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Abstract : We report the case of a ten-month-old male, the second baby of twins. He
was delivered by caesarian section at a gestational age of 28 weeks and 5 days because of
maternal infection and uncontrolled tocolysis. His birth weight was 1,390g. Post-natal
respiratory care was required for respiratory distress syndrome. Group B Streptococcal
(GBS) sepsis was diagnosed at birth and the patient was treated intensively with
antibiotics. Cranial CT and magnetic resonance examination indicated irregularities
consistent with periventricular leukomalacia (PVL) on the right anterior lateral horn and
in the periventricular area. He had a febrile convulsion at the age of ten months, and
bilateral parieto—occipital multi-spikes and hypsarrhythmia were evident on electroen-
cephalogram (EEG) 10 days after the seizure. Valpronic acid (VPA) was prescribed for
the prevention of attacks, but further infantile spasms occurred after 5 days. Convulsions
increased with series formation, and retardation of development was also noted. He was
admitted to our hospital with the diagnosis of West syndrome. Increased doses of VPA
and high doses of vitamin B6 (VB6) were administered without clinical benefit. In view
of the clinical deterioration, Zonisamide (ZNS) was additionally prescribed. Eleven days
after the initiation of ZNS treatment, the spasms disappeared, and the hypsarhythmia and
irregular spike and wave complex patterns on EEG were resolved. The effects of therapy
with Zonisamide in West syndrome following PVL deserve wider discussion.
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Fig. 1. EEG findings before the onest of WEST syndrome
The upper part ; Spike and spike/wave complex appeared in parieto-occipital region during the awake
phase.
The lower part ; Hypsarrythmia characterized by multi-spike and high voltage slow wave periodically ap-
peared during the sleep phase.
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Fig. 2. Clinical course after the admission
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Table 1. Laboratory findings on admission

R M & Mg 4EILE
RBC 4.94x106 /ul CRP 0.2 mg/dL
Hb 13.7 g/dL GOT 33 1U/L
Ht 40.2 % GPT 16 IU/L
McV 81.4 fL LDH 285 1U/L
MCH 21.7 pg BUN 14 mg/dL
MCHC 4.1 % Cr 0.2 mg/dL
WBC 11600 /ulL Glu 90 mg/dL
St 2% Na 140 mEq/L
Seg 41% K 4.6 mEq/L
Lym 45% Cl 105 mEq/L
Eos 4% Ca 10.1 mg/dL
Bas 1% Pi .4 mg/dL
Mon 7% T-Bi l 0.4 mg/dL
Plt 359x108 /ulL
VPAfLehiERE  80.3 ug/mb
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Fig. 3. EEG findings 25 days after the zonisamide start.
Hypsarrhythmia patterns, spike/wave complex disappeared.
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mg/kg/day 75 B L, AKE33 H B IZ 8 mg/kg/day
ICHE L7, MEHT7HHE, ZNS M EE D 10ug/ml
WZE L72E8h SR04 L, AR 43 B B3R EEsE
EITHEE L7z, BIEEHRIPCESELIET Y, L&
9 £ 912% o 72. ZNS BiiG# 25 B B Ok Tl
HEL, e7AT7YVRAIT7, BB X OBIEEEAIEA
ENRL % o72(Fig. 3). Z0#HLFEEI %R ABE53 H
IR L7z BEERT O FERHUL 55 L AR L) & —
HET LTS, BT CICBRFTiEE 20, &
Bel 2 HBRICEOPEN L LI WEEL olz. ZDHD
AL C, BRIERE QRO TV WS, FERH 70(3
%11 A BTE) L BEORBHEERR 2RO TN,

Bl

Fig. 4. Head imaging examinations in two months.
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The upper part ; The head echo showed cysts under the ependyma of the bilateral ventricles.

The lower part ; CT scanning showed the cyst-like low density about 3mm in a diameter around the bilat-
eral anterior horn. The wall of the bilateral ventricle was irregular (left and middle). MRI with T2-
weighted imaging showed an abnormal high density signal indicating periventricular leukomalacia
(PVL) in the head of the periventricular area (right).
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Table 1. Laboratory findings on admission

BRE BAWEG%) =z ik
ACTH 80 BRE, KREIBFERtZ—HEE17:67-71,2001
VPAKE®E 786  Prats JM Dev Med Child Neurol 33:617-625,1991
Vigabatrin' 50 Aicardi J Epilepsia37:638-642,1996
B6XKEMRiE 294  PietzJ Epilepsia34:757-763,1993
7 globulin 26.3 Echenne B Brain Dev 13:313-319,1991
ZNS 333 Yanai S Brain Dev 21:157-161,1999
20-38  Suzuki Y Brain Dev 23:658-661,2001
T BXRTEREE
Table 2. Efficacy of anti-epileptic drugs for West syndrome.
BEREHE
ZEWREF) EOB BEM%) EEME%)  24(%)
5If5(1993)® 13 3/5(60) 2/8(25) 5/13(38)
HIR5(1995) 20 9 - 3/9(33) 3/9(33)
Yanai et al.(1999) 2 927 2/2(100) 7/25(28) 9/27(33)
JNER5(1999) 22 16 2/3(66) 2/13(15) 4/16(25)
Suzuki Y(2001) '® 54 4/14(29)  7/40(18)  11/54(20)
#iE5(2002) 29 18 3/9(33) 2/9(22) 5/18(28)
Lotze et al.(2004) 2 23 - 6/23(23) 6/23(23)
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