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M4, Neuronal ceroid lipofuscinosis % (& U &4 A HREED, SERRIIC L 5K
MR EEOREMRE OBEIC BT, Free radical KU, FFICIEEEMRILIIGOREEH,
HENTODB, Z0E TOHRETE, BBILIEEOTER, Bty E PG Y v ORIE, TslF
TR OZE(LE EAIEEE LT, In VivoB LU In Vitro TBMLRIEKRET S T E 7285, W
F75, RIALGEANSEL, FMEFHASHIcINTHWRE N, 22T, AFAEE, Brain homogenate
KBRERET DERER VT, MAMICH D 5 Free radical RIGHHE, FFIC £ D initiator
DERMFEEHSMCTE E2EHINE L TiIThh T,

5 &

Wistar % rat fff ({A= 250 ~300g) O EHV, 0.1M Tris-HC# buffer PH7.4 T,
10% Brain homogenate 2{Eik L, iz, 37°C THBZREZBETIRIEREZHVT, UTD
& S IEHERE TS » 72 (1)Oxygenated brain homogenate i€ 81} % Free radical X5, #FiC
IEEBBRILS LD 5 12, BRILIEEEE, BVHBMEES T Z2T80, %72 Di-tert -
butylhydroquinone (1x107*M) DILERLICRITTHEABET L. QLERKICHOIH B
FERZH S pITT 5708, FHER T PV E(TE > /2o (81Free radical RISBFZHS
Mg L, Fe? (1ImM), Ascorbate (ImM), NADPH (2mM) , Deferroxamine (1.5
mM or 0.36mM), Ascorbate oxidase (30U/mf), Superoxide dismutase (57x107"M),
Catalase (20ug/m¢) L U Ceruloplasmin (0.3mg/mf) % Brain homogenate icZsinL, &
{LIBE AR & ILFEFRLICNT4 3 BRI L /2. RMRIC, A DREED Ascorbate (0.01~
10mM) OER GBS U 7. 72, ARMEIZFe®* —ADP % Brain homogenate i L, Fe®*
—ADP O Fe**—~ ADP D &It it % 520nmic 3810 5 WU K O JIE Ltc, @WERLEE S ¥
A A BEERIET 526, Electron Spin Resonance (ESR)spectrometry 21778 - 72, (6)
Free radical RUGHS, IMERE S TIREG A 585 H5 /25, MEBD SDS—polyacrylamide

gel electrophoresis Z1T7 - 7=,

& =

I, Brain homogenate ®Oxygenation iCfE7svy, WEILASEAKRE ZEINL, LML
G5 T® 5 Docosahexaenoic acid (Caz:g ) ® Arachidonic acid (Cao:4) B L7T %



72, Radical b 7 v 7&|T&% 5% Di-tert-butylhydroquinone i, {LEHFXEMEIL1ze TDT &

%, Oxygenated brain homogenate IZ B THEREIC Free radical KI5, FFIClEE BEE(LRIS
BEETVAECEELEHKL, {LERENE Free radical RIGDIEEHEZEL BT L TEL LMER
&7z, Deferroxamine (F{bFEFRN A ZITTR2ICHNE L, %7 Ascorbate oxidase dIEH I
W AR U e THITX LT, Superoxide dismutase % Catalase iCk - TiddE 0 M
TSNS -1z, Ceruloplasmin i3, FEEDOMEIERAZ/R L. 0.01~1.2mM® Ascorbate
s, eESENRICH LT, REMICIER Lichs, 1.2 mMEIED Ascorbate i3, 4 ICZ D]

flzmdi, ThoDFERLD, Free radical RIG®D initiation iCid, k14 v BLURTH

Ascorbate 085S, EEUHEEZ LTI D EEbNT,

—7, Fe3*—ADP % Brain homogenate KRN % &, Fe’*~ADP3d A PhERILE%,
Fe?*—ADP ¢ K A EpMERS NL/ce 72, H 54 U Brain homogenate iT, Ascorbate oxid
ase (29U/m) 7ML TH L &, FIHOBETRIGIIHERL, BRDOW - < O LB RIGD &5
Bt %EIINADPH 2mM) BINIC L D@ E N/, HIL, RHA%IS, AscorbatefRZMED
TAHPPE, T/NADPHEKGEHDOW - D L Fe* " OBTEREZE TS 6D LEEL bNT,
W -T, initiation RIGKHEE LT, UTO XS BEF2EET L EMNHEETH L EEbN S,

