(3) HAaLEMBROEENETESR"
A& DOLEHLSHEBIZOWVTE L IRITIT., B, FEROIE. LEFFMR, BERY — L.
T—h—RE Mo THELAV ., HBICEHEL TV ERBITILOIERB N, BEENEDNDE
Fici, BRECEMESCHBERGIV 27— LOEHHEEND,

(4) 5 >REMNFEOI S & T, FRAREICHETS!

BE -FRIBOWT, RRFER, R5GAS-C, AR, BRIEE. KRAOEE)., Tofh, HI5ORBAER
bRBRFEBHLNIZHA L, R ECLENREICHABR T2, VA VRICEREL TRERRERPSR
RAREBHLNBILIIHAIBREIIERRDLBRIETHEHN, THBERI AP o TV RIGEVILE
BE IS HRNBRBEARESbDHD, TV REE FRCEHSETIEREIL. VWOoThE
LR AT THIZLEBXRNBE, RRPCEROMECT I LB RLEDREEZTF = /L,
SHEISCTEMFICHBRTAZENEELN,

3R

1. BEHEEF %%‘-imcﬁ?é:bﬂ%t%aﬁi& EBURAVAVIR, 1. ehTFUR9R. $52150). BEA RGNS
AR SBIMERBEMA LRI RV BRCEREY AV ABLIEIC B SWERRHE] (8). 7V
REBRETANVABRSE. £FHRR;2010. pp213-219.

2. BEREET HEORELUEIEENE). AVTVRBRETHYARTA (20084E1R), EAe SR LR
e BIMERBRRFAITE TV RRUEREY ANV ABREC ST 5WAT AR (WIS kiSK
¥ ERREE BEEZ). 2008. ppl23-140(FVFHR TBREDT AN RABREE 1B+ SR AR RHEOR— b
R— g ¥ N30y a—F FTRE) hitp://prion.umin.jp/guideline/index. htm!

3. BEREETF FUTURBEREDOE &£ ~DHT )Y HABEER 2007; 65: 1447-1453.

4. BEREETF FVFRBE FEROLBHREYR-IM ATFACHTIER. EASHRERERHSER
HRBERFREE SV HRCEREVOVABRECETARETR TR 17 FERE - SEFRRES
(RFRARARE AIBZHE). 2006. pp99-111.
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Vi. YA RmDBREF

FIFAEOBETFHICOVTE, [FVF VR R CBRET ANV RBRE BT 30 EMH R
RE2TIFIVAVRBRETFHIANTIA (2008 EER) IBL2BEh TS
(http://prion.umin jp/guideline/index.html) , ZOHARTANZESNTRYFBHRATIZ L2 H#ER T3,

BEHARGAL T, [TV RBETFBEH ART A2 (2008 EERR) |0 B RELLTIHEA T3,

FVF BT BEH AR S 4 (2008 LEERR)

F1E
W2E
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A
S
H6E
T
e R
HIE
%10 %
®113®
®m2E
%

B

HBRBOERITHLEEST

FUA L ORE

CID HENRADBEDNAYRIEHIZAVON - R SR & T D0 T B
HILENRERE

Rt T ]

HWRAH

IRFHAR

BRI RIER

B REE AR

R LR R

HLHRERE

NAVRZERIZ AV ERRREEE TS CID ZRBETFEHIZOVWT
CID —RBLFB5IC B84 D3 SRR
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X. $EXE

1. BIRBIC K HBHRIIE

WEBR—LR—D

[ FYZ R RB I UBREMEY ANVABRIEI B+ BRE ) LT TV AR —_ATREBRT
PHICEE AEREMAIE 1T, MHEHEA R Th— 23— (http://prion.umin jp/index.html) ZBARR L . &
HARGAVEEULEBIARTA PR OMERRRE B REL TWET,

CDH—RA S URAEEAR
TV RO ERBIBRFAERIIBITIERZRE R RBENER. TROBFHR
RERXLSIAVEBRETFRELFEINTIEN, BRMERICEBITHIHV ERENDRIES
FHHASNIERIR CID h—_AFVABEBSRRBINET, HIRD CID —_AFRAERLAHE
RRO CIDE Y FFENREERITo72%. CID P — (T RAEBLXIC TR BIREISh, TORERH?
EREIBESNET,
FVFVROBKETIRBLERRL, TR CID — A7 AZRBLFBERICTHET I,
AL« CIDY—_ATFRAEELHER
HHERERAFEAERERERETAR MR RRE RARE) 25
T113-8519 FIAE R XS E1-5-45
TEL:03-3813-6111 (FI$87254) FAX:03-5803-0169
E-mail : prionuro@tmd.ac.jp
http://prion.umin.jp/survey/index.html

CDA 2T FERAS
TVZF U RERERICTIFIROGEBICEDLR L RBBHLRERITABTOhZREIC, EDOE
FITHBTON - ERBRLERAL TERITARITONEAELREL. TOROBRBTERLET,
B#EE © CIDAVYTF/NERLSHER
RAKFRFREFRIAER RN REE
T113-8655 HIRERSUR XL 7-3-1
TEL:03-5800-8848 (i) FAX:03-5800-8849
http://prion.umin.jp/survey/index.htmi

