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A Tale About Neurology in Niigata: Newly Established Disease
Concepts, and Recent Trends in Therapy of
Some Neurological Diseases

Tatsuhiko YUASA

Department of Neurology, Brain Research Institute, Niigata University

In this article 1 will talk about evolution of disease concept and new trends of
therapy in neurological diseases. Most of those advancements were take place in
Niigata University Hospital and Brain Research Institute, during past 30 years. It
will be included DRPLA and Fukuhara disese in progressive myoclonus epilepsy,
Machado-Joseph disease, progressive supranuclear palsy started by pure akinesia, and
recent trends of therapy of some important neurological diseases, including myasthen

ia gravis, herpes simplex encephalitis, Binswanger disease, and Guillain-Barre syndrome.
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I. FRTEaIIENKE

1. #f=M: DRPLA

1972 EFR A FE LG E LB OPE S TEH
BELYETAIETHIA 70— ATARAD 2HERY
Wi L), 2o ORBOPRIER D 147 n—
R A, TAPAFE DEEFER, ERSEERS AL
AAE ORI EIORT B oA B8 & Hyc Lic D3l « PEE
THEY., rOROMNES PEFLE LRSS
BOIOBEAERO b HARES DRPLA, 2% /b
MRt k% RER, VA ERERTIEPHLE
LY B THETE I A IR A TADL
ADSHLEBREI I 7 oI X TADLADHRDL LBERE
DRPLA OEREG- HEAT RS S hi.

—7, ZhEQICIERERFCERPTH - P
5Hik, OPCA OBt bic & - OEBARIE, athetosis,
RECEBIME R e S AR L, HIBIC T DRPL %@ THEH
WA LY. #iohE Lo DRPLA ik 320
K& nH Y, ataxochoreoathetoid &, pseudo-Hun-
tington &I, myoclonus epilepsy #TH 3%, 22T
SEj> pseudo-Huntington % & myoclonus epilepsy
Bz O#EN DRPLA & RN R S
5, ataxochoreoathetoid MG BRETHL L EDHE
BRIV, TRRTATEOHBEELER L > Tk
VHEFCREL TS0 LEbh b, NEDSORE
¥ DRPLA TREMRENETLHEATHS L, FUS
o ataxo-choreoathetoid B X 5 /i IREREBIEESE 1 —
AR b,

B{EME DRPLA B—EBRATH VT I A -
RATADPAOBEELKRETHS.

ZOWBES OMEY DRPLA SOREHHEE RS
FLWEAEAERIATEL, TR IA /-2
TADPAERT LIEETH T, BRI ER AR %
Fe e VEERROREMEB P TR AFEE AR
FEEMAOK L ->TRBINLY. 2081 7B
Z—EMORERENAEAD - BREFD 0k - THEZX
hTEY, DRPL BRE*Rh T 5.

2. MERRF (Fukuhara #)

1980 ££#% @ Fukuhara HiZ 347 v8—X A, TA
A, R, HEHERE OERER OHEm v U-F
A REETI2EACKCTHDTI b2V N7
DORELAEH LY. LS ERS I ragged red
fibre %M % LmF B e vEBiEO L
Auxhbwi. FMEBIAEHEANCLIEBD THEREE L
TWAKRETH Y, Dimauro Hi2? Zh% myoclonus

epilepsy with raggedred fibers (MERRF), 34
Fukuhara #& & FRA . Z ORBOMBRREENTERIT
B/ MY 1 & o TRt DRPLA ofhic@iE s h
TWDTH LA, KEZY DRPLA & OFEES¥E T
BRS R EDTHRE LTV A, R LhiE MERRF
AREER, DR, NMEE, BRY S A
Ml FHEBEEE ETOTH S,

MERRF {3 ba v F U 7T OREIHEED BMHE
MEBIEBITZEHRLTVERTHD, FOMOE
PHMREROR O I bR EET L L TEERRBY 5
25, IBABBOKELEIAEDOI bav FUTE
B HBEFREOEHCHEIIL, FEORETF L~V
TORBER I E R R .

