Rk 1 0 FEE
EEMENAEBHADEHRREE
EFMERAMAREE

A6 oD == b 1= BESEL o B = EE oD
y55 M= g7 B (= BY I B B o

EEWRE NREE (BMETIARFEXEREREZEE)

SEMREE REBRX (RAEHRENEERFEHAFT /T ERMD
REFRZ (RAEENEFREHAFAFERERAE)
tWHEEL (FRBEMENAZEXEREANERE)
LGRAEH (BUAZEXEEBEEHE)



HOEGIZEIE T 2 R EDFREBHIFICEIT 2158

EAERRFE

MRET (BRI AZEZISNEFAE)

WEESE DLBDOKRIBRREERZ a—Y X7 LA REMHBLZETRE L.

ALS—D OBRRWEDUTEEERER L.
SD—NF TOEBREORN cRBEDHEEREFR L.
DNT Cicft> mMEWE R Lo

ZIERR LTz,

SER
INRE ]
B RR
WHFZ=
tWHIES

BRA R EEZ R HE A
BRIE AR ER IR BIR
HEMEHEZRGMARSSE
HREERERI K E 2 RAER
Rl
GEBE MUAREZEEWEZDF
A. HiFEEBR
OZEMLEEUEBEIEHRTH LD, IO
SBFNLINAv—EBHEE (ATD) ZBBT 28
FRLEERRICEA, TMOEEEOMEDE
ATHb. LIPL, ZOMOBOBMGEBEL
Jegel, ETFHEPNVINS v —REMHHRE
Hid, BEREERLZVOQIZEHIDD S TIHED
BERTBD, IhbDEBIIONWTORRIIAS
HRAEBT2HETCHL. SEER. EFTNVY
N v—BHEMGEREED S b, RVBEENS
LV E—/MEAERER (DLB) ¥ &FHIATHR
MICEHEIN TS “UFAML E—MEF (D
LBD)”, wisRfimEREHmR (FTD) o&E#H=2
—nrBEY UCHEEENTND “"FHREEDTH
EmiEBEEAE (AL S—D), Tk b
FiE (PSP) oE#ETEEEh TS “KE
EEHEME (CBD)™ £HNEBMETIVIYN
A v—RIZEHRE (SDAT) OETHEEZ

CBDOwEBHERR

nTnWA “MEEEEELREESHR (SD-N
FT)., PAynd<—iF (AD) v 7L
EESEHMEERESRL LTEEEATWS “A
RIE EAES U FE AN SRESH (DNT
C)” . WTFhHEHOREZIZ LD EERY
LR OBED DI o h, EFEZOEREE I
R HEIED SN T EERBCEHAER
b, ZOREHEFEOME L ERREZNZEEY
ROFEERA, BREECEIBIEHR N TINS
@ﬁﬁwﬁﬁﬁﬁmﬁ%am%&%%ﬁﬂ%ﬁ
AEElc T L 2HNE T 5,

B. HRAGE
1) /ARiE. DL BD 1 48RO RED
BEFEIIOVWT, a—¥ X7V
£, aexFy, Y UEOMmOD
RARTRERERTV, Ha—Y X7
LA YRR R R F RV LY
Ttk D_EREREET> 2, &
. KMISRCBOTa—Y X I A
v & OHEHIROEGEEENIC
Bt Lz, &EHBI, a—¥XILAY
WX B AREBEHET o/
2) B, BK - REZKHEBALS -
DTHoi=1 2R EEEBHIZRRS
PHREZMIZIALS-DTH- 24



DEr 1 4 SREID S i L 52N
BHMEER L. BRAEDHAERZE
L7z,  ERIZH & U THIRZER
AL S —D7EFREZMMPER > TH
P fEG] B RE Lz,

3) WHE, HFEZEHFEEL/CBDS3
fl, ETEE EREL OF. v IR
1 0BIDET 2 8 B DNT, WEEZ
WicHHEENETATOEE 2 HBR
L. mEfb L= b emeEtE L., FRtT
OEWEED» S SERICAT. CBDOD
RELHEEREFER L.

4) 1HiZ. SD-NFT5H#. SDAT
S5H, EESEBbFIDEr1 b HBEFOWE
BEBzONWT, Y F T T4 T,
HGFAP. iKi—-M1 PIATRE
RERTo~, F/-. SD-NFT2
BRI DNTH VEEFORRRT>
fze X5, BEHIEXEFISSD
—NTF TORBEBHMEEELRIER L,

5) AEtE. DNT C4HmFliconWT,
HilE - MEEOFEBEHOMERECD
W, MEEEQRE RS EENE LR
BmEt L, MY, MABREOHURIZ X
HRERECLVNECEET ZERE
BEmoOBRETo /. EIMERE
OBEBER LT,

