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" Ulcerative colitis remains an unsolved problem. The pathogen-
esis is not known, the prognosis uncertain and ‘the best method of
treatment has not been settled. Since the original report of Helmholz
in 1923 there have been a number of accounts of this disorder in
childhood, and recently, with two colleagues, Dr. Platt and Dr.
Benson, I have followed the clinical progress of 60 cases from the
onset. Many of them have now grown up and the period elapsing
since the beginning of their illness is more than five years in practi-
cally 60 per cent.

Ulcerative colitis is undoubtedly a most unfortunate complaint,
fraught with several dangerous complications and the prospect of
many years’ ill health and enforced interruption of school life. It was
therefore heartening to find in our recent investigation that the illness
in childhood did not carry such an evil prognosis as was thought. An
appreciable number of our patients have made such encouraging
progress and remained symptom free so long, that they might almost be
counted as cured. Since relapses have been known to occur after an
interval of five years or more one can never be quite certain.

Sex .

We found the sex distribution to be equal, although other ac-
counts give a higher incidence in boys than in girls.

Age of Onset.

No age 1is immune. In six of our cases symptoms began below
. the age of one year, thereafter the onset was most frequent between
six and nine years, which is what other investigators have found. Our
earliest case was in a baby of two weeks. She is now a girl of thirteen
" years, still not cured, but with symptoms sufficiently under control to
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enable her to attend school. At the Mayo Clinic in America, which
caters for people of all ages, one out of every nine cases had started
their trouble before they had reached fifteen years. All this indicates
that ulcerative colitis is not an uncommon disease in childhood.

Mode of Onset.

This can be insidious, with increasing diarrhoea and mucus
in the stool. After a month or so, blood is passed, but occasionally
this may be delayed for one or two years, and exceptionally it never
appears at all. Tenesmus and colicky pain just before defaecation are
sometimes: present, and incontinence may occur as the diarrhoea
increases. It is perhaps not generally realised that rectal bleeding may
be the first sign of this disorder and precede diarrhoea for an appreci-
able time, even for as long as three years.

Less commonly the first signs and symptoms draw little attention
to the alimentary tract. The child is irritable, depressed, has no appetite
and may vomit. There is loss of weight and anaemia. This mode of
onset is found more often in the younger children. Abdominal pain
may be the only symptom for the first few months (Table 1).

TABLE : 1
INTTIAL SYMPTOMS
Rectal Bleeding, with or without mucus and diarrhoea 29 49% -
Diarrhoea, with blood initially 18 30%
Abdominal Pain _ 5 8%
Non-specific Symptoms 8 13%
6o 1009

Table showing mode of onset.

A fulminating form of-the disease is also recognised. Here the
child is very ill and toxic with high fever. The diarrhoea is so severe
and the blood loss mounts up so quickly that intravenous fluid and
blood transfusion are required for the dehydration and anaemia.
Contrary to the experience of others, we have only met this type of
onsect in one case. This was in an infant of four months, who died of a
perforation seven months later whilst on steroid therapy.

Cause. Psychological Factors. Family Background.

The cause of the disease is not known, though many theories
have been suggested. Many believe that it is a psycho-somatic disorder,
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In five the appearance was normal, but other clinical considerations
left no doubt as to the diagnosis. It must be presumed that at this
stage the lowest part of the bowel was not involved, and in fact
characteristic changes appeared later when endoscopic examination
was repeated in two patients, one of whom died from the discase.

The outline of the colon shows typical radiological changes
after a barium enema. Haustration is absent; the gut walls are less dis-
~ tensible, straight, and a fine saw-tooth like pattern is seen at their
edges, where actual ulcers may be defined. In advanced cases the bowel

“will be shortened, further narrowed and produce a “lead-pipe’’ appear-
ance. When the mucous membrane is extensively denuded the barium
will settle in small broken up quantities, resembling a cobblestone
pavement. Multiple small filling defects occur when psecudo-polyposis is
present. At an early stage the x-ray changes may be confined to a
segment of the large bowel, but later abnormalities may extend along
the whole colon and into the lower end of the ileum.

Barium enemas were undertaken in 46 of our patients. Twelve
were normal, 18 showed distal changes only and in 16 the whole colon
was involved. As one would expect, nearly all the last group (13 out
of the 16) had a severe clinical picture. Surgery had to be carried out
in eight and is pending in two, cancer developed in another and a
further case proved fatal. :

Prognosts.

- The outlook in this disease has certainly become brighter during
the last years. Many factors have contributed to this: antibiotics in
controlling secondary infection, timely blood transfusions and sup-
portive treatment, based-on a clearer conception of electrolyte disturb-
ance. But the greatest advance has come from steroid therapy and
improved surgical technique, and it is these that have reduced the
death rate and improved the prognosis.

As in certain other diseases, ‘cure’ is mentioned with some trepi-
dation and we prefer to call it a ‘remission’. With this well in mind,
it is true to say that after two years’freedom from symptoms a recur-
rence is unusual. On the other hand a long history of the disease does
not preclude ultimate improvement, but after an illness of about
seven years this becomes very unlikely. Our overall picture of the
prognosis is as follows (Table 3.)
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TABLE: 3
ProgNosis IN 60 Cases
Dead .5
Symptoms - 21
Well 3 ' 30
Well on Steroids ' ‘ 4
6o

‘ It is interesting to relate the prognosis to the previous course of
the disease and we have adopted a classification that has received

fairly wide support:-

1. Acute fulminating, with death generally within one year.

2. Chronic intermittent, with freedom from symptoms for several
weeks at least between attacks. _

3. Chronic continuous, with symptoms for more than one year.

4. Single attack, followed by complete freedom from symptoms.
As could be expected, the outlook is definitely better in group 2
than group 3 (Table 4). '

TABLE: 4
ProgNoOsis RELATED TO Crmicar Course

1. Acute fulminating, death within one year I
2. Chronic intermittent (a) Dead 3

(b) Symptoms 9

(¢c) Well 18 30
3. Chronic continwous  (a) Dead '

(b) Symptoms 12 .

