IR & 25% 2 5 0 133~142 (1999)
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NINFEERFRZENELE () Bk o E 5

i U & i

FIT1970E 7 A F 72 L 0 IFEL, 8 H
X DRAGM S R WIIEERREICEELL. &
EhoE T — <, BEBRTALANSL,
BEEME T AP A & NBEIETA AT H4AT
TTH -2, L TH TA DA baboon
(k) OMRYIE2EHIZH2HbDT, £
DENRAERIZ - T B, IRERIZERER T,
TADAOEW, BEOWIEEEHITHEIIN -
TWwh, KAHETADAD LT BT
AAZDWT, TATAOEWETLELT
A % 72 B #oM baboon, Papio papio D RFZE LD
DV, ELIZFORET L EIZ, bhb
N BB E LTV LH LIt s o—
R ATADPAIREY & & SICRTEEFER I
Y Lo BRI MERE OV TS,

REBETA LA

fver, $E, HEEL2EOBEICL - THELS
NABTADPAREEL BEETA»ALLTH
B, ETOTAPADE 5% E\VLE %% &
Hmhluvbhbd, ZORTHRREICL > TTAD
ASBIED R & Z SN D Z L LA ITREIIC Galen
LB Lo 0 — < O EH Apuleivs HECLHEEL
TwaY. TabbYRoNETHTIETAY
ABBELRERT L7012, oA THI
fioHET AL AR hinsd, FOBIILE

FHT2b06023 Ik D REEFRSIELL
W,
CHOEACk MBI ARBRETANAL
2T, Er6 RO LRNSHE, HA
WEOED, THALLORME (HTAD»A),
RIS T BN RTADA) BEEII
BARLIZE - TRIESHR SN0 "R
M:T A A A, photogenic epilepsy” & BRIZ4L R €
HoNTWiz, 20BNV I T Y —L EOEE
THTURTORNRMBIL > TRELRIT
ZLHREINTVE, AaTy—DTaN
F129 %W LI Hz OPYEREL, Zhide b
DIEEFRIIRLE L -RBRETH LT,
FEERyaldl & L Tld, 18814E{Z Gowers 3EH
DKL THEDFEE S L7z 2 s % Hi
L, TOHRERGNAEIRIFEERT LI L
FW s, POERIBEREOE I L DkiZw
LB TAPADERLREN R L.

B ETE baboon, Papio papio

XTEME, AR &5 I219684E 6 H A 51970
7 BT, #F %@ British Colombia %
(UBC) D ¥ » X A YW FERmic Y 4 —F 7
oy LTHELL, 88220138
A FERF ) R0 ] A Wada (3% ¢, UBC |2
#HL7E &, T TIC 8 B baboon A3Eh 4 5 F
if B A ST W,

HHBETA»PAOEHWET IV E L T ba
boon, Papio papio {2 DWW TR ANIZEHE L-0l

NIBFEERRA S PR BEREES
T701-0192 AR EEST77
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School ;577 Matsushima, Kurashiki, Okayama, 701-0192 Japan
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19664 Killam & Naquet 58 TH b, 512
A, T 7V HDEITNVHE Y > AL
B4 A Papio papio @ #165% ~75% A 68 i
ErfoLwdy., ThEeWERULL LT, o
fED baboon F YN = ERED 10
MEOZEEEHIC O WTRENTOR 2D, »i
L% P.papio DFRICEFEORBBEME L FHFOH D
147 ¢, P. cynocephalus 7%20%, P. anubis %10
GOXBBHERLEZOART, Fr130Y—T
PRIz B R EhTeev, L
72835 C, 2 P. papio (FHEHREFE M 2 s B
HEROEZEZLNATWVST.

bhitbh LA 272 8 B baboon @ 3
B 2wT, HEeDiTE, PERISRIITT S
BOMG, B, #LE - EREARMBREM L2 LIZX
DEESEICEE L. ZoMETHL MR-
2oz b, RBEEIIEERIC L - THERH D,
8 BA M baboon @ 9 L 5 HICFIRIRIAGED &
L, FOLRBMEOEY 2 5] (W 112 W 116)
Tid 4 ~ 6 He DIRELAS, WP, FAHL, REICHE
izh il o, ZOFRROIREILEIERIC
b, Fh—-REfricddoohic, F46#5
BEMEDE Z B 7% < Mo baboon (ZHAFHHE L
Bhrodz. o8Il heilihviA

EfEAE b, HHOTLEYERICLD

Table 1.

