HERESEE 2008; 4(2) 123

—EBIERE—
FERVEZEECTOE L West SEBERE % 0778 U 72 T AL A O L2 61

MR RE I KT RUEREE MR W RREET
[LRE 2 ) kay Otk BH O ®RA B A
FPN SN P YN
H A BRI Bl M BN R

A Japanese Boy with Lissencephaly I First Diagnosed by

Manifestation of Focal Seizures and Accompanied West Syndrome

Miharu Hajikano, Makiko Asai, Kentarou Yashiro,

Takeshi Yanagihara, Mariko Fujimatsu, Yoshiki Nishizawa,
Mitsuhiro Kamisago, Takehisa Fujita and Yasuhiro Katsube
Department of Pediatrics, Graduate School of Medicine, Nippon Medical School
Department of Pediatrics, Nippon Medical School Musashi Kosugi Hospital

Abstract

Lissencephaly is a type of cortex convolution malformation caused by a neuronal
migration disorder in early fetal development. It is characterized by a thick cortex and agyria
(absence of gyri) or pachygyria (broad gyri) on the brain surface. Clinical manifestations
include severe mental retardation and intractable epilepsy. Here, we report a four months old
boy with lissencephaly started focal seizures in a patient aged 3 months who was treated with
2 anticonvulsants. Spasms and regression of psychomotor development were present from 6
months of age. West syndrome was diagnosed on the basis of the types of seizures and
electroencephalographic findings (hypsarrhythmia). Treatment with ACTH was started in an
attempt to control the spasms. Decreases in convulsive seizures and recovery of regressed
psychomotor development were subsequently noted. However, convulsive seizures recurred
when the ACTH was tapered. The epileptic seizures accompanying lissencephaly thus appear

to be intractable.
(HARERRFEFSMRE  2008; 4: 123-126)

Key words: lissencephaly, focal seizure, West syndrome, ACTH therapy

HARRE A (I 20 BRE) (08I S s, TR
X TAPAZERIZEHL, EREENZ V. 5
|, TADPAERERETHREL, HEHIC West JiE

T MORE 1 B B o I S S HAE D — DT, BRIRAEIR R PEREIZRAT L7IEBI 2 28R L 72O THUN 97 5.
THBLAT R DE NS & ) WA IE (TR hE) &

#

il

Correspondence to Miharu Hajikano, Department of Pediatrics, Nippon Medical School Musashi Kosugi Hospital, 1-
396 Kosugi-cho, Nakahara-ku, Kawasaki 211-8533, Japan

E-mail: miharu@nms.ac.jp

Journal Website (http:;//www.nms.ac.jp/jmanms/)



124

HEERE SRS 2008; 4(2)

X1 BEE MRI BifgE (T1 &7 ER)
AT CIE RIS RN AN <, kiA%< A, RTEEIE TR MMM, HEEIE Tk
EHZIT E A EA ST & 7o TWAD, KRBT CTIRINZEOIRIEE A S L.

it

Bl

Kt 4H7 B

WA R ILIRAEIZIER <, R 360 H, HE
1922 g, IEWRIE W THIZE. Apgar score 9/9.

RIGHE - FeicH 2 L. Wz L.

FFF WHAAR, HRAR, Wi, A RERAET
WA

BURIE 13-4 7 HEEZETHBEIEVIZLL,
HEDPA T EVDIR TV, BERD SIHEAMET
LAARIC R o7z B LA B ITWAZ &7
L7720z UABE L7z, BifEfEll, EOAPT
M LIEAHEmM L, Zo%k EEOMAE T WA D
HAoNDLDOD, FT7/—XBiEHbNEho7z.