C. HzER

1) DLBD®perforant
p at hwa yDIEENEHEROEHER
KTHHLEFF L BEEIRREED
(UP G). 1EFFRIHEMERE
(UPN), Z7=z04 Fi&, Wihd
a—Y X7 VA VBETHD, RRER
T LBEE&EDgranul o—
filamentous
nents®8gATW:,
KRB RICBNW TR a—Y X T LA

coempo

2)

Ve hE—MlnicEOEERE
L. REBHTE., a—¥ X7V
1 oEMmEspaired helil
cal filaments (PHF)
ViESFEDSRL, a—Y XV Y
& ORAMIETIEP HF OXRRRHER
Ofca—y2 7 LA EHEOnon—
filamentous compon
ent shHREDHENTz.
ALS-DoHEf»OSHHEINEE
FERER ROBE L& HID 5 ORANEE
wESWT, ALS-DOBKREREIE
BEhiz, BHRERE LT, HHEE
MEWERO R, AFRERIIEMER &
EH# = o0 UIEE, BRETHOREE,
2~ 3EORKBHR. RO, BEER
» Lo, BRIERTE. BRED
Wiy, BIERERER Y LR, RS
Ty, AROBEIEENISHEE, X
BRE » FEEET O FADES = 2 — D RE,
BEFRROSERYIRENE, WETF
WA Y LTk, RERAMAR S L THEA -
WISEEEHT S QR OB, AEPNRTR
Y U TERRCROEGIIEOEER
A S MMl OREL T ) A -2 R,
ALSrEEOEH=-—>1—D0 REH. &
YORE., LT BEEEERAEA
HROEEREPRENT,

3) AREES LUCEETHOFHBAICS

WT. AP ==y P UTRNEE
IR EHSH LN, BEETHE
DAL Ly 2HCEMIEHOND
e, BoBRRICER, I ITE
A. CBDICKREMOBWEBE LT
astrocytic plaqu
e sHEET S, HIVAETEHD
pretangled&sih. NFTE
OEI-REENHD, coiled
bodieszfE>RKREDargyr



ophilic threadsbd#

£3%, B. AlZR\WT2ZHIZER
RIEH, C. BM&¥%FT3HE,

BLEiFoh, Definite

CBD, Probable CBD,
Possible CBDojzEHE
PED LNz, »

4) SD-NFTTREBRHEIFT
T4V BEYFTRAEECET. GFA
PBE7 A h o1 hOEERALNED
SDATHBUEBETH->=. Ki-—
M1PB#EIZ I 7OENBA LI
7, EAHANOEHEGE RSP  RR
Uiz ¥ vBETORTICER, 2EE2HD
RIPoTE., WHZWEELEL LT NF
TORENSH EEABROXRM. OFR
HEE, BRIENFTOHREFREHETIE
BOBRN. 2BFE UTERL =

5) DNTCA4HMDS5H3HMT40%aE#E
DMEDHFEHHSNMNEZOIE - B
bR oz, MEICEELZEEY
TRy UBEOEREREEEDEELE
ANHRBEMPBRESIN. ZhH5IBE,
BiISE - fISHED EBEER > S HEICE A
b, BREIEETIX. 2EEORER
BHAHEIH, —DREREEIRRICR
D, TTWEY VBRETEENREDCS S
BEEEI BRI N,

. BE

1) perforant pathway®
HEABHROERERTHZIEFF

VBHEEmIN TS LB & Ftka—

VRIULA VBT, EMEENICH LB
L IRDBRRS 2 H LT3 T EHR

SNz, perforant path
wayOREHRETH ZRAFEEO L

 BRAOETHD. a—¥F T LA VITHR
HOEECZLS “dying back

LJ

£ ICXo T, ERFNHP S =2 —D
747 A MEIEETAODLELD
Nz, —74A. DLBDOKRKIBRTIE
LBENF T & H—mfEMEAIC UL
Lidit&E T 255, EBHERICHE &R
HEFEFET, a—v X7V A vBEnon
—filamentous compo
nent siZLBEROMHERZTL
TWBEEFEILNE,

2) ALS-DOEBERREGIIBETH LM
HABEEHEDZAART b LRAMKER S
hTnkEsDLhIEL, ALS LAMRAL
S—-DTHLRERHLEBREOEFSH 2 —
Oy EHEOHBIEET S L, LEER
RTEARGITIEERARMRERESR
R, BHRE L OMICHEEFALNS Z
. BmRENE. ERIKEL LT, AL
S. AR EHEHESIEY /WM. ALSE
EHTEITFNVINAT—H/. argyro
philic grain demen
t 1 a. BT EERE. KNEERE
MfE, UEAMEL E—IMER, 2B b, &
B — 0 VERERE D FIRAEEER R
RIALS-DeEEEZHATNL L
EZZbNh3, ' ,

3) g ETYYy /7y 7 UREER, M
SEMICE T 2ER Y TRtEERTH
R RICEET 2HBICAT 505,
g, KEEE. & CHLEEE~
FEEOLLAED PEW. BE - K2
ShFE THEROESEFH D, BEL
iZ. ballooned neuro
ns, astrocytic plagu
es,argyrophilic thre
ads, coiled bodies,
pretangleshPfiETnTnd,
IS ICHEHEREREREMZ BRI, |
R BRAT BA L D B EHESEVWAEHE T,
ST R EMEMESBEETS



