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cases, so the effective prevention of both
dental caries and gingivitis is essential from
the outset. At least one study has reported on a
preventive scheme specifically for children
with cleft palate.' Although we do not support
all the preventive measures used at that
time, the study did highlight the fact that
this group stand in special need of preventive
care.
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Ethnic minorities and sickle cell disease

SIR,-Dr John Black's article (30 March,
p 984) is most helpful. Many family doctors are
quite familiar with much of what he has so
lucidly stated. The reason why many children
(and adults) with sickle cell disease continue to
die "before their time" in the UK and else-
where is failure to appreciate certain facts
relating to presentation, a failure of anticipa-
tion, and what I usually call a combination of
circumstances.

Firstly, presentation. Epistaxis, priapism,
enuresis, numbness of the lower lip, sudden
aphasia, hemiplegia, blood in the urine, deep
jaundice, large tummy, nails white as a sheet,
loud precordial murmurs, bruit de diable
at the root of the neck, unexplained fever,
cough with tachypnoea, fatigability, swollen
hands may each and severally be the first
indication that the child has sickle cell disease.'
Alternatively, a child's condition may have
nothing to do with sickle cell disease but
may later be worsened by it-for example,
within seven days lobar pneumonia can become
pneumonia plus infarction plus pulmonary
abscess.' Presentations may also differ from
those described in the textbooks. (1) Teen-
agers of 12, 13, 14, or 15 years with SS
disease may have spleens which, far from
vanishing, are enlarged. (2) The child with
genuine SS disease (parents AS, AS) with
haemoglobin of 12-3 g/dl should not be treated
as having sickle cell trait, because the potential
for devastating in vivo sickling is there. (3)
Extreme fatigability with "nails as white as a
sheet" during an attack of measles indicates
an aplastic crisis from the measles virus.
Haemoglobin drops to 2-5 g/dl within 48
hours. As little as 100-150 ml of packed cells
for a 5 year old child and not more than one
unit for a 15 year old given over eight hours is
lifesaving, even when the haemoglobin was
less than 3 g/dl to start with.

Secondly, clinicians should anticipate disas-
ters in patients with sickle cell disease. For
example, if perioperative fluid therapy is not
planned for a child about to undergo surgery
the child will end up with a stroke. Anaesthe-
tists are now more careful than ever so their
success is virtually 100",,, but fluid manage-
ment before, during, and after operation often
leaves a lot to be desired. The clinician should
also be aware that the patient who has been
admitted and discharged twice within the past
week has come in again to die unless the whole
management is overhauled.

Thirdly, there are many dangerous com-
binations of circumstances that may lead to
disaster for the unwary. (1) Personnel: the
houseman or GP is away for the weekend; the
locum has little clue about what is happening,

and goes by the packed cell volume or haemo-
globin concentration rather than the patient's
condition; the casualty department may refuse
to admit the patient, quibbling over whether
the patient should go under a physician or a
haematologist. (2) Clinical: abdominal pain
might be due to sickle cell crisis,2 3 or the crisis
could also have been precipitated by acute
appendicitis.' (3) Genetic: hardly any west
African with sickle cell anaemia is without one
or more of the other hereditary erythrocyto-
pathies: 86'U/ have concomitant lac or 2ac
thalassaemia, and, although this is supposed to
ameliorate the SS phenotype, 2OO, of the men
and 16"(, of the women also have glucose-6-
phosphate dehydrogenase (G6PD) deficiency.4
Contrary to what is claimed from the USA,
G6PD deficiency on top of sickle cell disease
is an added liability4 (Luzzato L, paper at
International Symposium on Sickle Cell
Anaemia, Abidjan, Ivory Coast, 1975).

Workers in the UK should always identify
which of their patients have G6PD deficiency,
because several antimicrobial agents and anal-
gesics which are given to help may in fact
harm the patient.
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Hepatic sequestration in sickle cell
anaemia

SIR,-We would agree with Dr C R S Hatton
and others (9 March, p 744) that hepatic
sequestration in sickle cell anaemia may be
more common than currently realised and may
result in considerable morbidity. We have re-
cently managed a patient with an illness similar
to the syndrome they describe and would like

to present the histological appearances of the
liver found at biopsy.
A 26 year old West Indian woman with sickle

cell disease who had had repeated painful bony
crises since childhood was admitted to hospital with
fever, abdominal discomfort, and jaundice. Three
days earlier she had been discharged after treatment
of a chest infection, at which time the liver was not
palpable. Examination showed tender hepato-
megaly extending from the costal margin to the
umbilicus. Before admission the haemoglobin had
been 6-8 g/dl with a 12",, reticulocyte count. Initial
investigations on admission showed: haemoglobin
5.7 g/dl with 440, reticulocyte count, alkaline
phosphatase 234 IU/1, aspartate transaminase
97 IUfl, and bilirubin concentration 33 4mol/l
(19 mg 100 ml). Over the next five days the liver
expanded to the pelvic brim with increasing
tenderness and the patient became increasingly
unwell with a swinging fever. A liver scintigram
showed gross homogeneous enlargement of the
liver with no evidence of caudate lobe uptake,
suggesting that the hepatomegaly was not due to a
Budd-Chiari syndrome. Exchange transfusion
resulted in clinical improvement, but because con-
siderable hepatomegaly remained the patient
underwent percutaneous liver biopsy. This showed
normal liver architecture but with non-caseating
granulomas. The hepatic sinusoids contained
sickled red blood cells (see figure). Cultures of spu-
tum, urine, bone marrow, and liver were negative
for acid fast bacilli. Repeated blood cultures were
negative and there was no change in viral antibody
titres (including parvovirus) on paired samples.
Antibody titres against brucella, toxoplasma,
leptospira, and hepatitis B antigen were all nega-
tive. The patient made no response to anti-
tuberculous therapy and was started on steroids.
There was a slow resolution of the hepatomegaly
and fever over several weeks. Hepatomegaly has
been a frequent but not invariable finding at
her subsequent admissions for episodes of crisis.
Recent experimental evidence has shown

that sickled red cells have an abnormal pro-
pensity to interact with macrophages.1 This
may be due to abnormal acquisition of surface
IgG and modifications to surface charge on the
red cell membrane and secondary to red cell
auto-oxidation. It seems possible that these
mechanisms might promote a granulomatous
reaction and help to explain the histological
appearances found in our patient. These ob-
servations suggest that further investigation
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Liver biopsy specimen showing non-caseating granuloma and sickled red blood cells.
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