II. HFBETREBOICERLIER

1. Machado-Joseph #%

AF - Joseph HWOEFET 5 Z & R RFICHRE L
DIFFERBLD Sakai B2 TH D, FhIEKGTHED
—RKFTH-Te. TORFRO—BHNMILKENEE S
& H Marie & LTHREABESh TV, —F
EE 5T 1985 EAE —ORR L BIBAT R & il
L8z o3« OFE—Fi 1978 FEHH HEM Ak,
e, B, NMEofEETC ORI SALATHY
¥ Marie & Ebhich, e BEGEEIHRE LM
WA b= 7 B LoD ZBENE TS Marie
FERFORKRLERLE2 N, TERLZ AR
HER A BT 5 kA SBHZ AR L Joseph i BED
Rtz Ld L% D%EF Rosenberg (32 OFEE A #4AE
BHEEHUEO—RELELTED, BKiEF 5 Joseph
ROMBEFFHEE > T WEHTH - 1o

Bx OB—FINETEEE T AR TEC bR,
FHEFEMAENILUR LS 2 k- T RE SN, He
I3AF% Joseph 7R LHEELE Lt L. o~
it Barbeau ORBEIZHE - TAE # Machado-Joseph &
(LUF MID &BEd) EMESZEE LAY, SABKE
TRABEANR 2 L BEShIRACE ST B, &
FEOEHREENEBER LR LI Eho25 018
AEE XA PHH D NESEO—BEi%Y Hh 2 EEREN
MTHDH (B 1). MID i OPCA %0 & LE-%£%
M L2 —# % # L, spinopontine degeneration,
Brown @ Marie Wi & BHEBFEOEBTHL LA
bhb, BOTHBOIMSC LV ERFIEREE 44
5 EMERERIFR B MHE & L CHBE S h e FHBO%R
Fi MID ¥4 s L Bhbh 5. Marie &V 5 R
BITRBEDOLDREATWERTSHD, MID AL



B BREBOHEE SBEOEBI90EHE 3

PSP

MERRF
H-DRPLA
L.CCA Holmes
OPCA -——‘”1Shy'ﬂrascr
1 SND
FD MID | Menzel
Brown

Bollar-Segara

1 Machado-Joseph &% duls& LB H/MK
EMIE /2 2 HEMIE (FD: Friedreich 7%,
SND: BEBEEEME, OPCA: &) -7
B/ MZESEE, H-DRPLA: A#S, MER-
RF: &5, PSP: #6770 EERRED).

PRIt S B TCRERTNETR A5,

MID BEORKEFAERAE LNV P HVEATHS
KFHERE DO AN b H L ADRBNCH - T OO R
whABORRMRET TR Y, MID BETHEL
REROF THRIVEEREIALTEEL D55, &
FREFOESCIDIALOZ LB, FiICR
KO EEN RS RD 2 & 25,

2. BWIREME T % v 7 BT 5T LR

i

EEHAE > F 8 &+ 5 RBI2 pure akinesia & XiXh
B, R—F V) VIRO—TOBENZIO LS KIEREE
T35 kI Barbeau KL VI I I ATHS.
DB Ay VvEREYTE. Th
EEBNC A I - R 3T B R B EE LT 5 LDOPA
A D pure akinesia FHE L. BEOFEBHE
THENEVWHIZ LDV TREVHETRETH - E
FRIFRRAUPRBEOMEABAETH>TT (AR
PEEE L TYBHCABE L Z &0 H 5 —ER% follow
up LTWiehs, EfTE& EWRE (PSP) & LhrEz
bhitWEERELZET I -, TERLYELL LT,
RO BEEPIBIARREHE L 529 |3 pure akinesia T
Bl Uic—Blic CEA SRR BRI R AL A L
oo ZTZERERLDIZE IS hoicic & PSP OFTRIE -
TDTHEH., CHIBROTEERZ S ThHY, FIL0
FiD 3EFAE T LOTHRELL. T2k pure

akinesia TRA LEEFNOLTEBT AEEMO 15 h
it PSP DT 5 2 & AHEE L.
1. #WEEBOBAEDARE

Wi FHRABEE © & & BUEMic iR K 2 g ¥
DB - B OWTHENS,

1. BIEMEIE

HEHEE MG BT 02, BEYES
LT HMERIERE, 7V F Lo AT LB EYBE
Z L CESAEBEROMBIERC LS. fivkeFra)
VERETNGEOERIIEEDROMEOER LB,

MEHo kT 5 MG OBBIIERIBCLLTO L5 10T
TWh5b.

