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A b =7 (secondary dystonia) I=fH &R 5.
— R X SIGEEN, JRBENE (R 0
HIhb, LRROVA =703 ODERIET—RK
P, kYA P TOBFICRD RS S
Eick3522 =7OREHEEZIAOTA
H7=D 15-20ABETHEZ &6, BEN?2
FADY A =T REBVIEHEERB D, ¥
AP TIIHBEBICNEX Z-THGEH0,
BEANOBHEAEL, RS RWBREDOMHL
BRHBENTVBR, VR b= FRRAEDFEMIZ D
Wi, REEHAX TR, ZO8EHBELT,
VA =T EEIFAL R D, mREEMR
PIELAERDh s THEWNI EBRETLRS.
WA, FREREEERT R EiIckD, YA b7
B OB T RRERRE L/ NTEEN R E 2 S
5T L2740 REEREAEEICHERS S Z
LS ERbPoTETNS. £/, KINEEM
D—DT b 5 YA & Feihy I HIE T % iR
=R (Deep Brain Stimulation: DBS) #3 %
2 b 2T OEEEREO—DE LTHORTE
D O, B TIZ/NGR A B8 72 KIGEEM & Bl
ET BN ORENZORERFE L TEZ
5N T3B 2)—4)
RRIEBICIRS T, A4 OEBDORELHS
MIZT B0, BMEF LA TEZ N
AHTH 5. B—BETOERICIK5EEMEE
ThHhiF, REEEFIZRROER % & DBET
WEE A ST 2 Z Lk b EF A E Rl
L, TORELHANRBZILPHEETHS. iz,
S—F ) URORIC, BEMfaoxE (S—F
VI URTIRRE =33 v = o — v U AVREEA)
ICERTAERTH T, ZOME (m2—aY
PHRHEEE) NBIRNICEEL 5252 L TE
FLEWEEL L, ZTOREETED I & HE
THhb. VA= TIZELTIE, DYT E&FHTS
NE=H200BEEY X P =7 OBETFESHL
NTn3 D9 BERBETFICEELZETLE
WE S BOFEMAENASEN TS, ZOHEH
LT, BEMYZ = 7I2i12i3%®E (penetra -
tion rate) MEWEDRH BT &, 2L T, Fk
DBEFERLZLDEFAMEERLTED R

PETRERDPBENEVEAENHH T L, BEHE
Fohsd. BEIZE-T, B YA =78
L7ERERTDYTL VR b7 EFAT T IR
Cre/loxP ¥ 2 5 4 B HE L CTfEM S h -9, B,
BLd, UEPHRBICEREESNE LIRS X
P = 7P U AEIR & 8T dystonia mus -
culorum = 7 A % BT, MRS, BRA Y,
ELT, A FEHFRNFELHANT, ZhETtH
SEBXNTOEDL VAT, BLU, &K
77 A OREMREEORERAERA TS,

¥ R b ZFRER %R dystonia musculorum ¥ ) A
dystonia musculorum (dt) <=7 2%, BIZMER
M2 o F - RTERRED I 2 -4
o A THD, 1963 G2 Duchen 512X - TH
HaAN0, Zowy 2idAEE 2 HEES 5
FERHEBIREET 5D 2 b =T ROBERETRTZ
LB Z DB SNz dt v T 2 ORBHRE
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RSB I NS Z LA Janota 12 K DR X
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L hiFFRIEIZ, Sotelo & Guenet I REBEHZEH» 5
DATI% 51T 5 PREFRETR O R MR R 21
BENECBZZEAREYL LT, £iEw
BRB L UHBEBERO IR FNICEEE DS 2
EHRES M E KT dt vy ADREBIEF
v 2 1 BE4 D dystonin TH 5 Z &1L, 1995
FIZ20D 7N —~FIZE DR E iz W19,
Kothary 5@ 7" —7it, £, hsp68 7 12 & —
2——lacZD 7V AV~ PREBA Ik B
AvANdtvy AROESEREELCDZ L
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BEARE dt~vY 2 (dVvoR) LREEELE
23, 1/4DHEETY X b= 7RERD VT A H
HEFRTLBIENE, PV AV—VORBAH
MICkDBEENZBIET L d/ v 2DREE
EFOBEMHEHEESE 2D R T, b
FUYAV—VRARMNMNTY R 1FREE LD
bullous pemphigoidl (BPAG1) #ZzTD 3 <L
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kB LEMRELY, E612, bV RAD =Y
DFFAGRLA BPAGLOFRER T AV 7 o — L %
Mk 2R CH B 2 LA DO% L 9. BPAGL
2280 (14 BP230) WWHCASRETH S
AR TSRO I 2 V37 O—>E LT
HIBENTS O 48 Fuchs 5D L —F i,
BPAG1 D HERE % @3 % 72812 BPAGL Ri~
ARfERL, FEHEAKRT dtv 2 L FABEOE
WeERFZEAHELL D,