27z
4) SD-NFToOEEERCIISDATE
BB UTERICHREEZEIINF THEET 2D
BRETCLF T 74 PV BEEYFTIREE
DETRT)VFORIGPSDATIDEN
EPmENE. Fz, SD-NFTTESD
AT HE L TEEEBOER e <,
ZNBEFSD-NFTTCIREEHEKTNFT
PSDATIWEBEECEET 20D

B LiFonf. CBDOREDMEEREE
BL. COE, BEHCERLINDITRTORFRE
EHHIZoWTAEIL L. SEHEEICHE L =,
SD-NFToESARICIVF7ABEDR
THRFZX oA hOWE, 200 FTOREE
fEHoNEH, SDATCHELTEETSH >
o EHIC, REYNBEMEERERIMERE N,
DNT ComE IR LIEBEXA LR, ME
WEEE U CEARBRBEY ISR N,

59, HERY NI -V OWEIBNI L ER
LTnWd, REDHEEECIE. hOoRRE

RELOENIBETH I, FROFEIE
BLRLIBRFEBROSHERONF THE:
DEBMEZEEIEL RS, SD-NFTIX
BomaRPINES N EREBTH D Wl
DH 50T, METER LR EEREREE A
TS e H %,

5) DNTCOMEREDERZEHTH D
DPREQ - BTHZ2OMIDNT COBMH &
WEOMRICBWTEETHS., SHOHAE
THHOKHALICNEREIBESET. RER
FEL LB 0MELTHIEEI OGNS I &,
DNT CTRIEEMBRE(L & L8 U TEARE
2RI LTV bRBEhiz. EAMK
BEDIZOBRRBIFETH D, MEICEH
Li=BEmTHrLEI 0N, FERH Lo~
— AR5 EBbhd,

E. &&
FETNYNA v —RERMHRRED S B, T
HMOMETH-> /= S LB T OHE DRBARE
BOETCLITEEREREL WA %, SEHOH
=, DLBDOperforant path
wa yDEBEABHEREIa—XIVS V&
HTLBERAROBEDEZATED. AKI&E
ZTELBENF T E-HMEACESEES
HELTWE, AL S -DOERREENTE
CEEBOARI NS AEHLPICL. BRAED
WEERIMERE N, FEEMNEETNER

7



UEAEL E—/MORICBT 2 ABEBRRED a—> X 7 L 1 L Gt b st

R EE

MRS (R RPEF S SE 2 E%)

BERAE  HER=S (BEfIAZEZEBWHELEE)

MAERE

UEAMELV E—/MRE (DLBD) ORBIBARFRER a—I X7 VA L REMBLEE

WTHE L. DLBD®perforant pathwayolEBRAEEREOETHBMNTIa— X
VA YEETH D, BRERHNIICS L E—/IMELAROBENEZ2ZATHEZ 2, DLBDOARZ
BRTR L E—/ME HEEREE L PR—HREAICEEEICHEE L, BMERNICEEOBRES

ARt E S RN L ER L,

F—T—F :TFAMHLVE—MMER, LE—/IMK, perforant pathway, KEIER.

a—>XoVvA

A. HZEEH

UCEAMLVE—/MEm (diffuse Le
wy body disease: DLBD)
. N=FUUUERHL LS IEEEERE
fFERE L. KBGEBRICBITE L E—/ME(LB)
DHREFEBNEE L T2EUMRRAERTH
h, DLBDOWEBHEFOMBIC L > TEBEH
LT3 RMEIBROMEREENRTIIEE
THbd. LBBIUVEEREVOLERMFEIC
NETCIEFF U P@BLa—D7 15 A Y
t DREHBLEICI RSN TERY, B
Fryndv—Hamyloid®non—A
8 componentdik (NACP) &
FA-BHTHZ2a—>XI LA VvDBLBBLT
BEBEYO L W BRENREBHERSTHLI L
PrRERE,

SHOMZEDO BRiX, D L BDofikF % HN
T. RABEE» S ESICEN UEEEEELBE
B#ETAsperforant pathwa
yOBEHNREROERZa— X7 VA v &
BHELEERAWTREI A2 2, LB EM
REBHELRE (NFT) HE—mERACH
FTHILEHEIhTWSD, DLBDOKE
DBREIWMEICHBTLHERBUTHLI LD

5, a—¥ X7 VA L5 UOEREEELE
ERWTARBMABRRIBISLBENFTOR
—MREAOHEOFRERI L.