TUF REREBERS

TVFVIROERZHOXBREITVET,
HRE  BFERKRE EREKRAHMERN REREMRIZE - HIEFEEIE
T020-8505 EHFRBEMEATPAIALI-1
TEL:019-651-5111 (3660, 3733) FAX:019-622-1091
BRE @ HBRKERER ~NASAIYAT L BSOS e
T1770-8503 THEREEESTTERAET 3-18-15
TEL:088-633-9283 FAX:088-633-7174
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YRR 14-3-3 B - 84 UEBRIE, RT-QUIC &
SRR EICCAIAVROLHEXBLET,

gk « RIGEKRREEER BRLFRITEHE

T852-8523 EIHREGTIRAL-124 RIFKFESEE LBHEF
TEL:095-819-7059 FAX:095-819-7060

E-mail : satoh-prion@nagasaki-u.ac.jp
http://www.med.nagasaki-u.ac.jp/mmi/cmb/prion/index.html

FUF  BOREFRE
A BEREFRECTIIZVEOBEEXBLET,
R HAEREXREREZRFEN REHEZIEF
T980-8575 EIRIA T FIRER ERRHET 2-1
TEL:022-717-8147 FAX:022-717-8148
E-mail : kitamoto@med.tohoku.ac.jp
http://www prion.med.tohoku.ac.jp/

BREJUALBEAOHYIRETOy MEF
RSN E Y T AF T uy MEL TR EZ VAV BHOFE. BIUROBEEITVET,

gk BIKZREREZRTEN RBREELE
T980-8575 EWRUATHFRRERET2-1
TEL:022-717-8147 FAX:022-717-8148

E-mail : kitamoto@med.tohoku.ac.jp
htp://www.prion.med.tohoku.ac.jp/

2. HRFHEY4— (AEMAEABREPHRME)

FYFUR (1) ZuAY 7=V h- a5 (CID)
CID FBE DfES (—FI A& MiT) :http://www.nanbyou.or.jp/entry/80
CID 27 tagtiadt (EFRHEE H M Y) :http://www.nanbyou.or.jp/entry/240
CJD FAQ (&3 E M L[E%E) : http://www.nanbyou.or.jp/entry/385

FVAVIR (2) VARV« AMRA RT — I A I —TR(GSS)
GSS BRI DD (—EFHF M IT) :http://www.nanbyou.or.jp/entry/88
GSS 25 185 HaeT (EHAEE 3 Mi7) : http://www.nanbyou.or.jp/entry/247
GSS FAQ(X<#BE M L) : http://www.nanbyou.or.jp/entry/386

FIA VIR (3) BFEAER BeAE FRRAE (FFI)
FFI SR K. DfESL (— % A& W7) : hitp://www.nanbyou.or.jp/entry/51
FFI 205 - 185 a8t (ERRIEEFE M)Ii7) < hitp://www.nanbyou.or.jp/entry/213
FFI FAQ (X< HBE [ LE4) : http://www.nanbyou.or.jp/entry/387
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X. BREE

W & K & % A
BSE bovine spongiform encephalopathy v U IR N
CID Creutzfeldt-Jakob disease Creutzfeldt-Jakob 5%
CWD chronic wasting disease BAEHFEIERA
J4CID dt:1ra mater graft associated Creutzfeldt-Jakob FEISS % Creutzfelds-Jakob 78
disease
DWI diffusion weighted image LEGRINER
FFI fatal familial insomnia BOEMERRERIRE
GSS Gerstmann-Striussler-Scheinker disease Gerstmann-Stréussler-Scheinker J&%
PPS pentosan polysulfate Ry MRV NV T z— b
PrP prion protein 7V F &R
PrP° cellular prion protein EERT) A ER
Prp% scrapie prion protein REASYAVER
PSD periodic synchronous discharge B EERE
RT-QUIC | real-time quaking-induced conversion RERTY) AU EARBRERIEE
TSE transmissible spongiform encephalopathies R SN
vCID variant Creutzfeldt-Jakob disease ZERA Creutzfeldt-Jakob %
WHO World Health Organization i SRR RS
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TIF Y RBETA ¥4 2014
2014#£3878 R/

| E
BEaymatEfaRane BHERESHRARATER (REERERRGTRER)
7Y F YRRUBREY 4 v ABRREC BT 5 REHeE

BEFSHRLMARBYE BLERSSHBAANR (BRiERBRRRER)
TV F VROV -4 5 7R L RETFRHICHT 5 EENRE

3 T
BESORFHARGNE BEERESHBHATR (RGERERBHRAER)
T F VRRUBREY 4V ABREC T 2 WIAREEHE

BESOHFHARBYE BRERISRBHATER (RiGEEERRETRIER)
TV F VBOF—~4 T ¥R LBETICHT 5 BENAR

ARERE
SRREAZERRAREBATIAR BB - FREABE HEANRS) A
920-8640 BMRERTEA 13-1
BE 076-265-2293 FAX 076-234-4253

HREHERASAZRERERAFIAMN BAERNE BEARSE) T8N
113-8519 HEBXHREBE 1-5-45
| 03-3813-6111 (P#R7254) FAX 03-5803-0169
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r————

4

B K51 > CRALEDER

AR V2

L

= [FUFHEBERAI KT T 2014)

O peypnsmznnns SanansmmRess (77 SRR CEREY 1 L X Bk
BE FIHBAMBRIE] [TYUF ROV -1 5 X EBLFRHICET 3 BEMEME])
http://prion.umin.jp/guldeline/guideline_201 4.pdf

el 7 ( ~ fFROER

20143 A1, EEFHRETFEAREDE
BEERBERMMATE BRiERBRRE
REE) BEO2O00MEETHS, [TV F
YRRUBREY AV R BesE (B S 5 B
REE| (EEBRE  WWHEL) & [FVF>
ROV =AM T VR LBETHICHET 5 ALK
RE| (EERAE : KBEE) OFREHEC
E0 [FUXVREBTA F T4~ 2014] ¢
£ 47 & R /= (http://prion.umin.jp/guideline/
guideline_2014.pdf).

