
dense left hemiparesis developed. She died 2 years 7 months after the onset of
seizures. (Harvey AS, Andermann F et al. Chronic encephalitis (Rasmussen's
syndrome) and ipsilateral uveitis. Ann Neurol Dec 1992; 32: 826-829).
(Correspondence: Dr Harvey, Dept of Neurology, Royal Children's Hospital, Flemington Rd,
Parkville, Victoria 3052, Australia).

COMMENT. A viral cause seemed likely but was not confirmed by
serology or tissue culture. Slit-lamp examination of the eye should be
included in the evaluation of children with Rasmussen's syndrome.

ENCEPHALOPATHIES

ACUTE ENCEPHALOPATHY OF OBSCURE ORIGIN
Six previously healthy children who developed an acute encephalo¬

pathy several days after a prodromal illness are reported from the Hopital
Bicetre, and Hopital Necker-Enfants Malades, Paris, France. Prodromal
illnesses consisted of upper respiratory infection with fever, and headache
and vomiting. Coma was the initial symptom in 4 patients. Abnormal
movements included gesticulation, chewing, swallowing, orofacial dyskinesia,
limb dystonia, and choreoathetosis. Rigidity was constant in 5 patients and
intermittent in one. Seizures occurred in 2 patients. Recovery extended for
several weeks and was characterized by a rapid return of motor function and
persistent behavioral and cognitive disturbances. Four patients recovered
fully, and two had mild sequelae. (Sebire G et al. Coma associated with intense
bursts of abnormal movements and long-lasting cognitive disturbances: An
acute encephalopathy of obscure origin. T Pediatr Dec 1992; 121: 845-51).
(Reprints: G Sebire MD, Service de Neurologie, Departement de Pediatre, Hopital Bicetre,
78 rue du general Leclerc, 94275, Le Kremlin Bicetre Cedex, France).

COMMENT. These cases with a favorable outcome were thought to
represent a different syndrome from that described by Lyon, Dodge, and
Adams, whose 16 patients died from an acute encephalopathy of obscure
origin. Attempts at viral isolation and antibody detection were negative.

DEGENERATIVE DISEASES

HEPATOCEREBRAL DEGENERATION OR VALPROATE TOXICITY
Six children with refractory seizures and focal neuronal damage who

died of liver failure are reported from the Washington University School of
Medicine, St Louis, MO. Four were treated with valproic acid (VPA) and
developed liver failure within 30 - 68 days. Two of these children each had one

sibling who was not exposed to VPA and developed the same clinical picture,
but liver failure was delayed. Siblings receiving VPA survived only 3 and 5
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months after onset of seizures, whereas those not treated with VPA lived for 7
to 16 months. (Bicknese AR et al. Early childhood hepatocerebral degeneration
misdiagnosed as valproate hepatotoxicity. Ann Neurol Dec 1992; 32: 767-775).
(Correspondence: Dr WE Dodson, St Louis Children's Hospital, 400 S Kingshighway Blvd, St
Louis, MO 63110).

COMMENT. The authors propose that many of the reported patients
with VPA-associated hepatotoxicity represent undiagnosed hepato¬
cerebral degeneration, the Huttenlocher variant of Alpers' syndrome.
Their experience suggests that liver failure is accelerated by exposure
to VPA, and an alternative antiepileptic treatment should be employed
in young children with resistant seizures and mental and motor
regression, indicative of cerebral degeneration. Recurrence of this
syndrome in family members suggests an autosomal recessive
inheritance, but the biochemical basis remains undetermined.
Of 13 similar cases reported from the Hospital for Sick Children, London
(Egger J et al. Clin Pediatrics 1987; 26: 167), only 4 had received VPA and
2 may have died from VPA-hepatotoxicity.(See Ped Neur Briefs July1987)

NEURODEGENERATION WITH TRICHORRHEXIS INVAGINATA
Two siblings are reported from the Medical College of Ohio with an

autosomal recessive syndrome characterized by hair and skin abnormalities,
hypoplastic nails, hypotonia, areflexia, and progressive neurological
deterioration. Mutiple abnormalities were observed at birth, and apneic
episodes secondary to laryngomalacia occurred in the neonatal period. At 10
months, CT showed early cortical atrophy, and EEG revealed seizure activity
and encephalopathy. At 12 months, neuromotor deterioration had progressed
and the child was no longer able to suck, did not smile, and did not move her
legs. Apneic episodes and respiratory difficulties worsened and she died at 16
months. The sibling with a similar syndrome was alive at 27 months. (Gyure
KA et al. Autosomal recessive neurodegenerative disorder with trichorrhexis
invaginata and ectoderma dysplasia. Pediatr Neurol Nov/Dec 1992; 8: 469-72).
(Correspondence: Dr TW Kurczynski, Dept of Pediatrics, Medical College of Ohio, PO Box
10008, Toledo, OH 43699).

COMMENT. Trichorrhexis invaginata, or bamboo hair, is an hair-shaft
defect usually found with ichthyosiform dermatoses and Nethertons
syndrome. Its significance in relation to the present neurodegenerative
disorder is unknown. Hair-shaft abnormalities occur as a feature of
various neurological diseases, including Menkes disease, biotin defic¬
iency, and Pollitt syndrome. Electron micrographs of hair samples may
be of diagnostic importance in children with neurologic disorders.
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