ABEREAT R - B & 57cm, K 5440 g. BAPH 39.0
cm, BAFUIEFE 2 L. REMETFHE, ZBELR<N
JEEIERE 2 2o 72, BRI RETLTBY, §l
kS LS Tld head lag #3872, BHIZ G-
7o EERIEEMEICZ L, Fk 30 B LN o e ARk
EREBA R O BRE T WA 2 & ONZE LT o5
PO ADEENC A SN, il —# - A b2, B
WIRAIZ R F I o 72, e fRIRAEIINEAT L T e
W, BHFCT TIEH S 2 TIE L h o 7248, BEHE MRI
TRIMEARTHREDE 204 % WIERRE] & 4K 0 s
Ao, MPFEERTH-72 (B1). WIFETIEH
LW TADPAEERF RO R o 7205, 1 B IE
& ZITPRFE L 7R B R B (BEnitE) TADA
EEz, v 7ufg (VPA) L7 VPA & 120
mg/H, IMAEES2ug/mL FTHELZFZZDOHRD

Sz Bz uF ¥ (CZP) % 4& (005
mg/kg) BIML7-& 2 A5MEIENE LEEL 7.
BREHIE, TONRABEZAONTREE L RFT
Hotz. A5 A HITIEIFENALN, BHLAZH
LTEI LI IZho7, BT ABRENS, O Y
F ¥ ¥ F v S8 TR & — B S & 5 SBIEIBL L
7o EERIEAEIEZ D) — AT 1 HIZ 10 Bnl 2 5
A5, A% T hypsarrhythmia 2397 (K 2A) 72
O, West IEERFICER L2 EZ . ZOEHNILE
ML ) EDLRLS oz HELLTETES I
v B6 KD (285 mg/kg/H) %47 - 23 %1E
WH S e h o 72728 VPA & CZP DWWk .,
ACTH#EZEM L7, ACTH®REIa -t v
Z%¥wEH (0015mg/kg/H) X WBMEL 7. WH#H
G5 AHED S, FEEEOHEEL 1) — X0Fk
REIASA L7z, BEMRMEORA & & DITHBENDK
B BIFCHDSE D) T e, MEALADS
NdEH) otz L LZDtk ACTH ®RIVER &
Z 2 LB AR S CICARIKERA SN S X912
o727z HEE 53 3 M TRk L, MH&ESL L
72. ACTH# %624 H H Ok Tldhypsarrhythmia
FA LN, ABANCSIRIESE 2 ROz (R2B).
Dtk ACTH I HI 5 % 281, A2 0% 28,
1 HA &M, 2812 1% 8B, LHEL TV
7z, & B, ACTH#H ik, BMEH EEZ 6N BHKK
ME (25 mEq/L) 23A& SN7228, K #HOWIRIC X
DL BECHLTEAEZELTEY, 33T
FHETTHETITHEBL, BWALN TV
B, AHRIKEE D ACTH O ICHEVERPL L 72. ACTH
P52 THIL L7220 b BIEEERFLTE



HEREZRE 2008; 4(2) 125

A

B A T LT

Fpl \/\,\/\—\,\/\\/\,\/MM\/\/\\

T

T3
T4

T5

B2 BEIrE (b 270 — VRIS & 2 BEIR R FLER)
A ACTH AR BIAAHT O % Tl hypsarrhythmia 229 5.
B : ACTH BG4 24 H OIKIE TIEW S A% hypsarrhythmia (Z& SN2 < 2 ), ANHHIZ 89k 0 AFRAE L
TW5h.

D, £ 17T AOKHTIEFEMEIZTHIZ2~511(Z
&, P TIIRBEENICIZ IR § 2 Wk A5RAr, JE
BEHETTERLTEY, VPA & CZP DNk % #i
FTW5,

Z =

T AE Vi Il T B S C R A I oo R SE R s o
BEEIC X BERMITRETH 5. KN E 0T HE
T, N RE O AE R TRE A S 7z iR R 2SR N
EKRBIIBHT AEH 6~20 HOEIIRENAE L, K
BB D 6 RS AR ISR SN2 EARRIZ)A
MNITB Z 286 %2 ME (lissencephaly) &\ 9.
LIS1, LISX BT OREHET L & T 5HE
MH 5. MRl EOEETRVWEEZFHREL, R
il LS B, ABEOREAR, & < B/ Sylvius
WA RD, BRITE~OBEE 2 5° W HE 1 BRI
Fr AR BT A 5, 1 B AY# NIE (lissencephaly 1 5
LAGERE) & ARERGE (lissencephaly 1T : IT#Y
WIHE) (s 5s. TEGEMAEIZIX, Miller-Dieker

