
MAGNETIC RESONANCE SPECTROSCOPY IN CANAVAN'S DISEASE
The neuroradiological evaluation of Canavan's disease in a 38 month-old

girl is reported from the Alfred I. duPont Institute, Wilmington, DE and
Children's Hospital, Philadelphia, PA. A female child of Ashkenazic Jewish
heritage presented at age 5 months with psychomotor retardation and
macrocephaly. At age 7 months cerebral brain biopsy confirmed a suspected
diagnosis of Canavan's disease. Over the last 30 months she developed severe
spastic quadriparesis, optic atrophy and dysphagia which was treated by
gastrostomy at age 27 months. CT showed diffuse symmetrical low
attenuation values of the subcortical and deep cerebral white matter. MRI
demonstrated symmetrical diffuse low signal density on T1-weighted images
and high signal intensity on T2-weighted images. Magnetic resonance
spectroscopy showed elevated levels of N-acetylaspartic acid in the occipital
lobe. The in vivo measurement of N-acetylaspartic acid in the brain by
magnetic resonance spectroscopy offered an additional non-invasive diagnostic
test for Canavan's disease (Marks H G et al. Use of computer tomography,
magnetic resonance imaging, and localized 1H magnetic resonance
spectroscopy in Canavan's disease: a case report. Ann Neurol July 1991;
30:106-110).

COMMENT. Canavan's disease or spongy degeneration of the brain in
infancy is a rare autosomal recessive leukodystrophy most prevalent
among Ashkenazi Jews and Saudi Arabians. Matalon and co-workers
have demonstrated an excessive amount of acetylaspartic acid in urine,
blood, CSF and a deficiency of aspartoacylase in cultured skin fibroblasts
and brain tissue in children with Canavan's disease (Matalon R et al. A m
J Med Genet 1988; 29,:463). The diagnosis may now be confirmed by
magnetic resonance imaging followed by localized 1H magnetic
resonance spectroscopy.

REYE SYNDROME AND ANTI-EMETICS
A drug-induced encephalopathy mainly by anti-emetics in two children

with a diagnosis of Reye syndrome is reported from the Department of
Paediatrics, University Hospital, Gasthuisberg, Leuven, Belgium. A 6 year-old
girl presented with fixed stare, stupor alternating with agitation, confusion and
wild delirium and signs of liver disease. The illness was preceded by
headache, muscular aching, abdominal pain and anorexia. Vomiting had been
treated with domperidone and metoclopramide. Dystonic reactions and
oculogyric crises occurred one day before referral. When medication was
omitted the neurological examination became normal 24 hours later. The
preceding viral syndrome was due to influenza-A. The patient recovered
completely after 10 days. Case 2 consisted of an 11 month-old baby who later
proved to have cytomegalovirus infection. Anti-emetic domperidone had been
prescribed for severe vomiting and 60 hours later bizarre arm movements and
eye movements developed. A diagnosis of Reye syndrome prompted
admission to hospital. The infant had impaired consciousness, stupor and
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upwards fixed gaze. The liver was enlarged and hypoglycemia and raised
transaminases were noted. The encephalopathy and dystonic reactions were
considered secondary to the anti-emetic drug in combination with liver
disease most probably due to viral infection. Neurological examination was
normal after 36 hours and the patient recovered completely after 10 days.
The author stresses the need to consider drugs other than salicylates in the
etiology or Reye syndrome and particularly the use anti-emetics (Casteels-
VanDaele M. Reye syndrome or side effects of anti-emetics? Eur J Pediatr May
1991; 150:456-4591.

COMMENT. In the 1960's several cases of toxic encephalopathy
resembling Reye syndrome were reported in patients who had received
the anti-emetic Tigan for vomiting. Dr. John Pepper, the Director of
Toxicological Studies at Hoffman Laroche Company investigated these
reports with customary thoroughness and with the aid of many
consultants. No specific correlation between the use of Tigan and the
toxic encephalopathy was determined. The lack of association of Reye
syndrome with aspirin use has been reported from Australia (Orlowski J
P et al. A catch in the Reye Pediatrics 1987; 80:638. See Ped Neur Briefs
Nov 1987).

HEADACHE

CHOCOLATE IS A MIGRAINE-PROVOKING AGENT
Patients with migraine who believe that chocolate could provoke their

attacks were challenged with either chocolate or a closely matching placebo in
a double-blind parallel group study at the Princess Margaret Migraine Clinic,
Charing Cross Hospital, London, England. The placebo contained no cocoa
butter or cocoa powder and the carob powder used in the placebo was also
added to the chocolate and successfully disguised by the use of a peppermint-
masking flavor. The two groups of patients, all adults, were matched for age
and sex and all were drug-free for at least 48 hours prior to investigation.
Chocolate ingestion (40 gram bar) was followed by a typical migraine episode
in 5 out of 12 patients, while none of the 8 patients challenged with placebo
had an attack (P=.051). The median time interval to onset of symptoms
following chocolate consumption was 22 hours (range 3.5-27 hours) (Gibb C.M.,
Rose F.C. et al. Chocolate is a migraine provoking agent, Cephalalgia May 1991;
11:93-95).

COMMENT. In a double-blind challenge study in children referred with
severe headache, 82 of 99 patients responded to an oligoantigenic diet
(Egger J et al. Lancet 1983; 2_:865). Relapses occurred in 74 on the
introduction of one or more food stuffs, with chocolate provoking attacks
in 30%. Methyl-zanthine, theobromine and phenolic compounds
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