BHARTA TV A VRBEEME LR
—BEMMTICERESNhTEY), REOHMM
RpXTiER{, TPRREOEMPHEEINT
WAREMOF 412 7)) YEBRICIbo T
Wi E, FEICHET 5 bAEOSHEKENE
532 Z2BHE LTEREN TV S,

TIFVROBRIAFTA IZBELTH,
WhWAESRHBEPRE LA 1996 FI12 7 1
A4V 7zt ¥ 275K (Creutzfeldt-Jakob
disease : CID) ~D—EDOELAETH, BE
2RI [7ud4 Y7l - YaTmeR<=
27NV R AN, FOBROF)F VRO
PR BEEAE EBFROEF ST,
2002 £ 1 B BEA&SBY - TERBENKHE
BN Y 4 VAR T 5 AR
(FEFEE #AFEBZ) KLkoT 2uqy
T - VYITRBET= 27V - KETHR

&L<}7U¢Vﬁ®%ﬁ,&§,@%@?®.

BB, BREGHZECOWT [REBLEZS
KBROWHHR] 2 HICHETHME S,
He=a7 VOHETA S 10ELU EAEBL,
ZOMIZDOYEO T ) 4 Y ROBUEM, <
BREGWORBHLESNDY, REORE,
BLURREIHMICEELA EESICE,
B MRI ERICBVTA2RESHECH T AEE
FREGOREL BEFO 1433 BHEE
OREL, BBEFORE )+ L EOEEER
DHARLE, 7V VFOBUHEMCEL
T, DHFEERHERE ) - FT5305IchbLwn
2B, BHLFTAL T, TIVFUHEOHT
BHEEHLIERBMASEHS 7 a/v 7z - ¥
ITRCHATY, They4 7OBWBK s v v
VI - XITH, bYrEOREETIL
VREORE LB EOEERS, HAMNICHEE
ERoTWABEBHIZLAI Ol Y72l
b eXamRE, TV URERESLBICA
S TBLANEBHLARDIRNEABTHRICE
EHONTVD., E6iT, HBECE, hFT
KON BBROBELIA 70— A D
AREFES~OMNIGE, LEALY R— FMEH
ERGHLR2EREO BRI TS, BRE
WKEFTAL P74 ERICEEboTWBE 7Y ¥
RBENRENES CRE L T 2RI BE
HoRELEREFHERSh T2 ().

G5« /R LR

EHAFSAVRBINFTTCOT=2FTNER
7Y, E{CEOEEFROAFT: LICEL TR

-2121 -




A7V UmBRAC1 K512 2014] OER

RITICH A T '
TYFRRCBRET N ABREICHT IHER
xH

FYXLEDY—~A T X EBRTFHICMT SEE
A '

TUH L RBRAC KT > 2013 JEBLE—K
LA RS S L AEROBMESE

W TUFLFER? TUALHEESBRTEHR?

0 BRETYF B
Ca BB
b. B

V. REET U A DR
a |
b. B

V. BEET Y+ 5
" a BB
b. B

VL 7Y o LD ,

VIl 7Y+ SRR - RECHT 3 0BRSS
VI 7Y F S HOBHTRE '

IX. B
© X REEES

BRINTEST, HL FTEEKOASTRH
RELEERDLILEHRELTERSAT
Wwn, 7ok, ME¥IOSY TV - Y
I7RICIE6BBAEIENMOENTEY, &R
HOBBIERIATVWEY, FREZLEDE
ICHEEZHLTWEDR, L)L) L2ER
PREFHOBROMBIEHIE, BEXELR LI
BLTREPN TS, BESHEICELTI,
2008 IS [V F Y RBRBEFHHTA FI4~
(2008 fERR) | (EAERFZRE - KiBEE, BEH
£F  BEEZ) #BHEATBY, SUF>
MNIBOBEREDPS, BESRICBREES
PEMICERIATVE. AEHSVD, B
MRS RSN TBY, EFOALZST, BRE
BAEPESROFICHHEAR TV L ) ICTE
ENTVBEDT, FRERHUTCOREEEDT,
BENEICHLTIE, ZHO0BEFHTA K
FAVEBRIZTRL IV, UTIEEICER
STV BEEOEEE2HEAT 5.

BRIEBHEN A RSA 2V EEREDER/TVA VR |353

TJUFURER? TUFVREESBRT
h? (&

S Ny R oo

BLALDOFMELSRTLLBDLNEET
dD, VX UENEDNLIBELTBRLE
Wi, ITIoEZBRBTHE L. BAOH
BidESoFHTHAA, HA 2 [FU A+
RELIBRTED? ] FEBESITEY, §
2RO L) RREETREL VA —E
TOPB L7V XARBEREATY
5. TOEICERS T AREDKEEE,
X. ZRZB| oBICERENTEY, KH
FEICHEL Tk, FHEEORBICHBBEIL T
B5ULTHAL VeA4A =%y FPTRETIE
bPBLIICoTWwS, HE 3 BHELER,
BE - FEXE BES BRES2LICET
AHEBE R oTVS,

27w I~V E)

