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WHE [TV A IOV —_A T R L EYL TR T DAamZEEt] T, [ ik
HA KT A2 2020] ZFATTHIENRE 2D F Uiz, WX LT ) A IR0 - iF
IRIRREMEIA, Wi Ol b, BT IS OREMIEEITV, & DIZESLAFZERIRIEA -
H AREEFEFZEBHE RS (AMED) #EAMEREERIIEEED 7 ) 4 95 BT 78T &
2L > TT Y A IR OFIEMTR 70 IR RE DRI IS < Bl 22 WA IR L O BAFS I = R
L, VA VRERRT D2 Eafifde LTRY 3, TOERERIFHO 1 DITRFTOBRS
A RTAVDOERERENRH Y 9, ROA RTA 37V AU maE M L Ly —ikE A
T Y A RIS DA O A TR L, AREICB 220 KED M L4 3nd 2 L4
e LTEY E9, 2020 4ERUE. 2017 ERITO [ 7V FUIw2IBEHTA FIA4 22017 27 v
F—hL CQEXTIER SN E L,

AITA RTA 0%, [7°Y) A 568 ORI T A L A JEGE 2B DR Amiseit] o~ ) 4>
DRSO [V A 7O —_A T A L JEGe TR BT 2] o2 =tk -
TREPE I, TR XD MFHI RS UET 2 IR L E Lz, I5iT, AL
TV ars hERD, £, BEERERTH 5 a7 H R — bty N —7 B O0EE 7Y
FARBE FIROBRNOT B RAEW & B RWET RN 7%, B2 ThdH H A
BEOH AMRREGE PR DGR E 1S T FBHNC BV ELTZ, BIFRSAL O TR K0 G
Wi LET,

T ROERRIZEBNTE, BEIAOBFIINY TRJERETHHEETT, BT
WZOWTUE TV A RGBT A K74 > (2008 #5R) | 238 0 & L7=a3, 2020 #4121 [
U A AROY—_A T R LY TRHIZEE T 2 EM I ([T X > T [7) A9RGB
A RZ7A4 220200 BREFISINET, KZFEHTA BT A 0%, 2017 FBOBZIETA K7 A > LA
FRIZ, 2IREICEHE LT-NRIC > TR Y £,

KA RTA 0%, 7V A IR T 2R OERE R D XL G0 RF < av Ry b
I AT E W) RREESTE O B SITER SN E Lz, 7V A imidER b o#i ¢ BIE. f
PPEDSRER ST ARARERIE TS D AR, 1 LR ADRIBEIEDHLSND Z L%
HEE LT, JREEMERAC RMIR2 ik « TAIRIEBAZE DT DIFZER0, HiElIG DR 2 AFEIC B
WY A 9 B AR AT SE (JACOP) 23T L TR £97,

AKAA RTA A& LT, EMFEEEAR— 52— (http://prion.umin.jp/index.html) -
IZARESNET, KW A RTA %7 ) A IROBRITHED DA )T O T RIS T T
T2 T USRI 2N T E T,
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HARSA EBDBEMETE

1. XAAFSA4 U EHDBHERR

JEA T R PSR Al B A YRR BBUORMF R 3 - [ VA 95 K OB A /L RS GeE 12 B
T HRRAMI I | 36 KL OVEAL T B T ECHEME A F R A B ERAYER BEURM S 2 [ U A 95
DY —_A T AL EG T BHC BT D3RI IR 1T, 7 VA RO, YA | R, MR, Bt
JARE TR RN S A A TE L . IR W% ATl T 22 i~ — 1 — O W B Ve R RER AT ~—
Jp—« I ILUE | Bl R TRIR T B TR SE O T U ARSI L TNDE B E X TBIR AR
FTALRIEYE T TTARTA L ZE AR T DL ST, VA ImOBHEE, T, SR~ 7R8I
BT 22 aflimi L Ta,

TV AFITHEL T CESEAZ MR AR R CTH D, T, B RE-CM T B RE S L7 VA
AFOBWHANTE LR TEIZ, EhOF VA AR O —ERITR YLK+ 7V A e i D0 ZE )
AGTET DL LS TRIET DD T, VA RO IEME R R HAZZWHITERE NSO 2 RSB FB D71
HLEECTHD, IHFICEL CIIBRE S CII A ST LI TR IEIT2 S, FERERF I ClIkk & Zafictli
S LI E A, A 1% OERRRER A 7o B AR L CD,

DI TVAAFBIEHTART AL 2020 11T 7 VAR 2 A R E L W — R E R A SRR 20 0
ThHD, AIEDZWTBLOVERICETEHART AL N 5281250 AEN RIS, B
DLV BLEE IR A Z T D LN TEOME N Z HZ LA 95,

2. BHA RS54 ERDEREERAE

ARITARTA AL T VA LG S OIEFEANE T AV ASEGE N BT DA ZEHE ) & T 7 VA IR D —X
AT ALEGT P BT DR AR JR R O M PEOAF FEREFE | AFFE SR | AR ) 03 36 R CERR
L7z [BEE4 & (i~ii~—Y 2 ) ], BARRZRERORELEL TE, £T. 7VA L HRBEARIEIC IS 7 YA
IR BRI EAS 2 a (CERK 29 4E 10 H 21 A . Melbourne., Australia) (IZC. [ VA LIRS EHART A
2017 15T L, [FVA IR TART AL 20201 %27V =)V 7 TAF 22 (CQ) TER TIER T 52 L&k
ELToe IRIZ, SRk 29 4R EEMAFFEEES R OMF 8RS 25 CERk 30 4E 1 A 15 B HUR) REOMF7EE 233812
T, [FUAATBIRTART AL 2020 DR, TARTAAERRD 750 TNE FREED 7 #H25) 12O\ T
AR EBES T, CQ W TIER T AL MR LT, ZD%., MiffFRHIE R OMmEZR B A ChE
AU OIREIEE AT, BRI AR T A OIER T 1 FIBIXLL T Ol Tihd,

(1) REEAA FSA4 UOBREFRERERLE

HARSA AR D BREFE UBIEZ/KEEF)

cQ 1. FUFfEnHER
CQ 1-1. FUAUREFED LS HEEN ? (LB /KEBHEF)
CQ 1-2. FUAUEEEDKSIZZET S0 ? (UBEIELZ KEEF)

CQ 2. FTUFfEDRE
CQ 2-1. MEMTUANREIZEDISLEREN? (BIF 1)
CQ 2-2. BIEHTIAREIIEDISLEREN? (FEX HR)
CQ 2-3. BBMTIAREIIEDEISILFREN? LX)
CQ 3. FUFIEDEZH
CQ 3-1. MEHTVAUREIIEDKSIZZIT D ? ks t)
CQ 3-2. BIEHETVAUREIIEDKSIZZIT D50 ? (ZIEMEXK)
CQ 3-3. EB/MUTIA U RIFEDLSIZZHTEHh 2 GEO )
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CQ 4 TUFEDEEENLE

CQ 4-1. TUAHEDEEEITEDLSIZEHET SH ? (FHEhZ)
CQ 5. FUFEDAERE

CQ 5-1. TUFRKIFEDKSITEET HH? FEHEX)
CQ 6. VA HEDEE  RIRICHT D EHSMTIE

CQ 6-1. TUAUEDEE - RIEIZH T 2LEBEHENTEICXEDLSIBLOAH LM ? (AFEEF)
CQ7. TUAEDBLETH

CQ 7-1. FUAUIRDRBEEFIHEIZIZEDLSLL DA H DM ? (HRIIEHR)
CQ 8. YA EDELERIE

CQ 8-1. FTUAUVHEDEEZIBIIZEDLSHEDONHEH ? (FAEWMEHKRE)
MEEEE (MEMEHD)

(2) ¥EmFIR
D) JFSRHER G F IR R L2 D02 AR LT (2018 42 8 1),
2) WHEBERH R, T X TORMEELD T, Tha Mt 7EstRRE SR I fMa L, BiE

KO- (201848 H).

3) WFEHE S RIL, FE o E AR EE [T L, RO e SGT 2K L7 (2018 4F
9H).

4) WFFEHEER . ST LR A £ T 2N A M e B E 2B IR A E L . HE,
B RARD-(0184E 11 H),

5) AFCEE RS RIL, FE, o -B REREHER IZEAML, BROMmGE - GET 2K L
(20184F 12 H),

6) AFFCHERES ML, TR TOUGETRFEZELD (BEM) . BERE R — L= TARL, JA/X
TV 7ar NesRHT2 (201942 H) o BESERMEKE THLYa 7R R — b3y N — 7B L0
E VA AREE - FIRORDL, BHARDTZ (201943 7).,

7) WFRIEES R, X7 V73 A B I OEE SRR L OB RIS M7k T
Nz, BEFE ThHhs B AR A B IO H AMRIEGUE R L DKRE R D72 (2019 4 4
H) o MIFEZNOOBETE RIZHEDE | SETUARMRZERL . W72 OERBAE S (B AR
2201947 A H ARMRIEGYE T2 202041 H),

8) HFREFFT-HLDEFEMIEL , T OVR— L= TABLTZ (202043 A)

Q) FEERD=-OICXBREZTOEEFHT—ER—X L REXREAR
Medline Z AV T 2018 47 H 3 H £ TO LB ST,
3. RAA RSAVIZFEARATEZIETURALA, #HESITL—F

PIETARTA LTI IBEOEIZBWT, Fitlrnd Minds 2B ARTA L AER~==7 /L 2017]!
\ZEATET U AL~V HERR S L — R 5,

HEDBSDEEHA L
1 EREORS  BHET S
2 HEREDBRS: BHEREILIURETD)
(HERDIREM7EL | : BARERHER AN TELLY)
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HEREDI-HD. FIMLRBOIE T ADMKE

AGELY) MROHEEMEMNHERE T HEYSIRFEE DD
B(H2RE) : MROHEEMEMNHEREFFT DEYSICHEEDOHEENHD
C(58LY): MROHEEMEMNHRE T DEYSITHT HHEEIRENTHS

DEFREICHELY):  MROBEEMEIHEREIFFT BEYSICIFEAEHERETELGL

HEXDEEHAE
HEREXT, HEDBSE, TETURADHEEN GRE) EHEET 5.
Xl
NBEPICHLTARIETITEERMET HHEDRS 1. TET U RADHEEM A)
2)BEHPITHLTAR I ZITILEFHMAETHR T S (HEDHS 2, IETURDHERM C)
NEHPIIHLTHERIZITORVIEERET S HEDRE 2. TET U RADHEEM D)
4)EBE P ISHLTHER I ZITHRVNIEEMGMET S HEDRS 1. TETVADHEM B)

4. KAA RS54 EREDEER EZDORIE

(1) RAA FSA2I2HB1T5 A BADIFEAIZDOLNT

AFBIZDOWTL, TET VAL LD FRIZZ LW 2 AROER T CQ R ETHIEMN
WEETHY | FENIT Ay I T TR AT a2 (BQUITH Y THLDONEEAE LRDM, [TV A4
A IR T ART AL 2017 N2k % B ARE B RE RIS O RS RS IS Z BREL UL CQIE
RATH T D2 LM BEE[RIDNRL 29 4B A RIS S RO 08 23 CUVE ., s L7,

(2) RIRZESIDRE - BAEOERLZDONT
R DR IR IRIC OV TOHARTANZTED | R TROLNL TORWE R, Thie
BRI 2LV Tta LTz,

Q) BERBES LUV EMHERDEREIZDINT

RKHTARTANERODE PRI IAM A A ST B R i st B i Bh 42 KD, KRAARTA
NERRIZE R LT AR R FE 0 A8 13RI M BB T A B2 = 1 T T, s - &R
HIX o7,

3CHk/URL

L /DEJFUA, PLESR, AREEOR, 1L DEA, & ARERE () Minds 20T A BT A AR~ = =2 7 42017 2832489
Rk N B A EEAEAEREMARS  (https://minds.jeghe.or.jp/s/guidance 2017)
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CQ 1. FUF U mEDBEHR

CQ 1-1. TVFUREFEDL S HEREMN?

