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Neurophysiological Findings in Machado—Joseph Disease
in Japanese Families

Hiroshi KONDO

Department of Neurology, Niigata National Hospital
(Director: Prof . Shoji TSUJI)

To clarify neurophysiological aspects of Machado—Joseph disease (MJD), we studied
auditory brain stem response (ABR), somatosensory evoked potential (SEP), visual evoked
potential (VEP), electromyography (EMG), nerve conduction velocity (NCV) and
electroencephalography (EEG) in the 29 patients with MJD in Japanese families.

ABR was abnormal in 21 of the 26 patients studied. Wave [ was relatively normal,
but the peakes after wave II could not be evoked clearly. Median nerve SEP was abnormal
in 17 of the 27 patients and posterior tibial nerve SEP was abnormal in all of the 27 patients
studied. Peripheral nerve conduction was almost normal but the central conduction was
impaired. In VEP, the latency of Py was prolonged in 2 of the 6 patients studied. In
EMG, neuropathic changes were found in 16 of the 20 patients studied. In NCV, motor
nerve conduction was delayed in 3 of the 22 patients and sensory nerve action potential
could not be evoked in 2 of the 22 patients studied. In EEG, slow activity was found
in 8 of the 19 patients studied, but no epileptic discharge was found in all patients.

As has been revealed by neuropathological studies, MJD is a multisystem disorder. This
study clarified the multisystem abnormality electrophysiologically, and a high incidence
of abnormalities was found in EMG, ABR and SEP, especially in posterior tibial nerve
SEP, compared with other electrophysiological markers. Electrophysiological examinations,
especially EMG, ABR and SEP, are considered to be useful for diagnosing MJ]D.
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& L & (C

Machado-Joseph # (MJD) &, 7V L 2B S
DAk HNFREANE T DFRRICA LK L RIEHER &
FETH DA, BEARCH EEOERIER THRE
ThD-0, ERE - REENRE G ES, RRBRET
OBHLTTATL A,

KAE DR A A BN odat & LT, HER, B
BROER), BERES S BT 2 HEY 0 b0, B
X (Electronystagmography : ENG) &2\ TIFEL
<HERPEhTuA. L L, HEBE (Electromyography !
EMG), #fEEEE (Nerve conduction velosity :
NCV), ¥ (Electroencephalography @ EEG) 7 &
DA A TR BB LT, EfEHS 0P
TORLBILS 5, R EREIT I h T, #
CABMBEREMIZE LT Hotson B8 i X 28&H
BHEDKRTHAH.

KPR CLE, AECHEKBRERLY BT 500, BRIK
e MJD L2 S hicfEflT, BHERBRIE (Audi-
tory brainstem response : ABR), AMBEZERLERS (So-
matosensory evoked potential : SEP), #HEFREEM
(Visual evoked potential : VEP), #EM (EMG),
PR REHE (NCV), BB (EEG) 7n X OMEARE
A A BRI T L, TR >WTRE L.

S| R

BRI MID & 2B & o 2986 (5140, 415
B, FE2T~645%, T 45.2%%) LB L L. FiEE
ERMT, 15~58%%, T 34.15%, FEREIRNE 3 ~45%,
EHIAETHE. TOBEKNBE KD 3, ¥Hi
EEEERELE L LN, L D STRECEYRE
L, BRETHOEBAHEEE L. TALARPI
Fru— A3, BEERETmEY L 1H
F10) B TIREEIED e -1 KERRES L
FEEIRA Fh L T HRBERBERII A TCALR, £
offiic, Wh@BEU-< D ERD, HLEAGORMEE
BaoBkm MEOHER, HERYEROV A P =Tk
EhfEiA OBRER T - T, EERRHOETH;
REBERIT IATHEDL. BENCENEE, #OEE
LB o, KEFIL -2, 34, 5.6,
18+19, 21-22-23, 15- 26l TH %A, fizrh
FhAOFRHRTHD. FLERT, 8, 200FRADA
OBENER IR, FEFHO MJD 2B shTw
%.

V] &

ABR : DANA JAPAN # DANAC 7E, 5\t H
AHBEB Neuropack 8 #HEHL, ~v NhvickD,
EHES® 4 THANC 4,000Hz, 100dB @7V v 2F% 10
He O#ETEL, Sk 40dB OF7 A /4 AT
A7 L. GHEEHEERN (Co), EBEERIIFK
floFEEERE L, 1,000 EMNE T2 EEL EERL, £
OFEBME L T-V O & O K OFTE & R & Bgd
L.

