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2. #® B W ®

1.B K &
W R 0B E

ERPRER IR RIR OB BLE % F O L ERFUF R EREOH R 2 i, KIFFICET 2
EREFEEEF L ER/BL T3,
FELWRT — L EHOHKR

. KRB OIRIFICBET 2858

. KRR BE T SR

. IKBIREE R O F B BYFHE 12 B Y S A%
. ARSI O BRIR L89B 7R

. REIR & oM EBR A & o BT TR

a AW NN

AFEEDHARE L L T3BEE TIKER TR EFEEHECREL 2 2013F + L TT5
WEMETHD Z EERERL TELY, THICHIE | AHIBTHEENINERZE & 72 2 FEEICOW O
PIOBES 247> THEZDERDH 5 Z & 2R L, (FEBEOR D SIEENEREICE L CER
ISP 2AT ) HEEERE T2 & & LICRER I HEHEIGEE D CAEERLEICH 5 T 2 1k
HErm L7z, 72, HHIZ0FULDOEAXMNRICOTIZEEXREFL . BEERTELH B 2
EEWLPIZL, RRIZOWTOBINERA TS, 3 5ICEBIZKEREZIC IZIEM HOMEEZE
ird BTRetE 2468 L 72, Db & ) I I9BEER = IC B L TIZEREi 5 k2 & OIS id R Ok
MEVSTZEREIZ AT, D&, ERIFFEE L TIIEARIIBE. 3 0 712 L 2R AL
ICHEREKER E A F WK T3 ENDLZ 2R, 2, HRIES VI TAY F—7Ic kN E
BREYAFNVKBPFIETIIT F L2 ) > BB HEELZITL2 L, GML Ay 7 )4 PR
BIZE ) ZHRERMMA R DWHEMN 2L GM &> 7)) 42 FIc & 2 A8 ORAR AHE
DEREDM 7L & LIC— RIS 872, 2 512 Common Marmoset % BV Tl HIZIRFHYFTR &
WHEATR & DX %2 A AR HEIT BRI R C KB R s o2 RAaTws, &
2, BRIRBURFZE & L TR EARII KRR E TIIT 3 VEBERICET 2 ERMEBIEIFEE TH 2
T EETRRL, RBIE MR R AEENCE H L, KRR OMRER Y L CEETH LT
REMEZ TR L 72, 72, HEEFRMELZAVC CREBZOZBEWERILITIETH 22 & 2R
L,

SIS, FFRB KGN OWTTRDB KT L IZERBZ22HET 2 -HICEREZ2H: 27
LEAERT B & & LICHBKRBGEXIC BT 2EHES X T LADBR LT 7 Lt SR % 5T
Lo2obHsb, 72, HAKR L IZERBEECHERME 2 HOCTRERENTBINERLICOWT
WhIERFTE 21T 9 % E W FTERGI AL L 22 H B,

AZ oy 7R, GHILICHEEZHEL TOL & EHICHFERIERI ZEEICL T L IE

_3._.
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KIBHICH I3 BEBENEBNERIL
A AE]

KRR OIS E I BRI X2 22T, BMCKECHEBL TV 2003IKTH 5,
FrC, REBENERLE BB E L OKBEEELTS CPEEM59.7R) MEIEREAL v
fEFERN13% CEXJERMEI.65%) MR & L CERMBIC L 2FRME 21TV, KRHHEHTHOP
250D IENE - B B Lk ORI BERIE 2 TIF T v - 2B AR T 2 RIERIE & 106X I & 5 H
W R ENREIC DWW T HERI 21T 72, ZOKE. FIEH & LIFE & MENFRIZIIE
L Tdh o2 HEN L REEENEE & P250NIRIG - B & (ZHB % < B HK ORI #oE
13 1 BB EKETHED ® - 72, BT EHEN L REEENRERE L REARR L OTELD
ZIEW 3B A BRITE. 0.1%NEEKETHEE S -72, 202 & &) BENLEERE 2 ERIL
TxBAEEMA TR I NI, 72, BRREOBE 2 BT T BRI AR LI Lo 5 5HE
LREARE O DEERBIEL . BWILEEOREORE & OB E AL & RIBE KL IRD 5 5E
BEIE5 BDEEKET, BARZRUBEDLEE LI 1 BOAFKETHE S22 L &Y,
FRTCHBEOEZLPEG L Twb EEZ L U ELY) P250ic & ) REREENEBRIERL
DHRETH B Z L HRE I N7z,