(B525% 295  1999)
HEMOEBERZTVWRARELFED LY
(Table 1), Z® L% %RFEEMNS P papio iz b

ORFET A AOEHETIVE LTHER &
B Y (A bhbh@ﬁ%i‘ﬁﬁb P. papio |2

MT5F0HOMEIZD VT, Menini &
memm®ﬁ&“.ﬂﬁ*hTw%®T%%
EENTzv,

BEBEARREEIA7O0-X XA TADA,
Benign adult familial myoclonic epilepsy (BAFME)

SR E R ERRREICR D, fRENAE O
& FATTWid, 5 HAFEOson i
BTAPAREZEREL TS LA T42b
LEACH B BT ORADRI 20T, b
HEAE LTRIBBLTYS L), Bk
IR, B, OB - IRERG TS
L. ﬁ@&ﬁuiﬁﬁﬁﬁ%h i R A A
FIZ2FE I+ 70— ACH EHCTLRE
ERE L. ZoRT R P papio (2852 4
DT, BELBEZERS D, ETEPHEHLLT
LI L BIKE 5| AR,

ZOEBIZOWTEASILELITR AARTA D
ACEE (RUER, 1983), 25 H A<t - 2
(AL, 1984) W "BREREMHEIF - A

Baboon, P. papio & rhesus monkey DEiHRAT R & B0 L SRR

Clinical manifestation

Sharp (+), spike (++) andlor

spike-wave (+++) activity Fast activity

Lateral Basal Basal
Primate Behavioral Tremor and Spontaneous Photic
(sex) score  incoordination  seizure  response F c P o o T ©0 o T 0

Baboon

W109 (M) 9 + ~ C+3 + + + - - = R e

W110(M) 9 - - CH2¥ — o+ o+ o+ R+ HE

WIill (M) 8 ++ + C+3 ++ ++ + o 2 a s + ++ e

W112(F) 5 +++ — C+4 - ++ = — = = = + + +

WI113 (F) 10 = = C+3 + ++ + + ++ - s ek Bk

W114 (M) i2 + 2 C+3 + + ++ + ++ + + ++  ++ +

W1l5 (M) 10 - - C+1 M+ 4+ + + — _ _ + + +

L- + - - - -

W16 (F) 5 ++++ +++ C+4 +4++ 4+ 4+ + - - + + +
Rhesus monkey

W117 (M) 12 — - C+l -+ 4 - + o+ o+ 4

W118 (M) 10 = = C+l + o+t — 4+ -+

*Isolated C + 2 response (at the end of two and one-half years’ study)
M = near midline and L = more lateral. M and F in the first column represent male and female, respectively.



SRR TA»A 135

TAPADIFER L LTHEL, R\T1986
ERE LT VTR 2 M7z Annoal Meeting of
American Epilepsy Society TH#E LY, #timo
HEAETIIAEOERIRWEZS TR w
Lo THot. HEREHAMEES (B,
1991) T, WHHIFSI LI I RREAMLT,
“HEBMABFEELEI A 70— ATARA,
benign abult familial myoclonic epilepsy, BAFME"
P LTRELL. SITHAREW) &K
1, #4F % AE @ juvenile myoclonic epilepsy,
IME 2 ¥ LT, MEXKXHFT 50
LAt

BAFME i H #ta R g HIZ 2R L, HHW
Pl PR K O 3 F 7 0 — X A THIE
L, RHC2RREERZELLA, HITVWRASREE
ST aEER y 0 ENLPRT S, Bl
D2 RKFRICBU A EELEMNL, KHVPRES
TEE IS D ME THINLERRE T
T CwaY Y FORNIZLD, KREIFH
LIFETHNIA IR ATANPATHAZ
LT XD LFERES A

BAFME O @ LRICAH N TH - D3k
HIKEFREMOR AT, £6TP25 N33
15 o 3R O B 2 MR (20~T0uV) &

M.S. 54 y.o. M (B14087) Case 4 (AL-10)

