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Molecular analysis of mutant and wild-type tau deposited
in the brain affected by the FTDP-17 R406W mutation.

(R406W £ R % b DRIEHMBER R BB M I ER/ T 2 BER,
BRM Y 7 O5F )
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FURXAEOEE

BRFHRHEL (neurofibrillary tangle: NFT) 37 IVINA X —FHRELESOHRE
HEBIIBWT, HEHERANICEREINITEEOBENTH 5. NFT DA S T A
RARKMEORME —RTHIENS, NFT S HBHRAEORMICEZE2MEFENH D &E
AoNTW3, NFT i3, BHEBEMNICE2EFDLDEDLEI oK (paired helical
filament: PHF) M 5720, 43 N EXH UARBEEZRT. PHF OELLFERIARNT
ZED, ZTOEERBAKRD . BINEREEQDO—DTH2IUNEEIZY VEESH
FODTHDIEMASMER DTS, TS5 EML. Y TDRE{L. PHF
EESRENMEARELSIEEITEERRER THILEBAONTNS,

Frontotemporal dementia and parkinsonism linked to chromosome 17 (FTDP-17)
B, FREKABHERZRIRETHD . SHAIREFIIELE L THEMBORE &.
fEMEnN. SECSYTHEAIC NFT BRARSN 2. EE, ZhS50 FIDP-17 XK
FTHOVRRTLEIZ<OBEOILI Y VB, A POVERERNERIN, FU L ®E
MRAEDOREFEMAT I L TREEDIERBLLTHEAHZNTWS., IV VRERDIF L
AWEZ, FTOBNEREEBB IS TORBICMEL., in vitro TORFENSETD —
I SUVDHNEEGRICEEEEZADEELZONT NS, FIDP-17 OBETEED
ERBMOBVWICEDIRABERERK, RERERTIEMIONTNVNDS., 7Y RER
DPFTH RA6W ZERIFEMNS O RREFEELS, BROETHTREMMD I &N
MonThy, BEMEREEZISNTNVS, £/, RA06W EEBKTIE, TIVYNAT
—miEEFERRIC. 28D NFT MFEETS. CHETOHEMNS RI06W ZREISY DD
MAEESHRICIEZEEIISA Y, PHF BRELHERERFETHILEEASNTNS,
T, BRABZRAVZRTIE, R46W ¥ D IRBFFARICHENR, U Bzt &
NREZINTNS, LALEBOBEMRICIHITS RWEW ¥ UOMHHE., BHEEicDODW T
FHTHD, COEROHBEADEEIIDODVTIHHSMATERL, TIThhbhid
R406W Rk DS N/AmAEEESY. YN AP INTERESPOHFEE, EREAYIODOE
. BLUEDY VEEHLIKREBIZDWT, # 27 ¥8)., RELFNFEERVEHRL
7.

2D RAO6W ¥ GEM L : 7 0%, Btk EH2 : 7 1k, &) BA5247 1
AN EXOB/EEINT/-, HERMIIEBICHSEMETH >, TEME S, £aTE
FEOHERZZELTHED, FUEET LI RIOEW EEMNH I ENEREINTVS, &
Coiz, AXTFREHAFELTHERS T, RI06W ZRYTEHRMICERET 24
REEHELUL, INSHFER., Hi 406W ZRUEAKEEZ AL, RW06W sk DFEL 72
VIV LIAGERRINZ, D25 70y MECKOREFLLL., 2O#&R. $Lasib
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AEMHEMETFEY, ZRYSYNIFEFSELETHEELTLD ZENBS MRS .
CDHREESICHRT B0, yONIENFEERAOWTEIZB IR, Tk
TIZ. Fild RA06W ZREMY I EH ARy vidHHEI O NS 57 4 — (RP-HPLC) T
SEEFIRETH DI EERE LTV, RIOBW BEML D PHF RItS TN B Fiats ™Y
(PHF # ) ##8 0L, BYU VB RP-HPLC TEMT &, H4AR, TRWS Y &
BhNaE—nEESEEONE, SS5ICINSEDE—22YUINI L RRTIFF—F

