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B2 14-3-3 protein detection correlated to MELAS progression

Manifestations
f e
Deafness, Hypertrophic cardiomyopathy )
Selzure TT—
| Coma /. & & Wb mE s T
) 1 i —
14-3-3
protein
in the CSF
2002. Sep. 2003. Jan. 2003.Feb. 2003.Apr.
MRI MRI
3 Brain MRl in MELAS
2002.Sep.

unable to walk

2003.Feb.
stroke episodes
unable to stand

T1 weighted T2 welghted Diffusion weighted
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THEIELERBRLTWVA, EERERIRILT
WiaWEAODEDIZIE, T haFY T
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Fox DREEOHRIZBNT, T har b
VT OEE ABRET SERMFRL LT
by RUTHROMRAESFEIMITZTo
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D13 Loz, CFEEHEEL, A
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7. IKMBERIEEZE 952 L7 <, HbAlc
BIEFRICET U, LacL, FI3EMITIES
v b= SR TV IR RRERD
HbAlc DK T & & BICHHEHEL, KELE,
HbAlc 23 7 % F TIK T L=k a CRESER
2L, BEELEDES L AREFIR
Too LAMERIX TRE®D) a2 ba—nd L,
HbAlc i 10%EA L TH D, BREPERIERD
BRETZW,

D. &%

D T bar FU7TREEICEST DA%
EIIHEMETEMTRICKESEST D,
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FEOBHEL S FRELIEE 2 5 LWIGRERRICET KM

T harFYTEREZEEFMRICE T 2EBER(LICEY SR
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SfRE BBHT BEBRKERFERERFRSHRER
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MREE

IREMBIED I bay FY ZRBETIEI b2 KU 7 DNARBRERS
FORETHL - LHBMONAT VD, S b2 KU 7 DNA BRERLFT
AHBATIE, 2 F22 FY 7 DNA BETFGERO-HOBREREEZ =2 —
KLTWAED, RRERBIEERNORETHA-—FXH 1 VR
EHALTWAAREEASHS, UL, MEATICRETLIEHBED S b,
T hary R TOLRBRERENEDLLLWVOEIERONEHLL TR
vV, BFFAETIE, HILLHARELAEE Fax I VAL BRHREL My, &
EEL—F-BERBCTEMRABEL, MRPOEMRBRERELHRHL
T, MENEEBEEOSHER/I-, TORBE, MRANBEEUERED
b, FOREHE, S ra RFI7H6RELTWAIEEMIEEL, ¥,
ZTOEMBERELERIT, BFEEROMER THMRTIHEL RV EHLE,
EHI2, I harFU 7 DNABEARTLEAT HEMERBEONHKEZRED
fre Zhbit, DRMZEIED I k= B 7RARAE D RBIEBTF D — 203,
SR P THhLRETIEMBRERETHIIEEEL R L,

ABFREH

INRBARIED S b2t B U 7 ETEE T
I b2 KU 7 DNA BREENEOREET
HHrZENmeENTWAS, T harr )7
DNA EREREI bV FYUTHEEEZET
HEINITLOFEHEBRENREL, 23
by KD THRIGIEOHE & 72> TWBF
FEMEDE,

AR T I b2 FU 7 HREEEERH
BRHESFTHITEELTV, I B
) TIEEM b OEMEBFE K E WD
HAEME L,

B3 )5 ik

AR AT ., BTLCBREZIT-
2-[6-(4’-hydroxy)phenoxy-3H-xanthen-3-on-9-y
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SHHME T bay FUTHLEETLER
Be 3 O ER R & R AT,

C.Hr 7R R

AFFFE TR, b RAIRE (143B)
(fhooffa TE Lv), b MR, 1 0%
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THRLL MRt LEORERLEL /7
AR b LT 4 w2 (MatTek Corp., Ashland,

MA USANZHEREL, 3L %1 B LEOS&H
"CTHER L, RO AN T RiE

(HBSS) ( 10.0 mM HEPES, 1.0 mM MgCl,, 2 mM
CaCl,, and 2.7 mM glucose, pH 7.31+0.05) (Z&
Wi 5, EHEEROBIEICIT, EMHEHFED 9
L KaXxi 5 Ohn & iR ey BS
LEk% R4 5 HPF #fv -, EEGL—W
—FEAREEIT T, 500pW O 488nm DENEEE 0.4
HERE L. S15Snm S T 7Y —T 42— %
Ao, BE8T 5, Efgila o —F -0k
L. #®, 2 a—¥— L CRAHELE
L7 a7 Lk HOEER2RD -,
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HPF

Mitotracker Red

HPF +
Mitotracker Red

1 HPF ZAVBRERIWE-EARRER

HPF # HW oM me s it 2 b B
UTfHEICES LN, T b2 FY THRIER
HERED S & —HE L Z &L Y, HPF
FHOALI bR U THLEETHIE
HEFELREHL TS ZLARENE SN2,
(B 1)