JEERE R Norman-Roberts SEfEHE 22 E0s& Eh, TTH
W IE WSRO R MR ¥ A b a7 4 —% Walker-
Warburg JEMEREZR EDG T NS, AEF O MRI A A,
VR R B A A VSR ] & e Il & BB 72 72 60 T BUYE
IMIE & W L7z, REI T3t B m TRk
BIhoTWRWAEDEAIIHEIZTE TRV

TREOIEGERE 2 B b A ST RIEA DN Tw i n,

TENEINIE CTIETADPADEDID0% DL L R
T, FIEFEWIL6 7 AR 75% 25D 5. G0
HTCANADY A TELTIE80% H° West JEMREEET
HYY ENICHREERI A 7 a0 — 5 E e &
FUEPRETH D EEINDL KIEFI T, FREFRFO
SEVEERIT AT & LR O BMRIEIET, FEVERKIN
WIEHO P LA AR RERRER IR DO Lo 72
B, RS L E 2 S NI IR e & F
Z DNz WE TR B IRIEE AR T D
D, WestiEBEH 25 LG AETH YR
Hypsarrythmia id7/R E 2\ & wbh, Zopd IEH
B #z S5z, —J5 Mori S IZIHINAE DR Y
757 OMEIIBWT, West SEBERE % A 0F L 72561



126

TIERATRTIEBIEIZEL L7z L BRTBY°, AKH
TY 2D, HREHMEICRET 2HEACH 5.

AIEBITIZ VPA & CZP P TH o 7225, West
JEBEDORIEZIHIT 22 L X TE LD 572 West
FEAGETE CIE — M SAE DB & i 2 3T %
OTHRIPICHIEIHIAL E N E 5, HEaETchs 2
ENFHEE N B IEEME West S B HE 12 B W T,
ACTH #8013 E H 5 WM 2 2 BTk %< 4
HFICIERE L), 1ERGE2HEELZD, NV
Ofg (VPA) ErigBEsl GEE AR E 50~100 pg/
mL & S5 VPA Ifil i B % 100 pg/mL BL R i f#
D) hEPRASLNTWES., KHITH ACTHHEET
WHIRG % 48 F TR ZIEZ) DL DREEHH -
72Ohd L, A HE PIEE S5 2 8%
o7z, Kamida 53RO X 9 %8 BAE IS West JE
B % B 0F L 7NN 2 T AR ThH - 72
EHEL TV, RBNZBNTH, GHNAVT OB
Fi RN R OBIS SR L TwE 2
W, INFTOEZ A, EMRME West EREROBE,
BREOY G & MRDBRIE T L Vo &) O
HHIRE R, TR, EENE West SEBERETIX
JEIRIC & 2 BSOS EEN 5.

HEERE SRS 2008; 4(2)

¥ &

M PETSECIE L West SEMEREZ DRSS L7z T3
JohE DFLIEHE 2 Wity U7z, e West SERERE 3§
5 ACTHHEOR R~ TH Y, SHOBIRE
DL LEENS.

X ®

1. jRHEET, b 1, KREART © TA»AREMRER
B TADAB LOEGRE WENAE. B RER
#£ 6, 2002; pp 122-125.

2. ZRESEANE, ARG WEIEOER. ERIR/NER
2003; 51: 3-10.

3. FEAMBREA, WEFAAT, BHEE @ B EE R O
. /NEER 2001; 42: 832-840.

4. Guerrini R: Genetic Malformations of the Cerebral
Cortex and Epilepsy. Epilepsia 2005; 46: 32-37.

5. Mori K, Hashimoto T, Tayama M, Miyazaki M,
Fukuda K, Endo S, Kuroda Y: Serial EEG and sleep
polygraphic studies on lissencephaly (agyria-
pachygyria). Brain Dev 1994; 16: 365—373.

6. FEIER] : HRTADAFESHTA FI4 AMERERS
W T A MEBEEOBR - RS NI T
AW AIEZE 2006; 24: 68-73.

7. EE R West JEfERE. ANEANEE 2002, 34: 951-
956.

8. Kamida T, Maruyama T, Fujiki M, Kobayashi H,
Izumi T, Baba H: Total callosotomy for a case of
lissencephaly presenting with West syndrome and
generalized seizures. Child Nerv Syst 2005; 21: 1056~
1060.

(%4 12007427 H 9 H)
(Z# : 200841 H 31 H)




