients,
Including the present report, five cases
have since been added. Of this tortal,
there are an equal number of males and
females ranging in age from a newhorn
to 22 years. In all cases, symptoms date
from early infancy and appropriate inves-
tigations rule out Hirschsprung'’s disease
and idiopathic megacolon, these being
the predominant conditions mimicking
the symptom complex of segmental dila-
tation. The extent of the dilatation var-
ies from localized (1,3-5) to extensive
(2), acommon feature being that the dis-
tal extent is usually in the region of the
sigmoid colon.

The present patient had the clinical
and pathological features characteristic
of this disorder. Other possible diagno-
ses were ruled out by appropriate tests
As the response to resection of the patho-
logical segment is universally good with
no return of symptoms, it is likely that
the cause of the problem lies in the
dilated aspect of the colon. Early reports
suggested an underlying neurological dis-
order in the affected segment (1,2) and
a vascular etiology was considered by
Helikson and colleagues (5) due to the
presence of an abundant tortuous sero-
sal vascular pattern supplied by an

Figure 2) Exposed colon at laparotomy showing the junction between the distal normal colon and the
dilated segment which shows absence of wenia coli. The cecum is seen in the lower left of the picture and

shows normal muscle wall with wenia coli visible
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enlarged marginal colonic artery in the
dilated area, but these findings have not
heen consistent.

Acommon feature in all reports is that
of a colonic muscle wall abnormaliry,
both macroscopic and microscopic, con-
fined to the dilated segment. Muscle
thickening is common to all cases except
‘that of a newborn (5) and the absence
of taenia coli was seen in two other
teports (2,5) as well as the present one.
However, the gross and histological
appearance in this report show even
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