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F AT —, TNV NA 7 —HRREREE L, TV oNA <, ATEEEER, ) 7 Ry v E

SE3

I (FL#®Ic

% v7 % NF — (tauopathy) & & Spillantini & V2
XD TNV oA~ — iR AEZ L (Alzheimer’s
neurofibrillary tangle : NFT) 234N 2% &I B8
2 KA EE R CHID THwW o /- HEETH %,
COHGBEIIHLLINREL Y VEADODRELZET S
NFT 2B 25O EL IEH v, KfRTIE, 358
E% 8 T FRF—IZDWTE DIFRRE 2 Tz LT,
BEREZ STz T VI NA X~ S MOZEREE %L
Z TR T %o

o #7EB& NFT

% 7 EHI355~60kD OBUNEMBERTH D,
INE DEEEE L LEICEH <, Bicikb L S FBIL
TBY, Sy, MEfRcCERNE Iy, 707
RIS RIS 2 2 B30 olze HNVRF VLR
Il D 3 72w U 4 EORUNEREG F A A D ViRL
BEEL, 7 2/ KinflOMEOHEDINZ % £ 6D
O isoform A 55 (Fig. 1), B 2327 2 &
fin% <, BEWCHBRIL SNy v EAPEEED
NFT zgp L, MMl IcERT 2, ERL
NFT ok, #ERTHY, kKRR THD, ~~
MEVY COEFAE LD, BRETHY, BEPZO
AIRIESRSE T K8 T T390-8621
AT 3 -1-1  FMNRFEEFTBEMESY
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I o B Liao 2 (Fig. 2),

EIMIPRETIE, 2 KORHEER ek IcHRAIFc L
15 DT paired helical filament (PHF) EWEFR&Si
%, AEMTY, helical LTI Z T 1 RO HRHE
T % % straight tubules ® 2 & » 2 X 1,
straight 1320-25nm O £ CEH X FW TH Y,
helical 1Z#28nm ®100nm & & 12 VD H 5 ik
MBETH 5, ZOMIZAEISNM T Ph100nm & D
K v PHF, ££20nm T < " «150nm @ i \» helical
filament » #5152 (Fig. 3),

410

THH ———
447

e ——

WNERSA Y E— R
Fig. 1 ZVEHD 6 fFED isoform

E N5 6 FEFEHD ¥ 7 O isoform BHEFR S, Z
NSII32» 54417 2 VB 57D, 3FEOFALTYI
FoTHZ L, BED OMUAL exon 10 DIEARY % 7R
L, 73 /818D < ViR LEFIA 3 D (three repeat tau)
& 4 (four repeat tau) 235 5%, FAICE 3 L RO
FISEIRIA 754 &> 7 THRAS NS,
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WEICSHHILL TV B 7 YA~ —HE R
#HeZ (b (NFT)

FHM L7 NFT 3k, KERTH Y, BIRETDH

%o Bl o T2 NFT IZHIlEMNIC b %553, iz > T

WSk wesnzd0nflfgs NFT Th %5, Bodian

Retr,

Fig. 2

o T
Fig.3 7w
B O(A) EEEMEE (B, C) &k 2EMERE
2ARDHMED L U Tk & 27 %, Straight &
helical e S SN %, Alx 3 XT helical 72 f##E
THEEL &1, B straight, Cl& helical 257> T3,

X 512 NFT QRO #EE % 4 2 & st b
HL7-bD»H Y, ghost tangle EFEFRE L5, Hlfld
ANDO NFT 3% ~~ b ¥ ) VEIEE 2T 5205,
MIES NFT 13, =4 Y vEFftor >y r7azEL,
B I3RS A S5 s NFT ORI 24K
BRI DS A D IAA T W S FTRPBIZE S LT
W33, —F, NFTlZd=a2—u YHRKRTH %23, i
4, PHF »SERBMIBIC A S5t & 3 2 8EEH
INiY, F—OfEENICZ ) THEE £ B ICTFEEL
TBY, ZOEBIZFROERIAHBEEL, 1HE,
HIBRZE, RUEHZEZ ©mE e A% & 7o Lo i
L, B|EEAICIZ PHF % straight tubules 22813
SRR A SN DY, UM ETFEE LKL, Mg
S NFT TG L R WHBRIL s v HiRicBitETd
D, ¥UREEBHTYHEIEI N, BRESDH D, BR
[EHINE % BHA & 9 2 JFRHEZR L £ F 2 s iz,

