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managed? Firstly, minor infections must be treated early in
order to try to prevent a crisis developing. Patients with
painful crises or infections should be admitted to hospital, any
infection treated, adequate analgesia given, and special atten-
tion should be paid to rehydration and correction of electrolyte
imbalance and acidosis. A packed-cell volume estimation and
reticulocyte count should be carried out at least twice a day.
Where there is no fall in packed-cell volume transfusion is not
required, but if there is a marked fall in the reticulocyte count
or in packed-cell volume blood transfusion should be given.
Blood for cross matching should be taken into a container at
37°C to avoid grouping and cross-matching difficulties in the
presence of cold agglutinins active at room temperature.
There are other causes of marrow failure in this disorder:
acute folic acid deficiency may follow an exacerbation of
haemolysis,9 and it is important to examine the bone marrow
if there is a reduced reticulocyte response. Another important
check is examination of the blood counts of any affected
siblings living in the same house.

At the moment, apart from the treatment of infection there
is no really useful approach to the prevention of crises. Con-
trolled trials of the use of urea have been disappointing.10
Carbamylation of haemoglobin S by cyanate increases its
oxygen affinity, and certainly reduces the rate of sickling and
hence improves the red-cell survival,11 12 but long- term
neurotoxicity has already been observed with this type of
therapy, and current clinical trials are trying to find a dose of
cyanate which causes adequate carbamylation without side
effects. Until this approach has been evaluated fully patients
with sickle-cell anaemia are managed best by good general
medical care including folate supplements and early treatment
of any infections. Should a crisis or severe infection occur they
should be admitted to hospital and treated by the simple
regimen outlined above.
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Fostering Mentally
Handicapped Children
The hospital census for 1970 showed1 that there were 6611
mentally retarded children under the age of 15 years in
hospital in England and Wales, and a further 4919 mentally
retarded inpatients aged 15-19. The Campaign for the Mentally
Handicapped has argued that children should in principle
not be admitted to such hospitals, and a recent publication2
by the Campaign suggests that an appreciable contribution
to alternative community care could be made by fostering.

Most of the mentally retarded are cared for in their own
homes during childhood. Midwinter3 gave figures for Bristol of
25% and 29%/ respectively for hospital care under the age of
4 years and between 5 and 10. Between 10 and 20 the propor-
tion in hospital rises to 41%. The previous steep increase
over the years in the number ofhospital places for the mentally
handicapped of all ages has levelled out and even fallen a little
during the past 10 years. As pointed out by Richards,4 such
hospitals nowadays contain a long term, ageing population.
There is no doubt that the presence of a mentally handi-

capped child in the home may constitute a considerable burden
for the family, in some cases one which cannot be supported.5
Degree of handicap is not the only reason for parents to
abrogate their responsibility, and the difficulty in managing
may relate to pre-existing problems in the family.6 None the
less at the time when Tizard and Grads were writing there
was a definite difference between hospital and home cases in
the degree ofdisability; as expected, the hospital population was
the more handicapped. Yet many of the meiitally handicapped
children occupying hospital beds are not in need of skilled
nursing care and might be more suitably placed in a homely
environment. Using a system of classification devised by
Kushlick,7 the hospital census1 found a minority of the
older children in hospital with no special problems, being
ambulant, continent, needing no assistance to feed, wash, or
dress, and showing no behaviour difficulties. In the first
instance these children might surely be better placed elsewhere
than in hospital. In the case of the younger children, who are
better suited to fostering, some inadequacies in these respects
would be tolerated by foster parents on the score of age.

Basing itself in part on American experience the Campaign
for the Mentally Handicapped suggests that the estimate in
Better Services for the Mentally Handicapped8 of two mentally
handicapped children per 100 000 population to be fostered is
depressingly small. The Campaign believes that 6 per 100 000
would be a more appropriate target. This would give a total of
3000 for England and Wales-an appreciable contribution to a
solution of the problem. There can be no doubt that children
usually do better in homely surroundings with a "child-
orientated" regimen. 9 The advantages of adoption for ordinary
children have been fully documented.1 0 Even with the severely
mentally handicapped there tends to be an improvement in
performance in those brought up at home compared with
those living in institutions.11 There is a shortage of children
for adoption, and there are parents who are willing to accept
the challenge afforded by the handicapped child. They may
be able to provide the secure and loving home which he
needs. This is shown both by experience in North America
and by the pioneer efforts of a number of British local authori-
ties. If the scheme is to succeed, however, it seems essential
that it should be cherished by social workers with expertise
in the home care of the handicapped child.
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Unexplained Prolonged
Fever in Children
Paediatricians and family doctors from time to time face one
ofthe most challenging clinical problems-pyrexia ofunknown
origin, or P.U.O. Most such fevers are short-lasting and are
probably due to viral infections; but when the fever persists
diagnosis is more difficult and more important. Fourteen years
ago Petersdorf and Beeson' suggested that P.U.O. should be
defined as fever of at least three weeks, exceeding 38 3°C on
several occasions, and defying diagnosis after a week of
intensive hospital investigation. They claimed that most cases
proved to be atypical manifestations of common diseases
rather than exotic conditions. In their study of 100 cases in
Boston 36% were due to infections, 19°/o were neoplasms, and
20% were collagen-vascular diseases. The figures in another
series of 128 cases2 were almost identical. These studies
mainly concerned adults; when Pizzo, Loveday, and Smith3
studied 100 children at Boston they found that 52% of fevers
were due to infection, 20% to collagen-vascular diseases, and
6% to neoplasms-but their cases were not comparable
because they included such conditions as pneumonia and
anaphylactoid purpura which should have been readily
diagnosed.
The infections in children which present diagnostic difficul-

