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V. BEREETVLHE

a. #t

gl]‘:'

[o=1)—]

o BMEFEHTVAVHEEL, ERETUALES (prion protein: PrP)Za—R§37UALEAREFD
ZERICKYELDTUF AT, ELMERERICKYT SN Creutzfeldt-Jakob 5 (Creutzfeldt-Jakob
disease: CJD) [CH L DEEREE T 5 GG CID. HH/MREEECEENEELSICHELER
MEFELELY Gerstmann-Straussler—Scheinker 5% (Gerstmann—-Striussler~Scheinker: GSS) . HEE

- BIISE CUD ISRITHIRGE BEMIBERS B L OB RIRIETRIREE (Fatal familial insomnia:
FFD) (ZXKBIZh 3.

o ZHMOBEFERNMSNATLEMN, BET(E V180, M232R, E200K, P102L TR$E 5,

o FFET. BEAERBHMRIZETHIMN, VIS0, M2B2RZIFEALREREINCHSEIECIDELT
BETHOBEFREZLETNIEBEHITZOHNGL,

o BEGETUFURLELMETH D=6, WHHK CID LRABTENBETCHS,

(& x]

BEMETVZHEIL, ER D PrP (cellular prion protein: PrP®) 2 —N33 PrP B FOERIZLY
ELBTIA R THY ., ERERERICEVIARYE CID KELOEE:22T58EHE CID, BH/MH
BAETE PR BRI R LB S EE L BV GSS, RERARIIIZEM: CID TP TRIE L B AmRE
R B IO FFHZKNEND (BIV-1), TR FNOBERFEOFRRELRIBEFERIT. BEETIZI0
R LD EERLaRY 51 55 91 O 8 7I/EROZVIRL (J'—R) EALIC 15 BEOXR L -BALNH
HENTVS V23 (FIV-1), TOSEE IR 2 CAEICIVRARY 4, KB TII@EME: CID #2375 V18I
(T3FY 180 DRV BAYRAV B ER)  M232R(AFF=rhbT ¥ =) E200K (I VFIVER
MHYT) & GSS ZET 3 PI02L (FulrhbAVu L v) TRk %E HH5 (FIV-2),

BEHRLLTERELEEEEREHRE2LE, BERIEREOTRIIVER->TEY, BXT
SEEEDE VIS0I & M232R IXFENICREEIXIZLAL AR LLTRIETS, e, AUk
FERTHILRBLRLZMR-RBEREZETAILLHY, WMREBHAL SO EHICBEFREZITHIZLH
BELV,

V-1, REETVAVROBRFELTORBLLIRETFER

(1) BEE Creutzfeldt—Jakob 5 (genetic Creutzfeldt-Jakob disease: gCuJD)
R148H, Q180stop, D178N-128V, V1801, T183A, T188A, T193], E196K, E200K~129M, E200K-129V, V203I,
R208H, V2101, E211Q, M232R, Codon51-91 ins

(2) Gerstmann-Striussler—Scheinker & (Gerstmann-Striussler-Scheinker disease: GSS)
P102L, P105L, G114V, A117V, G131V, M187R, H187R, F198S, D202N, Q212P, Q217R, Codonb1-81ins

(3) MIFEERIEIETIELE (fatal familial insomnia: FFT)
D178N~128M

(4) =0t
Y145stop
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HV-1. HAEERN TOREETIAVEORETFEEOHE

B (n=303) EURO-CJD*(n=425)

Insertion
P102L
P105L
A117V-128V
D178N-129M
D178N-129V
V1801
E200K
V203I
R208H
V210l
M232R
V1801+M232R |I2
Other mutations |7

136
178

TER7
F:ERCZBLN. & BHEREBIZEWN. F BMICBEN Kovacs, et al., 2005.

EV-2. AV BEOY 1~ EBEFEEGOVIHRUEER

EEZE M120V N171S E219K

IMNEERBS
T VLT

! Deletion (1 repeat)
22 51 9

231

COOH
Y145Stop
, R148H M23R
Insert}ons (1-24 repeats) Y163Stop Q227Stop
Deletion (2 repeats) P102L D167G Y226Stop
P10SL DI178N Qggg
P105T V1801 V2101 Q
G114V TI83A E211Q
Al1TV MISTR mg}SH
o G131V T188A/K/R
CLTES S1321 E196K | D202N
A133V F198s E200K

EAREBSE. THNTARENERERLARSOIEIZZVESR,
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(1) V1801 ZERIZ & B CJD

RIEFHIT 44-93 BT, K 76 BLBH T, FIBERITTENBE., KFFORTRLE OBRMNE
BBEENSL, I /e—X R, MRERE., REREREBEN CRRICET TS0, Alzheimer e
BENTWAHILHB,