SEP: BAXES Neuropack 8 #fEH L, EEIit
HRIEFHEYFEET, SHErBERET2EE cER
FIBL, RE, Erb & 87EMgEEEE (O, o
fUBEAE £ (C3 :Cz Lol 7cm, #F 2em DRA)
&0, BES (Fpz) ##&EBEEME L LCEEL, CV7T D
Nia C3° ® Ny B LU NigNyp [HOWERE PREE
I (Central conduction time : CCT) & LTHEFL
foo P, AEREEEEY BEET, Rk EEE IR
TLHMECTERIMBL, BER, FL2lEREL L
(Thi2), BERE L (C3":Cz LAl 2cm, #F 2cm
DE) Lh, BESE Thi2 g #sy, C3" &
RUAEIE (Fpz) #EMEEM S LTEREL, Thl2 @ Ny,
C3" @ Py & LU NogPso BOWRKA CCT &L T
Bt Urc. Fo8RE 500 BIARE C 2 BILL BT B A 5
ELi.

VEP : HAXER Neuropack 8 #{#H L, pattern
reversal B kb, BIEILT ¢, BRF>EH&4 2
RERE S L, BRREHEN 1Hs, O0E2ORTH
B 2455 & Lic, aiddid, BRIEESHTEST 5com (MO),
BILUOASMLOERTRLFR 5cm AR (LO B
XU RO) X 9aijiEE (Fz) »#ZEBRERE L TEHL,
BHIOBMESr (Poo) OWRFE#ET L. E&NE 150 B
e 2 B ERTT L, BHREA®BR L

NCV : Medelec # MS20 »{Ef L, #EBEHEE
HEE (Motor nerve conduction velocity : MCV) @
¥k, bR, REEEE, TR CIERE R THT
L. ThEnhFy -, ARE - BEScEKHEHL,

B X v EETIEBEN (ME) &S L. &RET
OMBEDOI S EH D B0 % & R 2 SFOEREY H{E
WHEZ RS, RIE, KEBR, BHELFC2VLTH
et L. ¥k, BREMRELEHEE (Sensory nerve
conduction velocity : SCV) 1%, BTl RE MR,

THCRBHEMRE T, ThEhNNE - ARE42 BRI
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L, HBA&TER - BER <, FEEELHEVLT, WEEE
BALZEATHEC SO CREgR L, £ DOBIF &I - &
FEELESE,» SEERESEH LL

EMG : Medelec 8 MS20 %4 H L, RLEEE%
Av, TR EmTES LB -BNEES, TERTI
KERER & AR EH TS L, LECI oML,
FThEROBERIGICE VT, FIAEN, TBHFTOER
WEOE®, BIUERcOEBEAOEY, RIB, Rt

H110% #8E FHSESA

B, F L CHIRERCOER B, RAEE, T8
BRSO R >\ THRE L.

EEG : A#AXES EEG4421 #6A L, BHEER
EER10~208k e U, MESC L), BEREHREUIE
MHT 16ch TEHE L. ¥, BER, BRR¥Kc
L BERELIT -7

HEowFhomEd, ERH~26COERRBETT
FU, NHEEBOA v E— 2V AL, 10kQ DIFE L.

