ML A XOMRERES A b7 A —RBXOVPMEET E4 b
v 7 4 —IZB89 B IR RIS
K 4 ZHRFnsE

BREFIZR T 2 R E BICBE T 207813, 1990 AR FIBEA & computed
tomography (CT) <° magnetic resonance imaging (MRI) 72 & o & B g a2 Wil o8
ADHEATEZ LI XY | R NEERIR 53 B 1 3B\ CAERTIR AR 36 L OVl 8 K & <
mEL7, ZHICE o> T, 1R TIIEEZH O - OITWEREH 2 B &35 Z & D%
S T FARAIRIE BRI DWW T, HDORREDARBEINAIREL 72 o7z, — ., ENTIX
1980 FARHFUEANBIE S TeNy P T —LEH R, A X TIEFRESLEICANRBEF
DA AR < | ITH AR R EDOAET) 22 2B K 2 BARPESR OFE LRI & 72 o T
Do FARAIREZL BT DOV TR, MM T A Y Y — LIRITAER S 2 (PR
DL PBIBIINCRET HEZZONTND, ZHHDERO LN TS, MR R
IZOWTIE, ZDIE & A EDRRKAR T, A7 ERTZ2BNERTRIFRIEN TN O 3B T
0%,

A X DFFREIFZ Y A k1 7 ¢ —neuroaxonal dystrophy (NAD) 3 X OVNMEZE T © 4
k&7 ¢ — cerebellar cortical abiotrophy (CCA) [t & HICHEITHEDOMREMENMER B TH
%o NG IRBIR DT i feFs L OTRHEIE AT OV T IR S TRy,
WEOWE X FRAELEBBICIVBIET L2 LEZLNTWD, WHMNIIBWT
NAD (3 1980 /£, CCA 1% 1970 R L W HEERIICHE SN TV D, ENTIEINET
FAERE NI o723, 2005 A2 S U RBEUVIE IV EF U T ORZHERITEB W
THIHT NAD I LT CCA 3filEsd S viz, HAED L Z 5 CCA 1% 2005 4ED 1 EF] D 2
THHH, NAD ([ZDOVV T 2005 75 2007 4FF£ CTO 3F[]THFF 3IEFINfHER ST
AN

NAD X, /ME7 v i ds X ORI OZE M - Bk 2 & b 78 o /N EEds &
O AR AR D JEEFHIZERO b A XA 7 = v A RIERE & b 78 5 Whiag 2 M 4 Fe i &
T 5, MEITHE SNTIEFI DL VX, BB A OB CHRIE L/ IMKPEER) KR4 5
Tofil & OFFFRAEIR D RIRZRHEATIC L 0 BOEW RERIR 2580 b AL T\ 5, g Cldr v |k