(2) P102L ZEE 6SS

BIEERIIER 5375 T, K 90%BHATRERE O/NBER CRIEL 2-3 FEMEIT U BIZRAE.
IATR—RRREBMDEILBEL, BAIER/ IREMELEZ ST, THRERRE, BR
HOET. RO BB RO ND, FEURCIE CID ROEELT LSS, &
BERE D/ NEEFECBAEORRES LSRHL, BV o TRETRETAZLNBH
BETHD, FHBRMIL 4-5 £LEL MPICHBAERR D, PEEROLBNET+a—Ty
FHRATHY, [FVANEOY— AT AL BRT BB T DB R TR BT ')
IZHRETVA,

Xk

1. KEBEEGR) SV BBITEREVANABYE. EESBEBEERBARFAERSIIVRETE
BT AN ABHE BT AIRER R, SRR, FE. 2010

2. MeadS. Prion disease genetics. Eur J Hum Genet 2006; 14: 273-281.
Mastrianni JA. The genetics of prion diseases. Genet Med 2010; 12: 187-195.

4, Kovacs GG, Puopolo M, Ladogana A, Pocchiari M, Budka H, van Duijn C, et al. Genetic prion disease: the EUROCID
experience. Hum Genet 2005; 118: 166-174.
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[U=y—]

cMEHRTYFUHEIZRE Y Creutzfoldt-Jakob i ( Creutzfeldt-Jakob disease: CJD) .
Gerstmann-Straussler-Scheinker 3% (Gerstmann-Striussler—Scheinker: GSS) . ¥R IEIEFRE
iF (fatal familial insomnia: FFDIZ4&Exh 3,

o RROREHETVAVFETRBEENGVNRITHRSVNOTRHICIGREFRRNBATHY . &
RO V1801, P102L., E200K, M232R, D178N DIEIZZLY,

o V1801 %> E200K CIXEEH MRI HhEXSREAE {(diffuaion weighted image: DWD G, KEMR H W EER
ISEESEILEBRHHENSL, P102L P E200K CIIREEZSHERBVVEEOIER®, K
HBHBEREICETS 14-3-3 ER.MEHMAORBREITVF L EOE B EE X (real-time
quaking—induced conversion : RT-QUIC) BELENRFRTHS,

e P105L 45 D178N O FFI TIXRFENLEERERNBSEICRILBHN D, V180! [XFHRNEMRIE
GHOLERLSDBENHSH, M232R (EREFREZLEL\CTURYE CUD LOFER X TEILY,

[ X]

EEERAEIC VBRI CID, GSS, FFI IZAEEN TVWA(RIV-2), P102L R TiX CID #DIER%E
ETBEETH GSS LIEA TS 23, KROBEMEF VAR CRERBRRNZA T HEV DO TR
KISEEFREBSNETHS , #iz, 7V B H (prion protein: PiP) BEF R E NHVARIEEI D
S>THFVENRTCRNOIENHADOT, BHIOBRICIIERBSLETHD, TS R Z LI TICAER
T3, BintE CID ORZEIEIEL CID OREKEEEE 320, HBWIXCID 2&7-3 PP BETFERYE
THEFIT, BRERIIIRE CID IHT5,
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BNV-2 GEET VA VRTHEESATWAELRTY 4+ VES PrP) BEFER LBERRES

PrP G FER FHEBREES XER
ok 51-91 SEig DA CID X° GSS B4 T DRI E S EHEERRER Owen 1989 %, Goldfarb
TFERERIIE~D 1991 °, Goldfarb 1993 7,
8-72 PI/BEIEAL16 Laplanche 1995 & van Gool
TI/BRE 1995 °, Beck 2001 9, 41
P102L GSS 44T DREREE Hsiao 1989 "', it
P105L GSS AT OBREFEER Kitamoto 1993 2, {1
A117V-129M GSS 44 T DGR RER Doh-ura 1989 ®, fi
D178N-129M FE OEEERBER Medori 1992 %, 4t
D178N-129V IS E CID 2 T DERRHER Gambetti 1995 %, fth
V180l CJD BEGIE LB TERGEST BRRELSE Kitamoto 1993 2, 41
E200K FE CJD 2 T OBEREG Goldgaber 1989 ', {1
V210l SN CUD R4 T DEEKRRESE Pocchiari 1983, #t1
M232R M CUD 2T OBEFERH DLV T BB RIETE Kitamoto 1993 2, {1
DR

(1) V1801 £ CJD

BHEE MRI 258 I THY, DWI TIHISIE 2PN HEEEEL T IERT SRR O e &I KM E I AR
. BEBICESEZOHAEESL, KIMEESENRERICEET 5% £ 3 5(KIV-3), BERE
T, FIRERITEE N EENR S THD, BIRETEFERZ SRV IELY Alzheimer ZHERREL
DUFESIQONBIERE, I R B E (periodic synchronous discharge: PSD) (349 12%.
ARSI 14-3-3 B BT T0%D B Th B, RT-QUIC IEDBERITH 37%HESHE AT %,