BEEIOfY 72V b - YR, BiEE
VAR, BHETY A VROZELDHFEIC
LT EALBHOEENBRTILONATHS,
TIAVEVEDRLBELDRE LRI,
BRBOBEREZRATVEE, THEDDHS
REOBHOBLERT AL L. REMNLE
RBNEEII—-ROEM T LBNES 2T
EOITAZEMNTES. BEIRELVWESICS
WTik, HOFREOEBTIELTHE, &
BBERLEETHH, BNEMNEORE, Fik
BOBER, hoBEEREOREE, BIFF
HROFELR LITRBLRDIBOFEINDID &
23309 %w. il BREOREED
»HER, BRPMREREODH ST Kk
005 REETERAEDER, %L CRERE
v, ERCEXTHEMRIEZOEES
MEZOEFL EE RN, BESRS
DA VROTRBEDZEZ 2TV v, B
BEBHEICIE2704Y 72V - YT
FELBLLTWAEA, BV O TR
WEIILEBEDT, SHRLITHLEZTILET
5. (FEREOBEMCELTRESE VILI
) A4 viR] (p278-285) %),
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354 | iR

TG URICEE LRETRELBEI
i3, BBESIDPEET S I EIERE LRI
W b v, B MRIEEGAEE& TIRTAD
AFE, EMAERNEEE, {REEERIE, MELAS
(mitochondrial myopathy, encephalopathy, lactic
acidosis, and stroke-like episodes © X b I KV
TREE - FLERT ¥ F— 3 X BEP RS EE
BEH), RETKHRENHES RO T
PRLATEN, RERBTR1STATIOE
BICHAT, BEHEML TS 37X OEHE
DIZIPREFBR-ZLAREIA TS,
BRI B VT 1433 BRIEMINERE,
Rde, fURPERNE, (REREME, BANGE, &
SRR, RHEEEL OTHEICRA T
ENFRESNTED, RT-QUIC HEIC & 5%
T A v EEGREE, i KERERNER &
THBHL L BHEXFHHDOT, BHIZBNT
BaREREH ) LEFEDH 5.

TUZFVROBE - FEICHT 2DETEHN
ﬁ%(WE?MP

o s

T AVHETE T F rEEARETFOSEN
REEICEbEZ L, REROZ VM)
FUBANSERDOLENL I E XY, A
T v AREC BV THEETFREISHTENICED
bhTwad, 2502, EEMBIEENE LT

S hTEBY, TEMICI00 AL AL

ThbzwI & X DEERICHET A EE D20
CET, MEECILLEB AP RS 2
TWBHLLRL 2. 2085 %2EE ne
B LB 5~ Il L A0Sy v
ey, BRI CERONE LEy
HENTRL E R EESBETREORE, |
T4 » T v % (http://prion.umin jp/prion/
counselinghtml). T O TIE, B TORY
A, BERPEREOCENEREIHEH AT
V5,

WIZEEP S [7) 4 VBT 268
FraRurHEBREORE] (EEMEE 2
H-—3%) WFFEr RGBS, BERRE
MG OB & & 0 A BREREN BRGS0
TVvih, ZOMRE N Lol aEGREORE

WO FHPEBICBT A HBREREOLDIE,
L0 &L DR, L TEELBEREOGN
BREURCHD. KvmaT7VOBEBHTSH S,
DPFEO T F VRICHE T 5 BHEACEDRE EiC
LD, ~ATHE L DEFNFEHESN, 18T
LR OZOBFAROBIRTH S ) + Y HO%
FEPHBET A2 00T A,
(S5t e, KEBIEE)
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‘ractice

e
FEiE.

i)

RS BT Yurie Nose, /REBHE Hidehiro Mizusawa

TV YREBEETI A E T
(cellular prion protein ; PrP%) A% & A HE
HTEEREETLIRE S I vy o8y
(Scrapie PrP; PrP¥) 2%k L, FRME
RIERTHR L CHEHRESE2 R T
FTRAREFRMERATHY), AFLBEYET
H5.

> bRk

TNF I RGPS F IR BIT AR
RPETH D EERIC, BERFTHLLET
A0 4 R ] 11982 4 12 Stanley
Prusiner H4-ic & D IRE &, HETIEM
DEWEBLEDT, AO A= X A5
KERENTWE, EELT VL& Xy
PEETERT A A X LOFEMINFE D
Mo TWivs, ) F Vi, PrP™ #58%H,
EfRE, ERr AL CHEENMEETAZ L
WX AN (BEE), PrPEETFEF
& B BiEME, PrP™ o R ATREE 2 IS
(BARBEEMH 5 W IERME) RS h s,

> D Rt

B (EEZE AESHE), EFESE
SNELFATEE, EEHRER), AW (ZER
o4y 7x)vb- ¥ 37 (variant
Creutzfeldt-Jakob disease : vCJD), 7 —iv—],
M VCIDZ BT 280, & b FEMER
#) ERBIToN5, HEEBHERZ CID (dura
mater graft associated CJD : dCJD) &
PrP* oSNt M RKHEEE OB
IEADDT, DHETIE1978~199]1 E i
fEH 2 N7 Lyodura®h & OB Hps i &
ENTWw3B, dCID B, L3R E TOHE
121 F, BREVETHL. &HRD
1 60% DT OAEDEFTHAFRE LTI,
Lyodura®#sh 0l E T ( RS HZZ &R
BRENFREIDNELTIDOBEZE/NE
YT THERLZY, FHaRAMAERE

Prion disease

TERZEEVELILNTWA, vCID 128
LTk, EETY VERKEE (bovine
spongiform encephalopathy ; BSE) #% ¥ 47
L721985~1996 EIZBEREF ML TE DA
EHEW PP ~OBEZELFIT b0 L ER
Twh, BSERITA58 10EENL T vCID
AHATL, BREMIBEE~I0HERET
5.