B. #hEE

HNRIDLBD 1 43%PICESE 1 241, ¥
BE2INTHD. EBLEWEEZECAEED
A%YPFABESIVPOVENS 74 WK E
T, BEOHTRERARAORBRECMAT. fla
—X L4y (MDV2), fizExF> (M
AB1510), $i4v (Human taul
pugRft=—2—n745A2r (SMI31),
BLUHAL. iGFAP. IfiHLA-DR#HE
2HWE=ABCHICL2%8EREETTV. DAB
TRALE. S5 a—XIV0 1 5uE
*HRaEFFUOROLAY VRGO ZERE
we s, 2h2hDABEfast blu
e TCRELE. ¥, KEEZ&ROFHALICH
WTa—Y X7 L1 R, & oREHES
L UEEOHREFROEE ERNICHHE L. 1
HMEOEIE2%TELE.  Fi=. HEFEHEED
40370 BE7Z Y —LtIFEANWT, a—
YXPLAVDABCRIZIBABREZITY
DABTHRE L, REEHIFLICEEL, B



TER L,

C. MR
DLBDOBEETEIHHLA—DRBLUH
GFAPHARIZL D Zo0BEEAGSHEBOEY
PiRdh, —23EEEHE2EE LigREICKD
D, S EEEIHEEEYTCA2 -4 8L
BWIHCEDED, DLBDCRBEOEMLL
WERETH - BEOIEITF ML
e T o EEERMREEY (UPG), 2B
FFUoBEMMERE (UPN), R7=04 K,
LEBIUNFTLO RS, Ha—>XI7VL4q
VERAIEERF BRI & A B AERE T,
LBER7=14 FO2T,. UPGEUPNO%Z
BEha—> X7V BETHD, NF Tidiak
THole WD a—I X7 L4 RS
NI —BOAPBBA 2074522 N
HTHD. NFTOAD Y uBMTHo=, L
BIEZEWXCAZ -4 PHBLUEHAFTEEIZA

bh. A7=n4 FECA2-4%stratu

m lacunosum—-molecular
ellofiL. UPGBEXUUPNIFZCA2—4 3B
LUBWERICRD SN ze a2 RXI VLA VA
HEPETE. LBIIE10-20nm®egran
ulo—filamentousZWLESO
nmdvesiculo—~tubular c¢
omponent sDESLIR->THE, U
PGBIUUPNEZHEHEDcomponent
sEFATEY., UPGIRLIFLIZUP NiZE#EH
L. synaptic vesicles#f#fo
TWhke RA7zLA RZLBREfILEgra
nulo—filamentous
onent sTHEINTWE,
F/z. DLBDoEE2EG ANIER I a
—Y X7V CEEOLBXSEHSMLTEL,
a—3 27V e OREREOESIM
BE2HTERMBREBATEE 2R TITE
AEEOTH-D BEEOSL 1 0ATIIRE
Mz, CA2 -3, BATEE, BELREOKE

comp

TWERTHNHREREZR LU, B3 2484
FIZHLBONF TE2E3 IIEERFT, LT
HIEBNEWEERER TR L, HEMEEE <
RE—HENTa—Y X I LA LI YDERE
L7 LD BAFEE CIER#LEL
BoOEBZS vBHDEIBATHI8EH5
Nke a—YXIVACREBBETE. a—
X7VA VR EEa— X LA v EKD
aired helical filamen
t s(PHF)XELR2MIENBEEZR L. WK
BLELBEEMHLEZgranulo—fil
amentousA@Wwlvesiculo—-t
ubular componentsdDERE
LD, PHFO/MEHEDL BORFHEICH
LhAHPLBARICERD Sz o7z, R
BRLBRRa— 32V rBMogranul
ar or amorphous compo
nents&biz-THh, AHIZEIPHFON)
MHEEREDFTH SN, LBORIZEH P HF SEENE
RN E. a—YRXILA sy 7REY
BORELAKRTIPHEF o RBHRORIC
a— X724 vBEOamorphous
or ribosome—1like comp
ocnentsh#ssh, filamentous
component s@@EDSARP T,

D. #&

SEOAET, perforant path
wa y OEBENEHRE. DLBDTE7Z AL YyNn
A¥—HLBRDFFEERFEERLDEEC
EMT LI EPEREINE. L L. 20D
EAREROEHKRRTHILEF T U BIERE
BHIWTHhSLBEEBEa— X 7LV VB
M, BEENICs LB LBEOBRRS 2E
LTWwaZedhmaEh’=, perforant
pathwayoBdlila<ssBRATREM
EHREoLBREIDLETHD, a— X7V 1
WRBROBEICLS “dying back “&
HEEIC L > T, #MIREKGH P S 2 —DT7 4 5 A



VIHEZERTI D EELI LN,

—7. DLBDOKMEZERTIZLBENEFT
EHE—EEAREAC LELIERET S 2 LB
TENTz. UL, BEEEBNKCa—Y XL
A VEEEMEE PHF idEREEERT., a—
PRIV VvBtEnon—filamento
us componentsiZLBERKOWH
BREERLTVWD EEZI SRR,