TA T —RPBERIEE LTHLILTWAN, ZOMIZAEI S FUT Uy v T T
AT T, ) —=REORMTHI|E SN TND, HHEFEAICOWNTIE, NAD &
FREZ W 2 BRI RO —>THH A7 = a A RIEEDS ., TEBECNMER 0D R K
(Z BT 2 AL CRAICEBICRD BN D Z L 0vh, Z OREKIZ B b 5 i o 1
Eip EORHEER X TU D, CCA I cerebellar cortical degeneration & H 41, /MK L
X o AR O ZE M - YRS BRI TH Y . NAD (5RO b H sk M
TR BV, BRIRAYICIE NAD & [RIRRIZE R (C I8 L NI E ) 250 4 3 o phik
FER DHEITIZ K0 BIEWRERIF 238D 5, WA TIX, 7V =7 — 7 U T RBEFHKR
FELTHMLRTHDR, TOMIZHEEL ORFETHE I TS, CCA DFRHRKAE
[ZOWTIE, /IMEHREHIIR D 7 R b — 2 R ZHELE L TV A MEDNH 525, FEITAEIT &
TR, ZOFIZ, NAD B X O CCA IFERANITEELOFELLEZA LTV DA,
FAAR AN TEN R ENE DO A DV CTH B e ME SBFIET D 2 L b | IR O
HIRAIIR AR B2 D5, AU TIE, NAD 3 LU CCA OFREERAEZ I L MIcd
DT EaRAME LT, MEHORKES L ORI AR R A S E L7z,
AELFRI 3B LV SN D, B 1ETIE, ENTHE LA XD NAD 3 JEf]
B LN CCA 1IEHIDERIRF K OYRBLFRIRT 7 2 Lk - MG L7z, £ ORER. MR &
HITAER A E TICRIE L, BEENIIE R OEB K02 i L TR b7, ik
(SRR INE R 2 55 Tokk 2 2 AR 358D B VT, BIER] & b BOEM 72 finif &
A LTE, NAD FEEFIIE CCA FEAEMR & i LT & 0 Sl 72 BRARIER OHEIT O 6
L. A 1 IR CH T H L2 WL TR AR & W S TREEITL Iz, CCA
EHNTAERK 3 il E CHEFEFRETH o7, HIEFRITIL, WHREE & 12 MRI 0HIR
IRF D A IRBLZR 1235 C/IMIM DBREE D & BEE D FEMED TR B To, Mk TR T %
TR FS K ORI OB 75 A3 R EE 72 & B ICFR D H 4L, NAD Tk 24z Tx
7 xuA NEE & b2 ) EREENGRO bz, —J7 . CCA TITHNREMEITED b
7o 7228 NAD L0 b HEE MM OBE N RO vz, NAD IZiBW\WT, A7
= 1A RIZHHARRERR O IR GG STy, FRICHERE AL, R, 4V —7
B XA AR FREE A 72 &2 B UREARIEIZRME L T LLEORER LY |
EWN THIE S 5D/ 3 U RBEBRED A s C/NMIEIR 2 5 Lo T HE O RIE IR % 7=
L7-B2IZ1% NAD X° CCA ##ERIZW & L THEEBTHMNERH DL EEZE X b, Zhb
DOEIFIZERINEEOBELLE 2 LTV D78, fEEZ W IR B R S L2 T
& 203 AEAFHII RGN 36 1T 2/ NIMR A O EIEEE 72 8 b | AERTNIZHB VTS MRI



W2 WD Z LKL mE OB HR D WRetE d 5, £72. NAD B
LN CCA T, EFRAEMEDIREFIRR FRIFT RO MNCR R DD, Zhbidtht
MR DRHEBEL BT ORETH D Z LIRS,

Ho2ETIE, FH1ETHLMNMI LT/ E T KD NAD I 1T A< h 5
VIR (A7 v A F) ORREZHOLNCT L7202, Mgk s "7 Thbbd
neurofilament-L/-M/-H (NF-L/-M/-H) . FEU “ gt tau (taul) . FEV (kU 2L tau

(tau2) . o-F L ap-synuclein, i = v 7 #2237 Toh D HSP70 5 L O ubiquitin, 3
FABHE X X7 T D synaptophisin, syntaxin-1 3 L U synaptosomal -associ ated
protein(SNAP-25) , 71 /L2 & Ll # 2732 T % cabindin, calretinin 35 & O parvalbumin
(ZXFT DA PR E D CTHRIEMARFRIICHRET L7, ZOR5E. NF, HSP70, ubiquitin,
ap-synuclein 35 & OF synaptophisin (213, BBEENLICEAD ST RIEFI TAT7 = v A FDZ%
<Pt Z R Lic, —J . SNAP25, syntaxin-1, calbindin, calretinin 33 & O parvalbumin
(X L TR FEI RO DA 7 = a A Rtz R Uiz, LEDORER LD A7 xnm
A R~ NF FHHIZ/SE 5 2RO NAD (C— R TH 5 L& X biiz, HSPT0 X
ubiquitin OEFEIXT A VY — AT 0T T Y — A K HNEEEN 2B X - WE 0%
e AT R E bz, £7-. synuclein 38 X OY synaptophisin 1% 37 7 AR R EBIC
BEICFET DD, TNHDOERIA T =04 RIS F 7 ZARHEREB T
HHZEERET DL, A7z RaOBNVT T AE R EFRRICBE LT, ZhET
B FD NAD TEIHE S TWRV, 2383 RO NAD IRV TH D . AR
BOWREREZMAT 2 ECEHERFENRNVIZRDL EEZ X DN, Ll BERIGE
RLTZATZ 2 A ROVMECIERZRTEL TV =2 b, 2NH0 X VX7 ER-OE
FAZOWTTIEFE AR 20 L B L2203 6, [HEICHRETT 20 ER’H 5,