P DS
T F VEORERIIAD 00 FASHY
£l 1 ABET, FHEBITIRTHA.
DHHSETIE 1999 F LIS IIRTER IS L 5 7Y
FURDOY =L F U ARTORTHED,
I3FE9HETIL2162 ADT ) F UiE L
FENTwA, HEEINEME766%, BHEHE
192%, HEBE39% T, HAEOERE L
TS, BEEOSESIHERINCE
BEET) & Y HRITIEE AEDICID TH
5. vCID id b E CIHEETO RN EED
na1BoRT, HEWYIZH BSEREFD
o fE IR & SRR ERHCRIA L v e
o R FHERICL D EITERE LD
5. 2003 IS ERREEICTRES N, BT
HUAZBEFRAOBENERTToNT
WA, BRI L CIEE SIS LI EED
FENH D,

(SR B AER

> b BT R
OIMFEHE CID (sporadic CJD ; sCJD)
ERTIAVIFEOHO% T ED L. B
70% O #\EFIT A L ENh, FERFE
DERICOERE, FBHE, I4s0-22R
ANESREE, HERE, S OICHER - fEEN
BIEREVNERIIETL, FH3I~64AT
EHMEEICES. SEBITHIE T
HEWHI-2EEBETH L. Lhilidhe
HREZETZRIALD Y, FEI LET
HbH, THEEEZFEIIRT.
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&1 MAEMGCJID OZHEE (WHO1998)
PROTRERR, $EYzX4070y MNEPREREETRICEETU A

VRSO sonsammEheso,

rigpﬁﬁﬁﬁa“}u TR NTDHRES T WL, EITEEMESTL,

BORIZT PSD 2889 3. &5,

IFU0-XX, BEELG/NBER HER

CIEERO ¢ sepmmmp BipMEs0 4 BAR2EELLL EBATH0, 5500
[3.8WEI] WYL, B 1433 2o NN T2EEERF 2 EXETH5350.

I N s

@/EET) I VIF

PrP #ZFOREICERAL, SHOEREY

HMHENTWD, BREEEEEETH S 75:*‘
FHEEN 7, MEFE L TRET HRE

HY, BDAETHLCLAEFDLS &Jxﬁﬁjﬁ‘y
v, BT 2ER (REE) 0L, d@EE
CJD, Gerstmann-Straussler-Scheinker 7,
TR EMEAIRSE (fatal familial insomnia ;
FFI) oK E NS, HHEFEEETET
7wym%?'ﬁwgﬁaﬁﬁ$&@ﬁﬁ
%, NIRRT  BRUMNEEHEROZE
OFER, 28— % T VEER, FATREE
TRETAENZELH 5.
BT ) o VIR '
HHE CID #omER &, KPR ITRE
S %’éf U SRR 1B AT LB MM B R
E (PSD) TR KRLREDH 5.

> DB D ODNF

i MRI Cid, DWI ¥ /712 FLAIR C# %
¥R BRI, SR, KBEEE 2 &
SEESZHEO0L (H)., BHEENFED
ZELHEN, MEFTIERMERE L LI
TEE L 2 A T N, R, SRS

BEE - FHAMEEAGR, 34 70—3X
Xi}*ﬁﬁ}ﬁ“% L2 PSD A L, sk
13 PSD (ki 5 LB ISR EAL+ 5. Bk
ik, S, IO ERRIEET, o
TRIIOVWTHIEEAEDEFTCEETH A
A5, 1433 % Y30 LS Ty o3y 3
T 5, L4, RT-QUIC (real-time qucking-
induced conversion) HE I & ) BiiE o
PrP* O AT e L o T b, 1433 %
Y%7 R RT-QUIC B & A PrP™ i1 vwin
ATRIEGEE, RERREVES THBEMRIC 25
BEVHY, EEPLETHE, B

S 416

BEERFICRBOBRERERE T 5, REEPSD # I CEREBN 2 EXRE

1 #EE CJD D MR &
\_x‘sNT?‘m t~‘ﬁ£&2.{§§‘ $f§<?§"?' xﬁ&
KEEE L R I SE ‘?rﬁr?‘& e
N5 BHIIBEREY L - TFREEICSS
‘?‘}:) }_:ip%f N

%é%é:@ EFIZBWTIE, ZhoohES
TFORERICBET L 2 hudh b w,

> P ihiE
RAERIE T PRI TS T, fHES,

TREEHAEL 2%, ERBRETRE
I RERBTH Y, Eﬁirf,?‘ IR RIT o R

5. PrP* ORBEHEANOE BRI L
THUTOREMESEETCH LD, BEO
DETATRETAI Ld R, FlELLT
ERRIEE L Tidz & 4w,

Wl hEEEORBELT, TUF vy

N7 ORFBEIEZED T Fu—F3EZ 5
nTBh, For+yr 3yj—vvF,ﬁ
VT =G ALEY, WRALEY, SR
TRy, BT UEEESENSEEL L aﬁ?
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EAEDLN T B,

D b RGeS e

BREOFEEELTIE, BEORHEETIE
PrP* OB 2 2 Em R 45 2 LAHE
#em, vCID D LS IS T T (RS
MF S BREHEND 2HE S D 2 SEH5EH
ENTWE, TVF UHEORBRETFHICHE LT
t, 2008 EIHESNIBRETFHTAFS
A VBERTweb ETTCFICAS. 2E
2, TUA VREBEEICER LAFHEAC
LT, BERESNTWDHEE - MEAE
ik, OBEHTTRERERE, BRI TTEY,
@FBEIRF LM - AR TEBIED
B Bk, 3%SDS (F7F 2 L@+ b
%A BT 3~4 4 100T i L,
FEEF LT v V=T A4 AL T2

gl L ABRERIIS L NF - A KO
F— b+ L—7TIC I050E O
R EOINE - MEMUEAYT & 22 Wi
SeELICRE L CIE A g AN L AT

HIRICEBRLKRERT A 77 AR EHIC L

5 fE - NERE, OREERICEL T
W0EEFET I BHLETLI LSRN TY
5.