* 1 BEACEKE

E@L1 | 37 |$B| 29| 8 |AD| — | + | + + - - T — + | - | +
2 |3 |B| 25|11 |AD| — | + | + + - — FiE| -~ - U
3 154 (% 39|15 |AD| — | + |+ + - - T+ - =+
4 |61 (& 41 20 |AD| — | + | + + — - iE| - - - |+
5 | 34 |Bl2n| 7/AD| — | + | + + + + JoHE|  + + - | =*
6 |37 |%&| 26|11 |AD| — | + | + + + + JUHE| + + - | *
7* 47 |B| 33| 14 |AD| — | + | + + - - FigE| — + — | +
8%| 32 |% | 20|12 |AD| — | + | + + + + T+ + | = | =+
9 |42 B 39| 3 |AD| — | + | + + + + |+ + - | *
10 [ 44 [B| 20|24 |AD| = | + | + + + + JuE| + - — | -
11 | 47 |& 3| 8 |AD| — | + | + + — - JTHE|  + — - | -
12 | 56 |&| 51| 5 |AD| — | + | + + + + JiHE|  + - — | -
13 |60 |&| 15|45 |AD| — | + | + + - - EFT] + + + | +
14 | 64 || 56 | 8 |AD| — | + | + + - - EF| - + | = | -
15 |3 (& 28| 8 AD| — | + | + + + + ol + — I
16 | 45 B 25 |2 |AD| — | + | + + — - Toe| — + — | =
17 | 58 |#&| 45 | 13 |AD| — | + | + + - — EFl - - N
18 |27 |B|21] 6 |AD| — | + | + + + - JoEEl  — + _ |
19 | 38 |[HB/| 3| 3|AD| — | + | + + — — FkEl + — | -] =
20 |61 |[BI 58| 3|AD| — | + | + + - — EF| + + + | -
21 | 41 |83 | 6 |AD| — | + | + + + - fiEl — + S
22 | 59 |&| 35 |24 |[AD| — | + | + + + — ol - + N
23 |39 |&{ 3| 4 |AD| — | + | + + + - ikl — + R
24 | 41 |%&| 31|10 |[AD| — | + | + + — — T+ + I
25 | 41 |&| 38| 3 |AD| — | + | + + + + | — — - | -
26 | 39 |HE| 25| 14 |[AD| — | + | + + - + ol + + + | +
27 | 44 (& 39| 5 {AD| — | + | + + + + AN + _ | =
28 | 44 |HB| 40| 4 |AD| — | + | + + — — in AR - - =
20%| 47 || 44 | 3 |AD| — | + | + + - — k| — - - =

AD: Autosomal Dominant
fEF1-2, 3-4,
FERLO SR T mES 56 L T 5.
BT,

5-6, 1819, 21-22-23, 15-26ik F hFhFRAITH 5.

8, 29 (¥) RERAOMOEGANEBEH, MID £BFEh T 5.
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& ES

EWEORROBIEL, & 2,3 Wi,

ABR 33T L 7226615216 (81%) TRENAL R
. (FA) o5 bLsfilcir, THRIZEDLR MR,
OEUBEORFE, ERETCHEIENEL, IfTRI-

NESEEROEES, 36T I-VIESMEROIE
EA27RD, BREToGEEELREL LNE. 1046
x2 BERERE-E (1

ABR (n=26%1)
E®: 58 (19%)
BE 218 (81%)
1) IHEHEFE, I-VEFRTR 134
2) 1-NEAMEERLTERE 9%
3) O-VIESHEENERE 34
4) 1B, EHAR 443
SEP (n=274)
kB (BIEFAERB)
E® 108 (37%)

BH 176 (63%)
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T, 1EOFBRFRPLEEEBEY RS, K ToORHE
BEOEHIEL LR,

1 R 3 BT 2 REBOWNES (BEERB %
RT. FEW 3 13545%, BHECRERISETHS. 1EO
WL 1.52ms (IE% : F#H+2SD 1.48+0.16 ms) &
EETHAH. MET 3.54ms (FH :3.73+0.32ms) ,
V2 5.80ms (IFE :5.64+0.36 ms) & FhFhni
BoBhilxws, TELEOSFEIZERE TS, [
ENE L.

SEP i, WfTL27BeBIcRESALRE. (F )
R i 27178 cRETH O, REGITILFIEEK E
D Ny BERTRDHVIIBHOBELXEL, CCT @

EEATR L. FRHER Erb SOBMIZ LM
®3 BERRE-E @
EMG (n=20%1)
E® 44 (20%)

2% 164 (80%)

1) HES, Erb goBAL2HER D FFEEE & aRE T ;1561
2) Nig (Cv7) HBRTB, £ T 6f F 2 157 b 7 .
3 Ny (C3) BERR HE  © 300 2 TEOLHERELL e
4) CCT EE, BETEE 166 NCV (n=22M))
Tk (Efﬁ@ﬁ“?ﬁ&@ ﬁ) B - 1861 (82%)
IEH: 0 ( RE 40 (18%)
B 214 (100 /> 1) EEME MCV BIE To2f
1) BESOBMIEFER 2) RBMHE MCV B |
2) Ny (Thi2) FRETE, EIiC L7H 3) BEIEMEE SCV BT Do2f
3) Py (C3") FRIER, BE : 230 EEG (n=1961)
4) CCT E&, HETHE 1 2214 EH 14 (58%)
VEP (n=38 BE 84 (42%)
IEH 6{91] (75/) 1) EBEBH~OBRBEEAMNEH
B 28 (25%) 2) Bl SORBEMEEEIIL
;.“' e, ;_:"-~..“ L~
\\t’\p\. ‘:‘a\ (,.-./' _\‘._4 N o \"-'—w-_,_\ ]0.01 uv
T = S ST
. )
—t
10ms
B 1 EF30 ABR (FHHH)

T EOBRHT 1.52ms (E# :1.48+0.16ms) LEHTHS. IH

X 3.54ms (JE® ©3.73+£0.32ms),
ms) &R EREBEICITA S D,
BHAELECEENE L.

