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BhHoTW 518, SFaVFUTRTIEINSDEMFEMEEENELLTWLDAIEEMEL H D, L, TRE
DECAH SRAVR)TRIZE T OBEREDERIEIRIILF—ELEBTEEZILNTEY. TOIRILFE
—RBEZICLIFRENERTH S,

2. [RE
SraVRYTREDOFERAL, #% DNA LDBEGETFOEEDIZEEIF IR T DNA(MDNA) DEEDIGE
H#H 5, ¥ DNA L DEEF (L. BEIC 200 SELEEFOEENRESATINS,
— A BRIKDO mtDNA LIZ(E. R&E"EH. s ZE(BWEL) LEIC BE—MBERICKTEFELT
V5 mtDNA DENFEADLTH(EMELR) RRDRRIZAS, BEIZ mtDNA £IZ 100 BZEEA SR RZE
ENREINTLD,
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RIBMGIFOVR)7RORE (&, TGP REREREEEICEZHLTOSD., ERIEINS
ZEGLTEH DESIO R R R AER LS EVDESIE Z HEFEL TS,
REBHLBIER L. UTISTRTEIBLDICHEEZN, ChoFlAEhETH>TWWAEEE, Sty
FUTRDERDONERICESZENZ LD BE—DEFERLOAZLBENEETIL, BHENEITLTH
L EEZHICESFCTHBEETHIENFENTAHL,

e8I 0—X X, K. EEFERAEK. ZI8EE T . (REESE. FAHE
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ROORARZT ZIANF—
R AANET. HIEF M. & CK MFE. SA/\F—
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BEE

SHEEGE(E, BAMIC, FEFERICIECTEYIZITHONEIBELAHY . BEEDLHIRELZRESED
OO TEETHD, BERBESHLEAIZIE. MBETROAL AUV DBRENNE|ZLS,
TAMAEEHLIEGEEIZIE. TADARIDBRENBEICHEDZTHAS, £z, MoEEF(CRT IR
—RAA—A—BHEPHEEICH T AMEBRCATIRNEOERZIILS . BEDO THAOER ., MO RMmEk
BIE (Pearson JEIREE) RELTMERENEETH D,
BRBMERANOHEREIE. TN ETNOEMEADIVHFILMBEICEDTHAS,

SPOVRYTRHORBBETE. FEOEAIUAEBRELTEBULTHEY .. TOHIITEITHE->TL
%, ERIE. KBHEFIFE(FAT LU Bl B YR E) NALGNS, ATV AL Q10 DRIE
BSM TRV FRTEIENSEL, F1-. MELAS DZF#FHIEROBEREFHEBMIZ L-7ILE=ZY
DEERBENTHONIN, TORERIEARIN TGN, SFVRYTREEDABRELLTEDZRE
ISR AERRREBRICE-=FA T, BAETETZILFZUNRITHY . SEILIDEILEKRAER
FEDTIKIENHETHS,

F#&
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<EORREZE>
Definite. Probable Zxt & &9 5%,

1. XEIER
(1) EEK

OEITHEDFHNET  ERHRMABREX L HNEHREERDS.

QNHRIT, BHANEE . R, FHEK, —BERE. $ 5. KEE. A I/0—-XX  CRXL=7 /0
kR EDPRAFBERDIE, 1DULZRDD, FE. FREOLUNGEDREHREESTE
BB,

QIMEBEE . DFHAELE ODER. s MEERE DFRIBFER. RIKKELE. EREEHEE
BREDBENR. REQCEMGEDMRERRIIFFELLOIFHKEET. REGRETEEDHE
RERDHD,

DIES K. RFRIREEEETESRE DR BERCERFEROS,

CRERNET. MEERLEMLEDORER, BREMEBLTEOEERZRD S,

(2)BRE-EEFR
ORFFEARRBFOME R IR DEERENEYIRLTEHLY. XX MR ARIVMAXRIE—THREERIZEHD
HEELEE—9%ERD 5,

@f CT/MRI [T, KINEE#R. NS ICHAIXHEDREZERD 5,

QREMREICT. AHHAICEVLTEHEAREZHEHLLVRHRIAEOR K - BEIR. REZELELEE
MM ET, BIEARREER KARIEAFEOHRODOSE 1 DU LEDFRREROLH . 2
(RAOETOREICBEEENA LR ICEITARBREERTRZMRIZFED S,

@EERHERCEEMBTEROHIEFZOMABLEBTIF VR TOREEEERD S,

WEIZIELT, U TFTOREZITL.

