
(Hutchinson sign). EEG showed diffuse slowing. CSF had no white blood cells and
normal protein and glucose. PCR was positive for VZV DNA in CSF. IV acyclovir and
dexamethasone and local acyclovir treatments were followed by rapid complete recovery.
Molecular analysis confirmed the vaccine strain as the causative agent. (Chouliaras G,
Spoulou V, Quinlivan M, Breuer J, Theodoridou M. Vaccine-associated herpes zoster
ophthalmicus and encephalitis in an immunocompetent child. Pediatrics April
2010;125:e969-e972). (Respond: Georgos Chouliaris MD, E-mail: gchoul@med.uoa.gr).

COMMENT. This case represents a rare example of herpes zoster occurring in an
immunocompetent child and resulting from reactivation of the varicella vaccine virus
received at immunization 20 months previously. An unusual source of vaccinia virus is
reported as follows:

Human vaccinia infection after contact with raccoon rabies vaccine bait. Since 2003,
US Department of Agriculture's Wildlife Services has instituted a multistate oral rabies
vaccination (ORV) program using bait containing vaccinia rabies glycoprotein
recombinant virus vaccine. Cases of human vaccinia virus infection are reported after
contact with the bait, usually via dogs (or cats) that find and eat the bait. Owners are
cautioned not to attempt removal of the bait from a dog's mouth. (Leggiadro RJ. Pediatr
Inf Dis Jrnl April 2010;29(4):203).

DISCORDANCE OF NEONATAL HERPES ENCEPHALITIS
CLINICAL IMPROVEMENT AND DISEASE PROGRESSION

Two cases of neonatal herpes encephalitis that showed an apparent uneventful
recovery had concurrent severe, diffuse cerebral imaging abnormalities, in a report from
Gillette Children's Specialty Healthcare, St Paul, and Children's Hospital, Minneapolis,
MN. Despite prompt treatment with acyclovir and a favorable convalescence, imaging
revealed severe diffuse cerebral infarction, discordant with the clinical findings. The
prognosis was ultimately malignant. (Breningstall GN, Patterson RJ. Convalescence
disguising disease progression in neonatal herpes encephalitis. Pediatr Neurol April
2010;42:298-300). (Respond: E-mail: gbreningstall@gillettechildrens.com).

COMMENT. The initial discordance of clinical response to acyclovir and brain
imaging abnormalities indicates the need for serial CT or MRI during treatment of
neonatal herpes encephalitis.

MUSCLE METABOLIC DISORDERS

MITOCHONDRIAL ENCEPHALOCARDIO-MYOPATHY WITH
NEONATAL HYPOTONIA AND TMEM70 MUTATION

The course and metabolic profile of a novel mitochondrial disease with ATPase
deficiency and mutation in the TMEM70 gene are described in a retrospective multisite
survey of 25 patients (14 boys, 11 girls) from 7 European countries. The infants were
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born with severe muscular hypotonia (92%), apneic spells (92%), cardiomyopathy (76%),
lactic acidosis (92%), hyperammonemia (86%), and 3-methylglutaconic aciduria (100%).
Ten died within the first 6 weeks after birth. Surviving infants had persistent muscular
hypotonia and psychomotor delay, with microcephaly in 13/22. Boys had hypospadia in
54% and cryptorchidism in 67%. (Honzik T, Tesarova M, Mayr JA et al. Mitochondrial
encephalocardio-myopathy with early neonatal onset due to TMEM70 mutation. Arch
Dis Child 2010;95:296-301). (Respond: Professor J Zeman, Charles University of
Prague, Czech Republic. E-mail: jzem@ifl.cuni.cz).

COMMENT. ATP synthase deficiency due to TMEM70 mutation is a novel
mitochondrial disease of neonatal onset with muscle hypotonia, hypertrophic
cardiomyopathy, lactic acidosis, hypospadius, hyperammonemia, and 3-methylglutaconic
aciduria. Progressive CNS impairment affects most patients who survive the neonatal
period, but the severity of the phenotype may vary. Molecular genetic diagnosis is
available without need for muscle biopsy. TMEM70 deficiency should be considered in
critically ill hypotonic neonates.

ATTENTION DEFICIT DISORDERS

SACCADE EYE MOVEMENTS AS MEASURE OF
FRONTOSTRIATAL DYSFUNCTION IN ADHD

Saccade latency and accuracy were tested in 50 normal subjects (6-35 years), 19
ADHD patients (6-11 years), and 4 patients with frontal lesions (13-15 years) in an
investigation of reflexive/voluntary control of saccades in ADHD, at University of
Yamanashi, Japan. Subjects were seated in a dental chair with a chin rest in the dark,
facing a display 100 cm away. A central fixation point (FP) appeared in the straight-
ahead position, and visual targets were presented at 20 degrees to right or left of FP.
Saccade tasks involved visually-guided (VGST), memory-guided (MGST), and
antisaccade tasks. In normal controls, saccade latency and accuracy error rates were

significantly correlated with age and maturity. The ADHD group showed significantly
higher percentage of anticipatory errors and direction errors. Saccade eye movements do
not fully mature until adolescence, and ADHD patients show dysfunction in "response
inhibition", which is modulated by the frontal lobe. (Goto Y, Hatakeyama K, Kitama T et
al. Saccade eye movements as a quantitative measure of frontostriatal network in children
with ADHD. Brain Dev May 2010;32:347-355). (Respond: Dr Masao Aihara: E-mail:
maihara@vamanashi.ac.jp).

COMMENT. The core symptoms of ADHD result from failure to inhibit or delay
appropriate behavioral responses to stimuli. Evidence of faulty inhibition in ADHD is
demonstrated by neuropsychological tasks (Go/NoGo, delayed response task, Stroop
Color Word Interference Test), and from neuroimaging studies (MRI, SPECT, PET, and
functional MRI). Abnormal saccade eye movements provide further evidence of
frontostriatal dysfunction in children with ADHD.
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