21 SrFaVKRY 7R

1. Bi=E
ShaURY TR SRR THREENEET SN BRRRERNHIR T HRBEMRIFL TS, ShaVRY)
FIFIRIILF—FEEITMAT, BHBRELE. TR DR AL D LAF D D ETE. BEEEGEEIZE
BhHoTW 518, SFaVFUTRTIEINSDEMFEMEEENELLTLSAIEEMEL H D, LWL, TRE
DECAH SRAVR)TRIZE T OBEREDERIEIRILF—ELEBTEEZILNTEY. TOIRILFE
—RBEZICLIRENERTH S,

2. [RE
SraVRYTREDFEAL, #% DNA LDBEGETFOEEDIZEEIF IR 7 DNA(MDNA) DEEDIGE
H#H b, ¥ DNA L DEEF (L. BEIC 200 SELEEFOEENRESA TS,
— A BRIKDO mtDNA LIZ(F. R&EEER. s ZE(BWEL) LEIC BE—MBERICHTEFELT
V5 mtDNA DENFEADLTH(EMER) RRDRERIZAS, BEIC mtDNA £IZ 100 BZEEA SR RZE
ENREINTLD,

3. fEIK
REBMAGIFOVR)7RORE (L, TGP REREREEEICZHLTOSD, ERIEINS
ZEGLTEH DESIO R R R AER O EVDESIE 2 HEFEL TS,
REBHLBIER L. UTISTRTEIBLDICHEEZN, ChoFlAEHhETH>TWWSEEE, Sty
FUZRDERDONEBICESZENZ LD BE—DEFERLOAZLBVNEETIL, BHENEITLTH
L EEZHICESFCTHEEETHIENFENTAHL,

e8I 0—X X, K. EEFERAEK . ZI8EE T . (REESE. FAHE
AR AR oy - .
ROORARZT ZIANF—
R AAOET. HIEF M. & CK MFE. SA/\F—
R GEEE, DAILTIS—F V2RI (WPW)IEIREE. DARE. TS
10 i
£
AR BRHBERE. NEFHMFE. BIEEREN
lins FFHaEfEE . FF R £
B J7oa——fElREE. IREEREEES . REKARE. AU OEVIR
fEE FERE. AT
mi% SKSFERMERA M. SFLMERE ME
NE BB
pN RN T, BB
Al HTET.Z2E
R 5 b AR BEHE. EHILD D LIME




4.

5.

BEE

SHERE(E, BAMIC, FEFERICIECTEYIZITHONEIBELAHY . BEEDLHIRELZREIED
OO TEETHD, ERBEESHLEEAIZIE. MBETROAL AUV DBRENNE|ZLS,
TAMAEEHLIEGEEIZIE. TADARIDBRENDBEIZHEDZTHAS, £z MoEEF(CRT IR
—RAA—AN—BHEOCHEEICH T HMEBROCATIRNEOERZIILS  BEDO THAOER ., MO RMmEk
BIE (Pearson JEIREE) RELTMERENEETH D,
BEBMERANOEREIE. TENETNOEMEADIVHFILMBEICEDTHAS,

SPOVRYTRHORBEBETE. FEOEAIUAEBRELTEBULTEY .. TOHIITEITHE->TL
%, ERIE. KBHEFIFE(FAT IV Bl B URBEGE) NALGNS, ATV HF AL Q10 DRIE
BASMTIEHENA, AT EIENS Y, Ff-, MELAS DZERHFERDEBEFHEZEMIZL-TILFZY
DEERBENITHONIN, ZORERIEARIN TGN, SFVRYTREEDABRELLTENZR S
ISR AERRREBRICE=-FA . BAETETZILFZUNRITHY . SEILIDESILEKRAER
FEDTIKIENHETHS,

F#&

SRAVRI TR DERRZBIFES Ko TENKEN, LRSS (. D, BiGE) DERDIE
B, EHL TV MDBIRERD SSCEEIREEET 5. —RBBTFRICOVTIL, KD
BRFERBEHENOHES HLEITHED,

O BEHHIFEICHELEHE

1.

BEH(ER 24 FEERZGENRFER
1,087 A

- RRDOHE

TERAGEEFER)

- IREERERAE

TL (Raiamal,)

. REAORE

DE(SHERBERGESDY,)

HY

. EEESRE

hEEULERRET B,

O fEHmEMHT
MShar R 7RDBEEERICET SREMRIL
MERERE EiLFE #RERMEL I —mEHRIIARARESS & Rk



<EOBREZE>
Definite. Probable Zxt & &9 5%,

1. TEIER
(1) EEK

OEITHEDFHNET  BRHFRMABREX L SEHREERDS.