VLR3I K ERICET ARSI BV TREL 2,

H#ASBEFNL - ATV 7—Fty POFKG (B, KEHE, HRTEP L)
ASRHHBE &aE HEEZ HeE HF rﬁ% =5 - RS HH

ERICHHINIE > >—F Ly I, AEKEHREYILIIL . a2 Fe—LH L 2 REE
SUCTH -7z, BPOIERELIZ, ©ET 47 27 TitskL 72, 31D total Ki¥kG =L, No
319/ . 14mg/kg. No377i3. 16mg/kg. No211i320mg/kgTH -7z, #ERDEEILIE, 3Lzl
TTFHRICE VR L EEEE 2FDFEHENRTRUOEEEETH 72, KEVZL DY,
BB X LIEE L4 572, THROBEIZ, B8BTS KRBT Z R, KR
IR BREALL T LB o7z, EROBIETEREE TRIZICE EF -0, Rk
BIZAHETH ) . THROEBBIZEWTH -7z, BEIT, R % ) #AITL 2R TL AR
B Tl - 72, BEABEEIL, THROESREEIRBIL 2k, LIEL LT ol L »72, 1)
WRE B E I RAEHED % AHTIERYIERIEL L 2 BOEEREIIZEH TH - 72, FHl K
MR RHEL 3B~ —E Xy MIIGEICED Sz, MR TIZ . AR ML D%
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MR L . ZHISKHIET 2HIBOE L VB REN . FHMBEROBM»EH LN, —F ., BiRiC
FIZEACRFIZALNT | FHATAMBICLAEENERIIZD L2 -z, BEMETIIHMEE
PETRTRRHE L | IEH LB BERICOR L TH Y . ROEREDSEROERIC OB EFE
2o HRIEEEHED ELDOINAFEERLND L DD B 5h 7% small angulated fiber 13 A4
LY, BEOELEIIEZbN A o7, BMTIIATBOBRRREICMZ T, EH, Wiie 3
R, BIRORLUEICHERZI) F < &) 0BRSS L T3 Lz, BNEIRIZRE
R Fhst, IKAE TIIHACH T OMBEMICH L2 BRI RIS hh - 72,

KRBEE AL - RE LA BEESEHICOWT
thig Fi

KEFFEE (R 1B, RBRME 1 E) o BRI Bl 7 SR % A& 8 (Contra lateral
imitative movement,C I M) %87, Z OEEIBAAYICIIHARBEE L SN TS0, K
BIER E L COENIERTH 2 OB FEDEROGTIEH D AN TV v, Re i3
FHICHELENICBTCIMOHREMEZFAAEL . OB & L% > THRE» T 5 2
X, @B TIRE0RRMICIEA ST, B FER R CHRERIC BV CIRIED MM TH - T
MOBERAAEVWZ &, OLTREVHMICARICECHBAT LI b u s dWbricLi, C1
MOJEHIFERE & L COFIHICIE, Z DI E & LI, LRSS BETNETH
5,

PLEDFEEEIZHEZ 1S, KFEFHEE TR L HKT I B D333, BUNKBREEFITHE, 2o
EFIE, MMFEERIE, TRICHIZEDP A=~ 7T F —HEAHEEESH L &2 FHE L T
BH FRICBWTRU L ARKAZPET L, 8 b — X A QWEE. MEELITTEL T, &
FEBI ORI BER N BERER AR BUC L B R RIEZ 2L T 28, C I MIZBR M iR REE
ERRYLLDELT, FRTHLITHEMDH B,

HMEMES (Wb 3HS5 XY ) 1237 3 Dantrolen RUSEHEMFEOHE
%iE FE o EH 2 s BE

KBIRICEHUEIC & 5 N 5 ME RS . A TEIERICHII LT (. T HEMERCHE
BT 52 HdU MO TARLIERTH 555, ZOFHMAIREIZHEL L TV, I DREMEIC
LT, %M T3 Dantrolen % ¥ H HH 735 2% 5 LR 2/ T3,

Dantrolen (., WBREKFEHREED S 2 b =—ERICH L THMTH 5 Z BRI b5 T

W, AR XICHIRE L 2 EE MRS AT, 50mg/day FEEE D AR THE Kk L 72 GER] 2 AR5 L
TWBD, ZDL 5 ICRERF LWL RIS 2 KIgEHmER ORI, ToBEbnd 5