VL 5.80ms (IEH :5.64+0.36
DHELEOEEIZERETS D,
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% 4 ABR BERE
(B ms)
Rt Lt

1 il v I-m | I-Vv | m-V I il v I-m | I-V | m-V
FEA 1 1.58 | 4.04 | 5.66 2.46| 4.08| 1.62] 1.56| 3.08 | 5.50 2.24| 3.94] 1.70
2 1.52| 4.24 | 5.70 2.72| 4.18| 1.46| 1.42| 3.82 | 5.60 2,40 4.18| 1.78
3 1.52| 3.54 | 5.80 2.02| 4.28| 2.26| 1.38| 3.54 | 5.64 2.16| 4.26| 2.10
4 1.34| NE NE — - - 1.50 | NE NE - - -
5 1.38| 4.00 | 5.68 2.62 1 4.30| 1.68] 1.34| 3.88 | 5.66 2.541 4.32) 1.78
6 1.42| 3.80 | 5.46 2.38| 4.04| 1.66| 1.48| 3.75 | 5.46 2,271 3.97 1.71
7 1.36| 3.44 | 5.10 2,08 3.74| 1.66| 1.34| 3.98 | 5.54 2.64| 4.20] 1.56
8 1.48| 3.78 | 5.32 2.30| 3.84| 1.44| 1.58| 3.88 | 5.56 2.30| 3.98| 1.68
9 1.72 | (4.22)| 6.02 2.50| 4.30| 1.80| 1.64| (3.58)| (5.84)| 1.94| 4.20| 2.26
10 1.40 | (3.54)| (5.82)| 2.14] 4.42| 2.28| 1.76| NE NE - - -
11 1.38| 3.76 | (5.64)} 2.36| 4.26 1.88 1.44| (3.38)] (5.78)| 1.94 4.34 | 2.40
12 1.54 | (3.78)| NE 2.24 - - 1.62| 3.48 NE 1.86 - -
14 1.76 | 3.78 | 5.34 2.02| 3.58| 1.56| 1.56| 3.56 | 5.34 2.00| 3.78] 1.78
15 1.46 | 3.74 | 5.44 230 3.95| 1.65| 1.56| 3.74 | 5.46 2.18] 3.89| 1.72
16 1.50 | 4.12 | 5.60 2.62| 4.10| 1.48| 1.52| 3.24 | 5.40 1.72] 3.8 | 2.16
19 1.42 | 3.94 | 5.9 2.52| 4.48] 1.96| 1.39| 3.60 | 5.90 2.21] 4.51| 2.30
20 1.40 | 4.10 | 5.98 2.70| 4.58| 1.88| 1.44| 4.24 | 5.60 2.80| 4.16] 1.36
21 1.39 | (4.20)| (5.98)| 2.82| 4.59| 1.78| 1.44| (4.14)| (5.96)| 2.701 4.52| 1.82
22 1.46 | (3.68)| (5.40)| 2.22 3.66 1.72 1.48 | (3.66)| (5.46)| 2.18 3.98 1.80
23 1.44 | (3.86)| (5.52)| 2.42| 4.08| 1.66| 1.56| (3.62)| (5.46)| 2.12| 3.96| 1.84
24 1.40 | (3.60)| (5.52)| 2.20| 4.12 1.92 1.50 | (3.54)] (5.54)| 2.04| 4.04| 2.00
25 1.341 (4.02)| (5.94)| 2.68| 4.60| 1.92| 1.42| (4.12)| (5.96)| 2.70| 4.54| 1.84
26 1.34| (3.76)| (5.84)| 2.42| 4.50| 2.08| 1.30} (3.94)| (5.68)| 2.64| 4.38| 1.74
27 1.34| (3.48)| (5.62)| 2.14| 4.28| 2.14| 1.26| (3.62)| (5.78)| 2.36| 4.52| 2.16
28 NE NE NE - - - 1.34 | (3.78)| (5.38)| 2.44| 4.04 1.60
29 1.88| 4.32 | 6.16 2.44| 4.28| 1.84| 1.78! 3.82 | 5.8 2.04| 4.04| 2.00
control 1.48| 3.73 | 5.64 2.26| 4.16| 1.90| 1.48| 3.73 | 5.64 2.26| 4.16] 1.90
(mean+28D) +0.16 |+0.32 |+0.36 | +£0.24 | +0.36 | £0.36 | +0.16 | +£0.32 | +0.36 | +0.24 | +0.36 | +0.36

NE: not evoked
(), BRENRBTH-Z %577
i3, BEoOERERT.

