PSR G510 L DR S LD 2 & s 5 NO O BEAEINH 3 5 258 2 8064~ 2 ATREME N S -,
S BT, ALS BT /L~ 7 ADFEMRNE ~FEM S - BB ERML., THEm)» O EMEZ
NA~BEIT D Z ENRTEENTZ. F£/2. siRNA B X S UV EZFET5 & siRNA VI REL B
EINDH I ENHREINT.

(4) FAEMFFE : JaCALS IZ331F % ALS DR A L LT, BKER & & a1l o £
e AL, 2008 4F 8 H F£ TIZ, ALS251 fi], XTHR 104 BBk SNz, BIERELE~OBMMN 17
Mis%. SIS 9 fisk Th 5. B8k 1 AFLLERRE L7 134 $1 (2008 4 8 ARES) D9 H
128 5] (95.5%) THIHEID o< BIEETEXTEY, TOMMTOER., BEEOEKIEHR D —
FROTEEZEWVERE - RREECTRTESZ RSN,

ALS OFGRIE NI ZE A 2003 GRS 2007 FEFET 7 - TN L7-FE R koD = & 23
L7-. DB EEEREHEERIL, 2007 4EE1X 7,993 AT 2003 4EFE 12 LTHI 1, 200 AHEHD L
72. 2)2003 AEELIRRICBRERE SN BEIL 5,470 AT, FHRIEFERIL 65.3+10. 85 Th
o7z, REVIBEMm, BRERFIM, NTIRERIEEROWT NS T 2 EEE 5 OB
FDS 2004 FE G 2007 FEITHNT THI 600 AL, 4) #4543, NPPV, TPPV W ffi
FHLZFOEIG L BRERSHEINT BN R S,

2) /= 95 (PD) B
(1) FEAf

- a-synuclein BH:E : PC12 #HE TOD « —synuclein FEIZ LV ZOMIWEL A L. «o
-synuclein & BT a— N7 I L OFREEEZRENGIT 2 Z & TEAIH S D Z & HVHIF
L7cZ e, AT7a— AT IV RMBEOFEIZZDOEENLESLI LD L#HHIINTZ.
-Synuclein 73 fE{EH Z A9 % neurosin (&, /MEEIZETE L2 IR W S 4L, EI2H
fast protease & L CHERET 25 rlREME S SR M ESR Tz,

- E{=tE PD : PARK9 DOJFRBIR T ATPI3A2 DIEIFEW ATP13A2 # > /37 | 15 L OVPARKT @
JRRBIaT DJ-1 ORBFEY DJ-1 % > /30 O STE 2 7 ks 5. BPAR ATP13A2 # >
NITFN Y= ABIIRETA2LODOFTOERS LRI T/NED R RBETDHZ L DI-1
BRI FEFT TR —LRIEL TWD I EWTRENT-. £7-. PARK2 O R KE {5 T parkin
DFB|LZ X7 THY, I bar N TIZEET S parkin 2 ha > KU 7 & Tk 35 #
VX7 E LT klokin 1 BEWNCHPF 77 S U—2ER LTV Z L 234 K 4u7-. PARKS
DJRIK A= T LERK2 DFEFPEY) LRRK2 & L /X7 [ 3B L A kL A543 00 B 2 B o8,
120207 2552 LRRK2 (X ZF O EMIARZIZ LD 7R b — o ZAMEEREDMEK T4 2 rlREME RS & h
7e.

(2) &R

- MBS T Gauche B IZPD BEFT 5 Z L2v5| Gauche I DRKELFTH D
glucocerebrosidase (GBA) BInFDEREER DN THOIL, AFITHAWTE GBA BinFDOERA~
T L PD OMEERERK T ThHDH I LRS-,

« L-DOPA {X:#t : PD 223511 AU T ZE M RF L-DOPA AR FH% 12, F D ML s & ERIRIE 5 O fiR
HraiTo7ofES. L-DOPA O EREIIERZENKE <, HEBETHLRINAR 2 29 265
HHZ L, FOXDEFIZIZ L-DOPA O 1 B G-EDEEMNERTHDH Z LRS-, —
7. BRI L-DOPA AR A4 % H8E D L-DOPA il FEIRED#E R TlE. Tmax., Cmax O TlE
BREMCREREENENT ENHBE L. L-DOPA 25\ T T (L7 F)PREEES L L
TIRFEINTWND. TORBIETHDHIMBUZ LY L-DOPA EEMNMET 52 &, BFERATIE
L7 FH¥O L-DOPA X L-DOPA 8K & FERO M A EIEZ R L, AEERIIA LRV E0H
Lxhiz.

BB B AR T D PD BEDOIFIENAS A MRIICTHRR LT-fE R, 75%0BE T
IR S ORRIHRESBIZE S, JRIHRTETRUVMI E ADL 2V fEE SN TV S
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TEBHEENT. PD TROLADE TRV LIEHMMR Y OEENFBROFHIE BRI, £
BEITOMTOFRER, MEOREIZMEEA LW ExRanT.

