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Within the 1ast generation the application ©f major advances in drug therapy,
intensive care, transfusion techniques, surgery, anaesthesia, and radiotherapy,

together with = vast expansion ©f knowledge due to increased investigative
facilities, have led to an unprecedented, dramatic and beneficial increase in the
number of persons who would previously have died, or lived with severe
handicaps, but can now be cured. Techniques have also been developed t° prolong
the 1lives of many people WhO are mow able to enjoy Several extra years of
productive and meaningful existence, and to alleviate and improve the quality of

life of many seriously handicapped persons, enabling them to become jntegrated

as useful and contented members of the commun:i.ty.

Choosing £rom mumerous examples ©Ff paediatric experience, it is motable that
many more extremely premature infants now survive without physical or
intellectual damage; infection can almost always be cured, including neonatal and
all other forms of pyogenic meningitis and the now rare cases of tuberculous
meningitis and mpiliary tuberculosis. The few remaining new cases of Rh-
haemolytic disease are also readily cured. There are outstanding successes in the
treatment of childhood malignancy. Paediatric surgery has made great strides. The
prognosis of congenital heart disease, of obstructions of the glimentary canal and
many Other conditions has jyproved beyond recognition.

Unfortunately, the indiscriminate use of advanced techniques of all types has
also kept alive those who would have died but now live with distressing physical
or mental hapndicaps or both, often for many years, Without hope ©f ever having
an  independent existence compatible with human dignity. There are many
examples, including those who have sustained major brain or spinal cord injuries.

SPINA BIFIDA AND HYDROCEPHALUS

These modern techniques have been used on a massive scale for the treatment of
infants born with gping bifida and hydrocephalus. There are many Who have
benefited greatly and more will continue to benefit in the future but,
unfortunately, there are also large numbers who have suffered from the uncritical
aPplication of technological advances. It is to be hoped that with the knowledge
?f this experience, further unnecessary disasters will be avoided.

Spina bifida has existed throughout human history, Ferembach (1963) showed
that pilformations of the lumbo-sacral vertebrae were common in 12,000-year-
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old skeletons. Hippocrates was aware of the condition. It was Tulpius, the teacher
in Rembrandt's The Anatomy Lesson, who described and illustrated it in 1652,
and who first called the condition spina bifida. In 1714, vom Ruysch distinguished
between the paralytic and non-paralytic forms and, later, Morgagni (1761) first
associated hydrocephalus with spina bifida, and described hydrocephalus which
was not associated with spina bifida. It was in 1883 that Cleland first described
the almost constant anatomical malformation of the hind brain, mow called
Arnold-Chiari malformation (Chiari, 1891, 1895; Arnold, 1894), as well as the
now well_recognised associated lacunar skull.

TREATMENT OF MYELOMENINGOCELERE

The treatment of gimple meningocele, without neurological involvement, will not
be discussed here because the indications and techniques are not controversial, the
results are good, and the subject raises no ethical or moral issues. An infant born
with myelomeningocele, however, is very different because treatment raises
complex surgical, medical and ethical problems.

There are five phases in the history of the treatment of myelomeningocele. The
first phase lasted from the beginning of mankind until the late nineteenth century.
No treatment was possible, and the majority of the sufferers died early in infancy
although = few less severely affected gy have survived with variable degrees ©f
handicap.

The second phase was = brief period in the late nineteenth century, when
Morton (1877), a Glasgow surgeon, injected a solution of iodine in glycerine into
the spina bifida sac and claimed success. Others followed him, but the method was

soon forgotten, =»e doubt because it was impossible te treat the many other

aspects ©f gpina bifida. At about the same time Mayo-Robson (1885) attempted
surgical excision and closure of the lesion, but his technique gained no zcceptance
and was abandoned. Nothing further happened until the middle of the twentieth

century.

