of symptomatic. A mean developmental score of 71 in cryptogenic cases was
significantly higher than 48 in symptomatic. Additional forms of seizures
were more common in symptomatic cases (57% cf 35%). Unfavorable
prognostic factors, particularly cognitive deficits, were the association of
other seizures, neurologic deficits, delay in treatment, poor response to ACTH,
and persistent EEG abnormalities after 2 weeks of therapy. All patients in the
cryptogenic group responded to ACTH (80 1U/IM/d for 2 weeks, tapered over 6
to 8 weeks). Of 30 symptomatic cases receiving ACTH, 12 (40%) were completely
controlled initially, and 11 had a partial response. Response was higher in
patients with developmental scores >70, both cryptogenic and symptomatic
cases. (Koo B et al. Infantile spasms: Outcome and prognostic factors of
cryptogenic and symptomatic groups. Neurology Nov 1993;43:2322-2327).
(Reprints: Dr Betty Koo, Division of Neurology, The Hospital for Sick Children, 555
University Avenue, Toronto, ON, Canada M5G 1X8).

COMMENT. With improved diagnostic techniques, particularly the MRI,
the increased recognition of cerebral dysgenesis as a frequent cause for
infantile spasms has resulted in a lowered percentage of cryptogenic
cases compared to earlier reports. In a study involving 61 cases at the
Mayo Clinic (Millichap JG, Bickford RG, Klass DW, Backus RE. Epilepsia
1962;3:188-197), 43% were of undetermined etiology and only 7% were
recognized with cerebral dysgenesis. The anticonvulsant efficacy and
outcome of treatment with ACTH in 21 patients was related significantly
to the age at the time of diagnosis and treatment; 80% of infants less
than 1 year old were benefited whereas only 22% of those over 1 year
showed reduction in seizures and EEG improvement. Control of seizures
and hypsarrythmia was not significantly related to the etiology, but
patients of borderline or normal intelligence tended to respond more
frequently than did those with developmental quotients <70. (Millichap
JG, Bickford RG. JAMA 1962;182:523-527).

Posterior fossa abnormalities in children with infantile spasms
were associated with a poor developmental outcome in a study of 98
children from New England Medical Center and Children's Hospital,
Boston, and Hadassah University Hospital, Jerusalem (Schiffmann R et
al. ] Child Neurol Oct 1993;8:360-365). Brain stem dysfunction and
atrophy were remarkable in a study of 10 patients with infantile
spasms, employing evoked potentials and MRI, at the University of
Tokushima, Japan (Miyazaki M et al. Neuropediatr June 1993;24:126-130).

BENIGN NEONATAL FAMILIAL CONVULSIONS

An electroencephalographic-video study of 14 benign neonatal familial
convulsions (BNFCs) in 3 children from two families is reported from the
Hopitaux Universitaires, Strasbourg, and the Institut de Biologie, Montpellier,
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France. Seizures occurred during sleep and were preceded by a short period of
arousal. A brief symmetrical flattening of the EEG, associated with apnea,
tachycardia, and tonic motor activity, was followed by a long (1-2 minute)
bilateral discharge of spikes and sharp waves, simultaneous with vocalizations,
chewing, and focal or generalized clonic activity, often asymmetrical and
asynchronous. EEG and clinical symptoms varied from left to right from one
seizure to the next, and a stable focus was never observed. (Hirsch E et al.
Electroclinical signs of benign neonatal familial convulsions. Ann_Neurol Dec
1993;34:835-841). (Respond: Dr Hirsch, Service d'Epileptologie Clinique, Clinique
Neurologique, Hopitaux Universitaires de Strasbourg, 1 place de I'Hopital, 67091
Strasbourg Cedex, France).

COMMENT. BNFCs are brief seizures beginning at the second or third
day after birth and occurring for several days or weeks. Less than 10%
have seizures in later childhood and adulthood. The gene for this
syndrome has been localized to the long arm of chromosome 20, but
BNFCs may be genetically heterogeneous. The pattern of the seizures is
similar to that of generalized tonic-clonic epilepsy, in which the initial
tonic phase may be asymmetrical. The asymmetry of BNFCs may be
explained by immaturity of the corpus callosum in the neonate. The
interictal EEG is either normal or shows bursts of sharp alternating
theta rhythms, a theta pointu alternant pattern. Frequent BNFCs have
no postictal deficit or exhaustion and no adverse effect on development
of the child.

GENETICS OF UNVERRICHT-LUNDBORG MYOCLONUS EPILEPSY
Clinical and molecular genetic data on a family from the United States in
which four of five sibs were affected with progressive myoclonus epilepsy of
Unverricht-Lundborg type are reported from the University of Helsinki,
Finland; National Cancer Institute, Bethesda, MD; and the VA Hospital,
University of Florida, Gainesville, FL. Onset was between 9 and 11 years with
grand mal seizures. Progressive stimulus-sensitive myoclonus developed at 11
to 13 years of age. Generalized spike-wave and polyspike-wave paroxysms and
photo-sensitivity were characteristic EEG findings. The gene (EPM1) has been
mapped to chromosome 21 in Finland, and the gene in this non-Finnish
American family was also linked to the EPM1 region. Crossover events refined
the gene localization between loci CBS and D21S112, leading to greater
accuracy of genetic prediction based on linkage analysis. (Lehesjoki A-E et al.
Progressive myoclonus epilepsy of Unverricht-Lundborg type: A clinical and
molecular genetic study of a family from the United States with four affected
sibs. Neurology Nov 1993;43:2384-2386). (Reprints: Dr Anna-Elina Lehesjoki, Dept
Med Genetics, PO Box 21 (Haartmanin-katu 3), 00014 University of Helsinki, Finland).
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