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cause discomfort, and in the past many interesting remedies
have been described for its alleviation.34 They have in-
cluded rubbing5 and lancing6 the gums, applying hare's
brain to them, and wearing a variety of animal or vegetable
charms.
A more scientific treatment has recently been investigated

by Margaret H. Seward.7 She carried out a double-blind trial
of a preparation containing lignocaine hydrochloride, benzyl
alcohol, tincture of myrrh, menthol, honey, sorbic acid, and
90% alcohol, applied to the gums, comparing it with a mix-
ture containing the same ingredients except for the lignocaine,
benzyl alcohol, and myrrh. She studied 291 infants aged 5 to
31 months by means of a questionary, neither the mother nor
the doctor knowing whether the children had had the active
or the inactive liquid. The lignocaine mixture was found to be
highly effective as compared with the inert substance. It
seemed to give more relief to boys than girls; it was effective
whether applied by day or night; and it had no untoward
side-effects. This was a good, simple but scientific study of a
common problem, and it has given guidance to the doctor
who wants to provide relief for a baby with painful teething.

Spiky Red Cells
In 1950 F. A. Bassen and A. L. Kornzweig1 described a new
syndrome comprising red cells with spiky projections, retino-
pathy, and an ataxic neuropathy. Malabsorption of fat is
another feature of the syndrome, which was shown to be
associated with absence of betalipoprotein from the blood2 and
to be inherited as an autosomal recessive. The red-cell defect
was first named acanthrocytosis,3 but later the term acan-
thocytosis (acantha=a thorn or sharp point) was adopted.
Originally it was thought that acanthocytosis was pathogno-
monic of the lack of betalipoprotein, but it is now known
that spiky red cells may occur in patients with severe liver
disease.4 Moreover a few families have been reported in
whom acanthocytosis and a neurological disorder have been
associated with deficiency (as distinct from complete absence)
of betalipoprotein5 or even with normal concentrations of
betalipoprotein.6 7 To distinguish the acanthocytes of abeta-
lipoproteinaemia from morphologically similar but chemically
dissimilar spiky red cells associated with liver disease the
term "spur cell" has been used to describe the latter. With the
exception of two infants with "neonatal hepatitis"8 all the
patients with spur cells have been adults with alcoholic liver
disease; their features have included haemolytic anaemia, a
haemorrhagic diathesis, and hepatosplenomegaly.

Abnormalities of lipid composition of acanthocytes in
association with abetalipoproteinaemia were first described
by P. Ways and colleagues,9 who reported normal concentra-
tions of total cholesterol and phospholipids but an increase in
the proportion of sphingomyelin, with a concomitant decrease
in phosphatidyl choline. Similar changes are found in the
serum, and the changes in the red cell phospholipids appear to
be secondary to those in the serum. Recently J. A. McBride
and H. S. Jacob'0 have found increases in cholesterol in the
membrane of red cells in some patients with abetalipopro-
teinaemia and an increase in the ratio of cholesterol to phos-
pholipid in most patients. They postulate that the abnormal
shape of the red cells is due to the relative increase of choles-
terol in the membrane.

In the patients with hypobetalipoproteinaemia and acan-
thocytosis, or with acanthocytosis and normal lipoproteins, the
lipids in the red cells have been normal. But in these cases
relatively fewer cells have been affected than in abetalipopro-
teinaemia, and the large number of normal cells may have
obscured minor abnormalities in the acanthocytes.

Studies of spur cells from adults with alcoholic cirrhosis4
have shown a distinct increase in membrane cholesterol and
in the ratio of cholesterol to phospholipid. The role of
cholesterol in the formation of the red cell spicules is still not
clear, and there is no proof that the acquisition of cholesterol
by the cells causes the spicules. Indeed the red cells in patients
with obstructive jaundice or with familial lecithin-cholesterol
acyl transferase deficiency contain much more cholesterol than
normal, but target cells rather than spur cells are formed.
R. A. Cooper4 suggests that the raised levels of lithocholic
acid in the serum of patients with spur cells may have some-
thing to do with their distinct morphology.
The finding of spiky red cells, which are best seen in a

fresh wet preparation of blood, is an indication for careful
examination of the nervous system, including retinal function,
for investigations of fat absorption, and for evidence of liver
disease, especially that due to alcohol. Serum lipids and
lipoproteins should be measured, and investigation of liver
function should include estimations of the individual serum
bile acids.
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