(8] e o e

1) KIBHERE  Clinical Newroscionce. FHHESEM, HR,
2013,

N A ERUEREY AN ARESEIIETAHEEEEE
T vREBEEY LV AREE SR SRHE
B, 2010,

3) BAEHHE T F YRRUEBREY A N AREEIMT L
RMAEY, EEFBHETIF VROT AT v AL
THICHETAFEHEEE . YU v BBEEFAFI4 >
2014,

S 417
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VIL U 2iE

VI 7YU4 5%

T F VIR

I OT7UAVRE, ERTVFVEBEIEEEERTIRETVAVERICELLENTHILILY

ST ARSI HOBTREE TS,
| ORETUAVEEABART LT ABRMES TOBDRD, 5 ETRMECEEINTOS

DYV UF UHEICIIIFE, BEN EEE (B O 3SEEHSHY, ROEVLOREAREMERTHY,
7 HESDTOD. REETIEOBME BROIF 70X, NEEEHRE, SRR
HESBYER 3~6 PATEGEESCESEE, MRIIEERER EOAMREEREROE

85, OREDPSD, REZETS.

ORI TIIRARBAE CUD HIR LLRMHETASEL R CUD HbOEL L THL
ORRER, Bk BRRE MEFRECKUNRABIETIILN, FEORE, TRBRTH,

DEYR~-MECBWTEETH%.

O ERTHEREBICMAMRETOUEN 5.

7)) 24 (prion disease) DEEAES T
HBHIUAY Tz b - XY I TH (Creutzfeldt-
Jakob disease : CID) &, 1920 %I Creutzfeldt,
1921 4E1Z Jakob I & 1), REF LT ICHE
MRBREE 7)) A = A% &4 8-l L
LTHE &1L, 1922 412 Spielmeyer 12 & D)
CID DEFRAIEME S M/z. 1966 4E1C Gadjusek
KED T = V—BERPLTF 80 I —~DER
PR &, (AR LTl (s
B &% Y, 1982 412 Prusiner 1 251k
LABHEGZRT A RERFCH L L35
[T TR 24208 L7 F0BOBIEIC
&0, BEHEOLEHEE (conformation) DI
fEPREE, B X EBEOEBIIRTRTS
A ENFRHEN, METET)F UBEIZES
T, BRAVEE, 2»oEE (%) oBET
BB L) RER% conformation & & b X A
ENEEoTETWA,

EETY 4 vEROERIEVEZIZES 2y
ENTELTE, /»7T7T7 MOEFAEYTY
BEEZRohyv. WTOBBEIGLE, B

R, BRI, SRR B oM
WTEBBELTWE, &E7) 4 Y EOEE
HTUA VERERLT R /BRSNS R
ENRZoTEY, EESVA Y EETIEI%
PToBY— MEENERE ) F U BEHETH
WULLECRoTWE W, BETY IV EH
BEEEHETRELSLT{(, 7OoFy7—¥FHKLK
LU IR THIHFEs LI EEY
HTa?

TNAVETEEER 74 Y EH (cellular
prion protein : PrP) A3 & A O TIEIEME %
HYHEET) A Y EH (scrapie PP © PP¥) 12
ZALL, EHHEENCER T A EIn LD
BHICHEEEE RIS I N BEHESTH
A MEEIOL YTV ¥ I 795 (sporadic
CID : sCID) 1% 14E/Z 100 A 1 ABED
HETRIETHZEPHMONCHY ¥,
EFHINBMREN R S 4 T, EROHETFHIE
<, 3~6 PR TEHEEE 22 %, bHHE
TUIE 1999 44 & BERRIE A 202 20 B e iR
BEHMEL BV — N1 5 0 AT
NCTBH, 201349 F T2 4281 GIOFED
o, 21208 7Y+ HEshTY
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i B EORMEFBERS (PSD)

JUZE 1279

Oy o }‘
[ClLcrdtllricees

5. TNFUREWELZICES R ERER 2V
BRTFOBRT, AFLERIEL LTHOHE
Tik 2003 405 SERIHEICHEESN TS D,
B2 2Wi 7 B UAICHRRFT~8ETa 2 L
BEBITHENTWE,

SHEETHOBMEERLE I X 70— 2R
gm%&%&ﬁ&%%?%ﬁ%ﬁﬂ%ﬁcm

€.

anlEss

HE O "akinetic mutism” DR TH B H, FEIC
BOTHERIXHEMTE AL Stedman ESRRBT
1¥ T'subacute or chronic state of altered con-
sciousness, in which the patient appears alert in-
termittently, but is not responsive, although his/
her descending motor pathways appear intact;
due to lesions of various cerebral structures]& o
T$H 4, Principles of Neurology T & [A syndrome
sharacterized by a silent and inert state without
/oluntary motor activity despite preserved
iensorimotor pathways and vigilance-:-.This may
'esult in impaired abilities to communicate and
Nitiate motor activities.] &R ->TL\5. IF4s0—
AR EOTHEESICDNTRERHSRUN, U4
BTRIAIO-XAEZEH>TIND, HBEHERE
*L%Ltiﬁzm sasmuaavccm;:natén—w

-------

......................

A~
-
A~
ke
LA
-y
/N
e
e
-
V>

"~ BRI Hz ORY THACRET 5L
ERFEORBIERBBEBY 3.

