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( Clinical and epidemiological study of human prion diseases in Hokkaido )

HE L HAY]  Creutzfeldt-Jakob disease (CJD) 3 & OV OFEGE BT N BRI @mRYYE, &
B EOZ H MR AR T 2B CT VA VR ERHEND, & o7 U AL, M
F&PE CID, MMM Y A (A% CID, 284 CID %), @stE7"Y A9 (Fv A b
vy e vabhrAT— - A U H—hE (GSS), BOEMEFEMEAIRGE (FFD ., FiEME CID) %
I IND D, EORYGERTIED A T = X 5 RGBSR, RRIEEIIRIZICHIH STV

o AFEICETHTY ﬁ/rwﬁuaﬁéﬁfﬁ.& X, R, Y TRIEIC OB | AR

N R IR IE R R SAHBROFEMIIICLFET 50 LE 2 b, mE#XICB T
% CID H—~_1 7 ‘/XEHE%H%% ZRRNT. BREEELT o 72,

(x5 & 7ik]  ARFZEE, AL EHKICE T 5 CID —_1 7 U ARE L LTI L& k%
BT, 1999 725 2018 - £ T, 20 FEMOILUMRHEHLIXIZH5 1T D CID H—_A T o AGHA % AT
L7,

[FER] AbiEE Cid, 1999 £ 5 2018 4F 12 H R E To 20 4EfiiC 332 44 (B4 130 4, &
P 202 44) CID B —~_A T o A& 2 £l L, 241 4(72.6%)75 CID & 2Wr, 91 4(27.4%) 75 CID
EE SHTZ,241 44 O CID OWFRITIFEM: CID187 4 (77.6%) WA CID 14 $1(5.8%).
WARPET Y A 95 38 411(15.8%) . 4P HEANEE CID2 1511(0.8%) Tdh 7=, ZEEA CID |FALHFE Tl
RO T2, FEIERHERNL, AENE CID 71.0+10.1 7%, HEBHI% CID 57.9116.0 k. Eix
PEZ U A 95 7241120 i CThH o 7=, Blctbix, CID241 4, BIE90 4, &tk 1514 (it
62.7 %) LIMENZMEN Z DT, CID RERGIEL/100 57 AL, 2420 F/)2.24, &
54T, 91 5 4R 1.23, 5 2 #1 5 451 2.30, 5 3 # 5 4E[M 2.53, & 4 #] 5 4[] 2.90, &
W EFR T, B CID (2B L T 2008 4ELIRRAIIC I LT 5,

MFEM: CID TOEEMEMES FTOMM 1.722.6 » A, LT E TOWIM 13.7+14.8 » H ThH o
72 WERS A CID OMEEMES F COHMIL 3.5+2.2 » H L £ TOHIM 26.9£30.5 % H.
FEREREAE % 20 D FIE £ CTOHM 16.8+6.5 4 TH 0 BN TITE BAL CID ORIEITRO e hr o712,

BT U A 38 A4, kB ELRDIZDON V180l A 23 &4 (Bt 5 4. &t 18 4)

(60.5%%) ThH v, M232RZH 6 4 (B34, Ltk 34) (15.8%), GSS(P102 £#)4 4 (5
PE14, &t 34) (10.5%). FFI(D178N Z5) 140 (&Mt 144) (2.6%%). V2101 2% 14 (ﬁ
PE144) (2.6%). E200K &5 14 (ZPE14) (2.6%), #RH7-, L& TIE, 2ETHMIC
B L 235860 TRy V2101 SER], V1801 2R ANFIEN 7+ Hiv, E 7o, MFNRE T O TH /e
Octapeptide repeat fE AZH 2 4 (P24, Seefl) (5.3%) &7,



