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Up-to-date Information on Medical Care and Research in Pediatrics
(4) Childhood Epilepsy

Hirokazu OGUNI
Department of Pediatrics, Tokyo Women’s Medical University

‘We reviewed the recent progress in the treatment of childhood epilepsy and the search for responsible
genes underlying specific epilepsy syndromes. New antiepileptic drugs (AED) including GBP, TPM, LTG and
LEV have been introduced in Japan in the past 3 years. These agents have been used routinely in the EU and
U.S. for the past decade, where next generation AEDs, such as lacosamide, will soon be available. Although a sig-
nificant number of patients with intractable epilepsy could benefit greatly from these new AEDs, the choice of
AED may be a difficult decision for physicians to make. The Expert Consensus (EC) Guidelines can be referred to
by physicians when selecting the most appropriate AED, as they provide expert opinions on questions which
have not yet been adequately addressed in research studies. There has been a resurgence of interest in keto-
genic diet therapy (KD) worldwide, since 1980. The modified Atkins diet has been introduced as an alternative
diet therapy to improve compliance. Glucose transporter type 1 deficiency syndrome (GLUT1-DS) is a treatable
metabolic encephalopathy caused by impaired glucose transported to the brain. GLUT1-DS is characterized by
early onset epilepsy, developmental delay, spastic palsy, ataxia, and dystonia. This syndrome can be treated ef-
fectively with KD which provides keton as an alternative fuel for the brain. In recent years, the age at which pa-
tients undergo epilepsy surgery has decreased, such that even young children and infants undergo surgery.
However, the criteria for optimal patient selection and timing of surgery in children with refractory epilepsy
need to be determined. Many new gene mutations including ARX, STK9/CDKL5, SPTAN1, and STXBP1, responsi-
ble for early infantile epileptic encephalopathy has been discovered in Japan. However, their genotypes, pheno-
type correlations, incidences, treatment responses as well as prognoses still need to be determined. In Dravet
syndrome, approximately 80% of patients have been shown to carry SCN1A mutation, and the other 20% were
found to have PCDHI19 mutation, and these manifested a milder clinical course than typical Dravet syndrome.

Key Words: antiepileptic drugs, ketogenic diet, catastrophic infantile epilepsy, glucose transporter 1 deficiency
syndrome, dravet syndrome
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R, NWAHNEY YRRWRD T a4< A Fh5H72
WCEASN, E5120XCHOROMRTHBLT A
HVNEE U PEATFETH L. INOOHFEDE
AZ, BEOTWTA» ARSI, 525 WIZEIE
TR BZFICBWIEREEES 25T
B3 ThsH, LrLaFD, BEERRICHZ-T
MTADPABOBENSE W FORRIEMNE & F
DB L A, TOBRTHARICBIT L HHHN
TAPAEDBIREERLEROITAPAE LD
B BRI LN TCAPAREDREL
BRRBEL2oTETVS. FETADARIEL
WA TAPATIGEGRICEHL T, EEAT
7 LRI R €D X ¥ RS EER ENT
Wb, L Lad S8R T & RILERFROEIE
B B DS, SR 2 B BEEE & L CIaBER
WTAPAD, BCBEDOTADPATHYLTLY
EL B TEE DI TELRY. 72, BEEOE
WZOWTHEBHEINSE Z L 3w, HIMNE
CBWTRMHHENZMEL DY, CoBELET X
RILBHF TR IR 2,

CDEIBREEM) 20BRE, EBROBKRBLYE
TRIDZF A=} » avt 42 (BEC) s
MRE - BHRBICDHINTWSY, Zhid, BV
IRIEBRIZED W -EMEOB R ED, WPk
ZHWTENTLHETHS. TTIRNETAR»A
HH D EC A FeiE RAKE TIZ 2005 412, # DERMN
FRAS 2007 4R\ H S & 7270, WE O RS RI3132
FE L o THB ) EREY., HARTEASN-EE
DRI TADPAERLESHBEATFTEDOTWTAMAE
PREDDD L > TRDoTWEDDBHEL,
NHSEHELIEBDAELIZE > TRBICE OB T
H5. . Fxb 2008 FIZAERDNETANABMEZ
MRIZZ D ECHIAEEZBZ RO T v 7 — Mk
ZATo 7245, HARIZBT 2 BHEORNEEDER

-
e
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ZORMPIZBWT VPA LY, EHEEE 2 HIAHE
ETAHZETHA. VPAIZBWTD 1,000mg/HLL
TOMEHETH S H»MARE T 70ug/ml LLFTH
NIXREEERLHMNWEEOAS L MBE & FELEN
BZWEWVHIREDDH Y, BEZOBPEMN 2 EDT
BEIENTWBHEBHETH BY.
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BEMZETRELTL 5L Ens BMETIE,
R ILBE O ARTE T\ BEHORE 13 40mg/dl LT, BEWHE/
MAE 1 045 BAT (35 0.35), BEMFLERMEILIER ~
BET%2E$ 5. BHE CT - MRI Tl KX, ML
BESZ CIEERENTIRZ 2T 5. BERKIINET
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ThHY, HELLTENDS 1T West JEBEREZZ W L
ZORBHEPRDLNEEZLNDL. ThbDRER
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