(E%E]
o TUAVRIT BE"EFFIVAVICEDANRABRERPET, ETETERMNEHEEEEED
—#HTHb,

o TVALDAKREEIZT)AER (prion protein: PrP) M IEHEHE! (cellular prion protein: PrP®) MiL{k
BENEIELTELSDEFEE PrP (scrapie prion protein: PrPS°) ESNTLVS,

o ERDTVFRITH 1~ A 100 BA-FORIERT, (1) FRMEIFEM Creutzfeldt-Jakob 7
(Creutzfeldt-Jakob disease: CJD) 1(JRREAHER) . (2) :Enlt [EIEM CJID. Gerstmann—Straussler—
Scheinker %% (GSS) . IS4 R & A ERSE (fatal familial insomnia: FFI)](PrP B FEEIZL D).
(3) /M [ ERM CJID (FFIEFEAERR CJID (dura mater graft-associated CJD: dCJD)72&) . BE
%1 CUD (variant CJD: vCJD) [EM I(TVA U~ DIREIZLD) TR EEEN D,

o ¥ CUD MHEBFIIZIRLITHEDIRINE. BEENREF., SAVO—XRGEERLEEHERE
[CELHH. LR RETHEDIEARRFILH D,

(3R]
(1) VA RO

T UAAFILEI R ATV A AT LD REGNE (B ) TESER AR A IR RO —FECThH D, FF
B2 BRG & O B 2BV E R IR IMJEE (transmissible spongiform encephalopathies: TSE) &6 FEI X5,
TUAIRITFEOEER X T a2 NEISBIRGYE TH D (R 1), 7VAIEFEOEFERE TH
% PrPC OREENZE(L LTz PP ZDHDTHY | UL DT VA RFIHET (7 VA ARGER) 132500
WFFEIC K> TR TERZ

PrPC %, 25 20 Yefafk BICdHD PrP AR 1 (PRNP) D>H o< by, EICHHEAFRRR T, A &iTV R
M CRILTRBY, 7 ur 7 —BRZ M TR0, PrPC T 253 T ERORY AT FRELCREA
S, BAND 22 T8 (7 F AT FR) SRR IR ES L, SOITRIER% 12 230 7% FE DAL {E 12 GPI
T U —DMAINE D, 181 L ON 197 FRILIFHEBI NI Th D, 55 51~91 FRILDORIT 8§ T/ DK
R FAET Do — 7. TVA IR TIL, PP N7 a7 7 —BHEHIED PrPSe I (kL I TrivkR
HIf 2 P E UISIE 5%, PrPC /5 PrPSe ~DZE T PrP O AREE DAL E B 25T (B 3 —ME
EZETIONT/RD)  TVA RGN Sk D PrPSe L9z 7215 4R PrPC 1L, PrPSe Z#RIC LT
PrPSC (A IE AT DH D LB X HILTUND,

DD PrPS [ X212 FURk (strain) &6 FHIZ VT VA5 OF 5 OiE MBS 5345, PRNP D27
(aRV 129, 219 1E 7 VAR OIR BIRSZMERI R B RITBBNET VA PRI EEEL T D,

(]
*7'a 77 —EBITx LT~ 72 S M 2 n 3 IR R 70 I 77 U A 9% O — £ 23 "variably protease-sensitive
prionopathy" (VPSPr) & L T4 STV 5 (Zou WQ, et al. Ann Neurol 2010; 68:162-172 1E75>)
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®1. TUAUBEOHE

o i &

A BIDT Y A
A7 LA E'— (scrapie) EYY. TE
v S HERRIRIMAE (bovine spongiform encephalopathy: BSE) v TR
& MEVH#EST (chronic wasting disease: CWD) A
K SRR =
(e S o e 27
E¥R

B. b FDT Y A eh

LEe ol IMFE M Creutzfeldt-Jakob)s (CID)
"Variably protease-sensitive prionopathy" (VPSPr)*
B B=MECID
Gerstmann-Striussler-Scheinker’ (GSS)
BOEMEF A IRIE (fatal familial insomnia: FFI)
BHPEPPT I A R Rk
TEAGME 7 —L— (kuru)
FEJRMECID (BEIRNE, TR, AL, IR,
JUANEFFATIEA, 28 FARICTD Tl
22 $AICID (variant CJD: vCID)

(2) ErDTV)A IR

ErDO T VA IR ITOFREFEME LI CID]* (R | @E{aME (PrP Bin 222 RE) | @S
PE (T VAL ~DUEEE L2 DIERHIZLD) ITRAIEn D (F 1),

TUAARDORIERIT, AE 100 5 ABHTZVERIEELANTHY, ITAEDMBETIE 2 AEIcHimL -
S5 2, BNE OV =T BT HIETE O E T, 3N CID 76.8%. it 7 U4 9%
19.9%. HEFPET VAL 2.8%DIE T 7= (X 1), DAE DS VA LI vCID 1 1] 3 & FrE, &
T dCID THY, dCID 1T EDFEIZ LD EF ARG 2L 154 51 TH% (2018 4F- 2 A BifE) , vCID

e N S 1. CID H—_RASUREEL (1999 & 4 H~2018 4 2 A)T

J& LTo 8 AR 138 A2 REShI=T)A %% 3278 DA 5 EE
S/ s ET
DAL TERY, EETH ZEICD
2014 FFEDOFEIE (2016 4 (vCID) K5 EDCID

W) AL ITRIEL TV 3 - Ve 1 451 (0.03%) 14 6 (0.4%)
72N 4 REO dCID b 92 5l (2.8%) FRERE | /

1995 A —7 LU TRIE glj?ﬁll( (<2U8D/))

BUITWDHLTND 5, £95

T ORRK G OB EF 2 BEET VA R @

W7, Z 65361 (19.9%)

BEDORETHHA
LESEabERL, | | HIRELECID CID) | —
dCJIDIZ &’ 1546 2519451 (76.8%)

(]

T, PRNPY163XED DR Z R RSN B - RIS 4 B8 UTRE L, %ICERAE
ZRL, EHESRCPP T I uA NILEZRDLEHMEPIP 7 I 0 F— ADOFZRNBME SN 7= (Mead S, etal. N
Engl ] Med 2013; 369:1904-1914; Matsuzono K, et al. Eur J Neurol 2013; 20: ¢67-69 {%7)>)
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& 2. EbDTVAUROFREOBE T ZHREDRRDEEZSHR)

(1) 9Z&ME CID (sporadic CID) :

JRRAR B DOREFMED T VAL, N CID OMRIFIT, RATERERRT | IEENCHH, SR RS TR
JiE, SOITHEMRES  BERAMEIENRE, A4 70— XA 72 & OMREMEREN 20 IZHEFT L, P8 3~4 AT
RS ICED, — 5 C, IR IR T2 R T IR FIH IR T2, TREDE T, PrP Eis 1=
R 129 2B ET a7 7 —BIRFUHE I F PrP OEWICBEL TW5, T4, 7'u7 7 — Bk 2 s s
RTHLE PrP A RHEE T HFEIABIO—FE (VPSP b E SV TS (2 R)

(2) BAEMET VA 9% (genetic prion diseases) :

BASMET VA RIE PP BURFOERIGERL , 2O RPBILTND, ARG E P A
WG THH, BAGHIRBRIMESE RAA L TOTHOIIER T, BERANSIZFE RNICIIEE AU 70
MR EL CRRRSNDERLH D, BROFFEICLY ., REHIEITONER CIMIZ PrP 7InARBEZH 35
HO[GSS ], CID DR ER A 7~ 91 D[ CID B GE{AME CID) 1, B EF M ARIRAEFFD, <
NN KBIESND, T4, 8P PrP 730 AN —3 ZAOFR RSS2 (HVE* 2 R) ,

(3) #E1EMEZV A 95 (environmentally acquired prion diseases) :

ERET VA IR/, TIVA N IRBIN TN LG THILI LS TRIET D, DBETELIL QWD
R4 CID (dCID) 1%, VA ATIGYeST- e Nep R SREERE O ki1 2 5, 25588 CID (vCID) 1%, ¥
DT VA AT THDTAERRIRIMIE (BSE) D7 VA NI Y S-S DD OIRIENE 2 5 TWD, D
MED vCID FliF S ELHIAEFIZ BSE ZUAIIEYL TODYART DB LR ~OIEFEREZHL T
773,

3¢k /URL

1. Colby DW, Prusiner SB. Prions. Cold Spring Harb Perspect Biol 2011; 3: a006833. Review.

2. Nozaki I, Hamaguchi T, Sanjo N, Noguchi-Shinohara M, Sakai K, Nakamura Y, et al. Prospective 10-year surveillance of

human prion diseases in Japan. Brain 2010; 133: 3043-3057.

3. Yamada M, Variant CJD Working Group, Creutzfeldt-Jakob Disease Surveillance Committee, Japan. The first Japanese

case of variant Creutzfeldt-Jakob disease showing periodic electroencephalogram. Lancet 2006; 367: 874.

4. National CJD Research and Surveillance Unit. Creutzfeldt-Jakob disease surveillance in the UK. http://www.cjd.ed.ac.uk/s
ites/default/files/report26.pdf Accessed on June 12, 2019

5. Ae R, Hamaguchi T, Nakamura Y, Yamada M, Tsukamoto T, Mizusawa H, et al. Update: dura mater graft-associated
Creutzfeldt-Jakob disease-Japan, 1975-2017. MMWR Morb Mortal Wkly Rep 2018; 67: 274-278.
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CQ 1-2. TUFXURELEDELSICEET HMN?

(EE=)!

o TJUARDETEERZESENBHDE—STH D, LRETHEDRIIELE DR - FEHIE
{%% <9 Creutzfeldt-JakobJ& (Creutzfeldt-Jakob disease: CJD) HEFI LIS} (2, LLERROSR RIS
TETRTIERBEHLAHY . REFAOHBREHERBEOZH CIETVAURELTEAIZEICA
n5(X2),

o IRARMLEEEILGL. MEM - XIFHAR. T 7E1T0. MRMENOCZEXIEEZ(TEHIENT
5,

[#25%]

(1) TV IREESZETEH?