M 7ZIYNA4<2—fE (AD) &%BEi3%&SE (Table 1)

NFT B9 2 HIEADOKF 1L AD 2B b THENL X
NT&/, ZOETIENFT OEfEO7 D12 AD L8
BEEROMBRED SFE 2 ED 5,

A AD ORI

AD O yF B 2 W i3, MMM O B % (neuronal
loss), NFT $Z A3 (senile plaque: SP) D &4y
MPERE E o Tz ZOFTHEBEMICHASATE
7z Braak H & Braak B2 L 227 — VDL H S
L, AD Lf#HEF O SP ® NFT 122w TOME

Table 1 Z 7 A/ NF =% > CORBLSTH

D 7oA < — R LA O OB

7 WY onA4 < —K Alzheimer’s disease

T oNA < — BB senile dementia of Alzheimer type

i3 R P R HEZS (LRI O P senile dementia with tangles only

FIKEE 2 £ 5 OB IR ARAEZ b diffuse neurofibrillary tangles with calcification
HH A L4 subacute sclerosing panencephalitis

IR—F YV = A L FIRAEE parkinsonism-dementia complex

EEREMEY 2 b1 7 4 — myotonic dystrophy
K254, X—* >V = X A post-encephalitic parkinsonism

2) By IREEREE T SRS
BIEMEEEER O C Y 7 8 (€ v 7 9H)

3) 7V 7R HMITERSEE 22T 2EE
BTG ER E I T 5 BB EEE IR « X —F >V = X A frontotemmporal

and parkinsonism linked to chromosome 17
SHEAT A% _FFRBE progressive supranuclear palsy
B HEALZSESE corticobasal degeneration
WEBREE )V A PRZEHEAE pallido-nigro-luysial atrophy
BESRE 7 L A o~ BUI R argyrophilic grain dementia

dementia
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MREMER L v A8 F —

RIRETRE R, & W NFT O 494 O 2 & tran-
sentorhinal stage (I #f, IIH#H), limbic stage (IIIHH,
V), isocortical stage (V i, VIHH) o 6 B:f5ic
50 &, NEFT 385287 U CNBEEEE O pre-
a JBIZHBT 2 2 &, Eif L OMBIIX & < 12 isocor-
tical stage TH YV, transentorhinal stage ° limbic
stage O NN IZHFIRBNE 22> 7o T LSRG S vz

(Fig. 4),

B IBRICBELEEME NFT DA EE2T 2EFE

FiR”

TRELZEINIC A B £ T VYA v — Bl (ATD:
AD 7 )WY NA ~ —BUBAERRR % MFR U 72 ERR) 1
BZERRED DV, (EROZMERETIILT L HREHET
X 70\, ATD 121X SP MEAL R EREE (plaque-pre-
dominant type) 23% 279, ZTD—F, SEEICE
W NFT 23880 65 R 2 & RO R I IZIZER
AL TE ML, SP %A WEFIRENH 5, 807%
ZRLZ T AR S <, RIRCHEIT T B RisR IR, K
REFHEEL, ZOMOEREERRERSE XD 730,
ZDO NFT i3, ¥5, wEEREZ 0 RIZICILD
DD B, NEHELE TIE pre—a B XL UOZDERE,

transentorhinal stages (PIMGER EH)

27— 1

Fig. 4 7V NA v —RmORHEZW D 1 545, Braak
SIEBRAT—Y0% OGRS £ D)