£, ETEEROMBEA (=1 FvA
ABLUuT /s HzRAWSZ&ildn, 2
bz MU 7 ERIEHEEFE R AN ML T
BEXN, MnSOD #f5FD 7 A7z
va il AEEaNE, (®2)

HPF mean+SD
*p <0.05
) i ]

Fluorescent intensity
2

Co Co AA AA ROT ROT
vector MnSOD vector MpSOD vecter MnSOD

B2 P44 ARUVDT/ VEAN
FRARHE. 5T MnSOD £ 8B LIz &
ZOHRABRHE
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anti-oxidative response, 7 b T AL
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MOMRTIE, 7R =PRI bar Ry
THEERBREZRLLTVWDHILABX
B, Zhbi@HL T b= M) 7B
5 {(mitochondria mediated cell death) & FEE
htTwa, 2 har FY7THEEFETIE, 2k
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apoptosis-inducing factor (AIF), £ 7. caspase
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TWw5, I bar Y 7OARROEEITMEE
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IharFITEHFGERE AL F
+ A FEL

T harRFY THBRCREBEFEERIF
TELEEFE T T ATP B ITRPbA TV S,
DB FERIL Complex 1 72H VBLY
ATP synthase, ANP translocator 7> HHERL & 1
TWwa, —F, T b2 FY TIZIEDNA &
FHEL, ZODNA I bDEREDS b
130FEHIE*=—FLTW5, I bzrF
U7 DNA TIIEIDNA L a R Dy—7x
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2y R 7EFRERIIEFORILETE
<VIEL., FOMICKTEA A 2 RERBBRIC

BL BEKZESA A2 M) v RITRLT
AR FOLRALF—ITLY ATP % ADP I
T, FOELERT ATP %* B HERRIZ
BITLTWS, ZOHRMEL AN I
REETORLRERRIAF —BUERT
Ll TV AR, —HEER~ o TidR<,
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ZDOHiE ComplexI &I obET D,
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P4 FERB, RATIABLEE250gD
BeRETHEBRTAIN, Z02~3%DEFDY
NICL VR TEHBEROA—N—FF 4 A
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B.EEO L H o A——FF W4 FRFE
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BEFCERDORE LKA

Bif, COBFEHEEROEEICLHHREAHN
ZEHEENO>OH D, N —F YV R T
BFEFLRD Complex 1 ICEFORENED
LTWa, fio X5 Z ok K& R
A== XYL FOLNEETIHRTH
D, ZTOWOREICLD, IHIZR—21—F
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IDRHBEBODA—I—F XV AL FRRE
L. ZHMBS—% 0 VEORERIC 2 2T
B ELEZLOND, N—F Y SIROED,
< OMERKBTI b2 NUT DNAD
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DNA OXEREIHLBHMLA TS,
I b= KU 7 DNA LA Tt 16569 DiE#E
HNBIRLB, ZO5L, —EOHTRHE
4%, common deletion ODBEFHEINT
WA, NMEgicky., 2ok 574 common
deletion 2K L, F7, HREEERBTIL
¥I1Z, Z common deletion BEMIZHB Y
s EBMEN TS, I ha s FUT
DNA common deletion Tld, Z OFHAKFHITE
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LTV AHEEoL 5, XY KREDRA—
NR—FF A FEBHINDIZEBNTHRE
nd, Zhd, KEOKERIZ/L> THHHEEE
PERKE D, A—s3—A X4 FAHIENER
LD THB EWVH Z LT T TIZ 3 0FHi
MHA—N—FFH+ 44 FttFIJ—
(Superoxide Theory) & LTI LTV S,

AR —s8—F% %% A FEA4 ) — (Superoxide
Theory)

A——FF YA FEF U — (Superoxide
Theory) &i%, TEMEERO S bA—/—FF
A K (0,) 28, EHEBRRHRIIOE
MERSEELRHETHDILVIRTH D,
“hit, 19 6 94IZ Fridovich {#LX—
R—FFH A FEFERT DX —"—FFH
4 KF 4t ALH-F (CuZn SOD) 2FERL
Rl EDmERTH, R, 197
BFHIPar NI T A A—r3—
FFYA FF 4 ALF—E (MnSOD) # H 3
BRLTWA, L2568, BLE, £01 04
®izlt, Aot XY A FEF Y —id, H
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Fhid, A—3—FF ¥ FiZEh B EEHE
1385, RIGHEIZZ LW TARAREX
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ENFERENAZEIIRD, FODOH, A—
NR—FFH A FE—BICERIER IS
L. peroxinitrite &9 RIGTEHEDOE L&
WHEIZEDLD Z EBbholn, e,
1998 &2k, v H A —mR—FFH A F
FAALI-FOREFE FTF AT xS b
LI Tk, IESRERBIC L 0AELDST
APV ARCH LEREE T Z & &R
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AR TIE, # UVWIGHERE SRR Ha R g
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MERIEFEEREAEFEATHAL, MaSOD
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2,7-dichlorofluorescein diacetate (DCF), 54
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HERBRAEMBPANEELZHFETE R,
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