CBL T, HBMESICBIT 5 LATE
3. FTVF VROBKRBRELBREL, DR
EEYREHE, HRER -V VERRERY
TRETHIATIFETHILEEZQBEUCSE
&, TVFVREESLBEAIE, RIEREIC
L2 MERBMERE (periodic synchronous
discharge : PSD, ) D&%, ¥ MRI OiL#G4
FRAE % (diffusion weighted image : DWI) % FLAIR
ERTCORREEERLEEZ ICENBEOBRES
(B-A) oFE BEREICLS, HEE+do
14-3-3FBR Y v ERDHIZEICMA T, RT-
QUIC (real-time quaking-induced conversion) &
REBHBFORE T 4 Y EROREILE
TH5. MEMLBOLRIEFNICBVTLEE

------------------------------------------

%%/IRI BRARERICBY IARER EREROR

FICHABUARYE CID TIRIBCAEEZ CRHENHE X
N3, ABRACHREOENFTEOHESERHS.
HBRICIBES 2RI L3t BETRECT
KE>THESHROOSND. BESHEERIERLED
ICHBEICESY, KBS IENFEICES. BEEKO
BESE, Z<OFTHROBREDDHREY, B
B MR RE SESRBOBEIESA> TV, ADC
(apparent diffusion co-efﬁc:ent) tzﬁ#ﬁ??’%

...............
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VIL 7U% 8

A 77 E0 MRIEEGERER (DWD

DHOEFATARE CID TRABEH AT, ?5&25@1%&%”?&?&53&%%%&&%&Eﬁ@@ (DWI) TEIES Y

% (A). VI80IZRUC & 38R CID TH, RIZHEL, BEELPUBNERERCABER BB BESEEL,
REREREETS COMRIGEBINRES RS Y BRCOHRAERREL CLBESEET34L5043 (B).
LA CID TREMIBEZEET S, HEMHE (puvinar sign) #RH 513, BEANLEBCSESERE
TZLZENBY, TOBRITA by r—DRF ¢y FRICEZ BT &0 Sk —#EE (hockey stick sign) & FRlE

h3 (C).

b - TUFROSE

* fiStE CJD

HAR, H35u\d Heidenhain B © MM1/ MV

SRIMAEL L VY2, MV2 (4 — b —BE variant)

TRERE! (BFEtE S MEoRERAE ¢ FSI, MM2 3R © MM2
ABEHY  MM2 (MM2 BEE), VWi

c R
R (@as) Tusop O ERIECID (RIEEBE BAMTH, REMLEE ABBH, & PRERLE

BRET) 4 H

bhedrFbOEy)
*ERE CID

CoEEEE (REE) ciD

 BEMRIEMETIRE (FFY)

BEY (REW) TUFom L VARIY - Ya b0 T~ Ded L H—5 (GSS)

* ZTOM

FRETAOLENNDH L L5 TE
D, TVFVERARETFERORERTS =
PUEEEND, 2014 E TR BRyA K

........................................................................

#fiteh 14-3-3 88

¥ 30KkDa OMBEDEER T, EIEH - 85 - AW
BE - NROWBRIBBROMBEICTEET . 1006 &ic
CUD BBORB THERERNCBOHSNBZ & Hgjeh BIC
KUEESh RAETEWHO ORISR TR T
3. VHERBTRBERMSEL, TvF mbllsios
BTORMA, SREBWE IMAVRUTE, By
&ERE (paraneoplastio Syndrome), EARE. B
BELETEECEEDT, BICSAE > Clt-+97kit
BOBETHD.

........................................................................

A BIEEFEHENEIR» 6 BRI R TWD
DT, BFLTHE L (T4 VESFEs
A4 K Z 4 ¥ | bttp://prion.umin jp/guideline/
guideline_2014.pdf) .

pre

EFOT A EIEREIC L Y, BEEAHEO
1EME (MEECD ap)), 794 v EH
WIRF (PRNP) BERIZE 28R T Y4 VH
(genetic prion disease | gPrD), ik b RFKZ
BEDTYF RSO DRI & bR
(environmentally acquired) 7'V %+ 3%, 38
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H A3 —~1 SURCBIBTUA VREEORR (2013%E 9 A)
ZERYCID PETRE
1 (0.05%) e 7 il (0.3%)

EEBHEE CD
83 fl* (3.8%)

BRETYF R
84 il (3.9%)

EEET YA R
41541 (19.2%)

TUH LREBE2162 ADS S5HBECID 1,656 7, WEBHICLS CIDH83FH (* MEioR
FESheTLETII1440), 2FOREER L TH 685, B 022 f1(43%), &£ 1,240 1 (57%)
THot

H M3t CJD (sCJD) DPHrEEE

BBV T CID KN ARIEMR AT 3 », £AEILIX
1. BEH (definite) 2270y VEDEEESFHBTCTER VA CEGFREE
bt 1))

FER - RATU A EBAOTARES AT uauns, EFEEN

FERL, &5BR EORBERBERRERDS, 451, 34

: SO-R R, SRS L HEAERE, IBER (55D RHFE

2. [ZIZRRA (probable) 5oy & rlsimmmu mEEEREDS 52 BRMELET 5 b0,

B3N, (3 BBl CHETHHT. ME 1438 EABETS
RS 2 ERETHIHOD - .