TV oNA = — R FRRHEZE (NFT) oW, 855
[\, PEIEEREIEEE 2 8128 0 2 9mIR» 5 AT — V4
Frigmllc, ZHOENNEH ST NFT #—>3 27
oy bL, ZOFEFRI L ERRZE % e L7z b DT
b5,
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W TIE CAL, CA212% <, XM bLHT 5, N
MMAIBEEL BRI T IE—2Z8 1 L, ATHEE & & OFTRE
Wit CAhEIc L £ £ %5 (Fig. 5), Braak 51 &
LR ENEET 5 &, M7z w L VO limbic stage
WHE T 2H28IFEAETHY, VEVIHAD isocor-
tical stage D & 5 BIANEDMEET S Z LT Ww
B, TOHBERZIVZOERCHZ, O—E,
senile dementia with tangles only, senile dementia
of the NFT type 7% £ LFEFR S N, Z DfLE DT O
DS LT 5971,
C x> NFT BRIOTMEE

FHREHIEOZEME L NFT 8% < IR 3 2 BT i
post-encephalitic parkinsonism, subacute scleros-
ing panencephalitis, parkinsonism dementia com-
plex of Guam, myotonic dystrophy 7z E235H %, ¥
7z, EFCEH ST 3B diffuse neurofibril-

®

Fig. 5 AKINEBRICRFELEEEE NFTOAZET 3
BAEHR
TN NA 3 —RREREA X, WS, YR A
DZ WP IR D, WIETHEE T pre-a, #E T
CAl, CA2, &5 WcHMcHFT 5, PEIETEEER T
—ZBIREIT 5, O RkZEESCHE, @ : deREl ok
i, @ :¥EEERTEOWIH,
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X B

lary tangles with calcification (DNTC) 3% %,
DNTC | ZRiEHEE, MBI CEERZEFEL A4S N,

AD®E Y ZEOERGEEELEROFELEL,

NET 535 7% £ ORBGIZRIC LTS 2 R a v

R TH D, FTz, RIMFEER L/ IMMBHREZ AKX

EZEFESTERERET L H D, RITHEBIHNZ D71
(Fig. 6)

N YUFEBIZEEAEY SR12EAEERER
(fronto-temporal dementia : FTD)

FTD 1319944F @ Lund & Manchester O Jifj 7" v —
7 & BERIEFR S, 19964E D Snowden &1 L %
T/ 77 7IWCHIEL S N, BIEHZE, MIEEEEICRE L7
fEx 23 2R EDRIRTD 5, HIEHIELAMER,
By 78, EE=a—o RN 3 My h, <
OHFTHY VEHDOEEZET 2RIy 7B THY,
T DRICTTERRORICEIH L S —F Y =X L2 HS
HEEMIEERIE S (FTD and parkinsonism linked to
chromosome 17: FTDP-17) & \» 9 a2 MR &
DERE SN, F U NNF =L WINFRE 8 7B T
FROFRBIZKE {FHG L7919,

A EvoR

vy 7 BOFE RO IVEEM LRI E v 7 IFI(T
& 47 %, 18924E12 Arnold Pick 1%, #EfTMH D EE
FEEZEL, MEELORKFEE 2580 72 T1K DFER] %
s L, 19264E1C Onari & Spatz 13 v 745 & @
U7eo ZFMERALC &V BEEAY, (HISHAY, AiEEEAIEY,

Fig. 6 HAIKIEHE %5 Rt A iR diffuse
neurofibrillary tangles with calcification (BEES
CT)

HISHZE, RIBHZEIC H VL DZER & RINEEERL & /N sk iR
DREFALR A SN S, BRINZIZT VY NA T —fREE Y
7 BORE R R OBINZ <, EIMBITIFEABED
WCIEZ L L, 7uuyng v —iRERHEE LS EERTH
3, (FBERZ= G D U F AR
j%. Dementia 10 : 372-377, 1996)
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MISEEATAY, FTERMIBEENC 43T &, R OEE,
vy 7 EIREK, KETFTAHEOMMEE ) 4+ — v A 2
e 422,

oy 7 BRI O AEKTH Y, ~~ M F
YU TS REE D, HOREREZE L, SR
BERRE R T, BMEANCITR L, KME T 2,
5, 6B, Pty vk, §it PHF fifkic
mAL, P MAP2 fifk, §i NF200K Hifkic b BT
b5, BHERETIZ, El5nm OEME (Cv 7 M
E) MABANCESI L, ££22-24nm T < 28120~
160nm EHAD long twisted fibril 284 5+ (Fig. 7),
D OHERIE 6 B isoform @ 5 b HUNE R
EEBMS 3 HFTd B three repeat tau TH 52V,
B FTDP-1701%19