RE N o Th, CV7 TD N OBBROEELYTL,
KBEERBOGHLEDR AR 6D -1, FikT
B27B LB TRERA LR, WTRAEE LD Py 12
REFMESFERTBTH b, BRFOBRNIERETH -
B 7B, Pae OWEEFOEBEEHN 136, CCT 2#ET&
THEBIOFT, CCT DER% R LIBN136S - .
BEHOBMIIEFIER TH - 7cht, ThlZ @ Ny O

BAVEBED 5 VEFERTRT, FHTOREREL
bR T D .

B 2,3 nEBoHEf L~ B 2 EMAS5) 34
B, BUTREERTETSS. LB TIRNE, Erb &
OBMICEBIL VD, Cv7 @ Nig, C3' @ Ny 35
FEInlemote. THETR, BESOBMCERTIRL,
Th12 @ Ny & 23.84ms (IE% : 20.89+2.96ms) &
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£ 5 SEP BiAER

(Bfr ms)
= B F i
N13 N20 CCT N20 P39 CCT

EF 1 (12.64) | 20.24 7.60 | (22.44) NE -
2 14.24 20.72 6.48 21.60 | (36.30) 14.70
3 13.12 20.08 6.96 | (20.62) | 41.90 21.28

4 12.72 19.36 6.64 | (19.36) NE -

5 NE NE - 23.84 NE —

6 14.16 19.44 5.28 21.18 NE -

9 NE (21.90) - NE NE -

10 (13.44) | (19.84) 6.40 19.82 NE —
11 12.40 19.56 6.96 21.88 | (42.60) 20.72

12 12.64 18.80 6.16 NE 40.92 —
13 15.00 20.72 6.48 21.60 (36.30) 14.70

14 13.92 19.12 5.68 NE 38.96 -
15 13.20 18.70 5.50 18.24 53.80 35.56
16 NE 20.64 — (23.98) | (46.66) 22.68
17 13.60 20.24 6.64 23.00 (42.46) 19.46
18 13.76 20.40 6.64 20.76 41.62 20.86
19 14.72 20.64 5.92 22.16 44.56 22.40

20 13.28 20.56 7.28 23.70 NE -
21 14.80 20.96 6.16 22.86 42.60 19.74
22 12.72 18.40 5.68 19.78 39.10 19.32
23 11.44 17.84 6.40 18.52 38.54 20.02
24 13.44 20.24 6.80 23.70 (42.32) 18.62
25 13.68 19.92 6.24 23.28 | (41.48) 18.20
26 13.92 20.48 6.56 20.76 43.58 22.82
27 12.96 | 22.08 .12 18.54 38.26 19.32
28 14.16 20.40 6.24 22.72 43.86 21.14
29 12.80 18.80 6.00 21.32 (38.40) 17.08
control 13.28 19.12 5.77 20.89 37.44 16.56
(mean+2SD) | +1.54 +1.78 +0.50 | *2.96 +3.60 +2.08

NE: not evoked
()2, ERES LSEBEREEARRT, ©—20¥ErEET L 0O RT,
i, BRoERYRT.

EWEFRTH 10, C3" D Py BFEREINALL-T. MEEMOBAICRE R {, Thl2 ® Ny i 21.88ms &
3 (EWND (3478, G TREHRIETHE. LB EETHEN, C3 O Py 3EHRIET, BT 42.60ms
TIHE, Frb SOBAICEREL, C7 ® Ny it 12.40 (IF'# : 37.44%+3.60ms) »EHEL, CCT % 20.72ms
ms (IE# : 13.28+1.54ms), C3' @ Ny (¥ 19.56 ms (IF# : 16.56+2.08ms) SHEE LTV 5.