QNHRIT, BHMANEE . ER FHEK, —BERE. $ 5. KEE.IAI/0—-XX ORXL=7 /0
kR EDPRABERDIE, 1DULZRDD, FE. FREOLUNGEDREHREESTZE
BB,

QIMEBEE . DFHAELE ODMER. s MEERE DFRIFER . RIKEELE. EREEKEE
BREDBENR. REQCEMGEDMRERRIIFFELLDOIFHKEET. REGRETEEDE
RERDHD,

DIES K. FRIREEEETESRE DR BERCERFERO S,

CRERNET. MEERLEMLEDORER, BREMEBRLTEOEERZRD S,

(2)BRE-EERFR
ORFFEARRBFOME R EFERDEERIENEYIRLTEHLY. XX MR ARIVMARXRIE—THREERIZEHD
IEELEBEE—9%ERD 5,

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

QIREREICT. AMHICAVLTIERARBHEZFEOLV R MRILEO R - IR, (R HRIEREE
MM ET, BIEARREER KR EAEOHODOSE1 DU LEDOFRRERO L. 2L
(RAOETOREICBEFEENA LR ICEITARBREERTRZMRIZED S,

@EERHERCEEMB X TEROHIEFZOMIBLABTIF VR TOREEEERD S,

WMEIZIELT, L TFTOREZITL.

®IravR)7EEBRZEOFHETIIIIOYAL Q0 BEDTEREMMDORZERDO S, FT=lE.
SPaVR)7 DNA DRBEEEEH D,

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

2. BEEIR

(7)RERE
HEENSL, BEHREBICE TS, BREFHETXIIKRAIIXAEMH (TEY-F)/O—LEERE
128175 ragged-red fiber:RRF). & SDH EFMME (A/\VERKFERIZH(TS strongly
SDH-reactive blood vessel:SSV) ., v hyO—LcEbBERRIGIEM . EFBRMEBICLSIaRY
TREFHEELZRDD, FE. BRHLUNTHERD HHiEHFE MR - BV 7R
HEEZROL ZOBGTFEEDG S, BEMRGE TINI7Oo—DOEEORE-THDOE
BEHERT S,

(N EREE-EILFERE



BEENGL. BEABOCESEHRZAVEBRENLAET. EFLER. EILEVERBIREE
BU TCA Y4V ) B ERR. BERBREERRGEDFMHET GRE: EED 20%LUT. EE
S IEE D 30% LU T)ERDH B, £, SFaF) 7 DNA DERE , FZROIETZEH D,

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

(IIMERDSEFRR
DEBERT.BETOVY. M70vy, WPW iEIRE ., DEME). ST-TEE., LDE-LDEET. £ZE4
Sai. 2% Q K. EEMREEZZEDS, DIO—R T ILERDHEKREETSIESIETELER
MEREBHEETZROS, EXBEOHEFREZET DGR EFEZERARERD D, HRED AR
Z2ETHHEEE. DBEOMLBREDENRETEZRD D, DFHPUFI S LT MBI BEETORY
AAETEEWNHLDOTTHE, BMIPP OHYIAHFTHEZRDH S,

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

(M) MBFEKRDSERR
MEDEM (Hb 6g/dL LATF)BULIFAMEKREAME (Hb 10g/dL, HMEK 4000/uL LA, /MR
105 /uL L) ERDH 5,

(F)FERDSEmMR

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

(V) ERBRDSEMR
M#EE (ZERE R = 126mg/dL, OGTT 25 =200mg/dL., FEFF =200mg/dL DL T M hY) & HbAlc
(EFER4E(E) =26.5% (hA1c(JDS fB) 26.1%)

(/7)) FLBL B
TEEAREFOM P EEEES LIEFERZLBRIENREYIRL T, 2mmol/L(18mg/dL) L ETHHZ &
X[E MR ZARYMAROE—TRESICHLAIGIBRE -1 H S,

SRR TROEZEROATI) —
Definite (1) D~BD5H1EEHY. D (2)D~O®D>L. 2IEEZH=THLD (£ATEHIER
=)
Probable (1)D~BD5B1EEHBHY. HhD(2)D~G®D>56., 1IEEZH-TE0D GI2IEEEVLE)



<EBEEESE>
HFELULERRET D,

Siig>
1)tE92321~3I2DUL\T
RADTELY,
B THM2KE
thE i Tig2LLE
FiE: TOLLE
78, MR (6RLLE) CHHEA EH IS A (S, TS AR OFHAEA S,

2)t93v4~9(2D\T

REBUEDEIL V2D UERIERBALULDEIL a1 DLULHEIEEIF. BEEET D F-o R
B2UEDEI VM2 DU ERIEEHMIULDEI IV M DULHAEEIEHRFRELT D, TN LSND
BET ANV AVICRBIHISEERIELT 5. ETDEILAVICRBALGWMEEZEELT S,

3) #e &
TO2av1~3EEV a3 A~9DEHEN S EEENSVWAZRENLEERELT 5. =1L, HIchFE
BEDGEF, P L2 U LDEHFICHEERENHLHELHTETELDN T, MEMNGTMEEELT 5.

a1 BEAEEEE(ADL)