The third phase lasted some 20 years, up t° 1958. There was more interest in
treatment and an gppreciable minority ©Ff patients were operated on at some
centres. Treatment was highly selective. By mow there was no difficulty in closing
the spinal lesion, but there was little enthusiasm for such gyrgery because there
was no gdequate treatment for the associated hydrocephalus. Most infants wexre
still left untreated and allowed to die, including some who mj_ght have had a
reasonable prognosis. Even in the most advanced neurosurgical centre in Boston,
Ingraham and his colleagues (1944) operated o= infants only if they had no
serious neurological lesions and had survived for at least a year ©r 18 months from
birth, and 1if their general condition was then good. Most infants died of
meningitis or of hydrocephalus °* of other illnesses long before then. Matson
(1969) adhered to a highly selective policy throughout his career.

In England more and more infants were treated during the early 1950s.
Zachary, in Sheffield, and McNab, in London, were gmong the more active and
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Naish (1956), also in London, was one of the first to caryy out ileocutaneous
ureterostomy o= children with neurogenic incontinence of the bladder, with the

object of reducing their handicap. During this third phase very £ew were operated
°7 garly in infancy, and those who were selected themselves as milder cases, often

without significant hydrocephalusl by the fact that they had survived long enough

to be treated. The results were nevertheless disappointing and far less gatisfactory
than might have been achieved in the same children had they had the total care

known to be necessary and available for them today.

™ Sheffield a moxe aggressive surgical policy was adopted in the early 1950s
(Zachary, 1968) and, though the mortality was high, in 1974 it was possible =°
review the condition of 100 young Survivors who were Dborn before 1959.

Although few of those born before 1957 had significant hydrocephalus, the

condition of this initially favourable gyoyp was disappointing., About half were

retarded, most had major physical sequelae and yery few were able to obtain or
hold = job (parsons, 1972; Lorber and Schloss, 1973).

The fourth phase lasted from the late 1950s to the garly 1970s. It was

characterised by the vast increase in the number of infants treated and was

brought about by 2 new shunt system developed by Holter, an American epgineer.
ft was used Ly gpits, for the first time, on Holter's own child. This shunt
incorporated two unidirectional valves which opened =t = predetermined pressure.
With i ; . . .

1 1t, for the first time, it was pogsible te treat hydrocephalus adequately
(Nulsen and Spitz, 1952). There had been pgny other forms of gyrgical treatment

before this development (Scarff, 1963; Matson, 1969) but nonme was satisfactory
for this purpose. A little later, Pudenz introduced a slightly different shunt, using

?nly one valve (pudenz et al., 1957). Since then there have been many

modifications and different types have been introduced in an grteppt to avoid the
many late complications of shunt therapy.

andAsas hydrocephalus i present iln over 80 pey cent Of cases of myelomeningolcelle,
_ untreated hydrocephalus s an important cause of mortality and morbidity,
¥ 1% eagy to see that a mew technique that makes it poggible for the child's head co

grow 2t a normal rate and allows him a chance of developing with normal

intelligence could lead to wuncritical enthusiasm to treat all infants with
myelomeningocele, irrespective of the severity of their condition ac birth. This
w22 the policy adopted in Sheffield (Sharrard ec al, 1963), Carshalton (Forrest,

1967), and iverpool (Rickham and Mawdsley, 1966), and later, largely through

Pressure from these units, all over the western world. By the 1960s it was
1c A )
0 Tor any doctor not to refer babies for

perate, for fear of adverse criticism.
nsulted or

surgery and for a surgeon POt to

The parents were hardly ever adequately

informed. They usually understood that their baby had to be
p rated on and that the

y had to gign = document signifying their agreement,
N
?U" wos1; had

very little idea what this signature meant for the future of their

t 3 ' . .
7T ox fo their fanily life (Freeston, 1971; Walker et 21, 1971; Richards and
Mcintosh, 1973)

inf
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Untreated Severe Cases

Nevertheless, not all units followed this pattern of treating all infants, even during
this period. In Oxford (Hide et al.] 1972), Edinburgh (Stark and Drummond,
1973), and Melbourne (Smith and Smith, 1973) the more geyerely affected
newborn infants were not treated, though exact criteria for selective treatment
were not laid down. In these series (Table 1) 2 to 10 per cent survived for two
years and the survivors were not necessarily in a worse condition than they would
have been had they been treated. Every patient who was referred to the Liverpool
unit was treated, but in 1960-62 56 infants born in Liverpool were not referred to
hospital,- presumably they were the more severe cases. None survived for six
months (Rickham and Mawdsley, 1966) .