Ktk # 29 2 BAEIREIR O % < OBIE Y 7+
NF—DFEEET 5, ZOREBHOFERICDRI -
T RERERIE, ©v 7l EREEL W BUE» HH
CERLZREDED Sl 2 LItk 2, ZORBEO
FRREET & LTS8 VBETFEESHRSTHA SN,
ZDZEHEIT exon DA TIX 7% < intron IZ bFEET S

Fig. 7 © v 7 WERER D LA 7 & i RE
oy 7 REERERIE, L IBERME 2 2 USSR OME TERIR T
H% (A :Bodian H:ffy), BiZfiz EF F U Hifkta T
b, BEEECHE > TWwd, BMEETIE, 15nm D
EAE (€y 78 BRI L, #22-24nm T
< O'NH120-160nm FAEAD long twisted fibril 234 & 11 %
(Co
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MHRAEMEIRB L 8 7 A /X F —

ZEDHS MR ST,

ERPRA 1 F RS AL CATEN S, Bidldl s 2 &,
SRR IR OEE IR b b, YA E
BERET 5, By v 2E&D NFT & & O
WE AR A S, 7V 7 Rl bERE, & 7
HOEEBEVIN S AN D, KITH FTDP-17
OEMETREET D2 ERAVPFER IN TN D,

V. JUT7RMERICHLIVERREEZET HKRE

YU EARERICRIE = e —u VEREERSAT
E T2, IEOWFROESIZ LD 7Y 7 ROEFE D
HENTWREREHRTDHZ, FTLLARKICL-> TS %
LE BN T 2F 2P —RWCERERT T E T,
Z OHEIEE W BT AR 205 BT ET A R
(progressive supranuclear palsy : PSP) & BB EEE
K25 MEE  (corticobasal degeneration: CBD) Th %,
A PSP
WIBINC AREZEAL, BRETHRR, S—F>r V=X
L, [RERGESEE, HEY A =7, 5Oz
BT 2RETH 5, MM 5 7 GO E AT
BER, VALK, PIEE, B, T4 Y -7, DMK

Fig. 8 MEfTHEAZ LRREDI

PR 2 SWCHIR T 523, 20 NFT 13:3E/bis AD
1A% NFT L i3% 7% ), Bodian i TIE 85 <,
B TRZDORHI T H MK, 3 7&b 5 globose I
W 2, mfEETIIETT 2 MHER D 23R I 8142
&h 3 (Fig.8A, B), AD T# 513 ffiflifashic i
H & L7z ghost tangle 1375122,

RET#MICH 50 5 NFT I, £ 515nm O
straight tubules 23F 7 2 HE#RHECTH VD, PHF bk
T 258052, ADD NFT L1385 Y, Hikk
Aty vHRICBETH 20, PHF 2B 5 i
E—EG R TH B, ZDRFENZY v EE OB
b4 SRR LLFERTH 52029,
B ) 7ROMRREIEESE

IR > T7 ) 7 ROMME (BRBHE, =53
BHIIE) 12 by v EEHEE DR S 12220780, A
TRFVY Ve Y URETIEZ OFANIIHEETH
D, NFT OFRLREMEICHE SN ) 7 Ak
2R U 7-$EsR Y (Gallyas-Braak ¥ ; GB ) @
gL, PUBsRILSY vHUATH KSR I N, 20D
IR 5 1%, F & L T Q@ tuft - shaped astrocytes
(TuSAs), @ glial coiled bodies (GCBs), ® argyr-