E. &#
SEOHRT, a— X7 L1 gty
ZHAWT, DLBDORBIGRBREZRE L
#E2,. perforant pathwayo®
HeEENLBREEBEDOER L PEREICHE
HLTWBI &, KEZBRTEXLBENFTE
PEEEICHELTWEY, chsoflilaEE
EORICERNEREEXASNBRNWIEETRL
o SR, LBOEREREIZOWTOMEZE
DHICHE>T. a—¥ X7 LA Rt
XERRBRFRLRLZ PRI NS,

F. iRz

1. WmxXHEx

1) Iseki E, Marui W, Ko
saka K, et al: Degen
erative terminals o
f the perforant pat

hway are human a—sy

nuclein—-immunoreact

ive in the hippocam
pus of diffuse Lewy
body disease. Neuros
ci Lett, 258, 81-—-84,
1998

2) Iseki E, Marui W, Ko
saka K, et al: Frequ
ent coexistence of

Lewy bodies and neu

rofibrillary tangle

']

3)

4)

5)

6)

s 1n the same neuro
ns of patients with
diffuse Lewy body d
isease. Neuroscil Let
t, 1999 (in press)

Iseki E, Li F, Kosak
a K, et al: Ubiquiti

n—immunohistochemic
al investigation of
atypical Pick ‘s dise
Pick bo
J Neurol Sci,
194-201, 1998
Iseki E, Kosak
et al: Regional
guantitative
of

neurons

ase without
dies.
159,

Li F,
a_K,

analys
is tau—-positive
in progress
pa
lsy:comparison with

ive supranuclesr

[

Alzheimer ‘s disease.

J Neurol Sci, 159, 7
3—-81, 1998

Li F, Iseki E, Kosak
a K, et al: Immunohi

stochemical and imm
unoelectron microsc
opical investigatio
n of tau—positive n
eurons lacking tansg
le—formation in pro
gressive supranucle
ar palsy. Biomed Res,
19, 145-149, 1298

Iseki E,
et al:

proteo

Odawara T,
Kosaka K,
sulfate

Hep

aran
recognize g
Ne

glycans
host Pick bodies.



urosci Lett, 242, 12
0—122, 1998

7) FBER=. NEEF : CTEAMLE—ME
FOBERE. RewE. 50, 90
7—912, 1998

2. ZERR

8) AHAR. HEX=, /MEETMm, FHEME
BOZMWEE SR FE AL E—NE
RO—FHp. %3 9 EHANEREES,
1998

9) ZF8, HER=. DEREAM. ETEZE LT
BREEIC BT 2 BERRE XL & U BkEE
MO RS L2 & REEFRIC L DHAT.
%3 N HAMERESS, 1998

10) ogEwEsd. HBIR=. /NEREEM. Fik
R IRAGED —SifkF, £3 9MmBEXK
R EYS. 1998

11) BB HERS, DEEEM, &7
HEREZELEMZIOLN K7 EFF 55
—fE. 3 OOHAMEREES, 1998

12) &HEF. HER=, NMEREAM. H#EE
BEMZESEEE Y v 7 HO—HRE,
%3 QN BAMEREES, 1908

13) HEXR=. &, DEREEM. BERE
REEENE Y 7R OBEMEREKR T
D@D, 53 A gEREES.
1998

14) @SB HEXR=. pRERM. 7Y
NA T —BERB LUV EAMEL E—/ME
FEicB I3 cdkbDFEE, 81 THHAK
WE%=, 1998

ZOft, 28



FiE % M S HERENRELEOLS-D)O
BERREEHNBEERE (B) CHE

WHRR (BRERKEMHERLHFREIR)
HHEER (FAERKENRERZEHANRGF)

BEEE ATLYNAT—RBROVEDTHIHREH I HERLARS
LECBRRBLYRMEREOARS FSAEWSH L, BERESNS
EREREERLA, SUHSHEELZIESL L TEEDTLE 4> HERE
{RUFREB{LEE(ALS), R FIFWILLE, argyrophilic grain dementia, Alzheimer
MEALSOAH. Picki, BRBEBEBEL S SUNKENEETIRER

L,

F—T— RTINS T-BER, MREHLD DERIE R
AR ABRESEE. ubiquitinfS A EHBRANAL

A. THEER
KFNINAT—BBROVEDTH D%
REMSGHEBEMRBLE (ALSD) 0
BRRELNSMEARORRS S ALEH
SIMCL, BRSRESNLEEREERT
BCEEEMELE,
B. MBS
1 BRERMICHBEENICHALS DERTEZ
N BREBREI12800 5 h & 2 5B
¥AEBEHNT S, ALSDOREDRARS b
SAEERDLCHMELRIEMNELT. B
REBIIALS DTRA, mEBMICE
ALS-DEBEEhA2H %, ALS-DOFEER
Bl & U TMA A5 143185 i S B AR B B
BUREHRT 5. BUKREL L TEELS
FALS-DENBERM MR - LEF LR
o3,
C. ARER
1. HBMNALS-DI2@ & IFERFI2ZAOEE
ERUCRT. BHAORTERIL, AT
WRBERTELrH)ICLDLEBIFDER
HHATHD, FERBI, A\THERBLEE
U CEBRALSOKGE R USFEHISEE