Table 1. Survival rate in gevere, untreated cases.

Survived to

Number 6/12 2 yr
Rickham and Mawdsley (1966) 55 % %
Hide et al. (1972) 99 21% 4%
Stark and Drummond (1973) 85 15% 10%
Smith and Smith (1973) 79

These results fit in with Laurence's experience (1974) in South Wales where
between 1956 and 1962 all infants were left ]_arge]_y untreated. By 1972, 11 per
cent of 272 myelomeningocele cases were still alive. These must have included
many initially mild cases, as 9 of the 31 survivors walked unaided and were
continent. This series does not show that 11 per cent of unoperated severe cases
would have survived in the absence of early operation and full treatment.

Long-Term Results in Sheffield
In Sheffield, treatment was carried out on a wide scale. No patient was refused

admission or full treatment and we accepted all the most difficult cases from a

wide area. A combined team of paediatric @nd orthopaedic surgeons, paedia-

tricians and all i services was set in 1959. It was soon established that
supporting up

the best results were obtained if the infant's spina bifida was closed on the first

day (Sharrard et al.,, 1963) and more and more of well over 1,000 patients treated

during a lo_year period were admitted on the first day of life. During this time we
carried out much basic research and several therapeutic trials that would not have

been possible without such large numbers. A sound neurological basis was
established for the orthopaedic ce=re ©of our patients and many ingenious
orthopaedic procedures wer< developed. The urological aspects received increasing
attention. We were gypported magnificently by the laboratory and our radio-
logical colleagues (for references see Lorber, 1972a), not to mention the parents
and the parents' associations. We established a thriving research fund.
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Between 1959 and 1968 we treated 848 infants with pyelomeningocele from
the first day of life (Lorber, 1974) (Table 2). In gpite of all the care, all the
innumerable operations and medical treatment, only 50 per cent survived Most of
the deaths occurred during the first yegr, DUt a quarter occurred later and there is

a

steady annual mortality of 2 per cent. The commonest causes of these later
deaths were shunt complications and progressive renal disease. Twenty per cent Of
our shunt-treated children died as a direct result of shunt complications. It was
much harder for parents to lose their child after several years of devoted care and

after many operations than it would have been had they lost their child socon after
birth.

Table 2. Infants treated from first day of life, Sheffield 1959-1968.

Number treated 848

Alive 4-14 yearg 424 (50%)

No physical handicap 6 (1.4% of survivors)
Moderate physical handicap 73 (17.2% of survivors)
Severe physical handicap 345 (81.4% of survivors)

Only six survivors (1.4 per cent) have no handicaps, and = further 73 (17.2 per

A h : . : , e
C ave what might be termed moderate handicap in = spina bifida context,

ough the combination of incontinence with partial paraplegic deformities and a
well
controlled hydrocephalus may mot be considered moderate Ly the patients o=

parents.
Of the

ects

their

Survivors, 345 or over 80 per cent have severe multi—system physical

consisting of at least two but usually many more, of the following, in

combination?

1- ,

Incontinence of yrine, or a yrinary by-pass, With frequent infections,
Yy ronephrosis, or hypertension or impending renal failure. Incontinence of
the howel.

2 ns*
. ?ns*derable paraplegia, often with grogg deformities of the legs and feet.

¥ require calipers, elbow gsticks, or rollators and wheelchair. Many <a» only
~

( >]C P W ra%orous steps and others are fy]]ly chair-bound.