X 2 ([ZW~DE R ERT, BURREEB R RS 7 VA RO /[ RElE 25 ZEDN B W O — 4T
5D, BUEMEITYEDFRAIE 2 & O FEMIEMEZ RS CID #IBFILIAMT, BRI E TR /R
MG A0 | SRR B DR ZE MR B O Tl 7 VA R A RN AN D, [IERE IR IE (5
WRIE, FEREEE | JEMUESE) DR | Fra Il . MRI, id3EBE#E~— % — ., V4% H (prion protein: PrP)
AR T(PRNP) 1T A2 Ko T R BE RN L . T VAR EZ ORI Z 2K 5,

BURE U CA DS FE S NTARARBTEFIEI L2 L SHER - KRRG-S0 T RN EE Ch D, B
1E. PrP Oy FIR A AR & LTS IRIED BR S T D,

PRI OB SIREOTHAE SRS,

X2 TV*RZEADERH

BENOSTVA U REEED
|
[ )
CIDA BB DFE cJD L
SEETHEORMER U hOFEHMRER (MUK, sEAR/# | or | LEMERETEOHBEHEER
AR, SAYO—XX HEER, EEBEES) (MREER . BHMERLE)
\ J
BELOFIvoRL b EMLERALKRE
RIKE BEEOFE mFERES (thEBERN)
BEE: ERUEER (EEBHE. TERUAIERL =K b3 (R SRt R TE IR E)
E)~DRBEE | MRIGE BB R TRIES)
HERE  EESEDHAERE BSERFADBRE)LE A ET—H—(14-3-3FH -2V EAEE.
RT- QUIC%RS 1)
TUALEA (PrP)BEFRE
[\ [eEEoRs
(B8 - BYE . ZILYINA T—I/TRE)
| PAVF % - |
RERH
[ . |
MREHECID BEKTVA K BEUETVA VR
(€: DTN D) (E{=tECJID. GSS. FFIIEA) (ERECJD. ZEREICIDIZH)

CJD: Creutzfeldt-Jakob $%&. GSS: Gerstmann—Striussler—Scheinker 5&. FFl: REEEBIEETIRSE.
RT-QUIC j%: real-time quaking-induced conversion % (BE )ALV EQDEIEIZLS5 REREE)

(2) TVFIRDEE - REX R, DERXIE

TVA AR O BHE T DEPRE BT DA (FRTE) OfREERD 1 STHY, ERE
IRl a2\ 2N TED, HERIF AR — L — k2 —0 HP 1213, ERENE S0, —ikmiT &
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OEFRIEFEE M ERPBHS LTS |

YATPFY R =Ry T =20 HP (ZEH FSRE RSN TG 2, ETOT VAU HRER G
LT DRET VA AREE - FHEE THHRD FIHE T D,

FZEERIE T VA AR DY —_A T R 5@l C T UA IR DOBIR AR T> T D, CID H—_A(T
VAFRBREWELT CID M —_AT7UAFEREATEE D EDLEAENT RO CID Y HPE%
(L&D 3 (BERELE L) 2T DILNTED 3, SHITRE KB T2 LBEE O ELTT> T
TAYSRS

TUA LRI 5 BERGYEICH ESITRY, EANIZEME 7 B AR BT DT 325
DT HAVTWD (i 22 - http://www.mhlw.go.jp/bunya/kenkou/kekkaku-kansenshou11/pdf/01-05-05.pdf) .
¥ TVA RO IEMEZR W, FEAVRILOR | YL T RXR IS, FIRIC I oM B RN EETH
Do T VA ARIEBI OFIEE TN DWW T IRA T EE O R BE D SR Z T b, 7o, BF ABthiiik
T VA AFIEFOFRA TERWGES . 7 VA IRRE BRI T AU AT REZR M E% 1 2DV THFZEBEIS
VWA DERARETHD (MWEbE S 7 UA AR — AT AR ORGP BI BT 2 A FE Bt
%)% HP:http://prion.umin.jp/index.html)

ik

1. #HEERE 2 — FR— 23— (http://www.nanbyou.or.jp/) :
TVFAUE (1) 7aA4>Y7x)b b - v a7FE(CID) (http:/www.nanbyou.or.jp/entry/80) . (2) 7 /LA k<> -
A bvaA AT — - A H—9(GSS) (http://www.nanbyou.or.jp/entry/88) . (3) EFEMEFIEIEANRAE (FFI)
(http://www.nanbyou.or.jp/entry/51)

2. YaTHYA— xRy U —7 (htp://www.cjdnet.jp/)

3. &ETY A UESE - FiE2 (hitp:/nanbyo.jo/sapo/prion/)

4. EAEGHRFIEE M A HHEMR EOTIRITEEE 177 ) A iR ONERIE D A )V A RYSEIZ B 5 FRART
FeHE) - [V AR DP—o T R L Y FBAICBIT B FAAMFZESE  (http:/prion.umin.jp/index.html)
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CQ 2. FVAUEDFE
CQ 2-1. MEHEITVAUREIIEDKSTEEMN?

(EZE])

o HHAETIEIMFHE Creutzfeldt—Jakob H(Creutzfeldt-Jakob disease: CUD) BTUAfEDH 4 73
D 3EEHH., T)AER(prion protein: PrR)D R EZ R HEEE %L, PrP EI&F (PRNVP )
[TRIERZRHELY,

o MBI TIEXRRICHEITT SRANMEEEEZTICMA . EB)KFA. SRR - MRS IRIEK, SAYO—
XREZEL. RENSH 3-T HNATEBMHESICES,

o [ £ o FE HA 1 R 2A 1% 150 E (periodic synchronous discharge: PSD) . BEEE MRI i BR5& 5 (&
(diffusion weighted image: DWD THO KINE EPRERDSES . NEHARPDHLRIVERDL 14-
-3 EHDEMEMERKRZMDSELL D,

o PRNPORY 129 £RLTOT7—HIEHME PrP OO IRALVIOVMENIEREMAEHE S
AL RRAKRBEAOREMRELIGHEL. MMT BIARLHEBNGFRZET 5,

(£%5%)

IFEME T VA L5 DR ITAENE CID THY, BOKZ HLOIZH S S4U TV 5 variably protease-
sensitive prionopathy (VPSPr) |3, AF T ;’E@&)’Cﬁﬁ“@%éo PRENE CID IXEN VAR OK) 8 FlZ 56,
AEfE] 100 5 IS T ARREEDNIIEL | SFERITEMFAANTIZE—EL TD, 60 %005 70 5 f RO FESEN
23, 80 E}Z,U\J:“C@%r%ﬁﬁf ECAJAN ﬁﬁf%@*&%(World Health Organization: WHO) D72 [l 2L 7
DIESHAWGILN, fEEZWIIIHRBL IR B LML THS (3 3)1 23, #REI ORI )
RS THDHN, j“Lﬁ.%ﬁiﬁ#E’iﬁ”fﬁ HdD 3, PRI RN B ORI MR b U A
— A PRRHIRENL 7 A 78D | B PrP HUiAZ W g ez i 79 AUE, PrP I RO HILS 2,

x 3. Y1 F4E Creutzfeldt—-Jakob JED 2 E#E
L GRS WSV TW DT ELYE (Masters & 1)

A. %M (definite)
RS IR ERAT B 13 o AR Ty MRS Yy E O B s 7V A ' B 2R

VEIZHESEH] (probable)
JRERET RIS, LU 1-3 &7 7,
1. A TPERRAE

2RO 4TEA T 21 PL AT,
a AT — XA
b. B FE 73 MME R
c. BEMAREE EI- 1T AR R IER
d. fEEh VLSS

3. Mbdi L CE MM I A (PSD) 278 %

C. %8\ M5 (possible)
LEDOB D 1 RO 2 ZW7=373, I L PSD Z2/R<GE,

1L $E K2 W %E (WHO 2)
FREOBWEEAED C DEE M (possible) IZADFIT, ikl _E PSD 2372<Th | IMEBER 1T 14-3-3 AR
FUERARERIE DS 2 AT DY & | 12T HEFEH] (probable) &2,
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IMFEME CID [T W THARARRE RIS T 567 v T T —8
HPUED PrPSe L, v A& T ay METICED 1 L 2 Bz
N5 (K 3), PRNP 2Ry 129 2 (AF-A = %HRET
o MM B RY AT aTR-D MV BERETE S VV
HNEDF A A HHIZEY, MM1, MM2, MV1, MV2, VVI1,
VV2®6ﬁ”_ PRSI, MM2 B ER RS BRAT LI K
RIERARANZ 3T S (F 4)8 MM B Rb B 3 %<,
MV BRI CID ORI S EEAT R A B3
% 56 MM2-F B R ERAE S KIM B R R E UT-6%
BAEITIEDORRIE 2 B L MM2-F1AR Y AR PR 28 PEE A%
PEBFENEARIRAE LM X2 RN St~ 5, MV2 Bl 35
KAER CTRIEL , SRR M E 75, AFTIE Vv &
VRO TR CTHY ., VVI BLOHAE T2 57,

M CID OERRIREIL 3 2T, 5 1 ¥lTids
B, SHOX OFEN IFEMEOMK T, SRR ?frJOOfEﬁ

LOIFFFRIERDFRDOOND, 5 2 WIZFRAFERE
w%% ﬁﬁbﬁﬁﬁm%ﬂxﬂMﬁﬁéw@ﬁ?%%ﬁf
i%ﬁ%@ﬁﬁefﬁﬁ%@m&lﬁﬁ%ﬁl%%m°“

K3 JoF7—tEHmET)AE
BPrPE)Y DT RA 2 TOy MMERT

=
0 0 ——21KkDa
- ——19kDa
| 2 5)

BRIV A LV EREEANHBERTLELS:
®IcHIRATOVNT BE, BEHOBEIC
&Y 3 DDNURHBELD, RIDFEDEN
INURH 21kDa fHREICHIRT L 1 BT)A4
2 EHB(type 1 PrP%), 19kDa fHEICHIETh
£ 2 BJF 2 EH(type 2 PrPS)&F B (kDa:
kilodalton),

(Lane 1: MM2-R BRI CJD 5ll, Lane 2:
MM2-1RER BV PN 14 CJD 5l, Lane 3: MM1 H!
M cJD 1)

h=7 BEHUE, BISPOSFERRROOND, 5 3 IS HEEVERES KRB LY | BRECE R ELSCJE i L

2T D, AT :H’*J#%ZZ)) 1 LU BTS20, EEhvE S|

PR SRAOXHERIEI LV RIIEM T 5B 2511 TV ¥,
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(FZRNAF S WO WHOIG SLArO F M OUHEHIE IR Y HEINE *
(uteyoud uond) HE /< (£ ‘did * (384eYosip snouo.youAs olporiad) B XU F| ki [2) Tl Kif 2 0 T XKl :dSd “2ulleA :[eA “auluolyzaw 3oy

