TREATMENT OF CONVULSIVE STATUS EPILEPTICUS

Definition, etiology, treatment, and outcome of convulsive status
epilepticus in children and adults are outlined by a group of experts and
sponsored by the Epilepsy Foundation of America. Common to all patients,
recommendations include a clear predetermined plan of action, prompt
administration of appropriate drugs in adequate doses, and attention to the
possibility of apnea, hypoventilation, or other metabolic abnormalities. The
major drugs include diazepam, lorazepam, phenytoin, and phenobarbital,
administered intravenously. If diazepam is used, phenytoin is also necessary
to prevent recurrence. After 20-60 min, if status persists, 15-20 mg/kg
phenytoin no faster than 50 mg/min in adults and 1 mg/kg/min in children
by IV; monitor ECG and blood pressure; purge IV with normal saline before
phenytoin infusion - phenytoin is incompatible with glucose-containing
solutions. If phenobarbital is used after a benzodiazepine, apnea often occurs
and assisted ventilation is required. Compared to sedative drugs, phenytoin is
less likely to depress consciousness. (Dodson WE et al. Treatment of convulsive
status epilepticus. Recommendations of the Epilepsy Foundation of America's
working group on status epilepticus. JAMA Aug 18 1993;270:854-859). (Reprints:
Dr Dodson, Epilepsy Foundation of America, 4351 Garden City Dr, Landover, MD 20785).

COMMENTS. The details of this action plan will become a fixture in
many hospital ERs. The authors are to be commended for a thorough review of
this medical emergency. Although prognosis is closely related to the etiology
of the status, appropriate and timely therapy reduces the risk of mortality and
morbidity. Barry E and Hauser WA discuss the interaction of epilepsy and
acute brain disease in 217 patients with status epilepticus (Neurology Aug
1993;43:1473-1478). The 6-month mortality in this series (37%) was higher
than most other reports, and reflected a high percentage of organic brain
disease. In patients with a previous history of epilepsy the mortality was 16%,
and in those with no epilepsy but a high proportion of acute brain insults, the
mortality rate was 54%. In children, the mortality from status has been
reported in the range of 3 - 8%, and much lower than in the elderly.

BRAIN ABNORMALITIES ON MRI IN PARTIAL EPILEPSY

The incidence of cerebral abnormalities using MRI in 30 consecutive
children, aged 0.9-15.5 years, presenting with intractable complex partial
seizures is reported from the Institute of Child Health and Hospital for Sick
Children, London, UK. A clinical diagnosis of a temporal lobe focus was made in
19 patients, and all showed hippocampal, temporal lobe abnormalities, or both,
on the MRI Surgery performed in 2 confirmed the radiological diagnosis of
hippocampal sclerosis in one and astocytoma in the other. Of 7 children
without localizing features clinically, 5 had a hippocampal abnormality, one
had atrophy of the right temporal lobe, and one had diffuse cortical change.
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Lateralizing features by EEG were recorded in 12 (41%), and 7 had an MRI
abnormality on the same side. (Cross JH et al. Early detection of abnormalities
in partial epilepsy using magnetic resonance. Arch Dis Child July 1993;69:104-
109). (Respond: Dr Helen Cross, Neurosciences Unit, The Wolfson Centre, Mecklenburgh
Square, London WCIN 2AP, UK).

COMMENT. An MRI finding of hippocampal sclerosis was documented
as early as 4 years of age in one patient in this study, and progressive
hippocampal abnormalities over a six month period were apparent in
one other. The MRI as employed in this study can separate the causes
and effects of seizures and help to clarify the relationship between
early hippocampal damage in children and subsequent temporal lobe
epilepsy.

Studies of hippocampal neuron loss and memory scores, before
and after temporal lobe surgery for epilepsy at the Reed Neurological
Research Center, University of California, LA, support a role for the left
hippocampus in rote verbal memory. Patients with severe as compared
with minimal left hippocampal neuron loss may be at risk for lower
memory functioning postoperatively (Rausch R, Babb TL. Arch Neurol
Aug 1993;50:812-817).

DEGENERATIVE DISEASES

LATE-ONSET FRIEDREICH'S ATAXIA

Three adult patients from one family with late-onset Friedreich's ataxia
(LOFA) presenting after 25 years (mean age, 30 yrs) were compared with 13
children with classical FA presenting before 20 years (mean age, 13 yrs) and
reported from the University of Tubingen, Germany, and St Mary's Hospital,
London, England. Clinical presentation of LOFA and FA were similar, except
that muscle wasting, foot deformity, and cardiomyopathy were absent in LOFA
patients. Genetic linkage analysis using markers tightly linked to the FA locus
on chromosome 9 showed that all affected members of the LOFA family, but not
their unaffected siblings, had inherited identical paternal and maternal
genotypes. LOFA may result from mutation within the FA locus, giving rise to
a more benign and slowly progressive disorder. (Klockgether T, Chamberlain S
et al. Late-onset Friedreich's ataxia. Molecular genetics, clinical
neurophysiology, and magnetic resonance imaging. Arch Neurol Aug
1993;50803-806). (Reprints: Dr Klockgether, Department of Neurology, University of
Tubingen, Hoppe-Seyler-Str 3, W-7400 Tubingen, Germany).

COMMENT. With the exception of age of onset, all patients with LOFA

satisfied the basic diagnostic criteria for classical Friedreich's ataxia:
1) progressive ataxia; 2) family history with autosomal-recessive
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