
Iron metabolism and Hallervorden-Spatz syndrome are reviewed in Ped
Neur Briefs October 2001;15:75-76.

Genetics of febrile seizures. A splice-site mutation in the GABRG2 gene has
been described that causes a nonfunctional truncation of the GABA receptor g-
subunit, and contributes susceptibility to childhood absence epilepsy and febrile
convulsions in a single family. (Kananura C, Haug K, Sander T et al. Arch Neurol
July 2002;59:1137-1141). The association of a missense mutation in the GABRG2
gene and susceptibility to febrile seizures is a rare finding, previously reported
and cited by the authors in only one other family (Wallace RH et al. Nat Genet
2001;28:49-52).

VISUAL ATTENTION IN WEST SYNDROME
The maturation of visual attention is evaluated prospectively in a study of

infants with West syndrome (WS) before, during and after the onset of seizures,
followed until age 24 +/- 2 months at Catholic University, Rome, and University of
Pisa, Italy. Thirteen infants with symptomatic WS and 22 normal control infants
received a serial complete assessment at age 3 months, at the time of onset of
spasms, and at 2 years. Visual attention assessment was clinical and also by means
of a fixation-shift system, the ocular behavior monitored by video recordings. The
median onset of spasms was 7.5 months (range, 3.5-12 months). EEG showed
bilateral epileptic discharges, dominant in the occipital regions in 5; 7 had typical
and 6 a modified hypsarrhythmia. Before onset of spasms, fixation and tracking
were present in all infants, but only 4 (30%) could pass the fixation-shift test. At
onset of spasms, the majority (70%) showed severe impairment of visual behavior;
only 4 (30%) responded to fixation and tracking, and only one responded
correctly to the fixation-shift test. At age 2 years, a general improvement in
visual attention had occurred; fixation and tracking were possible in all cases, but
only 2 could perform the fixation-shift test correctly. Cognitive development (DQ)
paralleled the visual maturation: borderline DQ. before onset of spasms, a general
deterioration to a median score of 35 at onset of spasms, with minor improvement
at age 2 year follow-up. In 2 cases with normal DQ. at 3 months, a parallel
deterioration of fixation-shift skills and cognitive development was observed
even some months before onset of spasms. (Guzzetta F, Frisone MF, Ricci D, Rando
T, Guzzetta A. Development of visual attention in West syndrome. Epilepsia July
2002;43:757-763). (Reprints: Dr F Guzzetta, Neuropsichiatria Infantile, Policlinico Gemelli,
UCSC, Largo Gemelli 8, 1430168 Rome, Italy).

COMMENT. A parallel defect of visual attention and cognitive development
occurs in infants with West syndrome and sometimes precedes the onset of
infantile spasms. In an infant with delayed development who presents with visual
inattention, a diagnosis of West syndrome should be considered in the differential
diagnosis and an EEG performed as part of the evaluation. The occipital
preponderance of hypsarrhythia frequently reported in cases of WS appears to
correspond to the common occurrence of visual inattention in this syndrome.

TOPIRAMATE AND METABOLIC ACIDOSIS IN INFANTS
The acid-base metabolism was investigated in 9 infants and toddlers, aged 5

months to 2.3 years (median, 6 months), treated with topiramate (TPM) for
seizures at Johannes Gutenberg University, Mainz, Germany. TPM was used in
maximal doses of 8.2-26 mg/kg/day (median, 11 mg/kg/day), as add-on therapy in
5 and monotherapy in 4 patients with refractory seizures. Diagnoses were
infantile spasms in 5, epilepsia partialis continua in 1, infantile epileptic
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