%5 3 FTIE, NAD & CCA [Z3Lil L CRled B AL 2 /MM DI B A % B 5 21T
T 272012, [ U< FEW 2R/ MNZER 2 P O MR EMEHEERE TH Lokt R UR”
A F 9E (NCL) % bt il & L, REE 3FRIR O/ MKIZ 3517 5 9 BEAHAR IR &
Bt Uiz, & BICHP RS O I # 2 TUNEL ¥£38 L OWL CD3 #itfk, #it HLA-DR 1t
&, HT 1 A8 DNA (ssDNA) Hifk, HiU eft p53 HiLfk, i cleaved caspase-3 Hiffk, #i
caspase-9 iR, Pt 8-hydroxydeoxyguanosine (8-OHAG) HiiA % FHV THuE ik #rICi
S L72. ZORERE. NCL Tid NAD B XN CCA L IRIEEIC 7 L o fifldds K ORI
FADILE RS H7z, NAD TIEZAUIMAZ T IR FHDHWEA T = A RO

MERHHAL, NCL TIIMEMELI 7 e /)Y - v /n 7y —VICHFERNEE AT



2A K« URTAFURRBROEBPRD Lz, Mo REIC>WTIE, 7
v M OB IX CCA DFEYRAE ThH Y | PRI O IL NCL IZHB W TR b HEC
RO BN, FF O EFRE X, NAD 3 X OV CCA Tl B oo fieHib i i 7%
DIHER & R U CHE TH o 72 DITk LT, NCL Tl ER I A 722 M B B 7 3 58
D BT, I, PRI ORI oW TIE, e AR ZE L Y NAD TIXT
RR =V RERBTHATRICZ LS, FEICCDIGMET U v/ Ek° HLA-DR B51H: X 7 1
VT s~ rn 7y — VRN L D RIERIS AT 2 MIRE (R m— ) 1285
Lo LHEERSTZ, ZHUcx L CCA Tid. cleaved caspase-3 [N LGRS B,
FEREAI DL IEFRFRIC TR b= AREREICHEG L T D Z L2VRENTZ, £72. NCL
TERRIESIEB L OT R = Z2OMGREET 52 &R, 703 TUNEL £
L OPL 1 A4 DNA (ssDNA) Hiik, BtV Bt p53 Hifk. Hi caspase-9 ik, Hi
8-hydroxydeoxyguanosine (8-OHAG) HLIRIZ X 2 Sk iR Tl xR % 5
Fr BSOS ITRE D vz o T2,

AFRLIZHT 5 —#HOMITFER L D A XD NAD LU CCA DOFHEIEAEIZOVT,
LIF DX HIHELEZ S 7z, NAD OFRERFEA T 1T Mk I 1 B8 9~ 2 ek At i oD oy 5%
REEREPLEECTHY . Z OIRFE CARBERIZFHEIO R EE (A7 1A R) DK
ENBHEEZLND, EHICZDOAT = uA FERIBRRICIE, 850 AR 2
VRTTHDHNFLSMNT, $kx o T AEE L Ry B\ gy 7 2R T  BED
TN T DFEGH X7 OEENREET 5, S HICNADIZHBT 2/MMREE L&
HAPRIIE DB IZIL, X7 0 — U AN EICEEGT 5 LRI, T~ 1>
7 = IREEORIER G E LD Z ERA LN Ro72, ZHUSH L, CCA T/

BRI O T R N = ANZEDOIFEOFERTH Y | ZHUT L0 AFRGHIRL 2 B8 (2 i %

L. /MREERZE T 5 & PRSIz, EWNTIE 2005 FLIEE, 3 R EZEDRRL
FEICHRE L C NAD & CCA MWHERENTWDH Z D, WKBOBBMIERZAT 5
ROBBIEIZ O ST ATREMEDSFEF 2@, L7ad o T, JRERRAREE D52 270 fif i &
B, R THOBLENDL S, MEREDFRRKEEFORENLETH D, AFFE TR
Bz NAD B LN CCA (BT A AIE, A% OB R A oc, HEE R
RIET b0 L Bbh b,