'

Ar? :
th r?88 kyphOSlS, scoliosis or lordosis, alone or in combination. A lot of

VeIY6A3A Unc*erSone heroic gurgery With improvement, but the relapge rate is

! AA A A A nn . \ N .
Chllden@,a@i ractures' reduced or recurrent dislocated hip joints. Many

had well over 10 orthopaedic operations by the time they reached
secondary school.

3 ShuntCCUg;@g&t troP”*c nleers that may take months to heal.
1

hydrocephalus requiring several revisions. The child with the
A~
4 ris num-er ?f revisions has had 17, so far.

BYindness . fits §
sexual precocity, gross obesity and other less common defects.
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Intellectual pDevelopment: Employment

Almost all the poderately handicapped and 59 per <ent of the physically severely
handicapped children are of normal j_nte]_]_j_gence with an IQ of 80 or more. There
are, however, 144, or 41 pey cent of the physically handicapped who are retarded,
and 51 of these (14 per cent) are profoundly retarded, chair-bound or bedridden,
and a few even have an abnormally large head (Table 3). If we had a similar
number of severely handicapped children who had not been treated, we would
rightly be horrified and justifiably be criticised by others. Yet, for gyery such

untreated child who was referred to us in later life, we have at least 30 such

children in spite of all the effort we have made on their behalf.

Table 3. Intellectual level in 345 childrenwith severe physical handicap

Normal IQ 80 or ovexr 201 (59%)
Moderate retardation IQ 60-79 93 (27%)
Gross retardation IQbelow 60 51 (14%)

No pergon With severe handicaps is likely to be able to earn his living in
competitive employmentl unless his IQis at least 100. This statement is borne out
by the experience of our patients in the earlier series who have now left school.
Yet we have few with an JQ of over 100. It is i that more than 5

very Q unllkely per
cent of the 848 admitted during this 10-year period will be able to earn their

living: fewer will have a chance to get married.

Lessons of the Fourth Phase

It became more and more obvious that the pendulum, which was at one extreme

in the first three phageg in the higtory of the treatment of myelomeningocele, had

swung t° the other extreme in the fourth. In spite of a progressively increasing
survival rate to some 60 per cent, the problems we created were greater than those

we solved. With increasing technical experience we could save more and more
badly handicapped children, without increasing the proportion of the less geverely
affected. Treating all babies, without selection, resulted in much suffering for
]_arge numbers, in spite of the massive effort of large and devoted teams. The cost
of the medical care and of the special education of each severely handicapped
child exceeded 250,000 by the time they had reached 16 yearg Of zge.

The problems created by 2 geverely affected child often have disastrous effects
on family life (Tew and Lawrence, 1973; Tew etal, 1974). A ]arge proportion of
the mothers are on tranquillising drugs and more need them (Dorner, 1974).
Young parents age prematurely through censtant anxiety @nd recurrent crises. The
up_bringing of brothers and sisters suffers. Some families break up. Perhaps worst
of 3ll, because severely affected infants were 'saved', many ™ore potentially
normal lives never started because their parents did not dare to have other
children.
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SELECTION FOR TREATMENT
Five years ago @ detailed analysis of a group of 524 patients (Lorber, 1971) was
presented to the Society for Research in Hydrocephalus and Spina Bifida in
]_:‘rej_burg. In this analysis =» attempt was made to find, if possible, suitable criteria
for selective treatment. It was essential to find such criteria so that no infant
should be denied good treatment if he had a chance of gyryiving With only
moderate handicaps. This meant that some infants who would end up With severe
ha_ndj_caps would still be treated because, after a complete neurological examina-
tion (Stark, 1971), it is easy to forecast, on the first day of life, the minimum
handicap any patient will have later opn, but not what complications or
deterioration will occur later, and the actual eventual handicap is often moxre
severe than anticipated.
Fortunately, it was possible te find criteria that could be peadily detected by
expert in this field, without wasting time and without recourse to elaborate or
costly investigations.

No child who had any ©me or a combination of the following physical Sigl’lS

an

survived with less than severe handicaps?

oA large thoraco-lumbar or thoraco-lumbo-sacral lesion.

2. gevere paraplegia with no innervation below the L3 segment .