HARE OHREIII & o N7z 7 VY oA ~ —fiREIREHEZ L (NFT) & 2770 7 Rofile (2

WM, ZZ2SEBM) OFAML

NFT i3 Bodian Er Tl 55 <, HE TH#EEOR#HTH 2 MR, T4 b5 globose 12 i1
T 5, BERTIIETT MRS D CBHZ SN b, (A, B Bodian $th) 277V 7 2 0DMl
FDOE AL, ZOR2 ST L L O tuft-shaped astrocytes (C, D), @ glial coiled bodies

(E), ® argyrophilic threads (F, G) ®32i/h¥Esns, (C, D, E, F, G :Gallyas-

Braak )
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X B

ophilic threads (ATs) @ 3 DS 15 (Fig. 8C-
G)o TuSA T KM E B TabE DIKABEIC & 5
n, FREMERBHCHRT 2, GCB & AT i&
KBS HBE IR, ZREBMEERTH 2,
TR 1213 PSP O NFT 80T %, Pikkis
by oHRiCZG®ETH 255, PHEF R EFF 1
FIEZtTh 2, BETIENFT LEU & 5 cED
#715nm @ straight filaments BEHZE S LT 3 23,
GB 3B ROTIRN A DB BICBE I WL n 5,
BMIPRE TR S EL LR TE BV, DI,
7T DY VEARES, MIEEOREREE LT
CHER RS T > TV ABR2ERT 5%,

C CBD

CBD i3, E#HHIcA s, HS M REEER
FRD LV, —KFE R RlOEERS, TROMEE,
HITREE, IRECTHAEL, F#), M, RO —
F UV B, RUSEE, BENHEEC X A, I
F 7 u—R R EONMEES % A&, ZOHRICEEME
DOIRBRGEB R T RS, MERENEALT 2,
E7z, %< OREGITHEEEST, FRKFTHA SN, 3§
FE, RURKEE, HECEMSEEIKEE, EBEIKFEL AoN
%5, %7z, HIEEMHEOEMREHECMELEET S
EDL

I RTEEZE, SHTEZE, FRcHLHEIEOZEwEEZEL,
EARZEZRBD D, RMEE X, ZEHEIE C Crfsi
D&, 70— ARAH SN, HULHEIED S BTHEE,
ERE, B[EZ ballooned neuron 28% < HE 3 2,
NFT i PSP ORI B TE D, KGR M
BIZAOGNDD, PSPIZEL L3k, £/, PSP
EAMATT Y THIFENICE < ORERMAEEY % 4 5 D
PRETHY, ZoWERIZy vEETHD, 2EFTF

B —

>% PHF 2 i3t v LRGN TH 5, BHIPE
T, PSP ® NFT 2 & %15nm straight tubules &
LT %, PSP L OEFEPHBF SN TB Y, ZR-iE
Bl kD GCB, AT 3% < #5115 %%, TuSA
1372 < astrocytic plaque 23HEL 9 %3939,

D *nthnEEESE

(pallido-nigro-luysial atrophy: PNLA) 3% %,
ERPRINC I PSP ERIU & 5 e {TREE, ARERHSE)
E, BHYA N =T, IREERREEE L, WEDFE
X PSP & 0 RO HIPH THERK, BE, VA EIE
IZERE L, NEFT OF b A0,

Vi ¥ &8

Y FNF— WS FTUWEERRIE, EFRICFER S
NIlzd VBIEFOERYE, —a—ar &) 7ICER
THEESVEALOE TN, £ 12 FTDP-17i%
Ry v A RF—Fbi, £y 7, PSP,
CBD © % V#IZ FEENRIZHBAL T WEEI
DWTIIIMFEM Y 7 4 F —, FEEREED Y A )V RAK
Pl EOZDTEBZ D b DDOBLTPYEEO R,
S BIFHERY A VA DEEMTOb IS E I =R
A NF—EEENT W5,

ZDI0EDELEZ XD N Z > TAHATH, TV
4 v —MHRFEREE P S thE > T, 7)) 7RO
EAGEYE, YA NF—, ¥ 7EET EZ OO
B BFEHEOBRH Y, FEBISHT 2F 2 THBPEL
TETCW5, AFETIENFT & v RN R EHEY
B U CEWIFM S » A4 8T — % il i g2 R
BO—HEREL ThTz,
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