RUEMRBILEL BTSN ERNIITHS,
(1) BIALS-D12 D R IROISE
OLRAEmREY (12/12) . QRESFHIITY
B9t 10M% (44~78%E) . @B & HIX7:5,
@VIRAER MaiEiLe12 (50%), EX=
a—0O HERIT412 (33%). HRER &M
Za—-AVREMRRBICHERLAGOIRI212
(17%). ®BRMENL, Fi827294 A(12~47
AT, ATHRRERAIATFRRER
RETERBHEME LA, OFmEik&ED
Za—OYVEREROMBIE. LFRSRrS
<. ABICERTIALSBRI235BT
HD.

(2188 BALS- D12 OB R OS5
OaEROSHIL, THIRE, HRE(L.
BREORY. ERMEOET. ROENTE.
SEN, REBORMNTHo 7=, OERER
ELT. B8, BHERE. WMBRE. ST
8. HRTHrREEIhE. QRAROEEI
BEM,MSHEET. KUETESTHAILITE
TIRENE oo, OWMREEROB R,
RN Pickim & S NFMH. IEERY
Alzheimerf & EhICHIN  PTFEL IS,



KES I REHK D Pick#H > Alzheimer % & B
T 5 RB/TEEDNERE SN TV,
ORITYERLZLOFERR. REEOMFRIT
HbRNRino i,
(ALS-DORBLOEROEH
OE#F=—21 -0 EEIL. BREERALS ©
BIRDBN2 BT%ESL, LB - LREICE

MOTUBEBH =2 —-OVBE (RhEHR. 85

{ET. REREIR) CBRAE (RTRE,

WERE) STHT. RAPETTTRIFRLN,

HITERERBREN S o . HERNE (B
BT, RAIRS. &) RALSICHELT

B o . OQHENABBRBROMAERDEL,

Parkinsonism (328/([CHHABHShE, @
BLRREPBERIGEO LAFIRREL
BHSEGNS o f, @QMEER, BEM
EEX ZRERE eI /0-RL
EAEEUTRD O 1,

(4JA1LS-D OB KRERR,

Om&, £, BR. BRICIBRNFR

Ban, OHBETIMERET{LERDS.

OIS, KMETEROBREHNEN, @
CTMRITIIEIREAR, RIREOMAHEBUOE
BERH5. ORIURS »FTIEBIRRE. M/
REOMMBETEEDS. .
{(SIALS-DO#ER B EAR RO/MERL)
OREIL, F151180+180g (900~1470g),
@EBEBOIL, PTREMERONHTELIICH
- 6h. BERECOERIVI2 (33%). R
HEMOERIL2/12 (17%), BIEAE L MBEIC

REOERLBHIHT6/12 (50%)THo 1,

Q@ARBRAREL. BR2~3MOERIAE,
FHREEOER - RRDSEET, HEEREL

TUF - X IENC LT, JEBRY
REARTHS, BRETMEDHIBEIL,
fIAREORRZ~3BOMBEMEGE, 5
BXM MAEL) . BRETHSH. MEA
RICEECGROVAITR. MHEEOE. BEX
¥, RUBEOEREHETREN -, @K
BHMEROBBES VA2, OXKBEE
TREROEMESBREICH SN, REE
PRERBEICIEZ U 7HROKINNSE IIDH,
BOERBERH: SN o 7. ®Pick body
PLlewy body DR LBz iz o=, @
BABEL, CEAREAN, B - 55
GRICEBELUANFTHREZBEHIFEFAMN
6/12 (50%) Hot, ZD6fF, FEIEE
BERSTOMELLEET. WTFhbaeH
HRERDZARR(LLLEEL BN, W
#MIa A ubiquitinfEH ALK, 2HAICED
Sh. BREIREEEAGE, NREF, A5 -
WERONR= 5 —OVIcH SN, ZOH
AL, tauREHRE P Gallyas-Braak i €
TREETH o, £k, taufBERED

' Gallyas-Braak & T3, EABPNFT(CH

HELUHBERRER< LALS-DICKRNA
FRIRSShiEhor, @EN=21—0OV%K
OEMEIL, HRBALSEAROKBETHY,

HHAA., HETAIDHHBZOMBBKRER &
TUFA-L RO, HMGTAOITHENE
<. BREOEMIRETHY, BOBEEH
HRENIL. BEETOAN10/12 (83%) .