ties include brucellosis, toxocariasis, toxoplasmosis, subacute
bacterial endocarditis (before a murmur develops), low grade
osteitis (which may sometimes elude diagnosis even for a few
weeks), malaria in the tropics, an apical tooth infection (when
there has been a root filling and the tooth is dead), a sub-
phrenic abscess (after an abdominal operation), colonization
of a Spitz-Holter valve, or miliary tuberculosis (with a negative
tuberculin reaction due to severe malnutrition, measles, or
overwhelming infection). Otherwise unexplained postoperative
fever in child or adult should suggest the possibility of a
retained swab or instrument.

In a review of fever in malignant disease4 fever was found
to be common in leukaemia, to occur at some stage in 20% of
cases of Wilms's tumour, and to be common in various reticu-
loses but rare in Hodgkin's disease. Fever in malignant disease
being treated by cytotoxic drugs may be wrongly ascribed to
the underlying disease when it is due to infection associated
with granulopenia.

Prolonged fever may precede joint changes in juvenile
rheumatoid arthritis by many months,5 6 causing great
diagnostic difficulties. In children specific tests for rheumatoid
arthritis are usually negative and rarely help. In one study of
124 cases of juvenile rheumatoid arthritis episodes of high
fever were prominent in 26%; and 10% had prolonged fever
before joint symptoms developed.
When taking the hisfory in a case of P.U.O. it is essential

to list all drugs being taken. Many drugs cause "drug fever"-
and several workersl 3 ' have decried the blind use of anti-
biotics for unexplained fever because they may obscure the

diagnosis by themselves causing such a reaction-but one
must not be so scientific that one lets a patient die rather than
treat an ill patient empirically until the organism has been
identified. Drugs known occasionally to cause fever include
acetazolamide, amphetamine, azathioprine, barbiturates, car-
bamazepine, cephalosporins, chlorpromazine, colistin, erythro-
mycin, haloperidol, indomethacin, isoniazid, meprobamate,
methicillin, methimazole, nitrofurantoin, nortriptyline, P.A.S.,
phenytoin, potassium iodide, rifampicin, sulphonamides, and
thiouracil.

Fever in young children may be due to overheating or
dehydration: dehydration may be due to excessive fluid loss
from polyuria due to hypercalcaemia, renal acidosis, or
nephrogenic diabetes insipidus; fever may also occur in
anhydrotic ectodermal dysplasia.

If the episodes of "fever" are notably short, the pulse is
normal at the time, and the patient looks well, the possibility
of malingering should be considered. The obvious method of
making the temperature rise is putting the thermometer on to
a hot water bottle; less obvious methods include two or three
vigorous shakes of the inverted thermometer, while a 9-year-
old girl successfully deceived doctors and nurses by vigorously
rubbing the bulb of the thermometer: vigorous rubbing may
make the mercury rise by 2 or 3°C in less than ten seconds.

Finally it is not always possible to detect organic disease
even after full investigation and prolonged observation.
Eleven of a series of 60 cases of P.U.O. in children in one
study7 and 12 of 100 children with P.U.O. in another series3
fell into this category.

Blunderbuss investigation is costly, unwise, and unpleasant
for the patient: the investigations requested should be decided
on the individual's history, symptoms, and signs. They will
certainly include blood and urine culture and perhaps culture
of the faeces; a complete blood count, x-ray of the chest, and
a tuberculin test. A sedimentation rate is a useful non-specific
investigation: but it was normal in 9 of 60 cases of P.U.O.
with proved systemic disease.7 Other investigations may include
serological studies, examination for LE cells, electrophoresis,
and perhaps liver function tests.

Essentials to a diagnosis are a detailed history, including the
medicines being taken, repeated physical examination, and the
willingness to wait and see; and in certain circumstances
patience may be augmented by biopsy of a lymph node if there
is a suitable one, bone marrow examination, and, in the
presence of abdominal symptoms, laparotomy.
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Brain Abscess
The changes in the pattern of otological disease which have
taken place in the last 30 years1 have been reflected generally
in a reduced incidence of otogenic abscesses of the brain.2
However, this is not universal. Shaw and Russell3 have recently
noted a persistently high incidence of chronic ear disease in
West Scotland and a constant incidence of intracranial
abscesses as a result. Furthermore, the mortality from cere-
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