REFEI & NBD MG Tld x5 vq FEEXTS. K
ATEEBOEF S L TIMERDBIEE CHIREDSE
BO W AR T, AT ROE R KRR SR
WfTd 5. Zo0kd BEFHEESEORBLESL D
SR ABRTHRACET - TELALDTH B M, T
DOEGINARBRRITh RIS, - fo. 1980 F ¢ TOR;
RIAE? BE L oWME LTV 5. 1980 FE LRI KR
Wi fTbhs Lok y, BWRFERGTcoL DI L 2
BRBRO R L& 27z, HEOXH® ofitic Ly
1980 4 LIRE 1986 &£ ¥ TORICI0FIcFMA R Zhbhh
oS, D5 LAOKITWRIIERILE N D, - ThHR
2) v AT L—RAFITEL BiF ADL HER S h
1.

MR b A IEER M (o ) v 25 L —
AR TS AEERCHBOL b h 5 FITidiEko 2 5
nA FEENEINENRD. COBET LV F=v o viE
Hicg 5423 p @R 60meg/ A & 0 iADEH I 100
mg/BET 5. HHVEETHD 100meg/ B HiED 5
BELH L. H4BHEOEREEH 2 #ER LU 2 Az
Smg TOWET A, ZoOMH Y v RFL—2FE
HEGHHL, A7oq FoORIER (BEE, BRE B

* 1 HEIFHEIEOGRSH

1. /NR MG 2Fo4 R
2. B ARRBREY ZFaAdF
3. MALER KM bHE R R B b
WHgRTFoA K
FLF=vov 100mg/RE
fiRZE14H

LIBEHE s5mg /283>
oy vzzsr—AREHEE
DA
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U2 #FHT5000lBELHETS (F 1.

BRREL B s RAORERE, BRMIER B
MREOES, hoEBOEHEETHA. ZOLS5R
Bewid, BEM, RERREOE, SRR,
L Tl i iR S h 5.

MG DR SHIBAEM R BIC ST ORRLH 529,
Lir L, BHIOIEABIRREH RN 2B b BRI fh ik
TH5.

2. B~ Ak

B~ <Ak (HSE FW51) OBt +hr g
HEIALLIMES. FLTHHTRE-LOELCHE
BEBthT 5 0ORBAITH S, ZO LS REREEO
W BB OBRAZ AL EEAPBDOh ikt h
KODOEBNELNLTHE. F—dHE,S—REICIT
BOICTEBHMREY O THERYILALERTSH
BEVH T E, BIHEMR S ERESHB S
&, EZRRRC I 0T RBETT A2 208
Bl &, &L THECRHZEO LD OME Lk
RERERTI LT o Ein kB,

HSE BHEOMEOFTRLBENE . IR
B & O SEFERIC M LTRSS, TUuhAREY
¥l LMEEES DRERBTHS. Lird HSE Tt
RUSHTE & R I R 2B B 50T, ED L O K
BELSS IO LD, EET & L IEBE
@ HSE Ths. Bufheh, BE, ®EERSHR
CHCRIEERVB M EBT 52 & 470 5.

B2 o Lb0RGEBZEIEI RV LD
ORBERTHS. X-CT CTREUBEDERIUR & ik
HOBRNY, - L UMEEOREIERYRTHD.
BENCRESRE S h ARIEMIc L W Ricy, 4—
IGRBTHBHEENEY., EflicL > THBKERT
B2 4 b, BEZEOLHAGE L TREERC LS
bhisvHsLv., MRI B LT B &sr-o
FHIREN 2 LOOREEHRIBLA TV, BET
BRZE O - D OBERSEIE: & LT SPECT #HH
TN T35, HSE OWRBEA Y ¥ 2 —d, 2ISHET