BEZHIM212 (17%) THY, BEBEOALS
LU MAR %R L. Bunina/Jvkl11/12
(92%) K& 5h, BHAAubiquitinff i
HAKIL, skein-like inclusion £E&812/12



(100%) [“REFRZh/-,
(BBEERFIZDONT
QOFECFE69M A (GEM 13) : Parkinsonism
CHRERRTRIEL, ATFRBER (26
47 B) 223 -8EP, BRICLSEAR
EE, BRSHEEL, 2EAK3ETREL.
EEEHIIAERNALSTH L. BER
BRIC, AMEROMEBRENES. K
FWHALSORBKERLAM S, ubiquitin
B AL B EEARSANG. BTRAT
B, RAEXR. RREICBEH /&K YALS
DEDREARLE,

Q@I RTS8 B M (FER14) - ToRTFRIR
SMEHEE TR, ETHORMEERER L&
BEEHEL, LUEBH- 2 —OVEBENSE
BT TAEH-1—-NVEEIRRAC L.
BEXBEITET. 88251048, BH
EHISFEREMBELEL - . HEREF
MiCi, MERLEUFEREOREERER
L. Pick body(). POAEEEREHKID
FOAICEHL, PHAAMBROREIGET,
Bunina/ME(+), skein-like inclusion{+),
Ubiquitinfg 3 AT, BEERERNE
M. BEAEE. PLSEOREHEREEC
HEHL, ALS-DERZEFLA,

D. B8 .
HMBRTE. WEAR, MWARETORESN
OB, RR. AR, gHeA, HEBOE
HOBEOIHRERL SIS, BFOLE
EREREIEHTHHTHS. EABRGIOE
14, BRMICHERMERRBICE LB
h-fERIE, PORMEES0 EAER = —

N

OVBESEOCALSDOTFEERTEER
Sh, ALS-DO#SBREBROARSI LS A
(2. EZEIASNTNHLUBENWEERZH
3., =%, WbWHETRALSOFEE%

TRUFARFIOEMNIE, ESICALS-D

ER—FEBETRENED PINELCBHE
ETIMETHS, REF12HAORICAT
FREEREMERLLEICOIHDST,
ALSOIRE L7 MR & E T L EFISHFE
TE05THS, BRRLRBUALSOM
Hit, HEOHSNAVALSTHRRASNT
W, BEMA—RENE S DOBRIIHT
WL, ALSDESVTHEHRMALSE
BOLEY ERANOER =1 —0 LD
BRSEET oL, ERRERT MM

Ol BELIZAREERFEEZRL. BHlRE

ERMAREORBSAOSNDILIBEELL
E226Nm. EHERALSOBRBIKERTE
PO RIZALSDAEThTWAHAREM S SH
U, St, ETEALSEALS-DPDubiquitin
RELELSETORERHNLETH S,

EBATRERBLLTIE, DALSORT
LRBREDALS, ERUEMFRE{E,. KB
BMALSOFREERT O, @PickfE, BHICH
BO#ERENZ4E D Picki. @Alzheimer
#. AlzheimerMEEH/ R LALSOEH, @

‘Argyrophilic grain dementia (AGD) (3,

PIEENAE, ERETLEORESHY
ALS-DEMEILTE Y. Gallyas-Braakiffs
TORBHAHETHS, BEMICITALS-D
M IR RBENICIIAGD -2l E
NEEABBELLE, OFTEE LSS,
RABECGENRIEL, SEOHEMRETEL



S HEHI Tl Gallyas-Braak 2 TOMST A4
ETH3. BENICIIALSDERH AN
. RWESYISHCBD LB & WA EHA
FELIE., @UX AN Lewy/MEsE, DRTE
MRS R & OBET, SRORTEET
HD0, BEYICH EH- -0 ESRE
> BTG AMR | & ALS-DIZA—
OEZEZTVWIEBREND, EROEYD
iZid, MEEA TlIubiquitin, tauD RS,
Gallyas-Braak&f i EEE X Shie,

E. @& _
ALS-DOBEG126]. FEMDFHOE14
B & BRI & 2o - EROBRN S LUF
ORHBERLIETTS,

(NALS-DORE SR MKER
OuRE. ORESE : NEBREST &L
n, MEMLUES SBERETELSAE. @
 VIRER  WMERSS VIR —O
M, ELREORE, HUEREEH o
—OVRERIRABZVLLLEORBTLS
ICHRE(E, @8  BRERSEH=1—O
VRRIZ BRETEOEHEUR : 2~35FT
B2 — O REC LD ERREICRS,
CEBMEER | ST, BHISINTRRS,
BAREBEOHL, ARKET. BRORZHME
B, 2N, BERM, BEORRHAMES
%17, KB, ONTRME : R, #
SEE. BNRE. HATH ARNGYHOSH
ROEE : REMNSHEE, kML TEER
BATEAIBE DB LN, BERETALEE.
QEM—2—OEE : REEE LR - L8
WITRUDOTRER 2 —O X, EfX
oo —OrBELRESIESSRION. B