RIV-3. V180! ZEEH{EME CD ) IR HEHGATAEE

(2) P102L EE GSS

BEEN MRI TN (bR DA LN TRV, EREFEERIT 53.7 BEE,
% FE ORISR o CRIETAERAHAIER, BEERHVILIVERAEETHD * FH/INE
MR L BTSN TOAERL S, 5 90%IVNRIER TRAEL, IA/2—X ALK 30%THRD., FRO
AERLE2THEMLHS 5, CID OFREE 2B ARR, Ml b PSD 1359 23%., MHEH
7K 14-3-3 B B1TH0 25% M BT D, RT-QUIC DB RITH 88% T/ A Thb. GSS DRI EREL
FIV-3 IR LE,
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#;IV-3. Gerstmann-Straussler-Scheinker % (Gerstmann-Stréussler—Scheinker: GSS) D L #E

1.  TEEH (definite) : HATHERAE ., PMER, BIEHFRERL 22 T3, VAV BRBEFOEENBDL
., BRERRITIWT GSS IIHBRMRERT RE I T 50, ¥y =R 7 ay NEN REERFHRE
TRETVA - BaGRHEhb0,

2. IZIEPESEH] (probable) : BEARIEIRE VAV B AREFOLRBIIMEFLAEAL THAA, REFRR - BESIA
YEHDIEAREBLNTVRVBO,

3. B\ (possible) : RIERENHY, HATHBMERZ 2L, INEERPFERBREEZ MR, TV EEBETF
DERLHFEFR - BRE TV EROEARBLATHRNWLD,

(3) E200K Z=& CJD

FERITEARIRME CID LELILTRY, SEETETHD, ZR CRFEESERSNTOBH)iE
# 54% T, BEOHIRICE V) FIZREETHS 4, BIEVERITL 58.6 L&V, Bk L PSD
1359 92%. SREE MRI B {E 51330 94%. INERBENK 14-3-3 B ALK 87% T4 TH B, RT-QUIC DB
HRITH SS%UTHATHS %,

(4) M232R Z=5 CJD
TEEVSE M CID LEREIS 2 208EITHIE MM2- R B EUE DB REITHINRDH B 4, I 2 V-
», BEFRENSETHD 4,

(5) Fnith
P105L £ GSS BREMOLTHESNTVAERT, BETREL, FHICRRETLE T30
BEN 4202 ST R RO BRI A TR B, FEEE MRI ORI I BB RAMELS A I THkAe L,
D178N-129MM i FFI, D178N-129MV {3 & 8% CID L& TVAM, S LLRBITERY il H3
BB 2SRRI 523 BTHD, FFl OBWEESRIVA ITRUE,

RNV, BIESRERMETRIRE (fatal familial insomnia: FF) ST

1. PRSI (definite) : EEPRADICHEITIE AR, BRAME, RBANERUTIRIE, T/ — XA /NS SCEE., SEORRE .
REMESEERY FFI LLTFBLRVWERZ EL., PP BEFOIRY 178 DERELELIFY 129 23 MetMet
ThdD, SHIZRRERMITIY T FFLICH R RERT RA T30, ity = ¥ 7 ay MNEd i sss
HREIZTRESVAVEASRHENELD,

2. IHIFRERY (probable) : BRERETIZ FFI LLTFBLAVERYEL. PiP BEFOIRY 178 DERPELaKY
129 % MetMet THDH, WEETF R BE7VA L BAOEHERELATOVRNLD,

3. B&\ 8 (possible) : BERERKIIZ FFILL TR ELARVERZ 2L TVBH, AVAVEAREFEROREFES-R
B4 EADERREBLHA TRV 0,

3R
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V. BEET VA VR

a.l

[¥=<y—]

o BWEHETYA UKL EFODEMOBRICE->TRAELIY, ARFKEZRRZELL TRV, BER
ADBH(<EH>TRIZTIAVHETCHD.

o BEMICIZ, EEBHEALICKIERETUALREO. O BMKIEAE (bovine spongiform
encephalopathy: BSE)RISEDZERA CUD (variant CJD: vCJUD), X P - =a—F =7 DI—L—iEE
NEOBBETVAVURIZHESN TS,

o BRHETVARITTVFVEODTIILENBLLDTHS,

o ENBETRERETIF U BEOPCHICERBHERD Creutzfeldt-Jakob %5 (Creutzfeldt—Jakob
disease: CUD) ASEt 140 HILLEFTEL (1999 £F 4 AAB D) CID H—RAS5 AT 1915 Fich 87 f).,
BRETVF U FIIRENIHLARTELLEELEETCH S,