(WFETBE LTHELEL T S Ascorbate 75, BHBNICHBEBICEELTVW3 EEL 5N 3
DEEES®, Nucleotide BEEW B EE LTS 3MiD#kA 4 v &—BFExL, 20K
AF v, ElEh b,

QERI NI 2 MO, 4+ id, HOTO, EML, DX RANVF-EADEF Perferryl -
ion BMOERIEAE T 5,

BHERR U7z Perferryl ion i3, BETAEELDEFE5| &k, [EEBBIRIGSEREBE SN
%,

I, Brain homogenate »SDFNKZRI b L0, /- BRIERE, BiE4 » F—r{key
ThdEBbhi, TORES Y F—uba¥id, IEE S Y #vED interaction it & O R &
N5 50EBbite SDS—polyacrylamide gel BRukE L, WEBQDkRE Y5 — vic, Ef
REALBBD SN -7-DE, TDLH7, Lipid-protein interaction#E L, Bl x v
F—id, (ERXLEVHIETERDN, EHOBESFONI D E-bOI, iE->T, Lipid-
protein interaction id, EFKOBEHRLVL HIATERRBARTHS LEBbN,
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R (i R IAFE 2 | Neuronal ceroid lipofuscinosis % 2@ FBHEIEIC X 5 IR MG S
@ pothogenesis M 1 D& LT, free radical X, #HiCIEEABRLRISOBS Mg I T
%o free radical RUGIS /o, BEET 55 VN0 ERNT, 71/ BBLUOMBRLLEICHHEEESZ,
HBlaAE REEIISIRICE S LD S FREE O ZE X SN T W5, % T, AL, Brainhomogenate
I, BEEZBETANEZREHWT, ME#IcEB % free radical RIS, FiCcZ @D, initiation
BEEZHESHICT B DTS b, Wistar % rat # ((AE250~300g) ORi%EHW, 0.1
M Tris-HCl buffer pH7.4H1 ¢, 10% brain homogenate Z{Fi& L, C#I3TCT, MBE%
BETARGREHWT, UIFDL KR Z{T/E - %, (1)Brain homogenate DEEZR{LICLES S
B LIEE B D & O NsREEARR T (2)0xygenated brain homogenate 75 D{LHEF
i S LIEEAHELMICT BDDRKR Y P VT, B)Fe’ (1 mM), Ascorbate

(1mM), NADPH (2mM), Deferroxamine (0.36mM), Ascorbate oxidase (30U/ml),
Superoxide dismutase (5.7x107'M), Catalase (20 #g/ml) ¥ XU Ceruloplasmin (0.3mg/ml)
#% brain homogenate OBRFRILICAETD 5 BERLIBE Ak & K MELFFLBE ICRIZTREDHET,
(4)Electron Spin Resonance (ESR) spectrometry IZ & % Ascor-bate free radical & H§E
7 VA VO, (6)a-a’ -dipyridyl (0.87TmM) i X 2 iMtiEkic 1) 5 k& B DA
(6)SDS-polyacrylamide gel electrophoresis & 2NEBEEHE N FOBENZILOKRE, Zh oD
EBRic XD, brain homogenate ~DEERZDERTEIL, BERLITE DAL & S M AEIMIETRROER
WEDEZ b5 L, IBEEBILCOFEEEEMN T 12, —77, #k+V — bHITSH % Deferroxamine
i3, ALFFREE L OBBRIIEE AR E BIEERINE L, Ascorbateoxidase & 415 %58 < M
Ltze THICH LT, Superoxide dismutase ® Catelase 1, BESIMEI LRI to, Ikl
M3, Eic, Ascorbate RFMHIC, $BIGEMEER Lico ARSI bITLD, FHBFN
AARIBRIREA v F— A L&TH Y, free radical RIGICX D EAEMRIEEZ I TO B3 HEHE
PRBRENIA, MEABOEBERKE) YY — VITREFERLELEIR D SNTh -7,

PlE&b, BARRICR T S free radical SUGE, Skt n, UL d, 8% (M8
&, F& L TAscorbate I K D BEILAEZD, Mtk -BEEAEREERT S EE, EEEC
& LB b, SRR K%E initiator & L TR SN 7 free radical Fitis, BEELEARE
DOHEMERIC K DILFERAA A UT termination ZELAENS, W< D LETTHCEEHS
MIC LT, & T, AR, FURSIETLDEEZ B,