FXRIR—(F 9 WX

e ] 2 O B S - ~ - CTEHWGEWHEY (BYLA7EE) . R - . -
RV TEL—Lf FEY LA7\EBED R T EO—L LU BT IAA MERYRE =N O] A Y LA E¥t did
h7p KA .
P R AT QUSRI B I N = RN QUG IR BB E R Y S
) 2 AT LR VB EY BA il Y EE BHERCLSETE ) 3 Yk U BT CH TR s
VEWEHORAEL HR ISR VERYESOYEYIHARY Y EER TAA A WMECLSHATEY ) 3 Yk L B P CH TR R
Y CH & B
o = HE e-e-vl
4 e ER:IDRI 3 & e ER] O IR
'L 0 L'L 0 0 VL 08 (%) EY¥HO asd
(%) E¥EH
99 L9 LL 0s L9 001 L6 PRV
T BRI LA [ YR HEGIEE YIFE Y
= TEOgRe “TEIED e &t Ty PR L T
ERCIBAURE FR2 B TH3 4 T YR TFROTLF B W HEEROF  mnmonumEE WHO O YwEy oo
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EEYEE e TR Y EYE—04ET WL B Oln
2 °dA) | @dA] 2 @dA) ¢ 9dA) ¢ °dA] | @dA] | edA) & did
wmw 6¢|uopoo
IEA / IBA IEA / IBA IBA / 1IN 1N / 18N 1 / 19N IeA / 1N 1N / 18N 19T did
& CAA & LAA % CAN i M -CWN EEF-TNN iE AN E LA

BHWESEHYYENTRFIHOINEESELCA -NUTLA)IOLTHFE v E



3k
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sporadic Creutzfeldt-Jakob disease. J Neurol Sci 2015; 357: 63-68.

_98_



CQ 2-2. BIGHTIVA UREFEDK S TREMN?

(EE=)!

o BEMETVAUFEIL. T)A > EH(prion protein: PrP)&3—K3 3 PrP 1B F (PRNP) DiEILF
EEICKVELETIARTHD

o BHEELT. DIMFEME Creutzfeldt-Jakob f&(Creutzfeldt-Jakob disease: CJD) [Z$E{Ll D EGERAE
BEx 29 5EEM CID. QFR/NMNEMHECE MR REL S [CHLLBRRERZEL. BR
HENRWT LAY - RAMAA R T — 2 ¥ 12 1—7JF (Gerstmann—Straussler—Scheinker
disease: GSS) . QAR E BEMBERNEE LRI ER M FIRSE (fatal familial insomnia:
FFD) . @ZDHIZHHN D,

o ZHMELFEENRESNTLEIN. BKEBARTIIEGCFEEDEFE - BRI ELD 45
[Z. V180I, M232R, P105L [, ZICHAMLHRESNTLNBERTHD ',

(f#7ER]

TVA RO, PrP ERIFNDE AE DN IER A PrP (cellular prion protein: PrP¢) 7> HE 5 A Prp
(Za7 7 —EH#KHi) (scrapie prion protein: PrPS¢) ~ECAEHAHLL | 20D PrPS /3 & 5|2 PrPC % PrPSe ~&
GRS W2 (et AR ENE) Z8I2H DM, £ D PRNP (B n A RNFETHIETT A /N
AELDEET, BBHET VAR LTI D,

BT VA AFNT T ZAT DD, OIFENE CID \HEEIO I RIEEE 2320 CID, @OF
B/ NI ZE PHEAE OB o BRIBL L AL - BRI E 2 A L, MR BRI B S R WIMIC 725 GSS, OA
IR 8 O A AARIEIR B E 72 FFI, @T DM, THD, TNENOH T XA T LBIn T EREFICEL
Wi (£ 5),

=5 BEETIVAEOH T4 TEEGFER
O #Efxtt: Creutzfeldt-Jakob % (gCID) : P105T, G131V, R148H-129M, D178N-129V, V180I-129M, T183A-129M,
T188A-129M, T188K, TI88R, E196K-129M, E200K-129M, V203I-129M, R208H-129M, V210I-129M, E211Q-
129M, M232R-129M, Condon51-91 ins
@ Gerstmann-Striussler-Scheinker J% (GSS) : P102L, P105L, P105T, P105S, G114V, A117V, G131V, M187R, H187R,
F198S, D202N, Q212P, Q217R, Codon51-91ins

@ BIEPESGIRIERIRAE (FFD) : D178N-129M,
@ ZDfth : Y145stop, Q160stop, 2bp-del at 178[203stop], Duplication of an octapeptide repeat

A 72 B ORIAIC ST e b EciEkxs B4 MM EDHEDREETY 4 VK
Z OREHA- S 72, WO Gl E200K AERBIRIZ %< DEEFREDOA T
(39%) . ¥RIZ V2101(15%) & D178N-129M (14%) A3 [FIFLEE -
2%\ GBI FZ RO EFIT OV T :DIT8N-1290M 13, N=455
PRNP DR 178 DT ANTX U (D) T A7 (N)
[CERL, &2, BROHDLTLADIFOaR 129 D% Kovacs 66, ot o
BPAF A= (M) ThHZEERDT), bRETIE, |
V1801 78— % %< (40%) . IR\ T P102L-129M (19%) | o
E200K (17%) . M232R (1 6%) . P105L (2%) &fe< (X1 4) 53;00 = B
INETITHEIN QW DEIE A% PRNP EIZXR mP105L-GSS
L7ZbDONRK 5 ThHhD, Z<HIA B AERTHLHMN, T

m E200K

m V210l

m D178N-FFI
P102L-GSS

m D178N-CJD
A117V

m 120 insertion

m Others

2.6%
2.6%

= V180l

mD178N-FFI
mV203!
m Others
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B AEBIZIVEAD C KiahpE<iesnbo, ARy 5191 (8O 8 7I/FROUE —
Aﬁ%é%@%i&iéﬂﬂ D,
BRI F YR ENEZ L D03 1RIEFRITERIZIVREELRD, VIS0 X° M232R [IFEENFESE
FH ﬂ’ﬁ&bfiﬂfz%b iﬂk%%mkb@%ﬁ T2,
ORENCEL BOENDBAGHET VA ARDY T HA T IO TS D,

MBALIZ R IR0t

®5 BEEETIVFREOTIFOEREEGETF (PP LOZEEDRE

1 23 51 82 91 97 129 181 197 219 230 253
| \ AR A ||
- Octapeptide "
N>R Repeat (OPR) CRif
region
T T ‘
|
/”’f\ HH‘\\
|
/ " f’ \ f' \ | N\ |
s ; \ \ \ Q217R  M232R
\ \ \ M232T
Deletion/Inserti P102L / , \ \ \\ \ \ Q212P
eletion/Insertion 1638t
_16, +8, +16, +24, +32, , ’» it ° |\ \ \ E2110
e ] E}S?% r R148H { \ \ \ v210|
igg 1?22;64, +72, /  Y1455t0p ‘ \ \ ‘\ R208H
' . \
+144, +168, +192 G114V Gmsmp ‘ \ \ \ \ \D"ZZ[)Zi
‘ D178N\ \ \
AL17V ‘ Nms \ e \EZOOK
51321 ‘ v1sol | T188R | F1g85
G131V D167G Tm% 188E196K

H187R

BATELEEFEREIL, V1801(40%), P102L(19%) . E200K (17%) . M232R (16%) . P105L (2%) T#HBHS.
FR M TlE E200K (38%) . V2101(15%) . D178N(FFI £) (14%) . P102L(5%) . D178N(CJD E)AFTH5,
V180I, M232R, P105L [EH A EMNSEITHRESNIEETHS '

(1) V180l £2& (&=t CJD)

PRNP D3R 180 DAY AV aA L ATERLT=b DT, HARZ G LR T V7 THEDRmWRENE
CID CTh 2, LBE DB VA LR RIROK) 40%% 15555, FIEAFMRIT 44-93 1% (CF¥) 76 1%) . 27
rﬂ;'ﬁ"ﬂ 13K L9 TS, AIFEME CID KO FEIEFHn 00 < LORRRA R A &2, mikBEReRE = (%

B RAT . FLER IR ERE) TRIET HIEMEZ N — 5 | FINIIIA 7 m— XARTEE G, RS
iﬂf?ﬁ)é MRI B[ ANFHEECHY | PLERFH B TR EE (B BHE L T LEABRS) - FRERICUR
VIREE T RRO IV, KM E N FIER O WA 235 2, T <8 % R B CE (periodic
synchronous discharge: PSD) 23588 H3LHHI L0720 (79 12%) . i #E#Z (cerebrospinal fluid: CSF) H1o
14-3-3 A, MAVEA, T VA4 E A e HEIE 1 (real-time quaking-induced conversion: RT-
QUIC) DBGHEFRITIR , FIENFIEF D TENTHY , Bl FRENEE THD,

(2) P102L Z£ £ (GSS)

P102L (U Mt (RE VE 5 . i - B8 O A BV ) I EBIDMRAEL TV B B R D EilE HIz &k
HE 3 FPRFEONEIT 55 5% (38-70 75%) T BFREIL 4-7 FF-Th-olz, EEPIEFMNL 55 i Th D,
TR GEEN R MAAT) fi&f@iﬁﬁ%é}%ﬂf‘%\éﬁﬁ“émﬁ TEAE (K 90%) T, 2, 3 RN CRENE
(BB IR oI 70— XA BT 5, 20k, SEIERETUREME IS ) OIEIZED, K
WRIEE) R, A R . TS Tﬁiﬁfﬂﬁﬁﬁz) S5, AT TR T RITTRO IR, Fk
JEE AR SE AT DA B M EYEIE LI SND 2N Z N, [A—F BN T, [f—DaRky 129 8%
%oﬂ\fvbﬂk CENNRHDHIENDD, BEHES MRI O DWIFAIEIIZ R I ZRO SR, JERD

TIZED KIMEECBE B 278D, MMt SPECT OIS T, W I/ MO Mt X
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BB, PSD O HELRIIH RV . CSF @ 14-3-3 28 [ FH-OBMERBIR, 728 1FEALE
@D P102L ZEEIIFCTLILDOAR 129 IZAF A=%D P102L-129M ThHhH05, P102L-129V D4
Bl iz Dd, 129V TIEERIRHIRN 12 4FERHICHY | K CRIELBAIEZ A LT,

(3) IR & A RRSE (FFI)

DOETIX FFUER I CThD, WG MELEDOBEIEAZ LD, FEEL OBV ARIRIEL 29208, £
DM A R OZE (PHH>0) IKFE, LR, A=, BEMREZERE | B2 ek o B0 | Kt
JiE DR RS B E R 2N H B35, MM2 R IR & il RS R AMELTUN D, PRNP D8 AR 128 513, D178N-
129M Té%, D178N LREILTL L DaRY 129 1230 (V) BE(ET DL, FOEBAT CID LFEEL
DIZ72% (DI78N-129V) %, 41 JEFIZ FLDT-RAY DAL © Tld, EHFIEEEL 56 7%, MR BIE T
P 11 73H Thot=, 2R 129 ZRIOFEHEIC LVIER OFEIL, MM T, 418034 70— AR
%<, MV BCIE, BRAESR, BRIR, S TR S b7, AR HIHEIE MM 2o 5 2356 C Chih o7z,

3k

1. Kovacs GG, Puopolo M, Ladogana A, Pocchiari M, Budka H, van Duijn C, et al. Genetic prion disease: the EUROCJID
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CQ 2-3. BRIMTIVA UREFEDKSIGTREMN?