[ X]
BRETVFRETNTNERE. ABRGERRETHS vCID, RAKIBI— L —IZH) TR
BiL. SLICAHROMBEREET TR,

1) EREIUF %

BRIV RELTEL RS, AEBHEELTREShTWAY 2 2RI LEIMARIOF
Lo TRISBISNEROBENRDHS 3, ZOITH, I BEA OEDERIC LABLFRBES
NTH3 4 LaLadts, ZhbOMEIL, EVITHLEA LY EoTWB, BRESIAVHED 100 4%
BXBTUMI VA2, FEEVEVEH ST LEEBHE S Ch5, fTHIL. 75VR, MRYR, KEE
FINZ, BHITRESVEBABEN FREANSHMHEN T - BEORFICRIBLIZA, F0ZLT
BYEE TSI 2L, BETEAOICREE CORENSV O TS| SrEdER+5,

[FEERe iR CJD)

FIHABOFHERBLAEREZE TATI BN T, BEMNSBRBRLUZEBRAFERASh TV,
1987 4ELARMIC/ERIEN 7o B BB RE (754 :Lyodura®) 11, 3—oy BEE O BART % ERS T
BONEEEZERAL TRVERELER TN —LL TEMERARBRASNTELT., EbIT VA
VBRESREDHBHKELT N AMLEL R EN TV R ole, 2O EELBHEIh-AZE (LY
YRIIBh RABE T 140 £%8x5 CID BEBRERL VB, BIEBHEE CID (dura mater grafi
associated CJD: dCID) BE N, FMFFIBE SN TVWRAEE V-1 1Tk, EFROZVVEIZHK
ZELMLUIER, HREICLHEB FRORWVRBBZNIEREBHIN TV, BAE TR L
FRUENT (Jannetta ) 21T BE BBV ZENFETHS 5, BFBEIL. BOEOFINE
BWTZORETFEILISIE LM TaRy 129MetMet ThD A3, HREERIC T I REEBHEFIS 30% 51
BIZHHN, BY 0%+ TRABORE TV BALEL & T MM LR TERVERCHS 1,
SOITFRRHRENRBELRDLN., TNODBEIL 20 £LL_EOBRBIBEZETRHEL TS,
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£V-1. EEBER CDAOBANFERERT-HROREES

BRBHEERT-HK EFIR
lbL 29
RERcHEERS 19
By 17
JERTHM 11
R/ 8
RORRIREF 7
EXBRE 7
BEEDARA 6
RS -EE TG ]
ME 6
0t 22

(2) FERHcM

1985 SEMLDBEE T BSE D epidemic i, 1993 £4EITi% BSE #5778k 3 HHLLELWHORIBICETE
V. BRERND 1995 FEHHERT vCID EWHRERITIIARD o7 LV CID BAHBILTz, AL, EEOH
DRIF Tho7ei, BEDDI—ay N EEA~D BSE HRFHOBHIZLoT, BRTITVAN, e
D ANBRBHI—ny & EH TRFEZBOHON TS, HRERTIL, 180 AU ELDOBEHIZ E-TW3,
vCID i, #ERD CID LA T, PRABZERUNO—REEZCTOTVL L DORMBREERY | — RS
THBEELRFOIEBALN., SR OMERLL TRBROBIENEETHS, Fe, BN
RFY 129MetMet HADOEEGFE TCORFINGERHTIAOM, HTEHEIIBWHEROEE 2L
HBEITRBREERDY, SED T — M7V AR RREE THB, 2K 129Met/Met O vCID EFI D72
AT, TUT ATEVTRY 219Glw/Lys DEEMEA 2010 FEITBEENT: 12, ZOSEICIL, BRER
2Ry 219GIw/Glu (=R 129Met/Met) LRIC T, ZEEEZEE R " LOBEKZH IR Tho7

@) 9—n--

Gajdusek 133, ERE~DEBICRID L LIt o TRIT AT LRHLNL - KRB THE Y,
BABTEICE o TRIEMBERILZ 8L, EDROB|AZRIEHBICL > TR EEP BRI /-2 L HIERA
ENTVB, 7— N —BBREDOR & b TH#HIIT, RAZEHENS 50 £LL EBBLTH, WEE
I — N —DRFRBBHONBEVIRTHSD B, Ba BB VAV ROBRMEMEZEXS LT, 50
FEBLSEHTHILV BB LETHIILERL TS,

4) SHROBER

ERMETVF R CRARIZDIE., REFZ CTRBLIERELI LR TES Tha, BEIL, —ERRWLE
ERET VAR DOEITIMFRME CID LERFRER BB ALK BICERNWEVIZEILH S, TIER
BETH, VTV ROBKREMIMAR 21 LT ARFCELMRELZ T TOBEEHBEEL,
TYF RO ZRIBEDPFSIN TS, [FRIICH, 20X “RBHEBK B L5 &RETbh
IX72biRnESS,