(AP1) Ti§ftL RP-HPLC TERBELAEELI 3, 406 BAOTFT I /B2 SOFER, T
BEYHEORTFRENMIIITEREBONS T EMASMITA /. DFIZ, RI06W &
EICB 2 HER, ZRUSVOREE, REABFNFIECLIORHLE, ThEh
DY Y ERBTINERET 74254 —HEL, —HEOENEBETEREINILLE,
RAO6W DS T7 4 VEBYIFZINSOHETEREL, HESL —F—FEEHNE
METTBRRELEEIA, HEY, TREYI VIR - NFT IC£FLTWB I EAHS
MmER-ST. LEDRERELD, RABW MTIIHF 4R, TREMY YT E BIZFTERE S
(PHF %) WWERL. ThonHIZIZIFL : 1 THBIENMHALENER -, DTNT.
AEMESOYTIIDWTERICRHLAEIA, BER, ZREMSIYOBICHEREIL
BHSNANOE, ¥, FRENDO mRNA OXBEES, TBAM RT-PCR £2H0T
BRitLZET A, HELRZRBDSHRM -k,

KWT RABW BIZHBIF 24D VEELICDW TR LA, ¥ 93U S ELah3
L. BRI LOBBEMNESRB I EMASNTVS, IBHESDIDIZDONT. B
DB A>T Oy b EBIRoEETA, BEMYIIHY S BLIZ L 2005
BINYROL T EMEDON, cHIZHL, TR I OBENY RO T ML
HoNEholk, TOZENS, ABRUHESF TRERMY VBHERIYITHR, U
BLEhic< WIEMNESMhER S, DTNT, RIGW ABHES TIZEHT S
£R FRERMYTD) VELKEICDW TR LA, PHF-tau % 8#%. RP-HPLC %
AOWTHEREERMI 258U, BEORY VELLIIREEAWEZY 25> 70
v hEBIR-, TOHE. R46W BICHBTHILTRMA DL, HFAEMEFARICS
BICU BT TWA I EMNELSMER S,

AEHKICLD RA6W ZRMTIIFAER, ZRHEOYIMFIIFL : 1 OKT NFT iz
HMAAFTNTVBIEMASMIR -/, TDOIEMNS, RIGW LRSS JIZEFAR & |F
FRISOZEHMEETH DD, HOVEIHAER, ZREHMIINERNR] : 10OESHKER
L., TNAMBEMICAD PHF NERINIFAEENEI SRS, £/-. WAKES T
) CEEbE i< W RA0BW ZRI UM, FRUES T TEREEICY VEBlkahTw
3T &k, RA6W ZRKICBITZ2HEMBEDBEIC, 3801 D ELOTLERENES
LTWwaZEarELTWVS,

& AT, FTDP-17 O TI D R406W TR EMHINZHDEL T P30IL R
MHESNTWS, POIL ZRIZEFELEMICREL. #FbELVIENS, BEMTR
EWRB, T0 P30IL ZREZBBNT, FRICEENHREEZAVWARITEFRL,
P30IL T ZRB YT DOBMNEELTVILEVNIBREABTND, TOLIRERIC
EBVVERMBROBVWERASHICT I LI, EZROMAEICHTIEE. BLU
FTDP-17 RAMOZ M2 ERTH L TEETHLEEbN 3,
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Molecular analysis of mutant and wild-type tau deposited
in the brain affected by the FTDP-17 R406 W mutation.

(R406W £ 2 3 OujBHMEE R BE WK ICER T 5 AR,
BRI 5 9 O5FT)

Frontotemporal dementia and parkinsonism linked to chromosome 17
(FTDP-17) 1. BRAKENECEEZ RITHREEHKEETH D, TOMIZ
1% neurofibrillary tangle (NFT) 72 ED¥ TEHAEMNRD 515, FTDP-
1T OFNS, FUBEBEFLEIE<OBEOLY VB, 41 MO LR
MERINTED, YT OKERE EHAKER., BXOHEMRTEOR%
ERATH I TREZESERBELTEHINTWS, #TH P30IL. R406W
ZREIBEERLEIFHVBRREBRZEITHAHDEINTNVS, AHETIZ
FIDP-1TERY UV DAFL. EEADOEGIZDOWTHEIRY 5 EHR T, R406V,
PIOIL EEM I DE SN AR, YV DI RBHEE S OB 4R
TRBMYTDEE., BELUOETOY VEGKEBIZDWT, ¥ /N7 {L%EH, &
FALERFEEZRWENRL 2,