(IF% :19.12+1.78ms) *EETH 5, CCT & 6.96 VEP 2 8Bl 2 #1] (25%) T Pioo BREDZIERFE
ms (IE® :5.77+0.50ms) &R LT3, FTRTE, Bich, o6 FIIEHRBIFTHD, BRFOBELED
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‘ 0.625uv

cv7
| 1.25 v

Eeri 6.25 4y

Elbow J\%WI 6.25uv

2 10 20 30 40ms

Ca- 0.625 v

N20

W
e WWWE e
Poplitea WJWWMS 1.56 uv

2 10 20 30 40 50 60

70ms

2 fEH5 D SEP

bR CHEEmEdm L&) Tk, FE, Erb
OB REE . CV7 @ Ny, C3F @ Ny i
FERXNh.

Thcit (BRERE@ERNH : TR T, Thi2
D N X 23.84ms (IE# :20.89+£2.96ms) &
FEEBTHA. C3" D Py XFRINL.

Kotz (R 6) B 4 KBREHAcOEBROREGRES
=T, BE (EGI3) i, 53%%, BHTREHISETH
3.
Puo DBHBIIRIFTHSH, £OWENL 112.2ms (E
H197.0412.4ms) LEBEEL T/,

EMG (31T L 722081681 (80%) TEREMRLLHA
to. BIREEM, HaREORVERM, SHBREBEMST
BRE L E OMEEEELR L bhi. 15F TR E TR
EARBEARL, 16Tk, EEREET, THEOA
TREARLE.

CvV7

Erb

Elbow

[0.625#V

N20
*0.625,’:v
Thi2

Poplitea M‘ s.124v

2 10 20 30 40 50 60

70ms

3 fEFILD SEP

EB CHEIERMERE : EB) TRFNE, Erb &
DB REEIT I, Cv7 @ Nig {3 12.40ms (IF
% :13.284+1.54ms), C3' ® Ny (T 19.56ms (FF
H:19.12+1.78ms) EIEHTHAH, CCT 1% 6.96
ms (FH# :5.77+0.50ms) LHERE LTV,

Th (GHBEHERNR : TE) Tk, Thi2 o
Ngo it 21.88ms (IF% :20.89+2.96 ms) & IEH
ThH5H. C3 D P BEERETCRABLICLL, B
B2 42.60ms (IE# : 37.44+3.60ms) &EBEL,
CCT % 20.72ms (IE% : 16.56%+2.08 ms) &%t
ELTW5.

NCV 31T Li-226F 4 ] (18%) TEHEHALLR
7o, BB MCV BES 246, REME MCV BiE
B 1F, BEEEED SCV BEHTEN 2HTH - 1.
EH 7T 0y s EOWHELAE LRI EL, Zofo
BECRERIED L, T,

EEG (347 L7196 8 B (42%) TEERA LA
7o, BEGITRTEBREBAORE (03) ORAT
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# 6 VEP RAKRE
(Pioo W& BAL ms) LO
Rt Lt

HEB 3 11.2 111.0
21 102.6 102.0 P100
22 99.0 93.6 MO
23 92.4 98.4
24 96.0 96.0
26 109.8 106.2
27 92.4 92.4 RO
28 101.4 | 103.2 | 125 uv

control

97.0+12.4 . .
(mean=+2SD) 0 100 200 300ms
i, BROEEAYIRT.
4 FEF 3 VEP (R
Pioo OEHIITRIFTH LA, RN 112.2ms (FF
97.0+12.4ms) LERL TV 5.
B, S, HEREORERERIIAD Ik 5. MEEIBE, U< 0EhihEhnds hiblilh

lEo &5 e BE, BREREARGEE, ¥REE
RSt IBREALEWVEHARAEL OO, BIALY
BREARTEAGH 9, HorHBEERDehr -1

% £

MID i, 7V VAEBHIED RN b HAFRAAL A
b A REWEEARIETSH Y, 1972 4F Nakano HWV
Tk 1ERBEA L LTHEIhI I LCREE. 20D
#, JERN L HAFOHRE'D i Eh, KT, 1983
0 Sakai BV 2 X AWMELREROEREFD S Hi3k
HEhTW5, fERVHP D Marie REZEXHBHRTW
TeFHRP S MID BGRES N TBET S N AFIL £V I9
FRISERNIT & BN RET S h D —D8I88) - AIRE & R
R HAET, REOGHREDLDTEEUL TSI &
BHELPCINT VS, BENE ST H—DEERTH
BB LB bR TV B, KA, FREAFTR
BEL, bAEOEEDL MID B0 #f-TL &
EZHLhTWAEW,