A =EE

0O IE%

1 BERE EEEMRTES

2 REEREE BELEINLIENH5,

3 EERE LIELILESEREIND,

4 REEREE FLAERBHIEEINLL,
B. B&TF

0

1 FhICTHES,

2 BIZTES,

3 HHEBHINEIR—X+E
4 BEREBF-IBE



EfE
BE
D. BE
E&E
PORETARBALANTIFE
BAT—AYARITTEIENTESD, — BN BIEDE
—AYAXIZT DL BRATERLILIITES,

=Wl

E.BEX

E&E

PORETAFALANTIFE
FFICRA OB RICNBIDBE
ZDNEETHINBRTTESILLH D,

=l

F. %m@m- Aa

E#E

PORETAFALANTIFE
ABNBNBEHLIVIEERIHFIETHBEET,
A, EE, ABIGICTDIZNEEET,

=Y

G. FAEAEK (FEESR. B84 L)

%L

1Bl AR

1B A~1[E.#

1@, B~1[E.7H

1@/ BUL. ESER

T E2TTRABLLSRENHIFETEE
BE [FEALHFHRTHE

3

A WM 2O A w N 2O A WM 2O r oW
0

A WO N 2 O

o a2 B EE

A. EC#EN . REH
EE
BEREET (AEMICRBICELLEVEERLDL. —HICREAH D, )
PEEREE (RAHEETHEH. BHEEMISETES,)
EERE (BRECEAORAHEENHY. BELEENELIEE, )
REERE (NI SR AHEHLIN. AEETLEORICRENITEE,)
B. Bt EEM

0O IE®

1 ALK AL,

2 [INHEL REL-HEK,

A WO N 2 O



3 [AMEL BEEFEAHRENS,
4 EABHEETLERTTHENTERL,

A. ERLF D FH 7 UEIE MRC : modified Medical Research Council scale)

BEEFHHNET (MRC4)

PEEHNET. REEEI R E(MRC3)

EEHANET. REHNEHTEE(MRC2)

REEHNET (MRCO~1)

B. LERD 1 FEEE) ({E1E ICARS : International Cooperative Ataxia Scale)

EE

BEERRES

PEERBRES.

EEHREE.E

REEBREE. BEERTHE

C. 17

2<mELZL

BEREE. 1~2km HTTES

hEEREE. BEANDOVTHLONEE
EEEE. 100~400m THRENBE
EERE. 10m LLESHITA

D. HEEDEE - EE (FBEEFRE. M LIZIT<RE)

HIBR7AL .

HITDOIZHIRBHY

hE&EIZHIEHY,

=EICHIRHY

TETHE

tyiava [E

EE

EBEDORKESDFFNFEDHEEL,
FEILKDEFNZEDLEVD (REBENBE),

TV ZHBHENTELL,

ADL [ZZELSEEL. RANIFLEALERLY,

HERFHLHZLODOBEELEFEBFICHELL,

I:.

=¥
FARE

AW N = O AW N = O
%I

A WO N 2 O

A WO N 2 O

935 Ee
O 25dBHL LLF(IEEE)
1 25~40dBHL (R EE#TE)



2 40~70dBHL (FhEEEEEEEE)

3 70~90dBHL (& EE&EEE)

4 90dBHL Ll Lt (EEES)

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

+5S 306 DA BHE
0O EEDLEH. LhTd—
1 FER, SEEEMEE T (EF>60%) . EERIEODEXAR
2 DIO—TLBHERMRAH>TEF<60%XIER—RA—H—5EHE
3 FEEIDHHE (EF<40~60%)
4 BEIDAHE

o3 7 BEE

EE

DLT7F=D0) 7320 A <50~90 mL/min
ILT7F=29)T7 2R 30~50 mL/min
ILT7F=2D)7 S5 & 10~30 mL/min
ODLTFF=Z9)TI0R <10 mL/min XIEBHIHADLE

A 0O N 2 O

/a8 mik#EE

EE

BEEOHMm

hEEOEM

= B E I X (3R mn Bk A e
AT | 4580 O %I A% 6 B E M

A WO N 2 O

9329 FFiEE
0O IE®
1 AST.ALT DEELR
2 AST.ALTOHEELR
3 ASTALTOEELR 87 E=7IMEXITEE

KW HLE N OVEE FE A3 B DTS 36 1T % B B IR



. A ZWIC WD EEARSER, AT REFICE LT, AR LICRBROHENR RWGEITIE, W
NOFEO L DOEHANTHZE LI 22\ (72720, Yol 2 R~ iRIERE Th - T,
RARER B DIZIR D, ),

- IREBER R I D EIEE S FIC OV T, MURESHERO T TIREMTONL TV HRETH
ST, HIL6 2 HE TR EWVIREAEMzHET2 2L L35,

LR, EROREN ERROEEE SIS T EL RIZEY LAWETH 50, @R ER Ak
DT ENBEIRLDIZONTIE, ERERONSR LT 5,