Lt. Med. N. 12.0mA, n=150

Nas
SEP E
6.25 uV
+
Pa
EMG ‘J
M F C

Fig. 1.
HL7ZMiE, Fiids L Creflex (FE) OFR T

20 msec

250 uV

4
20 msec

TP T o E b AR X B SEP (LB B4R HE

Creflex DHEZ R LY (Fig. 1), HEFEE
I Th N75 PI1008% W13 N 145K 45 D 4RIE A
ErfbLT w7, Foblio3dro—22%
b A —& LT, jerk-locked back averaging i
2k, IAZUT— R Z215~20 msec AT T
LEAEBESY 34 20— X Ao HL - BEIE
Y (Fig 2). B0 L ) K
FHEMOBE RO RIZ P papio TIEZFEH &
T, RLEDET RS BAFME @ 3 4 7
O— X ZNIHERSEIF 70— R A, cortical
reflex myoclonus Td A Z & AR E 7z, Kl
MR L 20T, 427 0— % A3
B As20 msec LT &, EFBH & £0ER
BICFERPHLTHE L Twi, FRoEz
22T, DERERC & A0 CiE, BilEs
9~10Hz L kW —E L7z b Dk, HKED
WH2ERKkEVwhoo 2 BEICHTTHR.

XTBAFME 2534 70— X A TANADOH
LWERRME & LTl Shazoicid, 3fs
FMREMNTNEETSH L, bILbUIEEX
SRR SR A A RE B L TR A R R
LT, FR#EETEERL, BiEt0HEMT
BIEFEM A IEERET S 2 LT E LY,
HBAIL TR S TA»AEES B
W R R IRE 2 & O RE AT
& & #1, familial essential myoclonus
and epilepsy (FEME) &\ 9 %5
Lol s, wIhiBESL
¢ BAFME & [a] —# & & #Ei =
o, L LYK Z0ikiko 5
W14 ro— 2 20BEAEHE
RRE X T fThit T vz,
BAFME {ZBitA I+ 70— R A
EAREMIF O —RATIERL,
iDL TALAEI A7
=R ATHY, ZHIZEEWIZ
BTLEHMIcmdT s3It s
00— A5 EPEE~ERT 5
APLLHELNTHL. £0
# 3 BAFME {22\ CIRE 45 Kk
WTBD, ZoERBIIHERYEIZ
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& Bk (25 B2y 1999

Jerk- locked averaging (n= 20)

Fp, | ‘IFP: i i
R Ca
9 | --hc‘ P
TK\/#J/';R F //4
e ! TN r
) \/“.f"‘—/f\:oa N e

m T T
T, i % B \qﬂj -

+

quJT\ffjff\N;Jw’ﬁlww

+ 40msec — 40msec + 40msec

A Onset of Myoclonus
(Right hand)

Fig. 2.

IRHIIZ A LCwa &5 T, AEEMNE R
B H b REFIREC, SHROMAEDTRIRHIRE
sha.

TLETADA

HBEIETADALIDGTIEEDHE AR
MAT, DF A, 80T, b, 71
HEANLORD L - TRAEIER SN A HAS
WLz, CORTFLEICL-TTALASR
eI LD T LETALA LRI,
19524F Livingston ¢ 815 LA 31966 £ HF T
100Fl 282 Twie®, BETIERFLEFXr—A
2L BTADAREIZDOT S FRICHE S
nTnae,

ETREAITIE, FLEX—A%E (1993
E£1H) PWHENMEE o/ SRRk
PERAE I AE RN EE A D, F o sk
FiE—RBHHETH L., 25612, 19974 CEK 9
) 12160044, FLY T=A"Hiry
FEYAY—"OBBEENTCRAERG DA
GIERERZ CIEMEM T 22 L, o8
BHRIEL. O8I, 1) FiCHB, #
B, 2) ELfERIZITWRA, Sk, HE

—15.2 msec

SLTeRuSSTER  WAP IL
S§ -4 =3 =2 <1 @ el s2 =3 =% =%

Y.A: Sdy.o M G EESw
(B14087)
Cased, (aD-10)

FigiBeMiiiED 3 A 20— X A% b ) #— & L7 jerk kocked averaging &k

fEIR, WEH, S5, FofbofEREk, 3) &
DR SHcamGR, FRERE, 4) —ENT
Mg, HicF o ohnsl?,

Aef e B Rk 6 ~18) B RE L
[EAMER] SIS CRET, MEE, 209%
DAoL, BE T ARHBEL T #4026
BEMBEZED3. 7% Lotz blE, COT=
ADNFEEWHE STV EY, JIEER A FwHERE

MNATL, ZOL) BEAERERL-OTI Z
[N N
CES 1)

M D158, L (E 34883)

Eaf . 28T ARE

DEAEIEE @ AR, TR AR Gd T
A%, NERRRCIT 2 MM BRSO L 9 12
hol:lbddhsb.