MJD DOERMEE>\\T Lima 7 @RO LS
RBWEEARBE LTV, Thbb, (1) BEET
H5. (2) PR L EAERIERERT. (type 2) &
Rico A b =7 s & OFENBREREH> (ype 1) &
T, KEOBERELES (type 3). (3) HET5
BERER & LT, BTSRRI, BRSO

BT FOBOMER LT, MID 2Hioicd
DHA K54 vEmL, BRV~, MEREL <%
NENCZWAELRE L. FLBERER»H 32D
FERHRC X BIX N5, 20k 5 kBEEREREE-F
FHTL TR, A—EATLRAE L LR
E LT ZERHMBR T3, CT, MRI i &
DEBIRE CIIE, PMEOEREHN A DR LN, K
FEOEMTITEALRO RN L &R BBMW,
MJD OFEEHFREE LT, THEE B M
TR, BREE, ERE, FREATE:, Hedmz, A -
BRI, HBE, KA, DAL SENABEEN
BopmanTtnb, KMEE, K DMEEHE T
U — 78, #EERR S RER, FRAEAR, BET
Bk B (BICA), ERE—RROBRE N
HITH D& IR T ED-IOINIE
AEME L SEAN, REEMCER I 3F%
VTR RS S OBMITH S0, BIRY BRL
LB ORBDOH A ¥ 51 v OBEKRIOEECEHL,
B OTAhA, IAn—XAnERAEbhlkvE B
HEBEE, & - BEHSOEREORMEREE S
BEOBENEL bR L E, FHITAMREENLS
NBESET, KL OERH B L i 5 #REE - 78 -
BREE « VA BREHIE L Menzel BIFBEE/NNEMEE 1«
EoBLER LG ER, MJD LBH LI
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¥ 7 NCV, EMG, EEG BRERE &

MCV (m/s) SCV (m/s) EMG EEG
REME | BEME | REwE | PHEmg | L BT I

FEF 1 59.7 51.6 59.4 55.3 N N RUEEA
3 61.4 51.3 53.0 52.0 N N E#
5 59.7 45.1 65.8 49.8 E# N %
6 - - - - N N HEEA
7 54,7 44.6 56.9 51.1 N N E®
8 71.4 55.6 60.8 55.2 % | E% E#®
9 59.4 48.2 51.7 NE N E#®
10 56.6 47.1 56.8 50.5 ER | EF | BREEA
11 63.8 43.6 59.0 53.0 N N EHE
12 61.7 47.2 58.9 53.2 N N E#®

13 56.4 42.6 50.4 47.7 N N -
14 57.4 40.2 53.1 NE N N BEREA
15 59.1 46.6 63.5 52.9 E® | EF | REEA
16 62.5 42.6 59.7 50.6 E¥ | E¥ | BEEA
19 59.8 48.1 59.0 54.6 N N E%®
20 42.9 42.5 58.7 49.1 N N EH

21 65.5 50.5 61.7 54.8 N N -
24 57.0 41.0 53.0 50.0 N N E#®

25 58.6 41.4 61.4 51.9 - -
26 59.8 50.1 57.9 54.9 — - EH
27 59.8 40.0 59.1 49.5 N N BB A

28 63.6 52.6 64.5 50.6 - - -
29 58.5 47.6 53.4 54.3 N N REEA

NE: not evoked
N: neuropathic

3, CEAEOBERRT.

MID O#EEABEENTRCBE L TR, EfREDH
RS H D AOD, SHATRHNCRE LcRED
BEAERR .

IEERERN B3 2 A /ckET & LT, Dawson H7
1, caloric test, sinusoidal tracking, optokinetic
nystagmus (OKN), refixation saccade DOFEZE, gaze
paretic nystagmus DFEFE/L E&HEH L, MID T,
BRI 0 Z ok hBESLALNS SHE LT5. Hotson
L& 4, MID ORFZENICIIREEER B 5 REN
BAERTH S EBRT 5. HEHHY 1L, MID 461
CEERCEENICBET 2 BE ATy, 2FITHEER, rebound
nystagmus, ETT, optokinetic pattern test (OKP),
caloric test DEERLLALEL, ZThBHORTRIL,
PEEERES, HEX IR UDE LAR NS, BiIER

BREHROEE, MBREEELHEILLLE LTS,
IOk B, ENG 2B\ - IREEE), ATEEEORS
i, HERFEL Eh, MID O EETHSC
ERHLAR IR TVE A, fROMRER2RE >
Wik, thETRFLBRREIATLRW