3 Kyphosis or scoliosis clinically evident ac birth.

4 Gross hydrocephalus, as shown by 2 head circumference exceeding the 90th

centile by at least 2 cm.

5- R . .
Other gross congenital defects, for example, congenital heart disease, and

Severe cerebral birth injury or intracranial haemorrhage.

In addition, if an infant whose spinal lesion is closed and who galready has

hydrocephalus gevelops meningitis, this infant should oply be treated with
analgesics.

Finally, the infant's social condition should be considered in detail. The fate of
°" abandoned or unwanted child is very grave, SvVen if his physical condition is a
' te better than those with major adverse criteria. These criteria were
SU.bseqU.entlY adopted as a basis for selection.

TPe main objrect of selection is not to avoid treating those who would die early
ha Sdg(‘tgAs* treatment' kut to avoid treating those who would survive with severe

Therefore it is essential that the criteria against treatment should not

be
any less severe than those Suggested above.

AAdmitted]-rX it is difficult to forecast future intelligence for gny individual baby
cerfaintf, though the presence and the degree ©f hydrocephalus are

A i i i 3 ' . .
th ?Itant' Pointers. gtein and his colleagues (1974) in Philadelphia claim that
~q A7d0Se correlation between the presence Of lacunar skull in garly infancy

A
. ;m’Ee ectual development- The mean IQ of 85 survivors who had lacunar
a ~

skull
*n contrast with 95.8 in those 71 who did not have lacunar skull.

The
Y Propose that babies with craniolacunia should not be treated. Un-
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fortunately, ©ur experience == = similar number born between 1967 and 1969 did
not confirm these findings (Lorber et al.,, 1975). Using our criteria, some children
who would have survived with normal intelligence will be excluded from
treatment and will die. Nevertheless, it is my experience, as it 1is that of
psychologists, social workers, teachers, and parents, that those young people Who
are geverely handicapped by multi-system defects suffer far moxe if they have

normal intelligence than if they are retarded. Only the intelligent realise fylly
what they have been through’ what they have missed and will miss. Only the

intelligent ¥ill yorry about the frustrations of employment, loneliness, lack of
opportunity and of normal family life. Only they will yoryy about their future

and who will look after them when their parents are too old or are no 101’196]1‘ alive.

Had we not treated gpy infant who had adverse criteria at birth we would not
have lost a single child who now survives with only moderate handicaps. In other
words, all those who had one of these criteria and survive are permanently and
severely handicapped.

The case and indications for selective treatment were overwhelming. Such a
conclusion could not have been reached without the vast experience gathered
during the non-selective gpproach in the preceding 10 years.

In Sheffield, selective treatment began in 1971 and with it the fifth phase in
the higtory ©f the treatment of myelomeningocele had started. The policy ©f

selection is fylly supported by @l the paediatricians in our Region, by the junior
medical staff and by the nurses. It is fully supported by the teachers in the special

schools for spina bifida children, by social workers and by careers officers. It is
whole-heartedly supported by all the branches of the Parents' Associations in the
areas from which children regularly come to Sheffield for treatment. It is fully
supported by the parents ©f newborn infants with pyelomeningocele. N© parent
has ever wished for operation if after full explanation about their babyls condition
the advice was against active treatment. The rpight to a second gpinion is always
offered: it has never been taken up. On the contrary, MOSt parents ask whether

something could be done quickly to bring the infant's life to an end. They ask for
this because they care for their baby and do not wish him to suffer and to live a

life with severe handicaps.

A few parents disagreed with the advice that their infant should be treated. If
the infant's condition was near the borderline for selective treatment, me gttempt
was made to perguade or force the parents against their judgement.

