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A== T AL Qo 150 mgg/ Eig ﬁ%i/bﬁ%ﬁ?&sé
VAN 3~6g/H L
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B2 (UH£TFEY) 50~100mg/ B
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B6 (U RKx#—I)v) VB8 EE
EFdF 25~10mg/ H
1 R 60~200mg/ H
HILZF > 30~60mg/kg/ H
25mg/kg/ B R ‘
) N NN - FEo Y AE
77 R i iyttt b gy
REMEEEOHREH Y
L-7iLF¥F=> 0.02~0.5g/kg/ H
gL F 0.08~0.35g/kg/ B
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) 0.5~2.0g/kg/ H
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1060, 1999

2) Stacpoole PW et al : Evaluation of long-term
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MELAS (mitochondrial myopathy, encephalopa-
thy, lactic acidosis and stroke—like episodes)

Key words : MELAS, "7 Q75 A 3 —,
&) B

b

1. MI‘ .E%

&

% B —

WES AR, 3243 2558,

3. "

MELAS (mitochondrial myopathy, encephalo-
pathy, lactic acidosis and stroke~like episodes)

1%, 1984 4E|Z Pavlakis &AM L 7o B & T,

M ZE TP BRE R & AL IE 2 A s 5 3 b2
YRFUTHROLBERBECH LY. I barF
UTHEEE, I bR THREOBEICL -
TR BZWMEADEMTH B 5, EARKZI b2
Y P THOZANF—RREIRETH S
READZ LERBLTCWA, LizdoT, MZEH
FRER & EFLBRIE 22 <, eI b
Y RYTEEERES TWA I EIHRROBEIC
RURTHAB I PIvFYTEREOLESLZ)
W20, SR, LSRN, oTaEsEn Ak
BHY, FOWTNHATOI bary Ny 7EE
DRI TH 5.

2. % L2

MELAS Z S LI A 2 Lidiwngs,
TR 7 MELAS DIAMZ, FRILBIRY 22 5 A 12 4
BTN AEZ LEH A BEPEIEIRDE S
2> Tld 7 WA 12 MELA (mitochondrial myopa-
thy, encephalopathy and lactic acidosis) & »
) WL EAMT /2D, MERRF & @& 661121
MERRF/MELAS, &P AEFT ARG R & o
P IE MELAS/PEO (KSS) r E L @3l s
L IlLEVHB.

FFEEFICIE mtDNAO22oT 4 ¥
YEFE RNA @O 1D, tRNAMUWIRO AR TH
% 3243 A HFY 80 % DEBREZE T 5B [
Uilinfe RNAWDIZHDOEETH 5 3271 BR,
3252 75 L, 3256 Z5HL, 3260 EL, 3201 EE L
ETh, MELAS DIERZETHENH L Z
WHEENTWAED, R27T1ERDIETENT
HbH Fi v rEBRNAUAOERE
RNAHIH O HERZ S OFHEI N TS
(F1)., ThoDZERICHBLTVAEEE L
T, 3Hh D% O mtDNABRE Lk, 8
T DNA & B4 DNA & 25360 L T B IREE,
AT 175 A I — (heteroplasmy) 25588 5 5.
ZONTFOTITAI—F, BERIEDD 2, B
TN, AMEN. 2SI IHATLERE A
5.

—7, BB RNAEE TIZ7% <, mtDNA®
YR HEI—FLTWAEMOEERY
MELAS B THE SN TE TS (F1)9
INLOFHRE L TOERIZOWTIZZ ST
WEETHH00, WETHRT L) ZICEE
R R 2 B REEA D 5.

mtDNA IZERE(ET S, L7zd- T B
TEEDNANTHH I AL FOFICLER
DNADMHETEA I ENUEFLEAETH L. L
L, MELAS & O, ZE mDNAZ D -

Yu-ichi Goto: Medical Genome Center/National Institute of Neuroscience, National Center of Neurology and Psy-

chiatry

0047-1852/15/ ¥60/H /JCOPY
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BISEEER (B2 T 191

F 1 MELAS OiFE

3243(A—G) | tRNA-Leu(UUR) +

3271(T=C) | tRNA-Leu(UUR) | +

13513(G—A) ND5 +

583(G—A) {RNA~Phe g

1642(G—A) {RNA-Val + s
1644(G=>A) | {RNA-Val 2o N
3244(A—G) | tRNA-Leu(UUR) + S
3252(A—~G) | tRNA-Leu(UUR) | + S
8256 (C~T) | (RNA-Leu(UUR) |+ >
3258(T=>C) | tRNA-Leu(UUR) | =+ e
3260(A—G) | tRNA-Leu(UUR) +

13291(T=C) | tRNA-Leu(UUR) | +

5541 (T—C) tRNA-Trp +

5814(A—G) | (RNA-Cys R

8316(T—C) tRNA-Lys +

12299(A—=C) | tRNA-Leu(CUN) | . +

3308(T—C) ND1 +

3380(G=C) | ND1 -+

3481(G—A) ND1 +

3697(G=A) |~ ND1 s

3946 (G—A) ND1 +

3949(T=C) | = NDIL. o+

6597 (C—A) CO1 +

9957 (T—C) ocom Cdor—

12770(A—G) ND5 +

13084(£&—“I3 ' ND5 +

13528(A—»G) ND5 -

14453(G—A) ND6 +

15092(G—+po CytB '

TWTh, FRERIE RV, HoTHEWT ST bRTwa, FRCL b L
Z:ybi‘%’m ZTOHEME. BTEZREMNOERE EoroBEFREIhTs), 3243488 %
RS B, FEAFCRWELIZDH A5 boud Y VIEBRNAKKBWT, OT7 vFa
EHYE N TS, FYO7+ TIVONBIZHETFTIINVDF )

EALFIICE, BFRERBEHEOMEAK
(NADH-coenzyme Q reductase) iE AT 255
%<, DWW THEHAEMIV(cytochorome ¢ oxi-
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AN SR 13
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7 W 7K % % 3 (succinate dehydrogenase:
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