* 2 Bfi~v~<aflK (HSE) OE#G#

BHREE D BER
HSE #&tbh i bETORREERLHICITH

1. 7¥ 7ok 10mg/kg/ B
3Bl 8 108

2.0 B E A J)ed-nicd

3. v LBl BEEBLT

EhTEY, TOHEEE 2 WR L., YBoEMT
13 H T aciclovir A% first choice Wit > T\ 5.
R BRI S W RIFTH 5.
aciclovir ORI L - THTERIZ0% WA Lic s &
5,

3. Binswanger ROBITEZEOHREESL L TOKE

DESIRN

BOM BIRO BEE 7 B L MR % BB e b, A
HEDILNLEN S 23 % 81T Binswanger K& W
bhd, ZoLs REFATIRLE LI D 3BT T
Euvbhicy, BOEHA-Fvvo2Lblbbhb
L O BRBRHBE L BTORELY LELEET. 20
X-CT, % MRI %4 5% & BERE N2 THMEBE O
Ke&2EETOESFEAL LR S, Tk 5 kT
R O BN A BRREEL H D Z LA Seki 2 i
LG ShTT, —EOIEREKIEEDRREICHE -
TWwWhbDEEbNS. ZOL D ILERICK L TME > +
YV ERESTH D I LSS KBRS PBEE) 5380
CEDEEEA, MEEOSTH 4 o h 4B Lk
Ll B 1FTEy vV FHEEMCE - TE
REBPMPFOREN BB TS,

4. Guillain-Barre fEf&EE

Guillain-Barre fEfE# (LIF GBS &%) OHE
JEtRERE L EE LR, Ao TR A A FEID
Auvbhteh, 4B8TEATFaf NE#EE L. £h
A b oA FEREAOHSEERCRRAETS 2 n
BbhEisehbTH B,

GBS OW¥#i: LTS BHE XN 5D plasm aphe-
resis (PP) T 5. ZOBRBRC YL TIRER TS
OShOHRTEEA >LWTRE S W B TH S &
DRERIBOA TV A7, FRETLHRIL > L
BOLOHENRENRS LDl T &1,

WEITIR Z Z 1L O GBS fEMICE, Bk S5 Fl
TWwIFhd PP AERAEIRLH, ThLURIORAFoq

% 3 Guillain-Barre syndrome (GBS) o
it Yak 21

1. Plasmapheresis JRRCI3 2O RIF A%t
RLisd (RETHD)

T EREE
2L/ (fi#)/ 288 3E%E 17—
IR T AN EES TS
148 LIBEOEF BRI L 5
2. AFo4 FEERIIEH LW




B MEEROES L BEOEELIOVEHE 5

FHEIC & A aBEmR & Dt 5 FHER & BRbi 4 e L
TR, ADL OEER PP flicks W TEHETH - .
¥ PP BFBXTE 2 NRENNOBI+EBTThh
o, DCTRTEABELSEE &N, blood access 1k
KEREDR, 1 EOAEMKEEE 1.5~-20, 2 BECHETT
LEt3E%E 1 27— & L (3F 3).

GBS i\ 5 PP OFIGEL LTIE, BH T
HOREBY & > TWAHEAMD GBS xR Eich, M
R O Ik % 3 Bl C M IR A B 5. PP O
ITREHEE T, FEL D LEMLPICHRESBEB S
b ODEBREN RV L axh T b, SE%HO
SHEEFITHI0HEANO & DR BIR R AR - .

FHE L v 258BIA critical point THA>D. ¥ 0H
DR OFIRIT case by case &I AH 5 H, KRIHET
HoRAYRT L0, FREELYETL4TIE, PP A
RENTLEWTHAH Y. Bz @ Lificiapt
FEOP B>, BEEEAHRLE LTRRRY A5

& » Y I

PR, FHENBRITE A BRI L TV B2
FEHTHLH, WIROBERE A h = X A OEY, BBk
DB EEEORBCIELWLDOMS S, ANHT
TRBB KRB B U o iRtk > g,
ZHCHE LAOBCTECR - TRM L. TOBICK
KAELESRCENDDHIBLNENEE L OBBERERN
EEEN. BROBRMCIBECBELHI.
QOL T 2 L0BHSBEE - T HBE, fHEE
b 2 WA DERRIEROTFRABRE L UTC 2 &
BBTHD.
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