[E2] a7 ) F 9\ o 20 FR OV REESR 2.24 13, 2E#RE 0.85 LKL, i T
EUVMEMIC B o 72, ALHRE TIE, —A T 2 E2E DT BRI OREE, 5 BIMR O & 5 HN 2
FEL, WL B AREER S D, 2EEE XL @O REER L FIC EA 2RO TV D RESRIC
BIL Tid, FIEA U =X LB STV RWARERIZIE W T, A RIOFSRITMmD CEERHE
ThdLEZLND,
BT, ZERZVMEADFEO T, N S IX@Em LN 2 WEA R H Y . HERE
Z b, VM CID & fEERAER CID ICBIL Tk, JHiE, fal/e . REEE & FEREOR R
BTz, VM CID TlE, FARIATE HIER & Lol B IR AR 2 9 R i 7 e
A CID JERFI 2 fegB LT 5, BEEBAE CID Tk, 30 4EIC b K SEHAER I BEG] 2580
%O EEICKHET D MENREZ 2 b,
AHRE I T DB Y A 95 38 B (15.8%) | F&IE F-H)4FHn 72.4+112.0 ki, £FEHRE 216
B (17.7%) . FEIE ¥ 65.5+113.9 ik L IZIZ R CTH - 72,
V1801 & #filix, AbifEiE < 23 #1738 $1(60.5%) & 4[F 89 #1/216 $1(41.2%) & iz L TH % h o
Too FEEE, BAICBI LT, dBMEBEIFFCKRISGEW E B2 5D 2, Bk TIRRZRIZEEET Y A4
VDO H 02% L OWELH Y BEERIID RN LRI, BERIImRD TR, R
HTIETEDOF R EAMEDG R D 2 FRDOHRNFERZZNIIES & L THE S TWD,
M232R Z %, GSS. FFI, %, e, &Rif/e &, 2EHE L RFEORBREZRBD 7, GSSIZEL T
ITIRICREZREZRBOTEY . A% AR TIXEERBIENMNE LB 2 b,
E200K 2 B(2BI L Cid, otk 1 1(2.6%) Z 588 TV 528, 2FETIE 17.1% & i — i 7258 (5
P CID TH Y |, B E )ik EHEZ B 5, LEEITEE» DERDPBE L CE R ED
HY ., FOHHEHIZ L DRIEDMR Y BBV TV D ATREMD B 5,
RRCK TS AN O A A TIES D THiZe V2101 28 BAES] & ALVEE T 55 MM 1 44(2.6%) 388
TwéoX%fﬁ@ﬂ1%ﬁ%ﬁ%é@ﬁf%0\ﬁﬁwwéﬁﬁﬁﬁﬁ%%ﬁbhko
5 Octapeptide repeat i AZEF e fo]i%, HEITHERRAVE L /S— 0 Y = XA &3, RisEmEER
FRAEVE & T RUIEE L U . FIRRFIEMERBNIIATEBILNRE 23 720, BIE, MEEDZWICE > T
UCRITEEIIBER R ANE % 5 O BARTERSEE D —HETH D ATREMESHER S vz,
Ufkem]  ALMEE O CID ICBET 2 RFEI 2R REEZ H] 6O TIT o 72, 1999 42> 5 2018 4E 0D 20 4= [H]
2332 IO —_A T U AREEE L, 241 BIOT ) A IR E MR LTz, RERITIE lIﬁi
V&<, SOITHIMEM ZROT-, T —_A T o RS OREEETS KO BRI E o m Eiz
D CID OZWIENE < 2o TV D ATREMEA R 723, BfE, BRSUE % @ Lf:it@ﬁé@%%k
REELE D, AHROEEICHFTREEBELRFHEEZ HNLD,
ﬁﬁéfUﬁyr’%Li‘%ﬁﬁfiﬁﬁﬁrw RBHDLZEMD D, EAMITIREEHIKL

— R M A B O ER L HEENOH LD D AH @%%EL@?&@%U%Eﬁ%éo
Octapeptide repeat ﬁ]\/ﬁﬁﬁ B ORERILA 1 OFRFEZWNC b EELRME L E 26N D,

CJD DEaRIGIZ, £ T, 1o, JKRNAXT R T ANRHLND, RAEDOZHE TIL CIJD O FEE
MEFICBEETHZENEE L EbLS

AHREIZ 1T 2 7V A IR ORI FER I O FEATIREEIL . A% O LifEEIZ 31T 5 CID DRIESE
BRIA . RGO 272 59 CID OFFREDIRACFG, 1RIRIEDBIE. BEAEZWIZ S5
T2 ENMfEEND, A% b, CID EBORMIE D, BRI HIIELF = RHSEE & e 4 2%
I L, #UIDEFENIZ CID EFEA XA TV T ENEETH D,