3. SEO (possible) ggf?f‘f g?’;ﬁ%ﬂ)ﬁ%ﬁﬁiﬁ EEY S, FELOBMERIERE

LIFHEBEER D 14-3-3 BAORENI G~ S W Tunihh ok ks, REOBEREMIESRh TV ED»
2o, BETCHRBTCOEE 1433 EulieRrigbansid, WHO tBUSHEEEREL
T3,

(WHQ, 1999 £ 9)

Kofasns B, SHEOLED20134F9 MEE CID (sCJD)

AoBaCHBEECD 2 766%, #MIBMED —"T Fresmed
192%, X 39%THAH ED. TR sCID BRI BT 2 BANERER &
@« ............................................................... I U~ XAREERE LTHBY, Parchi 5738

§%7uxy§e@@@%w-ﬁ?,%@ﬁ%@@gﬁ B) oMMl EMVIKHET 5. BEER
DEETUAVEAESECLT, UDEFIRY - - .y _—
VAL EEO T TULEREERCEEL, Uy (OTAR AT, FEEED6L = 07 RT
54&E&&?%ﬁﬁf,mb@%%ﬂ@PCRﬁ@&% by, BEBBEIHISEIATYE
MEEFETHD. £ hOTUF I HOBRIBGICEY ap e n e AN - S0 |7

B (Nat Med 2011117 1 175-178) |, ik WHO g}“"gﬁﬁﬁi&i aiiib - ,
CUD £ HL\T 90~95%. BRERIFE 100%EENT TR, STRE RERE (B QIR
LB, TADARBREE THBELRZHELHD. BEFADH) B ETRIEL, T OHRIBAIHM

.
.....................................................................

-2132-




282

VIL ZUA 298

meEetETF Z/ﬁﬁ‘}ﬁﬁé& (Parchi)

TUFVEMABEFCRI20BHOPI /R (kY
129), AR 171, IR 219 O 3 HEFFOER / £&
BEEEHHY, TR 129BXFFY (M) H/SY
Y (V) BDTERFAMM, MY, VWO 3ESCHEE
% BAATRMMEDSERTEEOICHL, BAT
& MM B EHEF CHB I EPHBA TG, ~F,
ST UBEETOF P~ KRR &Y N SR
PEFELE R, WERICY T AR IOy MEAFFD &,
BEBAOENMCEY 3RO FFBHEINDS ).
EROTUA P BER 253 BWOT I/ BTHEEIRT
BY, ALREFVILEREHO 181 HEL 197 2B

Colun
FARISTGHFHSSEBH RS, 2 0RRICEEEnL,
diglycoform, W Huh~—F O & D monoglycofort
FEM MO &L non-glycoform © 3 BEIE RS, nor
glycoform A 21 kDa D& 0% 18, 19kDa ndH 02
QBILEE, ZONRDNRR—Y (1BE28) &°
ot Y BEEERTOTRY 120 08I EB 7 I B
HEAESDY MMEMV EVY) KLY, sCUD KB
EHEEXATWS (Parchi 948  BIRls% CJD ol
BE)D, TOFP-EK CHBENBRET U EH
PERT AEMGHESNE S,

@ 7057 —€ KINERORRETUAVERDIIAZ 70y MLEBHE

{23 W[,QA ] ( 1 J

)

FEAERT L, SOBRICEE RS E NI,
%, gethpsrln, SernEEEE, NEEES %R
WOz Adrm-XABRELHMBL, B
MRI, BaRETLREOLIZEFE IR0 3,
3~ DR T, WEBMES BREETEESEH
T ET 5.

EABOMIC, RRETEORIECREL,

SR RAT, HERRR / SE RSB D HIE
5 MM2 BB BRI AR RE (fatal
sporadic insomnia : FSI) %, JRZEDHRICER
LTRO LN MM2 RS (BREME) %
EbHH. MM2 BRE & IR R EL R
(fatal familial insomnia : FFI) & 08251112 138z
FREVPLETSH 5.
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ERTUACEAETOF T —-E K TRBLLEE HTUA:
EERAEBVWTYIR 2 TOy pEFS &, @Ok
RSB LI 53RO FHBEHELS Bos2L-
PHABENERS 24 TT, BASFESNEONLFEN2
kKDa (F0- &I bk2) (D) TsY, EB3L—2l28Er
Eh3847C BRLESFRIPECNLEHF19kDa (@) =
BB, ZOBLAFENINEOSD Y, BREEBEZT T
L non-glycoform ERERZER TV A LEBO AKX LIS
Wig (CK) TH5. MEECIDOMMI B Mvi BH 11
EEYS. 3EONCFOIBRHSGFRIKEIVCRYE,
DEFCHESHIBET £ 8 1 TV 3 diglycoform EFEIENRS CREBCA
3. 2HOS 5 20 M TN 5 6O i non-glycofom DER S
# diglycoform (CHAR SV (132 KAtk (B0, 24 BIC S
% CID O MMZ2 RS, MV2E, V2RI EEh s 2BEL
diglycoform O EEE 5 non-glycoform &4 é’}gﬂ{.\i«“%%ﬁ HTDE
22T 5. T

(12002 IR R E 7 4 v A BRI 5 AR RHEREE] J

~ v*/’f‘

-

e g

BEETUA VR (@PD)

BRREZ LD, BEHEQD, ¥ VA b
YabUOAART— x4 H - (Gerstm:
Striiussler-Scheinker disease © GSS), ZXiBiEz
HARIRE (FFD) (4385, by ETE
20%7%% gD T (ED), Bko#E i 102
EBRoTWBE™. bHETI, VISOL M232
PIOSL 7z &, O EICIITHAE L ShTw5
BMEOEETEHL ENED LR TEY, &
DHEFEFRKELSEL>T WA, PRNP K
30 ML EOBIZTER L 1SBEEOKRE
ADPHESNTWA, HPED gD TIRE
BEFEERTER VY 4 7RSO THEEND