Xk
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Creutzfeldt-Jakob disease. N Engl J Med 1974; 290: 692-693.
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[<y-]

o ERE CID DBE : ERFTAICHS TUF UV RBEICMA T, H$LHE Creutzfeldt-Jakob
(Creutzfeldt-Jakob disease: CJD) DT (RI-1) EHAL TR T 5,

o HAETHRESNTLSERME CJID FLTEEBIES CID (dura mater graft associated CJD:
dCJD)THB.

o dCJD M# 2/3 (% CID REFITHAM, BYDH 1/3 (X, T5—H/BEMIThZIERBHIC, £1T
ALEEREC RERYICITBR ECEAMEREERENHBELAVLISERT (R V-2),

o ZERA CJUD (variant CJD: vCID)DBHT  MAER TRIET S NS, HIPICIT BB EREE
MBIFENVEETISE CID LIXRLDEIRERERL . B MR TEAMAIMFEDOREKNT
EENAONELEEDHBHREMRZRL ., HFEBEE (World Health Organization: WHO)ES B
##(2001) (R V-3). FhEBETLS: EuroCJD (EU)DESHTZEHE (2008) (R V-4) ZERALVTENT
%,

8] V-2. 75—9% dCJD OBMELE (F)"?

FU3EE Creutzfeldt-Jakob FHODBIHRRBITRT I, EFREERFEHBIAENDY., BT EOLBEREEL-ERH
1%, BERICTRAMERHERE (PSD) 2B HLCTH, (FIFHERF (probable) &9 3,

FV-3. ZRE cJD PixEHE (WHO 2001)*

1 A. BITHEOER - ABEE
B. Z@N6 AL
C. —REL, MOKBBEETES
D. EREOTRBER RV
E. TN Creutzfeldt-Jakob W2 BETE 3
I A BEFHOBMBER -, A&, EBL, BH. =8
B. T ARARPEERE (bAWiET0ORmE)
C. &H
D. 347u—XRX, a7y, VA r=7T
E. BB&E
m A, ¥ CAMHERHERE (PSD) B
B. ¥ MRI - CHRIREEHRES
v A. BHERTRET ) A EOBE
RBEEZH (definite) : IABSY, POoHEREENICEEEINILO»
IFIEREES] (probable) : I BLCOO45HEE A & B 2EETHO
BEV MRl (possible) : IBIVCID45EE L A 2= THD
*EHE . B ERITERLEV, 1272, BERESEFAEREY CJD 1AL, M MR CHERENEBS2EBHEVVET
FRTHD.

R fBES KUV/MRIC, FBARREEIL L florid plaque ZHESRETIAVEBHOXRERBND.
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55 V-4, TFRE! Creutzfeldt-Jakob RN EHELAE (EU 2008)°

A UEEREF
1. 3R 6 » A L EOEITHEORM - FIBEREE TS
2. —RRE L, MORBREETED
3. EMERD TREASVECEEBIHICLSBRENRN
4. BEEOEEEFRIRBENTETED

B. BRBRIER
LAT®D 5 2DIEGEDI B ES 4 0% B
1. BEOHORFEER #5-, A&, EEL. BH. E48)
2. FGTIBHPREBE (HAITOTHE)
3. &R
4. IF7a—XR, av7, PA=F
5. BBAniE

C. BEFR
BEERWT
KIS L UVMEBIC, AR ZE/LL florid plaque 2SR E VA BADLEHRLBRDHS
ZOMOBRERR
1. B3 CRANIERIEIE KB (PSD) Eadd:*
2. B% MRI - Tl IR R BB 5
3. RHERTRES VAV AR

D. FENER
BRI HENTREN THOBEMLEMOERE (B 2))

E. 2

1. BE3EH (difinite)
A. LRRML C. BRER ROBEDE R T

2. {ZIEFEEH (probable)
A, LBFME B, BEREREREL, C. MRZRT R OBk F PSD R4 L B8 MRI ORI RIEHREREE%

i e

: a7 8
A, LERGERREICL, C. REFR CERBERIZIZRE VAL BABMEABEIND

3. B (possible)
A, BHFML B, BERREREHEIL, C. BRAR R CR L PSD B

* vCJD DREBRAITIL, FHIT PSD ZBHHTEMH S,
w B REERIZHSRLGL, 27, BERERA vOUD ITAKL, S MR CHABEREESEROLLVGTHE
THd.