(c) Well 8 21
4. Single attack with complete remission 4

Well on Steroids 4

We have been able to follow the course for over ten years

in 25 and the result has been quite encouraging (Table 5). If we look

-into what happened to the children who have now passed the age of

20 years (Table 6), we find that at least half are in good health but
still not free from the risk of cancer.
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and doctor. Ileorectal anastomosis after colectomy would overcome
this very serious objection, but opinions are still divided as to the advis-
ability or ultimate success of this step. In some cases the rectum any-
way is too far involved for this to be carried out; in others it may
become so later after the operation, which means restoring an ileos-
tomy when an anastomosis has failed. Up to date the cases we have becen
following have been fortunate in their surgery. Anastomosis has been
accomplished in eight and they are all well, or improving and leading
normal lives (Table 8).

TABLE: 8
SURGERY
Name Operation ' Age (years) Result Present Age (years)
J. P Obligatory Ileostomy(1) 14 Well 19
B. R. Ileostomy and Colectomy(2) { % No symptoms. 6
Underweight.

P. S. Ileostomy and Colectomy/(2) 10 Too recent 10 -i-
M. K. Anastomosis — 11 Well 26
without colectomy :

1
D. H. with colectomy, two stage or 15;16 ry Well 20
more )
. W. » 2 v 3 11;13  Well (faecal 21 (married,
fistula) one child)

P. R. 99 95 2 g;10  Well 14
C. P. with colectomy, one (3) stage 12 Improving 13
J C 39 2 9 14 ImprOVCd l7
S H 39 9 (4’) 10 ImprOVing I
M. P. 9 9 » 99 13 Well 26
C. A. Appendicostomy 12 Died. Carcinoma 23

Results of surgery. Note (1) Colectomy at 16 years, removal of rectum at 17
years; (2) Anastomosis still contemplated; (3) Immediate post operative obstruc-
tion, relieved by surgery; (4) two years previous steroid therapy failed.

Steroid Therapy.

It is now widely accepted that steroids are a great help in the
treatment of ulcerative colitis, provided their shortcomings and pos-
sible risks are fully realised. As in so many other discases, symptoms
abate dramatically, but the basic pathology may be only temporarily
suppressed and can burst into activity again soon after the trcatment
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is stopped. There is no doubt that rcmissions are produced more
rapidly and completely by steroids than by any other means, and they
are especially valuable in acute fulminating cases where 50 to 6o per
cent are said to respond. After about two months'therapy recovery
may last for one or two years, but relapscs have occurred from two to
nine months after cessation of treatment, and then repeated or more
prolonged courses will still prove successful.

Ulcerative colitis seems to react to steroids along similar lines
as do many other diseases, but in childhood there is always the hope
that the disorder may ultimately become permanently arrested and
will no longer require extraneous hormone support. This could be
expressed with greater conviction if the state of the colon ran parallel
with clinical improvement. Some decrease in the severity of the lesions
has been found on repeated sigmoidoscopy. Our small experience
does not bear this out, and in two children who had received great
benefit on a prolonged course of cortisone, persistent local lesions were
found. The effective dose of steroids varies considerably from patient
to patient and also at different periods of the disease in the same
patient. Undoubtedly quite high dosage may be required, particularly
in severe and long-standing cases. When this is producing undesirable
side effects, it is a good plan to administer hydrocortisone hemisuc-
cinate rectally overnight, under sedation if necessary, permitting a
considerably lower yet effective dose. So successful is this proving
that the method may well supersede the systemic route.

The result of steroid therapy in the group we have investigated
demonstrates well its limitations (Table g)

TABLE: g
STEROID THERAPY

No improvement 3
Remissions
Died during treatment 2
Still on steroids

Symptoms 5

Well 5 ' 10

21

Results of steroid therapy. Analysis of the remissions, all of whom are now off
steroid treatment: 2 remain well, 2 relapsed, 1 well after temporary relapses when
dose was reduced, 1 untraced. The three who showed no improvement were treated
when steroids first became available, and the dose may well have been insufficient.
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Anyone using this treatment should be fully aware of the risks
attached. Dilatation of the colon may result, and at operation it has
been found to be more friable. Perforation of the bowel has becn
reported, and this took place in onc of our series, with fatal results.
In two others, it had probably occurred, but the patients recovered
without laparotomy. Certainly it is a danger always to have in mind,
and if there is no response to steroid therapy after two weeks it should
be abandoned. When cortisone  or pregnisolone has been given suc-
cessfully for any length of time, it should be replaced by corticotrophin
for a suitable period before tailing off the treatment, or if surgery is to
be undertaken.

Non-specific supportive therapy consists chicfly in giving a nour-
ishing diet, antibiotics whenever there is any secondary bowel infec-
tion and blood transfusion will obviously be beneficial when anaemia
is present.

Conclusions. '

To summarise our conclusions, this study shows that ulcerative
colitis presents special problems in childhood. There is evidence that
the prognosis is favourable in a fair proportion, even with medical
treatment alone. When this fails after a fair trial, surgery should be
undertaken, and if this is not delayed too long there may be a better
chance of successful ileorectal anastomosis. While steroid therapy is
of considerable value, it often merely masks the symptoms and fails
to arrest the pathogenic process and bring about a permanent cure.
As long as a damaged colon remains there is always the spectre of sub-
sequent cancer in the background.