It is essential, once the decision not to operate has been reached, that nothing
should be done which might prolong the infant's gurvival, but every infant should
be giyen normal pyrging care and should be protected against suffering. They
should be fed on demand. anglgesics, sedatives or anti-convulsants pg+, be given,
as needed. They should be nursed in an ordinary cot with = gimple dressing o= the
spina bifida. Tybe-feeding, the administration of oxygen ©r resuscitation is
forbidden. Infections are not treated with antibiotic drugs. The greatest
temptation £or the gurgeon i t© operate ©n the hydrocephalus f the infant's head
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% growing rapidly. Such = temptation must be resisted, because progregsive
hydrocepha]_us is an jmportant cause of early death (Lorber, 1973a; Laurence,
1974) . Once an operation is performed = succession of others is bound to follow.
The end result is worse than either total treatment from the heginning or ne

treatment ac all.
After the publication of these results and views (Lorber, 1971) from Sheffield,

others who already practised selection (see above) published their results, adding
their support te the principle of selective approach. Other units, who in the pagt
believed that all patients had to be treated, have altered their views and practice.

Selective treatment is now widespread, and is the rule in Carshalton (Collis, 1972),

Great Ormond Street (Eckstein, 1973), Cambridge (Hunt et ai, 1973), and
Cardiff (Laurence, 1974), and many Other recent bastions of the non-selective

approach. Nevertheless, there remain a few thoughtful doctors who are concerned

about the ethical implications ©f = policy of selection (de Lange, 1974; Zachary,
1968) .

Of the first 41 untreated infants in Sheffield none survived beyond ej_ght
months and 60 per cent were dead before they reached one month of age (Lorber,
19733.) . The fact that all the untreated infants have so far died should allay fears

at many untreated infants p5,, survive with greater handicaps than they would
have had had they been treated from the beginning. The fear of those who still
doubt the wisdom of selection is not that the infant will die, but that he 5

survive with gevere handicaps_ This should rarely happen if non-treatment Iis

strictly adhered to. There is nothing werse than half-treatment and it is such
half-treatment that accounts for the relatively high short-term survival rates in

SOME centres.

Nevertheless, a few truly untreated infants will survive. If the criteria for

selection were gorpectly adhered to, these infants should not be worse OFf than if

they had been treated f£rom the heginning. They already have gross paralysis, they

already have no gphincter control and they already have hydrocephalus. Their
spinal lesion will epithelialise' As the Spinal lesion has not been closed, their

hydrocephalus is 1ikely to be less yapiqly progressive ©* may 2rrest gpontaneously.
an infant is still alive at six months of and is in such a good general

age,
condition that he is likely to survive for some time, then whatever treatment is

necessary can be started (Smith and Smith, 1973). A decision not to treat is not

necessarily « final one, as long == interruption ©f therapeutic inactivity is to
N %?20<” health rather than to interfere with failing health. The decision
VV
S* to interfere or when to interfere requires great experience and a firm
purpose. t . ;
: e parents agreement © any change it policy must be secured on a

1 .
®of fully informed consent.

resu’ts in those now selected for treatment is far more satisfactory. The
Ce

°f hydrocepha]_us is naturally less and its degree is less severe. Since the
Ctl?n

isosorbide for the medical treatment of Lorber,
1972b. hydrocephalus (Lorber

19"73br 1975) far fewer have required surgical treatment. AS one treats
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fewer cases, more individual attention can be given to them, thus improving their
prognosis.

It is not pretended that this policy of selection is a good solution of the
problem. In certain desperate situations there is no good solution. What selection

offers is merely less unsatisfactory than treating every baby. It does not matter
what proportion is treated. What matters is that all the babies who can tpyly

benefit should be giyen prompt comprehensive care-

Decision Making
Who should make the decision to treat or not to treat? Most consider that it is the

doctor's duty. The doctor should be a consultant and an expert in this field of
medicine (Ellis, 1974). Without such a proviso disastrous mistakes may be
committed. One cannot leave the decision to junior staff. One cannot leave it to

the parents because they are hardly ever sufficiently informed and because they
are under severe emotional strain at the time. Further, whatever happens, they

may later feel guilty for the decision they took if events turn out unexpectedly or
if they forget the issues on which the decision was made. Of course, the parents‘
wishes must be taken into account, though usually they will ask the doctor's

advice, even if the doctor appears t°© leave the decision to them.