(= x]
BREZTIHRESN TOILMBEHETIAVHICE. ERMECID, vCID BL U7 —L—0 3 R
FET B, ZOF T, DAETRESERSNTVBH0IL, EEME CID OH D dCID & vCID ThH3,

(1) EE#HEE CD

dCID DML, T IR CID ORMTER (RIT-1) 1T > T CID DRBE 2175, 0. BEIS
TICEFITHEMRBL, EEBHEESHNT dCID LB#i+5, AR, AV BEOlETRECE
BTV ARERA TS,

dCID D) 2/3 i3 EHHEY2 CID DERFRFREBRE 23 MBBThHE GEFS5—2H), —F . dCID D&

1B RBRETT 7 ROTYA VB ARERBDE TSI THY, BB R T OES &7

TERZEEZL, SEBITHONDMEE L0 BRI (periodic synchronous discharge: PSD) 43
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BIE | ELPICIEHRLRVRY | BRERNSRGILIRRLRS | Tk, 7T —7E dCID D
BT () PRESNTOB (E VD),

(2) EERCD

vCID MR TREL, AACRERERLORBEELRENHICETIILNEW Y, Bk
I WHO 2l (2001) (3B V-3) 1 12hE- TITH, BEEF MRI O T2 $RFAE £ FLAIR BE{& TOEERT
FREDERALE(E R (pulvinar sign) (THETTHE (”V-1), DB EFO vCID EFTIEFERIIC
fMiE L PSD %58 °, WHO OB BTEED NEIEFEER] (probable) | OIEL, (RIS CEEITIZE M
LI AEAHICRONBTENHS I BINEEN &, Sbic, HlmIcBIELL vCID ARG (ERM
A LB|ESH T TNbEEEL CHETUZ BRI EE (2008) 1 BU 225 HEN (R V-4)%, FEEDET
Tk, BT AR EE PP O (RE/ T =AZ T uy ) iR T HLERH D, BIER
PIThNBIERHIM, FOFEHITERIES =0, BRERITAET 523 pulvinar sign BHLIEWN
Fli2 Sl CEINERR BN D,

B V-1. vCJD O MRI T2 SEAEI {2

T DR AL (REN) (SBEE (pulvinar sign) ACRSNB.
(E CJD H—A_AAFUA 1wk DA Colie EEOZE
BlzkD)
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VI. TUF U RDER

[(<y—]
o TVFUEIZWN-EARETIEETHETHENCHBEEEBTHY ., ARIINEREDH T,
HEITENMF T I EMERSh A& L,
o FRERERATHhh TE A
@ FHHULENHHNIESREICHALTIIALHEEIEEBRBEIh TLEN, T-HFEED
HBABL, #ERTIhEN (T L—F C2)
@ IWELFUIEBELAEHREBHOAT . KBICHE T ERERLE(REMENTHTHS
(FL—kc2)
@ FF P10 RO HHNIEERFICELT, REEFTHEMEFREBEIATELT FIBI<H
[+ 3EARRLKRLENTATHL(JL—F C2)
@ RyMFUBBRENBGRERCEIPDRTTEHASATELST . M HNFREETH-OHR
shiln(JL—F c2)
o ERAEITURDENNBERE--88(%. BARELLCL>TRERBMNTHOALN, R
HIEFURIGEN (T L—E C1),

o SAHIO—XRIZHLTIE. #OFE LS N TOBAERSATOSA, BBRETE T RGN
(7'/""'F 01 ) o

[&x]

Creutzfeldt-Jakob %% (Creutzfeldt-Jakob disease: CID) IZRFB ENBADT Y A ik, MK,
Bl FHEE (BEE) KBS, Vot ARIET B LETHE CERENRBREEERB TH D,
2V F LT, BRI O YA B M (scrapie prion protein: PrP>) S EH M HFET HEEREDTY
A% B (cellular prion protein: PrP€) & REMHED PrP™ ~ L EE(LXHE L, T OBE THIEME
BELB BT LEL NS, PP AL PP ~OEELRER £ IAE T 5K, PrP™ OBSE
VLIPS AR, SREEEIET 3EYRR 7 V) —=r 7 Eh, BERFEMTDh TV,

¥F2 U Uik, TRHe S ) TEThHo-M, PP D PIPX ~DEEH PP  OEMEEET
BHELHB - EBHESh, 7Y A VR CERFENMTbN ., AR TRT Y FVREaERH 31
Fleat& L LTiibh, —BIEOZRN 12 5 (38.7%) It & bR Shic i Z OFRITTES 2~4
BECHE L, —FTxF 7 ) VIRRPICFEREER 7T6%icHBLE ', 77 R TR
702Gk 32 BlA RS IThi. BIERIL 6 SICATHERER A b, BALDRHRITED b7z
hrote, HEETHFbhic PRION-1 study > TiX 107 07 Y AU RBE BN TX T2 U U IaiRE
38 B, IETREREE 69 Bl 4T CHEBIRERITDN, AFERITTARE CHIBREL V@b 21223,
BERECHRESTD &, MEICERRho%k, BREDY L 4 FIC—BEDERNEESLRON
oo BIVERIZFFEREREEN 20 flicH L,

IV EAF U IISERREMEEUER & LT, NMDA SAGMEEERAELE L. MIEEM2ERICE
BB AT, 2840 CID BEERERIC, 13&IEER, 1547 FERBREENTS, B
R T 2 BIICE EER A DN BEMTHR TIIER R o T,