EMG FrRcBIL Ty, EfREOFT, HREENE
b RTEOEBIH Y, F1o NCV OETFTZRT &
OWMENH D09 ik MID kB3 A FRIETA,
KR OBEL KT 230 Bbh b, SEOKE
Ficit, EMG CH&EFREME AR LIBIE, 80% &3k
HWEBERTHD, EMG THRINLEBHHE2 K= = —
oy (GFEIRTAME) OBEEL, FETHRENLTIRO
VDEDEELZLRS. L L, NCV OREITI8% &,
hOBEORBICH L TEFEETH -, #fiT 5 SEP
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OREREEDY, FEMREREEIEBENEL LTV
DEHERE N

EEG FrRIZ>\Tid, ¥ TSN BE
OEFIEIs. SEIOBEHEITY, REGNL42% & 4HE
iz oS\ o0, BROBEE LI, EEED
CBREIHEIREUIBEORE TS, HIECHEML
BEFMREIEZHEEEbhi.

Kz, MJID =8B 5 KBEFREACE L ik Hotson
58 OLBBAOBEN B DL THS. bt MID &
£ BT, VEP, ABR, SEP ##it L, SEP T®
LEERLLRLE LTOVA, Fhicthil, SEP %
HEAT Lic 7 Blrp 4 Bl clBRFOEE F LIBR I NV
EDRENRIZLNA, FDO5b 28R THEOZDERET
26 LT BRELASH O, THTO Py OEBEE
BHEEPRLEBENTH-TEV S, Erb OB
Bk, GHEEIREIILFRCHL0THAS
ERRTW A, IHK, BERDLh DR, BHO
FEGIT LRIBEGITH b, EEBEENRLE K RA TV
Wt THAH EBELT B

AElo#EFI T, ABR, SEP, VEP &L IZBH A
ADLA, BT SEP TR+ TOEFATREE M
Abh, FETHEOARETNALLEL R, 20k
575 SEP DR LI, #E - AESR - BRFOL
MiEERE L SN 50, Erb & BEEHOBLM OB
BRI B 7o, £ b N, FEO Ny OR#E L
D4 D Ny, THEOD Py DRENKELS CCT @
EEMNE LN Eh b, HEEEIRBL O PR
BThHBEEL LN, ¥, GHEEBEOEVTRT
FORERIVEETH-1LDEELLREL. Thb
DREL, FEENLER BRELEOEERERO
BRI AT A0 EFELbR. $LEENCH
BEZOL WVATLRE LIEERRENAD LN, &
EOWBZKES LTEREEZ LR,

Bl Licdk 5, MID OREERILRHICE DL 8k
WREB ALY, HEMREROBEIHFEIA TV
LoD, WEEEBOBREC DWW THEE SR TV,
AED ABR O#ERM B, 1EOEEEELZRL,
KEBEEBOGEOBEEYRLLALDH, BEOE
i, DELEOEBEOFBRFBOMAETH 1. K
ECHERAMNECC LVERORETH D, BRFORBIL,
HAMBROEER AN AL HHZ L L0, GO
BEECEROBRENESERFNCIHFET S 2 LHUR
BEni, REOHELERTHY, Thik, MID &
L THENARETREE LR,

iz, VEP wBIL T3, Zh¥ Tk Hotson H® @

EDBLORTHESL. Fhicthil, PEATTR
LG TH T h, BER b -fcs LTwa, 4
OBETTIE, 8HIF2HITRENLALRL. Wb E
R BEIEER L, BREL VY, BE LIXRY
HELLEBAZEAELMAC IR L L, MoER
BAHRAEC L TEBEOEER V<, REEEROE
SHBFHPRBIHENEL LI VWb D LHERIS R,

Bk ks, R & EECKNIHEDILD
DEMELT, BERAE¥NCLLERRERL LAY
DEMBEMC IR BT, ChiciiEMini. ENG
DEFEOIMIZ, EMG TOMEREALP, ABR, SEP
TORRCEEEL L L THRELERCLRETH Y,
FIEICHEHNRERLE LTHERITRELDEEZ D
ni-.

MID 3 &R AEEERTH LM, ZOLH
TeIRPLIREDIED D et 5 £, F7:, subclinical
FeBRE AL LT, ABR, SEP #X U &3 Dt
HY¥HREIFEHATH Y, NEOHBZEESE LTFE
CEETHLEEL LR

BH#, THEEGLE & LAFRAERTAERR
MEgEARhE ARER, L CCEBRIAA Y
2 =R R RIS R A RE L L E
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