(E1E]
o TVAURERAMNICHELIGEDEMTHL, RETHDOIMAE ML, VAV EREGTESR
DREM GEGHE) . hDOEMCEMINSREELIEEZONLDONZDERET)A U HETHS,.

o FFM T, 100 HZEMADRELSISHILIE/ETIAURIE. LUTD 4 DOTHD,

@D NTT7Za—F=7D kuru TEABTEBICKYRFKEL-LD,

@ ErDBRTEARIVESLEBEERILVESHAICLZEER, LWEZRLELELD,

@ OAEINEHADRLZOHERERDIEIIBROEELIVEON-EIREEBIEIZLSE

D,

@ JVBRKNEERBL-FHERREENT S ETRBELLERE Creutzfeldt—Jakob
§& (variant Creutzfeldt-Jakob disease: vCJD) .

(3R]

BURE R CL R T E A E M T VA IRIC R T 528032\, VA H (prion protein: PrP) i&
RFDARL 129 PATF A= (M) 72073V (V) 72DH>, L B PrP 4318703 19KD DX AT
27207 21KD DHFAT 1 72O TV Z S CODN, Rz 5 &30l M1 74
(MM1 7> MV1) 7>, V2 742 (MV2 7 VV2) ThbHEEZ B TND,

kuru (3, #% D AMEGAREE &5 2 AL, ERNCKOFERSIIE LTS 1957 4R DILEA 200 4 UL %895
DEEFEONTEN(NA 2 TADER) | B ANEEEZEEIEL TroldR 4 I L TG, V2 7 U4
DEGTHD, LinL, BELRIFE N AONDLEWHOHAE NS TND,

R RAVE ARG, RE AEOPF TR ERIL 7SI B R T 50 DO T BRI I, BT
(AN TESTZ XD, 90% UL EOSERFZL, V2 7 UA L D&Y TH D,

RG], DAET 150 AEB2DEEZ USRI VAR ThL0, ZiuIt R oI 4
FT 27D 60% % DNETHE LI Lo THEEISNILDOTHY, FRlChOBE O BHEHIEGELLC
FTUNEWVOFE T, EI, MAVEFFINZE SN TODDOTIREAE BB N GG Th 5, 33—
1/ OGN Creutzfeldt-Takob J& D ELRIE@D . M1 F VA VRGN 70%., V2 T VA EGE)N 30% D4
LTRSS D,

vCID %, T 180 4 & x D EE AL THV, RO T VA IR B > T il AR
LTS, TSR IRIMAEIRGL 00 I PR Rk A B 22 LI LR R Th D, vCID DI
WL BT W BB FRNTEEL . 2R 129Met/Met DA FTRINEGLL 07V, T2, DRE
IZZ WG CH DR 219L0ys BIEG L0 WIBIE R CHD, L T2 7 VAL, 7L ERRIR N
JEDT VAL DI INFESTODD B TH D,

2% Xk

1. Kobayashi A, Kitamoto T, Mizusawa H. latrogenic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153:207-218.
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CQ 3. TUFmEDZBH

CQ 3-1. MEMTIVAURIIEDLSICRHTEM?

(EZE]

o FRERZWICILREIEN. FICERARBBLEGANB LIUHBEMNZENEETH D DABLEER
E. BEERRE $F(C MRI 1RE) . INZ 57 (cerebrospinal fluid: CSF)HRE . BRRELEFITL.
tDEBEDEANEITo- L THEZSHT 5. REICKYEBRREZEBNELGDIZLITEELLZITA
(EUMFEELN,

o EREEDH T, MRl BETHELONDIRERE RO P THLEGEFE (diffusion weighted image:
DWI) DEEFRIFMEETVA L ROZES LUERZEHICERTH S,

o CSFHM 14-3-3 EROHRAVEAD LRIITVA VRO ZHE LVERZEHICERTH S,

o RIEE TIEEEAME R MM E (periodic synchronous discharge: PSD) AN EIRIAT R THY . 7
NAROZEHBLVERZHICERTHS.

(AZE5]
T NA=—RERHE 2 X U0 & DR REIR T 2 A UOWRB AR I3 572012, RRAFE eI AL
W IR, CSF AL, MR 2l 2179 V% (K 6)

6 MEMETIAREBRHNTANESEKE
D) RS TN RRIE
LB MATER SN
ETTIEAZ PRI
« RN P B L IR 2R i
2) R PR HUARIREREIS P
IR RY T RS TIE
B X PREIZL DRI RE R
-HIV B R
R
< ET TS B M ERNE : PML (progressive multifocal leukoencephalopathy)
« Bl PEA~ LA~ RN
4 MBS (5l BEMEY o SE Z VAT TR —)
- PENE R B
5) Z0fh TADN s TAMAEEFE - TADAAEZIIE
(KRR ANE
7 b A— )L BE T
« JIFPHE AIE
- IEH I /KEESE

&
it

3)

EEAIER X0 THHH, B (1 #H Creutzfeldt-Jakob 775 (Creutzfeldt-Jakob disease: CID) . MM1)
TR AR RERE T N2, A/ n— XA M EREE  EEHH, SMTREEZEL. K 3-7 7 HE
JECREEMEIE S ICED >4, IEHAGE] (o> CID H7 24 7) OFERITERES THE I B R i e =
RIS RER A T B0 A 503, FERIZZH ThD >335, (3K 4)

{5 A CIXERET MRIDWI 2322 W1 2 Cdd &1, DWI T, KN E GEF TS EEPT) LIS
B2 CFRICBRERARRT ) ISR FE BE R T 020200, RIMABEIZERFE 5L RmIR0, o, BEE
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MRI DWI O 2515 5 OEAL Tl apparent diffusion coefficient (ADC) fEI T T 352 &350, FEHLE
B NDDZHDHFED CID Y7 4 A7 Tlidk DWIHZ CTERE(E B2 RS2 WBIb S5, (3 4)

MR- AT A2 TR BLHY | ERIRZKIEITOENEE THD 1214 FRIFRMEH DIk
FEMET DA EREAMIE L 7 VA AR IR U T B4 T /LA 7R 3772 | arterial spin labeling (ASL) [ 4
RIS T T7 4 —T2 & OIS RE G % [RIRF IS HRE 3AZ T2 W o T /e s, -, I
TUA AR Tlx DWI OB FAE 5230323, [RIEMNETO FLAIR Fifg CIXASI R B S SRRV
., FLAIR E[{§ CHHOVR B EAE 51D T VA IR LS ORES B E T & THD,

CSF FRZE Tl 14-3-3 F ADBIIRZ W L HETH H O — 2L L TINZ BN TS B, A7 VA5
FHD CSF 10> 14-3-3 A LAV EARZWITH RN THD 1, UL, ki 8L CID 72147
G, 14-3-3 BALRAUR B ORKE TR D, F-, T VA RUSNOBE B TH 14-3-3 EHOKR
ZUBERIIGEEZ R TZENHD, BER T VA E A & R E 15 (real-time quaking-induced
conversion: RT-QUIC) (2T CID ¥ CSF O FRFM T VAL A% T 52 L2kl 2 Eo
BRIED RS2, (R T)

R MEETVAUBICE T ENEREFD 14-3-3F8B &
RT-QUIC I B EER T A U EBDBGHEERDBRE

RREE FESERIFR T et
RT-QUIC | 14-3-3FH | RT-QUIC | 14-3-3ZFB | RT-QUIC | 14-3-3&H
5(”%1';70;;2;;&%%%& 51/56 52/56 58/67 64/67 109/123 116/123
avko—)L 1/52 23/52 0/51 13/51 1/103 36/103
&8t 91% 93% 87% 96% 89% 94%
MM 90% 97% 90% 93% 90% 95%
Y\Y 88% 82% 88% 100% 88% 95%
vV 100% 100% 92% 100% 95% 100%
WERE 98% 56% 100% 75% 99% 65%

HgEARA L CSE AL DM AA ORI TRBIEE 2T AN TEs 202,

Jd 36 A A TV TR 70% 2 PSD A& 223273, FEHIRLITlL PSD 2/~ S72W il d D 2,

%Iz, AR AR RS (World Health Organization: WHO) 72 W7 2L 4 (£ 3) | EuroCJD 2 Wi FEHE RIS
(% 8), NCIDRSU® (& 9) &/’ d 23, Mt Ra B £ 702 0177072 B CARBOZENICE
HZEMHETHD,
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%=8. 3—0Ows\ (EuroCdD) IZH I+ B IMFE M Creutzfeldt-Jakob SEDZMTEHE (Zerr et al )

PRAER

. Jfﬁl}ﬁzx

AR B I3 NI IR

) %E{ZW‘ W 7 TR I B
MRS

L

U°w>=nT

I HAFTH
AL i3 EEIAME RN EE (PSD) 273~
B. IMEFBEIR 14-3-3 A 5k
C. MRI JE#38FHE{S% (DWI) i FLAIR Bi{§ 2 CR A% - W E7- 3R B ek 2 » BTl &g B
DD

probable CID: R THFRAEZ 2L IO 2 HH LI EE T 1 THH LA EATZh0
possible CID: R THRRAEA 2L, 1 0 2L A RL , 2ERREREDS 2 AT ChoH D

% 9. MM Creutzfeldt-Jakob 5D LT £ # (NCJDRSU )

1. e 52451 (definite)
HEATHE OPFRRIEERER 2L, FREY
TRIRERPT AL, FT iri:nx&‘/j‘u/y\

RGP Y LTI R 7 VA ] [ B THERBAE
FAZ AR, O. kD 4HH P 251 H L AT,
e A IFTE—XA
TR (probable) B. ?ﬁﬁifdid‘ﬂ&lﬁ%