dystonin BIEFIE~ 27 ) A FTHEZ 30
il Ead AEALBET A, 2hET
12, FOREGE LIS OV TR S SR T X 7.
dystonin B{R-FIZ I3 BB OEERERE L 5 D,
WRERIZE L BB B dystonin-a, FHPIZZ <
FHI$ 3 dystonin-b, Z LT, EIZOARFBHT
2 dystonin- e ® 3RS MR N THD. £/
dystonin- a & dystonin- b2 2WTiE, 7/ 4 L
ODERELTaE—-4—-OFHIZLD, NKOEL
5320747+ —24 (al, a2, a3 & bl, b2,
b3) MEDH - T3 2920 dystonin 137 DR
BHIZTFTI2F VAR AA Y, F2—T Y VS
F XA v EBROMIER 2 v 3 o 85N &
HL, F~7 29, microtubule - associated pro -
tein 1A (MAP1A), MAP2, —o—107 4 54 ¥
I, peripherin % clathrin % & O #aE#E % /3
7 EFEA LT, MiaEsAtASA X e 5 E
Bol&ELohTws 2075 dystonin 1234 5

PR E RO REREOK R, 5, dystonin ¥ ¥

7= 2 —a T, SRk LT
FPIZRBIL TR D, Zh b ORI Tl
B PEEIHEHELTWBZ L8 LiinEZ
AL TS %) dystonin ZRIBL Y 2D
HARAE ST, BEMRO -0 T 4 T A Y
N ORI IH S b B T & VR TERMB T RIS
EOWBIN TG WD) L4 dte Y A
BARRR I A IO 2 R R RO R B, dys-
tonin - a2 & MAPIB B A F A2, REB AR
B B MNMEOREIL, T UREEOME - ER-
T VEOERIZEb S TS Z &R ERT
B W, HHMBEOEERICIBWTE dys-
tonin-a, b AT VEBEBOMIHICHHNTHAE T L
BEEIRTNS D, X510z, HHE, b b dys-
tonin 5T O CRKOBUNMEREA F A of v O%S
&, BEAMERE R RN = 2wt
(Hereditary Sensory and Autonomic Neuropathy
type 6: HSANG) DR & 7 - T3 I & 2
ERW dtv A0 MEBREFLYY AL L
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Dst® ~A70v9HR (£#148) Dst® RETHIR (£#14R8)

= 2 Vﬁ%#mmmtﬁﬁhffé_; 07 4T Ay b OREER
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’C“aﬁé:;~u74%x‘/10)',é.'rf 8 (RHD) 2#E»6h5. FINF-ME/ 20 —F 0L
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Dst® RETIRX
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Biceps m. t : " . : '
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3 w2 EiICE T 5 mER R
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Dst® 7y—i

e MPHSA] PGeo PAMHELT —>  [X[Lacz]
Dystonin-LacZ
(&R E mRNA)
FLP recombinase
Dst®™ 7y— 1
Genetrap oA ——T Tl 44d——1 [y
Inverted ra:IIele =RRHyd] coo-d vl > [XTY]
Dystonin
(IEE mRNA)
Cre recombinase
Dst® 2 7)— L |KO experiment|
Gene-trap B
direct orientation-m'rI FpsAl B-Geo oA 411 e
allele Dystonin-LacZ
(ERE mRNA)
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i, BRAREI 2 —F VYA EEDESE )y
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JafiTO A, IEH H 5\ 3R dystonin % B
52 k) HBulRE L dystonin b 5 v T T R
(DstCt w2 2) wmAESELL 72 29, DstGt O+ b
KCIE, dt~ 7 2 &[RRI UL (R o $adis s B
AL Mt (1), BRGSO R =2 —
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woohs (B2). 61z, Fiio =8Ef & 84
AOMEXERNC &0, R0 T8 & P o
FIREES SHE TAEC A Z L2 enIC L
(F3). ZOHRIE DstGt~w ZH4L FDY A b
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AL LTHEHETHBILERLTVS, X512,
AR~y 271 —)LiE, Cre X FLP 7 £ DEpH7 R
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b =7 FRIED A & 2o B iR IR O [F 52 % D
T LLdis, EOEMOY 2 b = 2 IEHIC
B EICXD, dt vy ADMEREIR A E DOFRE
BT 54, L) ZEEWENIZLT, B
W& 7 % PPt aEsk GlfafE) OREEZT->Tw
<. I, BMiEkickr 5 =2 — o Ofilg
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