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W R Al BRI,
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RIBBEZRTHRE, LEMFOEREEOCIUR W, ERHI ECC RE R, M
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R, Al WEHCEEE, 2 50% i FA B EIGFLRT H IR & b5 o O Blad 3,

TEAR B kIR AE

SERBIPKERG, THAEBER/NEREI R, WARE, (AR RS R e
FHZIEMEREAHE

1% 2 R GRS

ODFEESERUREN YRR EFEL.

AL B PP EE B S Ar 120 Friedreich JLFFREARE 2 #, R FBENFLOINZRHR
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ILEBERR/NREIGF LA, o RAHEE RS A IRE MmN EY 7K.

(H) Famkess



4 RHEMFRSILE

AR RN, AR MAAERER. AR B E5RE R

R) YK B EAE R/ NS B 55 ADSC

R AR T AR, AR R R Ak B ERE, —BRTERER, ABT
5 FA K5, A8 TRNLSH.

(&) BEHEIFREES KRR

B EARREERE, SRR, B&/MIHEI AR, SRERER . WERE=KE
i, MR S RIS

=i d)

(—) Friedreich ZL5F R FEIIRYT

A RTASR CARR0RTT , FAER AT I STRT R IS BEfB R, MU VIR AR SERTE F R a4
1E R FREFTE o

() Friedreich JEFF RO URHIIETT

BRI IESE FA L BRI, [ERANEEMKIET R, L - AHIA creatine ALEF
(JFHBELIELLR) RERMRMRIEERIES . MEE Q10 Ml TR LAURARE.

Idebenone & —F LM Q10 2519, BN —FE R B i EERRA], AT LR A
G EAN B . AR RIS LR R, B UEEEROCIUEE . ERRERENAL
LEER, JAY7E ECHO R A B4 A BE, OIEENSER T LO8EGE, Y
HERMXR, KA EWRIERH, HEFE FA BE5 W2 RO NS LT 68 0 iR
Idebenone 5 ~15mg/ (kg - d).

St F FA AR EALO AR RS, HFNH ACELBEOEEMN., FPRBERUE B
B2 AR BE 700 T LAV = ) PR R A0 0 B TR BE IR E, SE A% ECG Bk B HEER R o

TR OERE, THEBIEEHIRE (VAD) HASGHERE.,

§:0=)

— IS, WERGENEEFERWHRE, SETELIIER 5 FNREMSLATE, 10 ~
20 FEAEMNARNE, HEEREFERS 25 F, FHIETER 35 F, L AURZE B H WK
FEH . Y IKELO IR B, R R B AR O S 2, BUERE.

FIW &R KR

LA IR R A B SRR G B ERRG, F ATP S AR . RRECSRIEA B B8
—4H B R

(FEMEFEE]

NEGMTRE IR FARA A, AKL KK DNA (miDNA) FEHmSIFEEE K-S
BARBARCHE A . miDNA 5 el o 28 48 (1 ga A5 2 b S8 A 1 B0 T A Bl e 3 A & Ak B
%, WEIEFIRIRRABEE AL RAE NI T E LB IL ™= & R R ATP, SHAEECIEERE,
ML REEZ BHER, UNAERETE RSN, SBWUROCNEES %R, 54
WEIR 4 2 A A AR A — AT BB BRFEER AT LA R B E LB BRI RS, IR AW [ IV Shpa i
I
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S 760 15 S5 L A 228 S PR 2 mtDNA AR G0, A 2B BB B (R A
MEER . & T mDNA Z885ASh, ER/-ERRIMN R J B DNA K22,

WL 4 J Gomori =46, (EJCEE T AT R A RB KR E N E B4
(RRF), B4 578K 53 R AR AR A, QbisHsIF AL

LR B B AL B AL TT L S BUIE B s i S L IR o 2R UL 2 45 5 PR
%MW&DMUQWMM%Q%ﬁOBMBMMHGﬁ%QE?kgﬁMHA%%%&%%,
CREA Y SRR FUR A 3. ZRIA IR Y tRNA3260A~G SR AR 5 BB ELL PR A
¥, tRNA4269A—G LA 51 kAL NURA Ko O IEfE BN ILF CPEO A1 KSS 84&, /&
#HEA mtDNA K,

OV TR B R YR IE MO LA 2s v s, ARG R IEE, RRA 4L, B
pEm G Ea AR IR R E KRR RARE, AL, O E AR
PSSO ML BARE, AT ISR AUR T AR, HEARBENIEERY RALE
A EBTA R OB EATH AL 5 0 WLET 4 A Y AL AR B 6. RS RS .
A XA BN M A R IRSE, ARRHIRIE A, fRA 4L, SARESUE L.

[ERRERERERE)

SRR RN |/ AEH RN, RSN ARRIF A Rk U . 2ok i
1D &5 TREN s

REBARNUR LT 20 S AR, Wil LESPERR, Bz R, Dasin
T2 97 e, PR BRI, LRSI,

25 LA SRR LR A8 LA T 2R 288

BT HEIRAMILBRE (CPEO) . —BELEMAR, LRERERER, HREE,
AR ER T EAE KR, B ARE NS RAMNIRER, WBERZZER, SUNRSMIL—
SIERZ R, BEN 4B P R LR pd B LG T o

Kearns — Sayre Z2&fiE (KSS): —f 20 SHTdEHS, HREM, LISFFTHIRIMIUBREL, )
R 88 £, AR 1k A R0 % S BEL T R SRR = BRAIE, R ELEA /NN ET R . R S Y
. TR REER

LRGSR A MR e R /E (MELAS) £RG1E: ZHEILEHRRK, LR
B PEERAE, HRHEETINE, CT A MRI 7] WAL MR kA kL, {ERG&E T8 AN A & 10 % 43
fii, WEMZES. WEY KRR TEL, DARERILBRE.

LRFZEPE R P ILR E B RE AL 4T 4 (MERRF) ZR81E: B EJLEDIAR, FERHU
RUREZE RN . NI R R U BOE S TG 4R, P R YEXTRRYENE I o

LRAARIKIR . A Leber B MMM AR (LHON) | W 2R IR 5004 I H BE9R  ( Leigh
%) . Menkes JH%,

2y 80% LA - b A ie B M ALBE . NERRRR/NE SRR A M, EEsh/E 10 4
MZLER . NERRI R FIER . LB ARIUUR R CSF LI A B hi S, KPIATFRERE S
IRBETE PEREK . LR TSR Gomori He 48 0] UL HLANAE PN LR iR ME AR, SR DI mse &1 &F 4 1/ sl
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5. FER R, 60% ~70% H A WAL K& 2 NESBRE, PREMEESERE. X
CT A1 MRI f] DLAR . /MiEE4s, RAEERAMFEEX, BETAASIL, mDNA AT
RPN TE EI IS Wi, CPEO 1 KSS 24 mtDNA F B4k 80% ff) MELAS & 3% % miDNA (R-
NA 3 3243 53845 ; MERRF ZR&AF M2 (RNA JLE 5 8344 G 57AE,

(omE RFFRR]

KB ERRAEZHBOHZ R, X113 FlH2 LR IRERBNILENFRER, 240%
MEBEAORZ, BOEZBETHERTFREFLORZREH, LUESREMOIERTT
UFZR,

(—) fERRE%

DS ARG RN AR O Z B FERIZ —, &% T CPEO M1 KSS &%,
WE BB, BE BTG e S, XERRIEERNT ZRE IS, Borad
n R R G5 TR
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