(1) T+11+ 111 C. SEMRES ET2 TS EMI IR

g i i E i )Iﬂl\zlfﬁ’é’iﬁ(& 14-3-3 E H 51k D. HEEhM S
(1) HEFTPEORETEERE + IR BEIG IO0. fibdsz b= CIE M M i e (PSD) A 380
F7I B ONEZR D RT-QuIC [tk IV MRI #ﬁ&%ﬁ.ﬂﬁ% (DWI) F721X FLAIR [} 1% CTRAREZ - 1
IZCRIE B a7
3. &V (possible)
L+ 11+ 75 2 A
3CHR/URL
1. Geschwind MD, Murray K. Differential diagnosis with other rapid progressive dementias in human prion diseases. Handb
Clin Neurol 2018; 153: 371-397.
2. Zerr 1, Parchi P. Sporadic Creutzfeldt-Jakob disease. Handb Clin Neurol 2018; 153: 155-174.
3. Parchi P, Giese A, Capellari S, Brown P, Schulz-Schaeffer W, Windl O, et al. Classification of sporadic Creutzfeldt-Jakob
disease based on molecular and phenotypic analysis of 300 subjects. Ann Neurol 1999; 46: 224-233.
4. Nozaki I, Hamaguchi T, Sanjo N, Noguchi-Shinohara M, Sakai K, Nakamura Y, et al. Prospective 10-year surveillance of
human prion diseases in Japan. Brain 2010; 133: 3043-3057.
5. Krasnianski A, Kaune J, Jung K, Kretzschmar HA, Zerr 1. First symptom and initial diagnosis in sporadic CJD patients in
Germany. J Neurol 2014; 261: 1811-1817.
6.  Hamaguchi T, Kitamoto T, Sato T, Mizusawa H, Nakamura Y, Noguchi M, et al. Clinical diagnosis of MM2-type sporadic
Creutzfeldt-Jakob disease. Neurology 2005; 64: 643-648.
7. Krasnianski A, Meissner B, Schulz-Schaeffer W, Kallenberg K, Bartl M, Heinemann U, et al. Clinical features and diagnosis
of the MM2 cortical subtype of sporadic Creutzfeldt-Jakob disease. Arch Neurol 2006; 63: 876-880.
8. Parchi P, Capellari S, Chin S, Schwarz HB, Schecter NP, Butts JD, et al. A subtype of sporadic prion disease mimicking
fatal familial insomnia. Neurology 1999; 52: 1757-1763.
9.  Shiga Y, Miyazawa K, Sato S, Fukushima R, Shibuya S, Sato Y, et al. Diffusion-weighted MRI abnormalities as an early

diagnostic marker for Creutzfeldt-Jakob disease. Neurology 2004; 63: 443-449.
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10.

11.

12.
13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

Meissner B, Kallenberg K, Sanchez-Juan P, Collie D, Summers DM, Almonti S, et al. MRI lesion profiles in sporadic
Creutzfeldt-Jakob disease. Neurology 2009; 72: 1994-2001.
Caobelli F, Cobelli M, Pizzocaro C, Pavia M, Magnaldi S, Guerra UP. The role of neuroimaging in evaluating patients
affected by Creutzfeldt-Jakob disease: a systematic review of the literature. J Neuroimaging 2015; 25: 2-13.
Murray AD. Imaging approaches for dementia. AJNR Am J Neuroradiol 2012; 33: 1836-1844.
Vitali P, Maccagnano E, Caverzasi E, Henry RG, Haman A, Torres-Chae C, et al. Diffusion-weighted MRI hyperintensity
patterns differentiate CJD from other rapid dementias. Neurology 2011; 76: 1711-1719.
Carswell C, Thompson A, Lukic A, Stevens J, Rudge P, Mead S, et al. MRI findings are often missed in the diagnosis of
Creutzfeldt-Jakob disease. BMC Neurol 2012; 12: 153.
WHO. WHO Manual for Strengthening Diagnosis and Surveillance of Creutzfeldt-Jakob Disease. World Health
Organization. Geneva, 1998.
Zerr 1, Bodemer M, Gefeller O, Otto M, Poser S, Wiltfang J, et al. Detection of 14-3-3 protein in the cerebrospinal fluid
supports the diagnosis of Creutzfeldt-Jakob disease. Ann Neurol 1998; 43: 32-40.
Sanchez-Juan P, Green A, Ladogana A, Cuadrado-Corrales N, Saanchez-Valle R, Mitrovda E, et al. CSF tests in the
differential diagnosis of Creutzfeldt-Jakob disease. Neurology 2006; 67: 637-643.
Sanchez-Juan P, Green A, Ladogana A, Cuadrado-Corrales N, Sdanchez-Valle R, Mitrovaa E, et al. CSF tests in the
differential diagnosis of Creutzfeldt-Jakob disease. Neurology 2006; 67: 637-643.
Schmitz M, Ebert E, Stoeck K, Karch A, Collins S, Calero M, et al. Validation of 14-3-3 protein as a marker in sporadic
Creutzfeldt-Jakob disease diagnostic. Mol Neurobiol 2016; 53: 2189-2199.
Atarashi R, Satoh K, Sano K, Fuse T, Yamaguchi N, Ishibashi D, et al. Ultrasensitive human prion detection in cerebrospinal
fluid by real-time quaking-induced conversion. Nat Med 2011; 17: 175-178.
Satoh K, Shirabe S, Tsujino A, Eguchi H, Motomura M, Honda H, et al. Total tau protein in cerebrospinal fluid and diffusion-
weighted MRI as an early diagnostic marker for Creutzfeldt-Jakob disease. Dement Geriatr Cogn Disord 2007; 24:207-212.
Rudge P, Hyare H, Green A, Collinge J, Mead S. Imaging and CSF analyses effectively distinguish CJD from its mimics. J
Neurol Neurosurg Psychiatry 2018; 89: 461-466.
Steinhoff BJ, Racker S, Herrendorf G, Poser S, Grosche S, Zerr 1, et al. Accuracy and reliability of periodic sharp wave
complexes in Creutzfeldt-Jakob disease. Arch Neurol 1996; 53: 162-166.
Zerr 1, Kallenberg K, Summers DM, Romero C, Taratuto A, Heinemann U, et al. Updated clinical diagnostic criteria for
sporadic Creutzfeldt-Jakob disease. Brain. 2009.132(Pt 10):2659-2668. Erratum in Brain 2012;135(Pt 4):1335.

UK diagnostic critetria 2017 https://www.cjd.ed.ac.uk/sites/default/files/diagnostic%?20criteria.pdf
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CQ 3-2. BEBEETIVAURIEIEDKSICEMT HM?

(E1E]

o BIEMTVAUIKIIEERFEICKYEIEME Creutzfeldt-Jakob & (Creutzfeldt-Jakob disease:
CJD) . Gerstmann-Straussler-Scheinker disease J& ( Gerstmann—Striussler-Scheinker disease:
GSS) . BUE MR et RERSE (fatal familial insomnia: FFI) (SR $ESH ., MR FMFTR . RIERE. ik
MRI B . IX¥58;%& (cerebrospinal fluid: CSF) & E . Bz FRFEDHEELZEIZEZHT 5,

o GSSIZRITHHB/NNEMELGEESO-REEDAHE. CJID [2H1THEEHD MRI HERGREE B
(diffusion weighted image: DWD T KINEEOCEERDEES. ETOHREI(ZH+5 CSF RE
TO 14-3-3 EHEFVERAIEPLCERERT )AL EATREEIE A (real-time quaking-induced
conversion: RT-QUIC)WEZERIZE A TH D,

o IEBEEYHREEL T, DIT8N-FFI TIITERLSMEBHEZ TAEIRET SAEH]. P105L-GSS T
(F/8—F V=X LEEARET B, VIS0I-CID TIEREENLL, TILYNAI—HIED R
AR BZEE T HEH. Y163X TOEGHUREEEHEEZTDENENH S,

[fZ25%]
BARME TV A IR T i R R R L0 & st CID. GSS. FFI (243
M232R 728 CIEAFIREDN N ENEEA LD T, Z2RHICERL . 3

DRI TWA(FE 10)1, VIsoL <X
BAG TRBNMAELIRD,

®10. FHRARBEEBESATVDELRFER

FE
N i 73 B K 120 BT Xk
=] %
102 proline — leucine methionine Hsiao, 1989 2
GSS 105 proline — leucine valine Kitamoto, 1993 '
117 alanine — valine valine Tranchant, 1989 '*
178 aspartate — asparagine valine Gambetti, 1995 '
180 valine — isoleucine methionine Kitamoto, 1993 ¢
. 1 Sg; 21;;?:,\/\'2 at' :/Ilfg methionine Hitoshi, 1993 7
200 glutamate — lysine valine or methionine Goldgaber, 1989 '
210 valine — isoleucine methionine Pocchiari, 1993 '°
232 methionine — arginine not stated Kitamoto, 1993 ¢
Laplanche, 1995 %
Goldfarb, 1993 #
S, B 0q & o S # _ 2
GSS.CJUDHELFE sl g;f?é,g; f T; gﬁﬁﬁg];i\@ -7 Gglvﬁanr'bj 3321 2
van Gool, 1995 %
Beck 2001 ®
FFI 178 aspartate — asparagine methionine Medori, 1992 %
B 2R fEE 163 tyrosine — others valine Mead, 2013 7
B 178 2-bp deletion (CT) Matsuzono, 2013 2

AN NRTLITH S, VI80I ZEH CID DI FIEEMNT 76.5 k& il iE T,
SAER MRI DWI ClHZEAEE L LRI 2 B2 KM B 28 VAR AR D & E 5258

HITHY,
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HIEE: CIIER ZDOH DG BE O RIML 6. V1801 ZZE& (%14 CID O MRI LB AR AE 1%
BAREPEFERICER T 582 232K 6).
RLEE TIBEEDRAR AT D, FIREAH T 52
LT T D, i E R ME R IV 12 (periodic
synchronous discharge: PSD) 134 9%IZ A 541,
CSF 1 14-3-3 FEHITK 80%DHMERTHD,
RT-QUIC DRGHEZRITHT 62%E K1 2,

P102L Z5 5%, CID BD#% % R4 085460
OB M E I ORZMEZ T CODIGE RS
DT, TE&F‘EE@W@ET%% S REoMukic BERRUABKESGICUR RBESEEL. ¢
ifﬁﬂﬂ;ﬁ EYN 1l:€m &bm\o n"J 90%75@@39&;.)%1 ZEERICIEIRLTLVBHEICRZ .,

FIEL TE&@E R A BT HRERLHS O K L PSD 139 23% 245, CSF 1> 14-3-3 &
ElEeS! 25%2»%@@@50 RT-QUIC DF53134) 88% CTH M THD, GSS DR WrkLEL R 11 IR
L7,

& 11. GSS DagkrE#EE

1. ﬁ%?@fﬂ (definite) : HEFTHEFRIENGE, /IMMAER, JEMERIIRB 72 E 2 B4 5, 7V AV EREEBE TOERERN
R B, BRI 35T GSS IZRHEI 2R BRET A GE 357, £lT v = A& 7 my MEMR
f?ﬁﬂmﬁ‘k%ﬁ’]*ﬁﬁ CCRE VA VEARE I D,
2. 1FIEMESER] (probable) : HRRIER E 7'V AV BAMIB T OERIIMESN LR U THH0, FHEEFTH. -
BT VA EADOEIANGE LN THRNE D,
3. BB (possible) : FHEREN S 0 | MEITHERAEZ 2 L, /IMMIER RIS R 2 £ 5 23, 77U A
EHABGTOERFETR - 57V 4 EBAOERIME LTV RN o,