_“5__



YOTHY) | FLMEEORRyALNL, BIEFH & L TOFBEEICIR, B0EET 2 LEVHS,
HEHERFE T, BERE) 7T R COBBEERICE AL NTY 2 AETLHH
BECRIFABEEL[RI TS, HEBEE L OBROCERERET~OREVLETH LN, K&T
EHKEGICLEL T EEZLND, :
KIFHE DR KGR WL TAE, HEMRE L E OGRS S IHEREIL, WHTE
HTH5, '

Cerebrotendinous Xanthomatosis (=3 (1 % B§ & $iFF Di&ET
HE BB

Cerebrotendinous xanthomatosis (C T X)) (& & #EMAE M T 8 IHEE A B O FF26- hyd-
roxylase DR{BICk > T, mMHFICav Ry /—n, BT La—nr8mL ., Hiicar s
—, AVRE/—NEEETHEGERBERTH 5, AEIL, BKRIICIIMEEET, BHH
BERRIE . /DICRTHE, RIEMEEE, ANE, 7X L 2ARHEEEL220 . 3 5ICEL W LRER
WL b b T EFERNBIRBELE 2 GRICAHT 5, REDREEEBTFT 2 HEHT L7720,
D REARHEZP LKL, ZoER,. CTXBREEADLDLIZVWHLWARESHLDL Tl W
B CTXRBOKRMEFMETIILD LOWMYAADTTEL TWbZ &, CTX TEET 53
EMNI L, aVATe—)b AL AP/ —)UILDLOBRY AAEZMHEIL, ¥/ T X a2
WEIZ LD LOKBICIZEL»LHEELEZ Lr 520, BT La—IiZ LD LORY AL
EMEELIELMALLICLR, UEDELY CTX TR, B2 THEICLA, BIEFT L2
—NWAEE5 L, LDLOEDAADPHEML T EEIRENFEERICEETHS LB b,
T, CORRIZ, BEELDLNAL LY, EFLDLTH-TEH, ZDEEICEREIELD L,
B L 2RI L ) 2B TR L T, BIRELOREHRTFOE» S5 L EE L Bbns,

L En#ERIZ, F21RBRBEILE2RSICTREL 2,

/B (Common Marmoset ) DESREY A FILKIRPFIEICRT AR

i 8| EE A

W

A FIOVKEBHRHFE TH 5 KEBORIER IFHEAR EOMIZ e MicBW THECHRER
NTWah, EREMICEBTHREI N B]EIZL % v, —F Common Marmoset & \» 9 /o
HILIZI967TEE & D OFEES L BN D W THRA A SN TE ) . 5 T3 Parkinson 5§
ETIMSHEH EN TS AR TIAEEDFNDOPTE F TEBRE LTV Common Marmoset
3MEHCTAFNKBHEEETTNVAEML 72, FOER BIEK E LU THAEE TICR]EINT
v\ downbeat nystagmus A5 BlC B LTz, FOMBENRNEEI#EINL L) &

—f —



TBRIGDET . MGG OWRES £ 721305% . BILE KL E DR RS b7, RESMIC 3%
SHEEREE, BB . SMUBIKK . BHIRMEAL D B O%C Edinger- Westphal 4% X (f anterior
median IS MBAIROZ M, BESB L OCEK 7)) THIFIORIA A SN, IREER O RS L
EZHbN7z, 721 oYU TIE /N B ERIC BRI 0 i h 328 & 1172, Common Marmoset
DAFNVKBHHREITE P OKRREBUL TEY . 2 FUKBICH L TRSMIE LD LB
bz, SHRAETNERCWI X FIVKRPHEOHEL+OHFTE 2 LBbNS,