- SEEFEL : PD TH RO T H T RBERSEBICR ONIEFOFIEIT 149 TH 0 . IBX
DOFBUVEFNE EIEEBER N Z 2 L 3G SN, PD COLEROFERITEAR KT v
T7A=A MNRABTEEILZ 3EULORUREZET HBHETIXMEBN BZAEEICESETH
HIENTENT.

« LB —/MARIZRANE (DLB) : TR R L B —/MER R - mEE L BB R E OB TR
X0, LE—/MEIZRERODGE N HRIREZ, Mg~ ERT L L L E—/MEDIREK
WFIZBRFE LT 2B CRERAVEII DT, BBAEELZ A Ll CIEaimReZIs L B —/NMED H
WL TWDZ ENRER, DLB ORLER - RHkEERTISIRE Sz,

« PSP DGR & JREE - Rl — BN TERR B & M AT AL 2 FEM IO 28 L 72 PSP11 il &
FEHZEENT LR SEENECRE BRI 72 & O FRZRE IR D1 DT MSA-C & BRIKR2
Wrahn sk o R ERBFINHD Z ENHBAL. NREOHMEZHIIITRNBLETHL Z &0
rENE.

(3) 1RIEMFIT

- B TIREEEIRAITE . FERL 7 2/ BELREERESR (AADC) Bl 87 7 / BfEY 1 v
Z (AAV) X7 B — (AAV-RAADC-2) % YEAT L7~ PD BB 6 48] > AN g i BN FAAOI R & L.
6-[18F] fluoro—meta—tyrosine (FMT) & U H> K& L7= PET MEZ{To 7R, &5 6 A%
THIT AADC DFBINFFRE L TV A Z VB L 7=,

- GCSFIEfE : FRIEREEZIZLAPDETAYIAZHANT, Fi7T R MV AEREH
4% GCSF %, (EEM & FARICEE LB BIENICRE UL TR LI 2 A,
BT ICRBWTOAREED TH MRS EIE T 5 Z Eo@E S k.

(4)PSP = = = 7 /L DER

[EA @A - FFERR B TEECE THRREO TR, - 2 - 1REICEET 298 B &
ARG L R C, BIBAFAFE OB E L RO E LTIZ LT PSP BEF T O F5l & E ST
PERE BRI (PSP) 2L r T~ =2 7 V) HPERL L. BE - FHEICEA LT,

3) /N F 2 bR (HD)

WA Tid D OFEBEROIRERL LT FIRFUURMERIND K5 iThkotz. Kik
T AFNOJFZAIIEER I 2 T, Unified Huntington’ s Disease Rating Scale (UHDRS) H
REROEEMEREXBEEOME TEMT < LERZFER L. HBEEKROCETICLSE
T A REERBPTHS.
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W= —F =7 LR ME O ALS & BIERE  BHHFHE LIEF RN

MM ALS (2361 5 TDP-43 DR EHEBL & £ D538 2 GGk F A REt
DAV ALS ¢ ALMPREREEE I LV RAIAESF L 270 1 BIRR A O mE Mt
CHTIICERL L7 U U ER{L TDP — 43 HUiE % v 72 ALS IR B DR

: TDP-43 B {5 T4 R 2/~ 5EIE % 1 5 FIRNERH Z4E R A8 LE

: KRN ALS 36 K OV, ALS (2351} 5 TARDBP B F A RDOHEEK R

: TDP-43 |2 J D R A 1A R

: RNA fREERF L IR ALS £F /L~ 7 R DBA%

DAL B O ERE IRV, —F 2 Y VRAEREB BT S
RPEE{EA b L R DORET

: feF %5 Amyotrophic Lateral Sclerosis,Parkinsonism-dementia complex
(ALS/PDC) D feetiiiE{n+ AT

: High-Resolution Melting Analysis % 3V 7= Sporadic ALS @ SODI &=+ fEMT
: PR BB LIE DO BRI RER 7 U — = 7

D RIMBUE M2 5 HRE B OBKRBG & 'C-7 v~ =)L (FMZ) -PET AR
~FEIZ ALS (2D T~

Y EHIRA AT RVIn D BT B EERE I SRR AV IE DN BE

CALS ISR D - MHFLZEA - EEf O# BN OF A O L

AL FIRTA & BT

C TRE B REEAL DN - B /ME T 2 295 SOD1His46Arg R %51 5 F ikt
hEMERIRBIIED—FFR

:Derlin-1Z & 5% SOD1 /MR NEREE 2 B #) & 1 2 KR ERENE
RIFRARAVIE OB IR OB %

BRI RIR R IE~ 7 2% V72 —BL ER S RBERAERNC L A i5EiE
DEFE

AZEMEMER FRREAE T T L~ U AR 5 B E OB
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