E200K 225 CID [T F-HIFIEF W2 58.6 ik & A< S RIF dr BRUIIIE M CID EEEEIL TUD, HFIE
OHBHIZAF> TODIEN N 13, 4 _E PSD I3H) 92%12 4541, ik MRI DWI O @Ei{E 51350 94%.
CSF 1D 14-3-3 & HI3H9 87% Ttk T 5, RT-QUIC DFGEERITHI 85% Th b >,

M232R 28 5 CID |3ty #URI I CID EFAIEL -5 2 BT T & MM2 BB TUER DFEAREET T 538
% (%% & I3 )ﬁ/ﬁmﬁ%ﬁﬁﬁ) >,

P105L 255 GSS I1ZFIEARI DA THESN TWAER T, S RIEER 44 mEEET, R
FER7RHES %:Ea“éfmé’« 589 FiZ ﬁb%ﬁ\ FEMERT BRI, 78— = XL B2 5, i
MRI 2% =D PSD IEBG R AMEN =D | 2R A I Cldzeuy,

D178N-129MM (X FFI, D178N-129MV [T #iA! CID 2 29 5LS31T% 03, FFI Th-> THARHR
ZERRELRWEIL 5 101 SIEFERN LT 52.3 5% T D, FFI DML HER £ 12 1R LT,

& 12. FFI DA%

. TR (definite) : BEPRAVICHEI TIERIR, FREVE, ZAPREIEREE, I 47 a—X A /MMIER, #E
W%@@\ﬁ@ﬁﬁmﬁEFHebfwﬁbﬁwﬁ%%IL\7)¢/EEEE%®:Per@%
HEH L3 N 12928 MetMet Th 5, & HIZAMKERRIC 35U T FRLIZRHBIO 20 0m BRET LA GER 32 2>,
FIT T 2 AZ T By MENRERRFIREIC TRE ) AU EAPRB I N b D,

2. IEIZMESEH] (probable) : EEARAIZ FFI & L CHE LRVIERZ R L, 7V AV ERABEGB D2 K178
DOERZF L 2 K129 28 Met/Met TH A, JWEFTR, « BE TV A EAOFEANE LTV RN
Ho,

3. Bl (possible) : FERMIIZ FFL & L THE L7RWEREZ R L TWDEN, ULV EABGTERS
REAT R - BTV A UEAOTEARGE LTV RN O,
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3k

1.

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

Nozaki I, Hamaguchi T, Sanjo N, Noguchi-Shinohara M, Sakai K, Nakamura Y, et al. Prospective 10-year surveillance of
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CQ 3-3. BBUTIVAURIEIEDLSICEMT HM?

(EE=)!

e [E[RTE Creutzfeldt—Jakob J& (Creutzfeldt-Jakob disease: CUD) MW : BEITAIZHESITIAY
BBEEICIA T, MF M4 CID DMELE (K ) EFEHALTEZHT S,

o DOHAETHREINTWSERY CJD T2 THEEFZHER CJID (dura mater graft associated CJD:
dCJD) TH %,

e dCJD M#)2/3 (3 CJD BEFITHDA ., HYDK 1/3 (X, T5—IREFINHIFREFIT, #&
T LB AL, FfE B HA IS IX AR £ 1< R B 14 R £ 14 1B (periodic synchronous discharge:
PSD)AHIRLGWZEITERET S (K 13),

o ZEF Creutzfeldt-Jakob J& (variant Creutzfeldt—Jakob disease: vCJD) M 21 : ¥5#HAE 1K THRIE
FTHIENZL RN IBEEEEFTN B LBV ENHE M CID LITELGLERKRIEIRE
2L, 54 MRl O T2 SBERERA® FLAR B TEARAIRHEDBRRMEESHALNEE
EDHEHMBREMRZRYT , A REEEWorld Health Organization: WHO)2 B £ % (2001)
(R 14) . TNZEQETLT= EuroCJD (EU) MM EZE (2008) (5 15) ZFALNTZH T 5,

[#ZE%])
BAEE TICHRESN TWAE OB YA 5121, B CID., vCID 3L kuru @ 3 TN E
1E9 5, ZOHT, ONETRIENHERSN TWDEDIL, EFME CID OH o dCID & vCID TH D,

(1) HEfEFHER CJD

dCID O, TN CID ORZMIHEHE (3 3) 121> T CID OZWiE1TH, ZDtk., b EIZZT
ToEIRAT A feid L, R REHEIE S AL dCID L2 W75, [FIRFIZ, VA& BB G FRE CEls
PEFVA R E BRIV D,

dCID D 2/3 137 L7 CID DGR E G A 23 2B EITh b (FE7T7— 278, —J5., dCID DX
173 1IMIRELCT 7 — 2RO T VAL B AR A RO DT T —7 R THY | IR R RS TIE OB I
FERZRE 2 2L, BBV CALNDAMEE D PSD 2SFEIE 1 AELINIZITHHBLL 22\ e & | B AR E 773 LY
BT F 2D | ZDizh, 7T — 2 dCID O Z R YE () MRESH TS (F 13) 12,

#13. 75— & dCD DEEEE (F) "2

IMFEME Creutzfeldt-Takob Ji5 DM AEHEIZUET 273, E NERAAREIREE AR N HY | A THED IFTHEIRE B UIAE
BV, BN VR S R i BB (PSD) &880 72K T IRIEHESES (probable) &5,

(2) ZE% CJD

vCID [ XFEER CTHIEL | I %L'?Da@ﬁmiiﬁk DR EAFIEINC R T HZEN L3, FI
M CID I E Lhi U CRERBGE AR 3, 227 WHO 2L %E (2001) (8 14)* 1IZHE~TITD, BH
# MRI @ T2 S8R5 FLAIR B4 TO LA RFEDO B E1E 5 (pulvinar sign) | iﬁfﬁﬂ"]’@&)é
(1% 7). LAEFID vCID JEFITIFTFEIEL NI - PSD 258727 >, WHO Ozl D%
fite 52451 (probable) | DIAIZ, M CTH I E HIME A PEE B8 251 L%Eﬂé;kﬁ%@#ﬁuﬁ
STz O ST, e E T I B L 72 vCID RRA (E MRS bl & S T TbE I EZ T
FIL7=22 W 56 4E (2008) 23 EU D IS (3R 15) 8, MBI Cld, I3 DR e B 7V A &
HOEH O VA&7 ay ) ZAEH T2 0BRSS, RIERIMTONLZENH D0, ZDOTH;
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(ZERRDMED T2 | BEIR PRSI XS BT 573 pulvinar sign 23 HAVRWMEIZ2 EWE IS AR HALD,

& 14, ZERCID ZHTEZE (WHO 2001) *

I A EITIEO RS - AREERE
B. %@ » 6 » ALLE
C. —E b, fMOEBNEETE S
D. EFMED ATREMED 720
E. Z &M Creutzfeldt-Jakob /%5 2 I E T& 5

il A FIERIBIORSMER (5 o, R, B, A, =48)

B. FEft 9 DI ARCREE (B D5 WIEZOmE)

C.

D.3A/u—XA, aL7y, VAL=T
I A. B CREIBIME R RE (PSD) Fatk

B. S MRI 2 C AR R =
v A AR CTRE 7Y A B ARG
FeZEW (definite) - TADNH Y | D OMRIRER NI CHER Shuiz b D**
1 ZIEMEERF (probable) : IBLCND4/SHE L A & HIB i3 H0
BEVME (possible) : IBXOIO45THE & A 257297 H0

*EHE . RUERITHERELG, 77, BRIKIEIRAEER CJID IZEHL . 888 MRl THEIRKMSESERHLVBITE
m—eﬁéo
*k KB ES KUK, SEFRIRZE (L L florid plaque 2SR E TV EADABEERD D,

7. vCJD ) MRI T2 & AE &

R DR (KEN) IZH1E S (pulvinar sign) BR5N5,
(3%E CID —A_AF52 X1 =k DA. Colie BTDZE
ElzkB)
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F 15, ZEZCID OZEE%E (EU 2008)8

A, WESAE
L. #EN 6 4 A LA EOHEATHEOREIR - L 55
2. — R b MO BN ETED
3. ENHSRD T HARIILE SO AR LD TR IE D 2
4. BRMEOBEMERRIRINEN G ETE5

B. PR AE (5
LUF®D 5 DOREBEDHI B D7t 4 %5805
1. FIERAORARER (oo, A2, ML, AR, 248)

2. Frgi 9 DI AR (BAWITZF D)
3. K
4, A r7a—XRA ALy VAN=T
5. FRAE
C. HRERTR
E@ﬂi u/l—ﬁ
KB LOVIMMIZ, HERRIRZE{LE florid plaque ZFE) w7 VA B ADILELZTRD D
Z OO T

1. fibdipe B RIME i EE (PSD) faxi*
2. SHER MRIIZ CHi{AR RS &
3. M TR )AL E [ B
D. BRI R
P AN DS RS TODE B EA~DEHE (72 L)
1. HeZEH (difinite)
A, WESEE CORAETT RO EZW 2= 3

TITFEFEHBI (probable)
A WIEGAEE B, BRHRIEEAT-L . C. FATPT AL CHXiE b PSD B2 LB MRI O i IR AR L s (5 5%
iyl
EJ e

A, WESMERT-L, C. A& A CRIKVERICEDBE 7 VA E ARSI
eV M3l (possible)
A, WESEE B, BRIRIERZ -1, C. #RA T R ClME | PSD 23tk

* vCJD DFAEZREAICIEL. FilZ PSD #FRBHBHELH D,
ok WE . RHCERITHEELLL, =12, BEEREIRA vCJID [ZAEIL, FEEF MRI THAIRKIMSERERHLLVIITEA
—6&60
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CQ 4. TYAERDEFEENLE
CQ 4-1. TJUAVEDEEEIFEDLSIZFHET HM?

(EZE])

o JVFAURICITHEY LG EREE N LBITLEUOD, BEEEFTFMR 7 —ILIELKONFEELTLS,

e PAEDEEFBEHFRAREE (MROEEICHITIERFICHHT HEREEFER)ICEDIS
HREBRBEBBEIE) TIE, TVA RO EEEFTFER 7 —ILELT Barthel Index' BAALGNT
AV

o JZA > fE B REHEME (Japanese Consortium of Prion Disease: JACOP) Tld Medical
Research Council Prion Disease Rating Scale (MRC Scale)? AM#ERHE TLY5, MRC Scale [ZEI(Z
BEEEEMEEZTFETEIRT—ILTHIH ., TVA R ITH MG S B Ee CRR B EE D 5T
NibhH->THY., EEEESE LM AIEETHI LN L. BEFERTIETVA RO EEEZ T
BDIHLELEERERT—ILTHS.