KA 7 U VBN CEERFESED bR TV B, B, Rettl BIIRIERERR
[FAY

Ay R R Y H7 =— b (pentosan polysulfate: PPS) iZ~ %Y RBIOFBRESHE T, MEME
RS PRI A DBRIC AV ST E 2, BBILERT, BRATSICHENREIC LY BEER

- 32 -
-2109 -




SEZRBHD, PPS PUEBAFRHGHR SIEIIEETERE CID (variant CID: vCID) {Zx L THH TIT
bh’, ZRTH 7Y TR 1Bl LTiTbhve, A8HER, < OFIT CT LEE T ARENE
Db, BMNTH 1S EFILE TP TBY . REAWRTH D, FERETT o7z vCID BED
AEFHRIZ, = b -0 vCID EL U bHLNCEVS, ETEFHTEINFEREL T
22V,

FERPHET LROBRSEGE L 2o HaE, BRFERLC K- TRERERTPh B L
BEN, LhL, EATREEEFTI LV oBBRATET VIR,

CID OFBFIZLIILIERD S IA 7 a—X A LTh. RREHDIVIIRETHEIA
—XADEREL LTI FERARALZaBRERShTWAR T, BREAT T XiTk0,

3CHR

L EEBR, BHEREE, BFHRRK, PEEL. 7oV T Vb Y7 RIC T3 Qinacrine 185K, B S EHR 2R
Riihe BIMERARRFAEE TV RERUEBREY AN ABREC BT 5RENE TR 15 FERE.
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VI. YA UREDEE - REICHT 2 0BHENTIE

[<y-—]

o FUFVROLSITKESLEBICHAL-A LN, BY, B8, B, FRELERDIZERES
THILEBRT I ENBETH S,

o BLOAIE, FHOERLELICALGBRICAEAVAFHEBELTL HEL-TIVS, 5T,
DEXBOBEEE. FROOEOBRLEHETHE, ALOLBYEEOBBEERLA LD
SRLERRETICHEEELH I TRFTILTH S,

o AFEABLLRBTHRVABETETVSLEBLONBLARENBELHIDOHRDT, K8
[CEALTERTHAOHREBSTIChAYPIKFETLEA A LT RELDBTIRLLES. &
HHERBEROIvaIHEYR—I RN I =9 10O LBEREOBNLERATHS.

o DEHSMTIBICIK, E6., FHH. LEEMAR. BRY—IvIL-D—h— REHV VLT
L L OEBrEERTHS.

o BE -RIRICBLWTHISORBAFEONALEE. BAREICHIMTIoEEELL,

(= x]
(1) ARAEMENMNTESZOITOENICKRISER LT BEZERLASTS 23
KELEBICETLA L BNLERTays70RY, B8, RERYEBUAILIZERRILTHS, L

MU IEEAY DA 21T, BEIORIBLLLIZE SO/ THRIZAEAVRELEBEL O K N12F->
T3, —BENCZS U DEREISITIE 2-3 EDh B Eh, YEIIRERIBRPRE LY LbH
BN, BARFERNEORNICHBLLE, A&k DBOELAERTIEXTE RN, o T, LEXE
o B, DEMABEORECEE TR, IV RICERE LB REOKTFLEZEREL. O
BREGERE RTFAZLTHD, OB, BE . FEOFECHBILERZEIT TA L OKEHLOEME
CED, MERRICEST, BIPELACRIDLEER TICRO LB ESHEELN, BVVTH
KEZITANALE IR, KRHLOBRIZIFMRLELEZIZZELE R THS, £, A4 BER
FITHTBARBEE R AR EEITIT, DEXE LT, B FROFHEZTERTICROTERELLILT
BB RTTERAELN, BVI-1 [ZTFVAVROBE - FIEIC—ROICILK RENDLEERILDOH]
%, B2 CRROEZOHETRT,
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FU-1. TUF U EOBERIEI & (R 5NBDEMRER V>

<FUFUESBIBELT>

RIRDFECRBERFROEST, HDV L, HHRERPEBAEDNHODOIITN TR 2y 7 PRHE, LH
BANZIBREI RO IR T DR AR

RBEL THOBER oK ETRMAPDPEEBEL REFBECTERVETERIBLL., BB OV etz
FHBORETHIZEGEVIERBEREEIZ DL IILEMLSN TORRRE a3y 70, ENETRES 2
ReiofeZ bzt B RER, H#Y

KRORBITH B LBRBA IR A0%:50, TRIDHRVRE—FTRE OERIEITTEnicE
L5, DEMICREERRE

FROBITLLL ICRIRABE LB BB TERLRBILITNT B LENER

FIA AR THRMOBEN A THHLXEV BV ERAZ 7 OFRICH$ WL LMY, T, R
B

DEAICRBBZVREBT, BERECREDOA L ITHT 584 RRERECEHRITROND, 38V VRDPOH
h7A2)