®IravR)7TEEBRZEOFHETIIIIOYAL Q0 BEDTEREMIDORZERDO S, FT=lE.
SPaVR)7 DNA DRBEEEEH D,

®3ha R 7 DNA DB/, EMEE XIS,V R) 7EES FEI—RTEGTFERZED S,

2. BEEIR

(7)iREERE
BEENSL, BERHREICE T, BRIHETXEFRRIIAEH (TE) - oO—LEESE
BIZHIT5 ragged-red fiber:RRF) . & SDH EMME (A/NVER/KFZBRIZEITSH strongly
SDH-reactive blood vessel:SSV) ., v hyO—LcEbBERRIGIEM . EFBMEBIC KSR
TREZHNEEZRDD, F-E. BRHLUNTHERD H LM BT - B DI~V )7
HEEZROL HOBGTFEEDG S, BEMRGE TINI7Oo—DOEEORE-THOE
BEHERT S,

(N BREE-ELFEBRE
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BEENGL. BEABOCESEHRZAVEBRENLAIET. EFLER. EILEVERBIREE
BUTCA Y4V ) B ERR. BERBREERRLGEDFMHET GRE: EED 20%LUT. &
S IEE®D 30% LU T)ERDH D, £1=IEL. SFaF) 7 DNA DERE, FZRODIETZEH D,

(2)DNA #&Z&
HEENSL. REMEHRESN TS, XRIFEEHASNTIFOVR)7 DNA OBEHMEETHIR
g -E1E . AEE (MITOMAP: http://www.mitomap.org/HEEZSR) PEMEE THAIRZIREE (IE
ED 20%LT)AHAHZE, XIE SFaAVR)7EER FEI—R T AKEGFORMERER
%

(IMERDSEFRR
DEBERT.BETOVY. 70y y, WPW iEIRE ., LDEME). ST-TEE., LDE-LDEET. £Z4
Sai. 2% Q K. EHREEZZEDS, DIO—R T ILERDHEKREETSIESIETELER
MEREBHEETZROS, EXBEDHEFREET DIGEEEZERARERD D, HREID AR
ZE2ETHHEEE. DBEOLBREDENRETEZRD D, DFHPUFI LT MBI BEETORY
AAETEENHLDTTHE, BMIPP DHYIAHFTHEZRDH S,

(D BEKRDSEMR
FBR GHBRMIEATT + (30mg/dL) LA L) | MFR (FRILE THRIMEKS/HPF LI L) A7 /BRFR (IEE
HEBEL L) 22D, MPRZFZEED LR (20mg/dL UE), JLT7FZUAED LF (2mg/dL LL
E)%EBH5,

(M) MBFEKRDSERR
MEDEM (Hb 6g/dL LATF)BULLIFAMEKREAME (Hb 10g/dL, HMEk 4000/uL LLTF. M/
10 5/uL L) ERDH 5,

(F)FERDSEmMR

PEE L EOIFHEERES (AST, ALT AA 200U/L KAL) M 7UE=TELR (EEEEELL)
ERHD,

(V) ERBRDSEMR
M #E{E (ZZRE R = 126mg/dL. OGTT2R [ = 200mg/dL ., BERF =200mg/dL DLVFHHY) & HbAlc
(EFERLE(E) =26.5% (hA1c(JDS fB) 26.1%)

(/7)) FLBL B
ZEEARFEOMAPZEED LRI ENIRYIRL T, 2mmol/L(18mg/dL) L ETHAHZ &,
X[& MR ARYMAROE—TRESICHLAIGIBRE—IDH S,

SRR TROEZEROATI) —
Definite (1) D~BD3H1EEHY. D (2)D~O®D>L. 2IEEZH=THLD (£ATEHIER
=)
Probable (1)MD~BD5>B1EEHBHY. hD(2)D~G®D>6., 1IEEZH-TE0D GI2IEEVLE)
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3 [AMEL BEEFEAHRENS,
4 EABHEETLERITTHENTERL,

5303 EE
A. EGIEA DR 71 (IEIE MRC : modified Medical Research Council scale)
EE
BEE#H NET (MRC4)
PEEHNET. REEEI R (MRC3)
EEHNET. EEHTEE(MRC2)
EEH HET (MRCO~1)
B. J:ﬂfi(DTmJEHEEJJ ({&1E ICARS : International Cooperative Ataxia Scale)
EE
BEERGARESE
PEERRES.
EERAEE. &
REEBREE. BEERTHE
C. 17
2<fELZL
BEEE. 1~2km H1TTES
PEEREE. BEANODVTHLOHLIEEH
EEEE. 100~400m THRENBE
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2 40~70dBHL (FhEEEEEEEE)

3 70~90dBHL (& EE&EEE)

4 90dBHL Ll Lt (EEZES)

%500, 1000, 2000Hz DFHET. FCANBWE (REE) DETHIE

306 DABHE
0 EHEDLEN., LTa—
1 FER, SEEEMEE T (EF>60%) . EEREODEXAR
2 DIO—TLBHERMRAH>TEF<60%XIER—RAA—H—EEHE
3 FEEIDHHE (EF<40~60%)
4 BEIDAHE

o3 7 BHEE

EE

DLT7FZ=D0) 7320 A <50~90 mL/min
ILT7F=2D)T7 2R 30~50 mL/min
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ODLTFF=Zo9) TS0 R <10 mL/min XILBHIHADLE
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