(3R]

TUAAFRITEIT N E DD THE, D7 — TR W TERIZEIIHEL . B A L
(CIEEN IS (2MaD, 20728, EIEEDFHEVIOL ORI HIZW, H2 CEIEEZHE T T
X, EITOREES > TRIEEITHELRRIRETIEIC T 20N TH A, LIei> T, BIEE LY
HFFEDIRF R I A EAEE M AT — VA 50O R BLE) TH D,

BUE D DN E O JE A 55148 #9951 3R F 3 TR S QD7 U A9 O H1E E 3Tl Barthel Index!
BHD(F 16), 2T B EAETRIEL T+ 2A 7 — %24 5, BIEZDOA T — VI DY AEY
T =LA N BT AR L L CTHEBIC VWS TWS, ST 0 4 B EE) 705 100 AISHTHL, —
AR 80 LA ECIXEBF TR A L TR, 40 ALLF TIEE LIRFRESND,

VA AR L LT BEE A — /L E LTI, Creutzfeldt-Jakob disease Neurological Symptoms (CJD-
NS)scale® B THAD, ZIULEICEEE SEMEZ M T DA — VL Thd, 7VA L HICHEBLT 5
FEF RS 8§ DDA T A=/ T TR 26 A ZZET, ZNENDOIHEEZ 0 =720, 1 = K,
2 = HED 3B CTIMLATT 5, SET 0 805 52 48 (B EAE) (20495, CID-NS TITFIEND
DOEFFFEEBE BTN EFTDEFEH SN CODS, EEIWESE S OIE H 2372\, THH 20 s 5l 5y
DEAHDTFTPIREGVTNRN2E WD O R R D B D,

JACOP T FIZA TV D MRC Scale? | L7 VA U IR I FFEII72 S RERS BECRR A RE D LM A3 -
TEY, BMEWEESLRMEFTRECTHS (F 17), BEAGEEICBET 2072V —RN THE , 538585
RE - BRI RED 7TV —N 4 THE BV, F 11 HEDGRD, BB ONFITIEL T 2~5 BERE TR
Do MENE 0 s (BHIE) 25 20 METHAIT D, BURER TIET VA3 O FAEE 2535012 i i
LI HEIEER T — /LT b,

-

I
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# 16. Barthel Index

H I SAFY T s
BT, BBVEZR S OB A, BRI B D 10
£ BB (=& 21F. BT AL > TS LTHE ) 5
2B 0
it 7L—%. 7v FLA FOBEDLGT GHTH b AT 15
By K | IO & 721X 2 3T 2 10
O H JEZ Z L IEARETd D ANEIE S 5
AABE A TR 0
o AN (e, B, @Ex. OTHD) 5
HS B T 1R TR 0
A~ (RROBITE. Bl Gl A s AR Rl LT b0 e 10

1E DB b ETr)
A L EE B, kX5, KR SHEKCABIZEET S 5
AABE A TR 0
N E~r 5
A A E T T 0
I5mbl EOBAT. MR (I 1. BATaR<) OEmoaEIihT 15
. 45 mBl EO BT, RATROR & AT 10
BATRREDS A, R0 C 45mbL E o HRERTAE 5
LUK 0
HIL, T30 72 EOMIHOF IR0 10
B 3 N T 2 BT 5
R 0
Far, B, 77 A —. BROEME &L 10
HEE oD 7RI, Ayl LI E A TR A D 5
LUK 0
ST U, Del. AIEORLD 0 b ATRE 10
BHED Y hr— | LXMDY . . ASEOR Y BN R BT 5 E b AT 5
LU 0
Gkt U, IURIEDI D 00 b ATRE 10
BRIy hr— | L XS Y | MURROR Y BN B A BT 5 b G 5
LUK 0
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#F 17. MRC Scale
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=

7I7A4TIVT

Tr
b3

HEERERE

HEIED 7 B CHEREENR—RLL EdH -7

ELEO 7 AMICIEREE R L

PEIRAHE

WICREL WA T —T VLEE LTV D

PR A I TE TV D FIUCKREET S

1 L OfE

I8l

5T )

Ehva

NG

B 2\ EE S I

SRy

'BE

AREE 73S/ FER R (B D CIHER T & 220)

B CHE T RTRE (kT DGR OF IR 2R Y)

SRy

%)

By, BHZEHTE RN

O ImF I O|IFRIOINI—IO|lHRIO|[—!O

JEDH Z LIETE D, BENINBZET S (NZX 508, Bick2m8h%

i)

—_

SRy

B D -

R

CSEd

SRy

& e S

DH

=

PR ==}

FEFLd D D EEAHE

Euu L UL DGR

N O |INi— O | DN

LEIZ L > TUIRZTEZT D7, ?Fﬁ&EuI;“%’E’?DT EY) 7R HEEOM 22 8D b

D, LT UIE R YRR ECIREL 27880

W DRFED AT RE

REED

i
i

~ODJIE

JEBHOIRBUT BRI LD 220D, ImEDFENE > Ty

BLO A2 E X< o T D HEMETRH L T DA S D0,
PUZRDNTND DS, F LW Z T L TO RS20

JEEDAR

B LVRILAREF CE T2 N, FICREICEER® D

FLIBITIER . _<$Xf°@?é>®tzh75>§>

il & IR AE )

Hlr ) SRR AE /) 1342 < 720

W SR R R RE /) 75“) LTHE-TND

EHEOMEH

SE/EKD%%E@@)%% WELS TERN

VERGETIE, IR HIUTERSCRBEZMHT 2 &8T5

— O | —= PO | winN
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CQ 5. FAUEDABE

CQ 5-1 TVAUIRIFEDKSIZTEETHMN?

(EZE]

o TUFUIRIFWSTZARET HEHEM TR A MNERBELD, KREDERKE. HDHL L
TEEDHREAROONEEFIHED, ChETICAVLA TEARFEOS T, A%+
VIFHERMNEASINT FFEZEOHEIBEAZHh o1z, ZILEILFUIEBALHI TR EEHHMNEXED
SNT . OAETIEEERELTEBINTUOEL, FX 940U OHEVIERER SR
LT REBEBMHUNRIIAHINT . BATOERRRLG(ZLEELATHATH S, RUMUH
MEAFRIRESECEIDIEREBHNRIAASNTEST . NN FREET ORI
BT hBHERLGL, TIETOXOEEM D).

o —MEHITAEIGERERICHTIINEYT—avESnd, BOERNEELG-1-156
T BEBELGEICI>TRERENTHOHND, BBRFICHRTHIA/0—XRITHLTIE, —
BRICHOOFE/ LNV TOBAMERSN TS (HRDES 2, TETURDHEREM C),

(3R]

T VA IR OTRREL BRI CAFAE T D EH BT U A4 2 H (cellular prion protein: PrP¢) 23O AFE D
HLg M7 4% M (scrapie prion protein: PrPS¢) ~Df&EHAHLN AL, PrPS OARE L, B L, Al
BV RO PEN LT T2, L7235 7C PrPS OEREZ NN, o2 NIRHZARHET DA H DT
AR ZE AR Ml DE A A T 2FM BRI ) — =0 7S TET,

PLrvTVTHELU TSN T eX F- 7013, FEBRAYIZ PrPCHD PrPSe ~DIEIEIAHRC PrPS Dl
ZIETHRRDGRO OV, T VAN CTERRMZEM T, JEETTTio4172 PRION-1 study Tl
WP ELIZT & MEBRBRIIAT O T TEREE IRERERIC T TG R Rl sz 1 &
TR 107 BIOT VA AR BE DXL LD AT 45 BIOMFEME, 2 FIOEFME, 18 B2 5 42
BIDOFENET VAT T -T2, 7V AREREL 38 6], FEIRIFRHL 69 6T, 1A% X 1 H 300mg T
2 FEH OB E LT, 78 1511 (73%) MBI HIM I T L, AFERITF T2V NAREE CIEPNAREE L
DEoTe i’ RERBR AR O BNE AL CTHIIEAATO &, M IS LA DIVRD o T, I IFREREREE A m R
(2B, 9 BN, T HNCIRR A HYRIERS B L7z,

TNENTF ATIEREENE SR HE L LT NMDA SR EERA AL, KK A & 5 @i 5
BHIEHIT, 28 44D Creutzfeldt-Jakob J# (Creutzfeldt-Jakob disease: CID) FBEZXIHRIZ, 13 £ ITEIN,
15 22T T BARN B E-ET2 2, RABEEERR A C 2 BERMICH B AN AL EMm T4 CIEEN o
7

A~ MR ARY L7 = — b (pentosan polysulfate: PPS) (3~ U SRl ORRERIL 205 C ., MR BESR
RBIEI R DRI WSV TE T, B SEE5R T, YRR DMK E N G-I LD FIE B AE ) F 3
&%, PPS = MRt I G151 EE T HAY CID (variant CID: vCID) (I3t LTI TITH04L 3, ARHT,
2004 4 11 A 25 2007 4= 3 H £ TR R D7 VA6 11 FEBNTKL PPS N 523 ThdL,
BN W TEMIAFN AL PEEER [EIE 2 R UTER X A D2 o7 4, BRNTH 15 ERILL E
1T, vCID BEOAEFHIMIT, 22 hr— 10 vCID BEIDBBIDNICE WD, #1 T2 7B CX 50T
AEBASI TR,

TRV ATV AL EWIL PP LREG L, TIRANEE RLE(L, 7 a7 7 —BIZ LD iR (Rt
T% %, TEGLEN FEER CH R A 7V ATRIER L R AFEHIH O RN H SN, R A7)
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I PrPSe IR & 357210 T, F VA DRGNS IR S D Z &0 | BEIRIFSEAM T4 T
Wo, 7T A AZVT DRIFETIE 121 BIOT VA AREE ZT o H DR GREL T TR0 T
ALTo, FERELTUIRF LY A7V 100mg DO GIT L2 TN =), AT EIERE T 22 31358
HHNIRDoTZ O L LI O CIIRFRHIEIA 5 A UL EOBFENEL, T TIOMHE £ T periodic
sharp wave complex 23 HELT 2728 HETTHID CID B NZLE N TV, KRB0 BEITTH2
WFFEDSaR IS8, T MU LB T/ NI T ORMFET LR | BB G2 % & O T- BT T T DA A5
DML RN A LN DFHThH>72 7,

FER DT URE DR R EE Lo 725813, R H B R E L TRAEREDTONDTEN LU,
LU, A PHREWNET DLV ST R E T U R TR0,

CID OFEHFIZUITUITRO HIA 7 — XA L Th REMEHDOWITRE FHIA /e —XADE
FREL T/ B RAR LT afEhME S T8 8, ZhRIZOWTO MR E T A HR0,

3k
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CQ 6. TVAFUEDEE - Rkl 5 IDEHIHXIE

CQ6-1. TVAURDEE - RIEODEHN, HMRBEICRHLTED K S
BXEZTOIN?

(EZE]

o TUFEDBELTORKEIZIE., HABDEN., HEMRENELS, TUAEOEE -RiE
[CEITIHEDHIEEREIL. TVAVBOISICKRECHRSICERLIZALN, BY, EE =&
. ARGEFACDIZERLGILZEEBEL. EEETICRDIIENEETHD, ZLDAIE.
FFEOREBELLICELEEICAZTEVRBFLEEBELTIKAZE TLSH BEEORKLHE
95D TEORRISHLTOEMICHEIS T DICIEBEMAI NS0, EREE. BE -RED
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