RRNERBE~DERERBENSZLITH T HEOCFTH

FORBOAIBRBERRL TN BILCREMRRRBAY =X AR EHBEPAR

AR FEIDILRNZ LI LA LRIRE? ITESLT 2 ILVHEED

HBPREDO A2 HOORE KA S LRI ALELVRRY
BEETITAREDBLARNEWDbNELED, hOFRIE~DREZOLER
BEVQIATERTERLRDRYDRR T, RERBENZEBECERALLESOFRERAN R
BEONHITHI=BIBELLTORIN R, SiAH

BERCLRoTBOREDR WLE, 188

<TYFFEOBEAEITBBELT>

FVFVRDOBIAEIIHTEREZRLEEN

Y OBEDBRENDILRVZLILIHRE, BEL

S EOBRITBETIRE

BRTFROTDITDBE LRRZDBVESNAZLDORRR

ERECHABOA 2 ICBITSBREICHETIBRRGCEMA, BRICL-THERIShBRY, Fxb, Fik
]

BRCREREZZITAINBLNZNZEPLABEDO A4 IZHL TREORRES — T ACE TN TERNZER
kB2

REEMTBUERLFED A & BRBREDRRIZHL T, BEORERTEETIBBALIIL2 T
RBIRV LIS B AN R

BB ISBRNFE CRER VA RERBELLEDORYDESE, 23 ERERY DBIE
FHRE TBRL TOBPBLNANEEI DN EDRAMN R, R, &Y

BEMESVA AARFERAORBEZ BT, BELTWARLLARWOT, 0OES THAS EHLZHS
LERCITIIBR TR O DI EFRB BRI BINCL N T B EEEINAZ LTI R, TR

A& ITRBUC LR & 20DBERBLICH DY, EREF—BRICIK RN BREE Mo TR L CRE TS

TRIEMORED, T, BEFKRAFLRALLIPRRICHI A4 DRVEMBIET, [BMHIVED TRV TH
CLORBoTVBABNBDIE | EBLHT LN TED, BALIIRRITFLLHEZ LMo T, HEFRERZHS
bdHD, YT YR —b Ry N —rREOYUEEREOERIB LY., BEOBEFROBBAECBERY
ZRIDTHILT, ALEIRMLGIZVB AL BEDISRRFL TV BOLMBILLE ER THD,
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BVI-2. FUAVFEBEOREERRE L-HERYBE,ISBOA-BHOH 1>¢
<PBEBEBOERFIIHLTS
o BEOFBLFROBLICAHL T, RER TORWEBALZ+a—LTIELY

o RBTElk, WRUTH LU CRELERD ., BRZBE T2V TRED S &) - B A EEH0&RN LR
DREA TIELLY

o BEEULRR TTHUSRAE CARSE TELVE, SETHIEZORLNEERE 52 AR T
ELD
<EREEHBECHLT>
o EFANRBEEPL TR
o ERHIEERIRTARIC, BROBLIBEEOT, FREEROMIT>THL
o EFCEBEOMEA—EOLITESL TR, SEET-TEL

(2) [ EBBEHOFRTOEZBLRS 120 fs

AN, e 2BV RI THRABIBE TETVBLEBULNALEDIZHN, TFLRELHL LN
BV, PE2 T, TTANY—DOFELONHFTLREZLT T, EBICEL CERTHaRFHEBST
O TNWEETHEIDILH, KERLEXELRD, BB UMITEHESH> BIZR> THRIANEIC
ALRWEELHANDT, —EFE LI THEDo TVAM MR LN MBS TME TR !
AL, EAICRHLTTERIREX TV IERBEELY, YEFFAE P/ R R —bRy by —2 12850
Lizh., BERfE SRt 7 — OV AT VA ANFFREDO VA MR E DERELL IV THIEDFEATHS
(F#&VI-3),

#VI-3. TUAUHICETHERY A+

O PR IRHREDR—b_R— ‘ 1
http://prion.umin.jp/index.html ]
O BRigge¥—0RBHER—LR—Y
FUF R (1) 7Y 7= Vb2 795 (CID)
http://www.nanbyou.or.jp/entry/80
FYZ R (2) S NVARNT Y« RPRART— V% A 51— (GSS)
http://www.nanbyou.or.jp/entry/88
TVA 4R (3) B RIRAERIREE (FFD
http://www.nanbyou.or.jp/entry/51
O FVFANRBEREDE %2, TIANRDYRIDREOHDI & ~DHY L EY Y
(FVA AR — D —TPR)
http://prion.umin.jp/prion/counseling.html
O ¥RV H—bxyhy—27 (B FOYFEEE)
http:/fwww.cjdnet.jp/
O CID Support Network (¥ E 0> X4 8% FiF)
http://www.cjdsupport.net/

O Creutzfeldt-Jakob Disease Foundation (CRE 0> X4 BLE )
http://www.cjdfoundation.org/
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