AFNKBRES Y FZHT33)) LEHHRROTIAL
NE A B A HK—BR [ 3 na

INETHEAL A FLKE (MMC) IS & 2 SREATEIEAL A B MR E R L T b 2
LERARE L TR, R EREE, SO, TORTHEICPK D ) > ERRMER A M
GLTOWORRELHIEL TE7, REFEII X FNUKBHHRICBIT LT F 0 2) > (ACh) feshhb
BANOEREZBHES 2T 2208 ACh BB & U AChSHEERNEILICOWTIHEL .72,
N HEBERIZBIT S5 GMiganglioside (GM1) D%hRIC DN T H e THET L7z, S2BRICI: Wistar
REEET 2 18 M4 & MHA, MMCI35mg/kg/day % 10H & O# 5 L 72, GM:1 I MMC &5 %
10H H#» 540mg/kg/day % 10 H FIBEREMNIC %S L 72 N ACh 2 B3 MMC#5-#%10H B L vr
238 HICBAMLERIB LML L EEIE 7 m b 797 4 —HICE DBIEL 72, BB, T b
Ze4 70y =7 Bk, B EY KR E, M, BE, R+ ik, f§+IEEE o 6 ST
B L R R AT o 228 ACh 2B L 72, ACh#AERIX GMi 5 %3 HHENT » } 0
WAk % 6 EIC T, HODEHRIETHL F 7V — 22187, BAROBEICIZLZAA Y >
PRI E D (H) -quinuclididinyl benzilate( 3H-QNB) %, JEEERHUEEAICIIZA 2K T 3 > 2 H
Wiz, BUBIE. 20T T FEIIREME L TITV ., v —_RZF—2 TS+ 7 bV —alc ks
LTW23H-QNB # 3B L Z OBEHEHE 2K > FL—2 3 o A7 0 9 —THIE L 72, F DR
MMC 5 mg/kg/day # I0HFI#E O %5 L 72 X F L kBEHEFET » F DACh B EIZ. MMC #5108
HTHE+ IR 2B C BN EEMIC B W TIEFHRIC LNEEICETLTWw2, L2 LMMC #5
%23H H TR ZDETId A% ) BHEEMICH 572, MMCHE T v F ~OGM1 DRLEBIZ b Th 7t
DH AFNIKBRIZ L B ACh DAKT 238§ 2 H - 72, —F . ACh TAMKIT KA Bz B\
TMMCIC & ) 2 DREAEMIOBMA A 547z, Bk, 2 FLK8 5 mg/ke/ day 10 H %51 &
S THNT £ F 02 ) S HEROBEEICKRES BB L5222 v Mbr bk oT2,

AFEORRIZ, 630 B A EKEFELRS (PR2EIHA, BR) LB TRELL,



BRI 5 3 MARBKROME
EAR—E MR tih ke E

AREE IR ERKBNOM B R BT 24, BEL 3 v 7 RUMEEEFIRIEIC & 2 KBILatD
I 8 — i B P& @ P I D TRRET L 72,

IEME K SR11.25mg/kg BFiE, 1 [E, 0.65mg/kg BEIENIRS-. 7 H 5\ IT14HE, 2 FILKERT0mg
/kg FEiE. 100, 6 mg/kg, MERENRSE. 7 HMZNZFNEE L., HHAE5205%ICEES 3 v 7
(15mA. 0.5sec) B & UBEEIC & 2B FIKAE 4 MM L (24RO B NAR/K IR & % RISE L 7245
BOEEOKRES T AT, EREGHICBWT, BRY 3 v VB THAEDEBEOHKIE
AN, AFNKBHRE T AT, BORE - Sk GiFEe LEES 3 v 72 L5 E8ED
BEMKIIR L W - 72, —F AEER T COREBABRORMNID AZIZ §  IMERDED & 177,

KEFRBEICH T NESLVRFT § /HOKRE

]

|

HAMR—BE EH M

WA F I ARBIETHBA FAA4 FAHTIE . EALRMAEREEIC L D IRPT 3/ Bkt
ISR S FREHORMESREZINTVD, & F 74 FAEOERAKBRREIECTH D
KIEROTRBNIC BV T L BRASERIEHEN TV S, ZOBSLY) . BEDOKERRED
BRSO REOERR T 3V BOBHILKIEIC L VRETT 720, MIE - JRAPT I/ BRSHT
AT 72,

KA SEHKE AR O KBBR8 & AR E L ROl EAR—2ABE20412OWC B
SE835-50EE T 3 VBTt 2 L TS L U24RMIER L 2R T 3 VBRI 2 ER L
72o T3 BANHISOEB DT I JBBICOWTITY, =2 b U S HETA A L TRBIE TR S
NI R R OB S 5 LR R L 72, ZO8E., BKEAARBE M - RhT 3 /EE
BWTNOERHHTH Y, ML B L TRELZOLNWMIRLNLH - 72,

PEED . ABSREZD (73 /EHICEL To) BRMEEERIERICRILTVEZE
HORE & N7z, |

BHKEFLEMEEROTEBFREEICOVT
AR T

2 IKIERBREIC BN TIEENEIEEE N TV D 2 28 L TE 207, HEEEIIKR



WU T SRR MM EREFERE 2 R TEEL2 ST L EINTW5, BB L EHE
ALY 572D B ENMEREICEI L THRBKSRE R DRI EZIEET 2 2 2 B r £ 2
bittz, MRITARAKBHYRMIXIC BT 5600 589 E THOHREHXIER2674 (B11034 .

