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reasonable intelligence. Because o f  their severe disability, 
it is likely that a large proportion will require som e form o f  
sheltered em ploym ent in the future.

T H E  E T H IC A L P R O B L E M

It m ight be argued that these children w ould be better 
left untreated in the hope that they w ould soon  die. 
H ow ever, w e know  from  the studies o f  Laurence2 in Cardiff 
that, if com pletely untreated, about 20 per cent will survive 
anyway. These w ill then be severely disabled, m any with  
large heads and tum ours on  their backs and with a high 
incidence o f  m ental deficiency. A ctive treatment therefore 
produces m ore cripples but fewer m entally deficient children 
with less deform ity. A t present, therefore, active treatment 
appears the best alternative particularly since advances, 
e.g. electronically controlled bladders, etc. are a future 
prospect.

Selection o f  cases for treatment does not appear to be a 
tenable so lu tion  since there is no m eans o f  telling, at birth, 
which cases w ill either survive or do well on  treatment. 
Should  one then have left a child untreated and it survives, 
o n e  m ight have m issed the opportunity o f  achieving the best 
result as regards rehabilitation.

T H E  F U T U R E

T he em bryological defect in m yelom eningocoele occurs 
w ithin the first 6 w eeks o f  foetal life and, though many

theories exist, the precise m echanism  is obscure.

In m any cases the abnorm ality probably occurs as a 
result o f  som e pathology in the m other, e.g . virus disease 
taking o f  drugs, etc. though this is not proven. However’ 
it is certain that in a high proportion o f  cases a genetic 
factor exists, the transm ission o f  which is ill-understood  
Parents should be warned that after the birth o f  a child 
with m yelom eningocoele the chances o f  having a fu rther 
child with the abnorm ality is about 1 :25. A fter a second 
child is born with the abnorm ality the chance o f  a defect 
in another child is about 1 :8. The chances would 
obviously be increased to o  if there w as a history o f  any 
central nervous system  defect in the im m ediate family.

Since there is a genetic factor involved, the likelihood 
exists that m yelom eningocoele will becom e m ore prevalent 
in future generations. W e are unlikely to be able to  prevent 
the cond ition  occurring in the foreseeable future and should 
therefore m ake strenuous efforts to  increase our therapeutic 
potential in the rehabilitation o f  these unfortunate children.
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T he nerves which supply the bladder arise from  the 
sacral portion o f  the spinal cord. Failure o f  developm ent o f  
this portion o f  the cord necessarily results in, at least, 
som e degree o f  neurogenic bladder dysfunction.

T he resultant stasis o f  urine in the bladder together with 
vesico-ureteric reflux o f  urine leads to persistent infection  
o f  the kidneys. T he pyelonephritis w ould eventually destroy 
the renal substance if  m easures were n ot taken to  prevent 
this chain o f  events. Cause o f  death o f  the child with a 
m yelom eningocoele, w ho survives the initial closure o f  the 
defect and hydrocephalus, is com m only renal failure due 
to pyelonephritis.

T he approach adopted at the Spinal D efects Clinic, from  
the urological aspect, is essentially conservative. The  
regim e consists o f  full urological investigation in the form  
o f  clinical exam ination  and X-ray studies o f  the bladder 
and upper urinary tract. T he bladder is filled with radio
opaque dye in order to study its outline and confirm  or refute 
the presence o f  vesico-ureteric reflux o f  urine. A n  intra
venous pyelogram  outlines the calyces, pelvis and ureters to  
establish  the function  o f  the kidneys and the degree o f  
dam age sustained. T he urine is exam ined m icroscopically  
and cultured to  isolate the infecting organism .

Treatm ent consists o f  clearing the urinary tract infection  
w ith an appropriate antibiotic, follow ed by a long-term  
treatm ent with a urinary antiseptic such as a soluble  
sulphonam ide or m andelic acid. The urine is exam ined for 
infection at frequent intervals.

T he m ost im portant bulwark o f  conservative treatment 
is suprapubic m anual expression o f  the bladder. This 
reduces the residual urine and therefore the opportunity for

infection to gain a footh old . T he m other or nurse is instri c- 
ted to em pty the bladder at 2-hourly intervals during the 
day. W hen the child is older he is taught to express his own  
bladder.

X -rays o f  the bladder and kidneys are repeated at 
approxim ately 3-m onthly intervals.

I f  the infection cannot be controlled by the m eans outlined 
or if there is deterioration o f  the kidneys assessed by X-rays, 
the child is adm itted to hospital for endoscopic exam ination.

T h is exam ination often  brings to  light associated uro
logical abnorm alities with obstructive effects, e.g. urethral 
stenosis, urethral valves in boys or perhaps the presence o f  
a calculus. Treatm ent o f  these lesions often im proves the 
situation and the conservative regim en o f  2-hourly expres
sion and urinary antiseptics is again successful.

If, despite all the above measures, infection cannot be 
controlled and there is deterioration in the X-ray appearance 
o f  the urinary tract, a conduit is performed.

T his entails isolation  o f  a loop  o f  sm all intestine with its 
b lood  supply intact. T he ureters are separated from the 
bladder and im planted into one end o f  the loop . The other 
end o f  the loop  is brought out to  the skin as an 
ileostom y.

U rine is constantly expressed through the stom a by the 
healthy, active bowel. A  rubber bag is worn to collect the 
urine. It is kept in place with adhesives and a belt.

There are 39 cases w ho require urological surveillance in 
the clinic, 18 m ales and 21 fem ales. Eleven o f  these 
children have not responded to conservative m a n a g e m e n t 
and conduits have been fashioned to provide free, low  
pressure drainage o f  the upper urinary tracts.
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