WBUBIKAERRTFREFIBRE L THEARMSY Y, BRI EZERNIZER
BT APREERLE, INSOPKZRAN, L2470y MEICED
AT U724, RMOGWIR K DAL 2L a N ABHE SIS ER, &
BRYONRFIEFEETHEEL W S SICHESAL T —ETEKELH
WEBRE _EROEICESBHOME. AR, RS TIIRE—D NFT T
HELTWE, LEXD, RIOWVEITIITAR, BRI TIZEDHICFAEBN
Ei4r (PHF Ei4) WEHEL. TNS5OHIBITEL 1 THB3ENWDERESE
72e RWT R406W BICBT B Y TDY VBILICDOWTHENLIZEZ A, 1]
BYHESOY T TRERERMYTIIFERY IR U BT NIT< WD
EERHESMNELE, 5T, RV EKICILE T AERRIY T DY EE{LIcD
WTHRETLZEZA, BER LR, SEICY CBIEIN TSI 25
ya XNl O AN

F/z, PILEEMKICIONTHRERIC, FENTAKREZERWEZBRHZTHo -,
FORER., POILMI DN IVABHES T, ERUY IO
AMEEL TWiz, £/, REMBILENBETOER., BRYTOBRNRY Y
HAKRICEEL TV, 517, PIL KOTBEHESICDOWTHRE LS
A BRYMBRICED L TW e, 2L, BER, £RMY Y
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@ DRNA REEICEFED s haho Tz,
UEDHREI D, ROV ERI VBB AMEZEREOEMEE TH 2H,
HENVIFAR, BRBMITNKFENIZ] : 1OESEREFRL. Fhiik

fIiz72 D PHF DRI NAuIEENEZ SN, £/-, AIBAHESS TIZU
BT HUT KW R4 BERAY TN, ABHES R TEHEEICY B
NTNBENIHERMNS, R4V EEKICHBIT 2 HBMARIEDOBRIT,
B ALOTUEREBNESE L TWAIZ ENRBINA, 512 P30IL ¥T
3. BREAYDIIHERICHNR, BEMICEE I ENBaENE, £,
AEMESICHBITS PIIL BREYTOBMIMESNDOERIIC X 5 RIS
BTHHBEEZONZ. ZNHDRERZEZH LI, YTOLRERBMIC L L2EHE
BoEN, BLXUOEKEREDBERIIOWTHRU =,

NEREBIZEBL. BEOAGBEENS RI6W ZEIYTOY VEILETO
BRIZOWT, I, BLXUORBHEYTVOEZHOHEBEIZDOWT, 1o
FIDP-17T ZEMICBI A Y UEBEKRLZH LT LAESEIZIDOWT, ¥y O
TR T4 — 2B YTONBEEIIDNT, FIDP-17T T EMIZB T 284
BMOADOEEDEEICDOWTEBMNS -7z, BIE O BB 513 R406W
EEBICBIIHBEMYTOERERICDONT, ELEY Y invitro TO
WM REEICDWT, YD) v 77 IR T, FIDP-ITERIYID NS
VAV IZYIRTALDNTOINETOHBICOWTHEBERH >/~ £
FEOHRBEENSIIAERTORZROBES. BLUSHOFRFZDORED
AJEEMEIC DT, R406W. P30IL BROBERBOEVWEZRETAEREIZON
TOERNH 7=, TNSOEMICHL., BEFEEFIIBHDO I NFE TOHERK
BONEEHREZD IR Y EEE{T o,

T DI, FTIDP-17T BHKICBUITIA2HAR, ZRAUITOEFHREZRD
BZEICED. 2D0OFER (R406W, PI0IL) BBV UEEERDEN
ZHABICLEZETELSEMIN. 8. CNSOBHERBEIE, 7ILY
NTIX—RERLCHETSH. 2L DITANF—OBAICORNIHEEHE
5 ENHEINS.

BEHEBE—RIEZ. INOSORRZE<THML. HFENEL (BE¥) DA
EZFS5DICTRREREETHSLDEHEL 2.
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