1644 ) IR IXER166% (BH774. ®HE8I%) T, 4 BEAMKDEL 5 RWDEIEIC
L OBBHENSRM B L . F5). W, X E - REET 72, TORERBMT
213 & A EEERE D BRME O F LA X & D E B 25 2 E A H - 725, T
FAEER L LU DT AR A h 2 BAER A A b 72, HHEHEKIC BV TKIRR AR E104 & 7
NUSNDZZEI03H F KT 5 &, &276.4%, 5890 L LM ICED B LN, ZDFERE L
TIZAERKBOME LN B EOBE ., BIEOLGRIN, HICHXLEBREL TW 3 KEASOME
DEZLNDZS, SEM2DRIICEL 2R E &L ICERNOBIT 27 LEL DD EEZ L
nirz,

EEREPOKBRHRE L TEBEDOARBBRICOWT
A T

HETHZERDBHE L NEENEERIIMEIN TV I A, KIEREH & NEHO ARBRIC
DWTIIRRDI T,

22T, ARIGEEETOKBIFREDN NERREREL . BEH#EOI ) FE2EELL, MR
HEKRIFEHCRE L ZDNEE T, NEEDFR - AN L DBR - AR - KBEENEFE -
BT 2. NEECNT ERENOIL T & 2 HHBERPBEIC L -» TIBEL | SHli %247
72, BEENEFEDANBBERIITS D IENBH T, 5% AT TH b L DRERTH - 1255,
NEERICEL TRERVRONLNESE - ENBERVRONINEEL2 DD E18%TH
St 72, AHIBEAIART D L Bbnb25%lk, NEE L > TWbn3E, BE., k. #,
FTIHONEIZZ <, BAONEL TWBDIZLBHETH 72,

LIS, HET2LDEEINBLDDIAEIR | FOEFEE FOEERICH ) HIEICKB L T
LRIERIZ. 2OWRICHIIFEEORSI 2L o YR EHANLELRRTWS, LTI N#E
HHBEOEAIE . LI 50 ABIRS A NEICH B L Twad tEZ bbbz, BHERL S
DIFZIZT T L NEETHDEAOFEL FTHHE ., WM T BIEL 2 LT, BED
BOBY NG A OPFEEIT > TR LB S DL EEZ NS, 2, BT OBAITLBEREMN
BLUWNREAKBRTHLE L) ARV EORED, BlTosnduidmEicL, AR
MR B Z2E L T A RELEZ NS, WTNOHBAELBEEB L UONEE L O ARE
FRELDED, KUROWMAERFEL TL 525 &) 2EHBFREES 2R EEZ D,

SElE, BE L NEEDOAMBRIC OV T HMTTE 20T, 4%ITEBO 4Gtk % &
L., JVEKMZEHMEZT-> T2 ) TH B,



KEEBBREDY/NEYF—3izonT
RlgEERET AHEBL

KERMBEDV ALY T2 3 » ONRE % HEEEE L ZOREIC SV CHERIL T3,
ZOFTHEER % & ) & ITFRET L 2#ER. ReOKMEESnFHETlzL % r L —EELLEC
MoPNEREETHADEEIC, MBE (EHEMREANR—2AFE) & BEH (HARA
HEE) LOMTHLLLERRD NG o7, LALAdS, —ASYOERL - MEi%k
BRI RBMTRERICARICSC . 2, TR, BRI & O BREICFEI 2 EFA 8 % Dl
RALND % E, KRB EIC B 2EEIOEILIZEE TH 2 TR b N AEEZEIC,
DN T =3 &47) ECHBEE 2 2 BEMMHEROMT 2 Mk VA& 72 & 25 T8,
AL E HXTHBFICH L BERICHEENEIAEIC S, o7, B4 b h wEEIcEWTH
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