ANTENATAIL, DIAGNOSIS

In spite of the logic and the practical aspects of selection, no doctor can be
satisfied with condemning babies to death by inaction, however essential it may
be for the babies and for their families' benefit.

The situation in this fifth phase in the hiStOIY of the care of babies born with

myelomeningocele would still be far from satisfactory if it were mnot for the
development ©f techniques for antenatal diagnosis and the first promige of
p

prevention.
1t is therefore of the utmost importance that antenatal diagnosis of at least the

more geverely affected became poggible im 1972. Brock and Sutcliffe (1972) in
Edinburgh discovered that alpha-fetoprotein is present in excessive guantities i
the amniotic fluid if the fetus has ganencephaly °~ serious spina bifida.
Amniocentesis is carried out at about 16 to 18 weeks of pregnancy. The result is
available within a few days and, if abnormal, pregnancy ©an be terminated at
once. Their findings have been amply confirmed by many other groups since
(Allan et al., 1973; Harris et al.,, 1974; Milunsky and Alpert, 1974; Nevin et al,
1974; Stewart et gl,, 1975). This advance led to the birth of many normal infants
who would not have been conceived, and has already prevented the birth of man.y,
antenatally diagnosed cases Of spina bifida. Some less severe cases are migsed, but
so far no false positive findings have been reported.

Amniocentesis is now universally available in this country. Nevertheless, its use
in high risk cases alone will gnly prevent the birth of some 5 per cent of all spina
bifida babies.
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The next grep i to develop mass techniques to detect alpha-fetoprotein in
maternal serum. It has been shown glyready that excessive quantities are present in
the serum gyring the middle trimester of pregnancy (Brock et al., 1973, 1974;
Seller et 3], 1974; Wald et al,, 1974), though the results are not so reliable as the
amniotic alpha-fetoprotein levels (Harris et al., 1974). This technique is still new
and not available on a ]_arge scale, though major trials are in progress in various
centres, including Sheffield, to develop facilities for routine screening of all
pregnancies. This should be possible within the next few yearg Infants born with
severe myelomeningocele should become a rarity and the painful decision whether
to treat or not treat should no longer be pecessary. This will be the end of the

ELEED gpage.

OLDER CHILDREN
There is still the problem of the several thousand older children alive today. Many

are gravely handicapped_ What is the correct pollcy in their management? The
universal Opil’liOl’l seems to be that, once treatment has started, there is no moral

or

practical justification for withholding further treatment, except among the

most severely handicapped when a 1ife-threatening situation occurs. In all patients
the goctor's aim must be to 'add life to their years, rather than years t° their
lives'. 1t is not necessary t° revise blocked shunts or to treat septicaemia if this

will lead to 4 speedy death for those whose life is intolerably difficult.

ETHICAL CONSIDERATIONS

So far only practical aspects have been considered. There are, however, serious
ethical considerations when a doctor, or a parent, faces the problem of making a
responsible decision whether to treat or not to treat.

Today very few people in the medical profession, in the gemeral public, °*
among religious leaders have ethical doubts about the propriety of terminating a
Pregnancy before the fetus is viable, if it is known for certain that it will be
severely defective. Most people would sgree that it is ethical to terminate
pregnancy even if the fetus is ]ikely teo be abnormal, and this is Jggg], But it*s
111egal, and probably mest people consider it unethical, to kill a newborn phahy,
when one knows that it is grossly abnormal. There is a major inconsistency and
Perhaps hypocrisy here, yet I for ome, uphold this principle. It may also be

A .
consistent o hypocritical ®° oppose active euthanasia, yet support =on-

treatment, or what is often called pagsive euthanasia. However, active euthanasia
Esy brutalise the ,oysons Who carry it out (Bok, 1974; Fletcher, 1975). It would
Aong for a doctor to order his junior or his nurses to carry out such a task if
cannot bring himself to do it. I gtrongly disagree with active euthanasia,
spe01ally for babies and children, who cannot possibly ask for it or give their
?c:\ns1dered consent. It would be impossible t° formulate legiglation, however
J ma%e are the jntentions, that could not be abused Ly the yngerupulous. There
a

een plenty of horrific examples of this in the past, especially in Hitler's
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Germany. FeWw jyst or compassionate persons would wish ce giye such a dangerous
legal power to any individual or group ©f people.