FIEE . TADARL

BUREE PR O H12HI6HA ), L E 7
ZA GRyEy) 2o TRERVEFITW
NARERE L7, b X0 oRFERICBRAAR
EREEIZ20~30r 2 E L7z, SHERCT w4
L. 12H17HINGER RPNl AZ 2
Lz

~M G AR« AREERGETEL ¢ R
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MRI : E5

B BRERENII S ~9Hz D g T, o9
B3, AHz B - RS REM B P
W B IR IR S T S RIS TR R R AT
(Fig. 3a,b),

B RBEERREE (FLYE T AERM
B N7 OERERE LIz, RE2EE
ik (12A26H). BB

AR ERI0E4 B S HiR, BIERL. B
EAEILITIZHE (Fig. 4a, b)),

GE®F  2)

BE 18 B (E46201)

TR BT

HHME 155 (1) o%, FLE F—A4
(AP)—= 7745 —, FLFALA ALY v })
%5~ 6 MBI TV 7 & X ATRERT k
(BPAHBELZE X OS5 EERWT Y
7o), REREEERD, MABMSK S LI
BLRKRE LT, FHL0ME 9 H 1 HI14H5H,
HANORTTFLESY—4% LTWT, 3040

EEBEE T AEE - BEENT
Bl

BEAEIE @ B WA S - 72, 128KF50E
T2~ 3 AT & BRI,

KR . TATAL L.

—fe gk - MERERRTR L OEE

i . HEEEEENIZI3H: o AR EICHEA

L, BEAELL.
TR L.

T RREEREE (LY F—AEEN)
B FLY A B
Db 2 fEFNT VRS BRI E VWA B
A, BIETRTLE 72X, BETRTLE
F—AILLDBELTHWA, ZRALORMEILL
hDEFoEH#, WL Bk s, 5
ROBGIEBIAD > TRBELAZLOT, 27
L Y- AL Eh AR E (S L
TWwhEEZBNA, 72821, THLYOH
HwizrhE, FUEEEISOEMIZEALTY
HIRE T, ODHEMIBH I HRALTLR VIR
REIZHELT, IR - HERICHET LR, %

POFERI L - IR BTG T FLE

VERRIEIR, ARy, WE, ARk & o
ROGTIUIBWT S L EVEE TREERE
WHEEL TV, FLTAHFH Ry b
YAS="CRERELELEADOHRT, ThET
WL BEER BB L Lt A
A, EEOBEESEE HEOTWAZ LWL
Mo T A,

SRR L 2RO S B, HEF 1T
WENIC R M O PFE, JEF] 2 TIREETVRAD
MRS - 7205, TN TADADRIKER
BTy, FER 1 TIZIEFE O Mk IZE
LSRR SR g 2 3R 72 A8, Bl v L A ML fl
&3, 47 A%ROBMKIZERFTRER LA,
2 TR RF GRS RT, FLEsy—
LZBHLTVwAEEEIZBoT 2@AEELEL
TUES,

BEED, EF1ICOVWTRELIZTADA
BT A B3RS, ER 2 TIRREY
HELTOWAETTANAEENEID, Wk
B 2RO T, B ICILER & B AIRESS
FITLTVE, WFRIZLTHMHIZENT,
FRERZRTL 251, SBREVERT S
v o ki snhs,. ZOLHICH
RHZIA T, FHEOANTHELESSICFLY
MRS L D FER SN AEREERESEN L T
WHLOPHIRTHBE., TNOORIEERET S
ZEIZENTADLANBITT AT EEND D,
Tt SRR ALEEE L bND.

DEL, TAPAICHELT, AOMRITE
b A4 R LB OMEIZOWT, 10
EIOAOREICBITLHEOKFEL T (Fig.
5). MELHII2BBITHYH, TAEFNOER
DEDBLHGRETIZETADAT 4T & ke
TV b, S OHFIEARTEOF 0 2 fiE N
FREFEZH LIS, ROBANREY %
RLTWAEEZND., ThbbRTIERE
FKTAPABRIZOWTIE, MBEARMEE OB
Bl b oz Ths, L LEEI
MEANFFENTY, TADPAMERIERFIZON
THLAEE > T b,
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