BEREG S 7. @Parkinsonism® KR IL
. OREFRR : FABFARIEELL.,
CT/MRITRBEOMTAR. INREERER
&, BMFES FTE
BIRMEROMBRETSH SIS,

2ALS-D OREBEER #HEHEPIMA

OHR™FAR - HRE, AFRTARORE

ERE. PickBO LS ABMOEEERITO,

RIMZETAOHX-BEERLZHD HI0F

£, QHMFEMAR TR, RIS

HOBR I ~ I BOFRRIE S BERROE

BEBEOREESUA—R, BROWMAA

REZENALARLTHDIY, BEORHEMH

TERTHSTFE. Rk, BEXEW (BIA

&4 oM, REOTM. RN, MER

OaROBME S/ U AR, EH=21—0

yREMIIAISEAR. S THES. B

FIEOEMIE<, BEROTRIIEE, Ri

HIEl, #EROERISALSLVENIEE

N, BEEREFALEE, @UbiquitinkztE

AERBEATEAK : SEEREIBAER, A

AABEERE2~3E M NEME. Rt

iCHR. COFH AT tauF s P Gallyas-

Braaki & Tl1i8tt. @Pick body(-). Lewy

Af&(:). PrionEAG), EENMBOTHAE

A2 BSPNFTOHBREIH SN,

F. SIAXM '

1) BERR—EREHD HERERIREL
EIZDWT, FRRFE, 4:529 — 534,
1964

2) Y. Mitsuyama, S. Takamiya : Presentle
dementia with motor neuron disase in

Japan. A new entity ? Arch Neurol 36 :
' 592 — 593, 1979



3)

4)

5)

6)

8

HHER, N EE2M  BREESES
Za—-TO2%RE 13 HOBEERESEN
B BRARME, 32: 1193 — 1202,
1992

MEEZ, HORE : BREESHER
PEARIELE BEG - WEREOER
i, ERIRTPAR, 36 : 1560 — 1562, 1995

K. Okamoto, N. Murakami, et al ;
Ubiquitin-positive intraneuronal
inclusions in the extramotor cortices
of presenile dementia patients with
motor neuron disease, J Neurol 239 ;
426-430, 1992

J8. Snowden, D. Neary, et al : Fronto-

temporal lobar degeneration: Fronto-

temporal dementia, progressive
aphasia,semantic dementia, Churchill

Livingstone, New York, 1996 ‘

I. Nakano, T. Twatubo, et al:

Amyotrophic lateral sclerosis: Lesions

in the apical cortex and some deeper

structures of the temporal lobes.

Neuropathol 12:69-77, 1982

. WERRE

RIXRE

R¥MF, BEAX. BMOBK{EE tangle
=S HR. Wﬁ_ﬁﬂ\ 49 : 407-415,
1998. ‘

M. Konagaya, M. Sakai, Y. Matuoka,
Y. Konagaya. Y. Hashizume. Upper
motor neuron predominant
degeneration with frontal and
temporal lobe atrophy, Acta

Neuropathol, 96: 532-536, 1998.
RERX. SHEE, I¥, BiEgH.

@

4

BIlERX, #AXT. X0 EEE
—AORENRBERERD—, REY
B, MEER PEESER B Pl
W5, 242-252, 1998.

THAR, g¥Rx EH=a-0r%x
F-update RIGEFHOREB LY
MR % 1T’ Clinical Neuroscience,
16 : 72-75, 1998.



R1. BERREBEIICALS-D& 2T X N /- FEF

FER) SEAESE % EREE (B) #IRER
1 52 M 28 D
2 59 F 31 M
3 64 F 12 D. M
4 63 M 47 D
5 44 M 31 D
6 45 M 18 D
7 59 M 28 M
8 78 F 24 M
9 56 F 19 (R108) D

10 66 M 24 M
11 52 F 32 M
12 74 - M 23 D
13 66 F 8 (R36) M
14 76 M 34 M

BEGIT~1 2 : ABG, B3, 14 : EETH

D:dementia,M:motor neuron disturbance, ]

ALFRFRBFI ORI (LFRBERETE L,
RAIHRBER LD LBHLM

£2. ALSDOMERELNFEDE &8

Ef SECES R¥E()  MEBMEIR  Pickbody Lewybody NFT  SP Ubiquitin @ Tau GB
1 54 1470 F+, T- - - - - + - -
2 61 1080 F++, T+ - - - - + - -
3 65 1110 F+ T+ - - - - + - -
4 67 1230 F+, T+++ - - + + + - -
5 46 1190 F++, T++ - - - - + - -
6 46 1280  F+++, T++ - - - - + - -
7 62 1230 F+, T+ - - + + + - -
8 80 1070 F+ T+ - - + + + - -
9 6535 925  F4++, T4+ - - + + + - -
10 68 1225 F+, T4++ - - + + + - -
11 54 900 F++y, T - - - - + - -
12 76 1450 F+, T+ - - + + + - -
13 69 PN Fat+t, T++s - - + + + - -
14 78 1230 F4+, T+++ - - + + + - -

SP: senile plaque, F: frontal, T: temporal

+++ B, ++ PEE, «BE, +: 2bOTEE. - BBIL

&
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