Yet for some severely handicapped spina bifida babies or others who are
equa]_]_y severely handicapped it would be the most humane way to deal with a
desperate situation (Freeman, 1972). It is painful to see such infants gradually
fading away °over a number of weeks or months, when everybody hopes for a
speedy end. It is this consideration of lingering death that still compels some
doctors to treat, reluctantly, all babies, in spite of the suffering such a policy will
entail (Freeman, 1974).

Nevertheless, mo treatment is not pecessarily equivalent te pagsive euthanasia.
No treatment with normal pyrging care is = gafequard against wrong diagnosis and
against deliberate mis—diagnosis for an evil purpose. If an infant's condition is not
as grave as was thought, he will live, and he can then be given optimal care if he

has any handicaps.
There are ethicists and moralists, as well as doctors, who consider that life must

be maintained at any cost, because life is better than no life. It be

any
legitimate to adhere to such principles within their own family, but it is not right
to enforce such a philosophy o= others who do not hold with it. To

may

knowledge mome of the world's greatr religions ©r religioug leaders believe that a

severely defective innocent newborn infant would be worse off in heaven or

wherever they believe their souls will after death. 1s it therefore humane to

go
inflict an immense amount of suffering on such infants and on their families to
ensure that they reach this heaven or haven in the end?

De Lange, * neurosurgeon, is one who is rightly worried about some
implications of deliberate non-treatment. Nevertheless, he writes: ILarge numbers
of spina bifida children kept alive by early closure of the defect and more efficient
treatment of the hydrocephalus are mow adolescents, most of them palnfully
aware Of their deficiencies. Some of us feel their presence "ot as a tribute to a

medical gchievement, but as an accusation against misuse of medical power' (de
Lange, 1974).

CONCLUSION

Doctors and the public today have to consider whether the vast resources of
learning, skill, manpower, time and money needed to keep some  extremely
handicapped persons alive, maybe against their will, are yisely spent. Is it right o
allow technique t© triumph ever reason and compassion? The doctor's primary
duty is to do his best for his patient. Normally, this means saving his ]ife, but
saving °* prolonging life is not necessarily the best for all patients and pgy, be
actively harmful.

If, therefore, today a surgeon is faced with a newborn baby with an extensive
myelomeningocele, he should not consider this as an immediate tactical problem,
but should think of the life that lies ahead for the baby. If he would not like such
a child of his own to gurvive, he should take the logical long—term strategic view
and resist the temptation t© operate.
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THE MAN FOR ALL SEASONS

'These hospitals are so well yypn, and so well supplied with all types of medical
equipment, the nurses are so gympathetic and conscientious, and there are so
many experienced doctors constantly available, that, though nobody's forced co
go there, practically everyone would rather be ill in hospitals than at home.' No,
it's not your friendly District Hospital. It's from Thomas More's Utopia, racily
translated py Paul Turner. Qtopian, says the dictionary, ideally perfect but

unpractical.
The favourite pleasure of More's Utopians was health, 'because it's the basis of

all the others. It's enough by itself to make you enjoy life, and unless you have it,
ne other pleasure i possible. A sensible person they say prefers keeping well to
taking medicine, and would rather feel cheerful than have people trying to
comfort him'. Because of thisg, More gaid, 'they would never dream of despising
their own heauty, overtaxing their strength, converting their agility into inertia,
ruining their physique by going without food, damaging their health, er gpurning
any other of Nature's gifts, unless they were doing it for the benefit of other
people or of society'. Tudor health must have been such a transient asset that it
was perhaps more hlghly prized than now. But few of us would share with More,
that witty urbane man, his secret discipline of a hair-shirt.
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