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(ABE2 HH) (THPFHI LD REN TR 72 5 726
B RHRE, kX Japan coma scale 2 TH - 7225 6
BRI 113 A D U L 7R W IR IS B L L 72,
R F 7270 BRUE i B2 S © & - 72 adenine arabino-
side Z AF-L. RIKEORIED S & H W72, KIGEH]
A% adenine arabinoside Tif# L 72 H AR T DI
Bl otz LAL, BRERST, Abid » Atk
WCEL bz, K1 FEHORIT, BHEEREOZ
FRRT, MERRNE E RO 2 ST w272
WTW2Z EbH Y, ZOBEOHIFERIZH S
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FIHEFTOFER VRO L O A7z E E12I1E, M
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3 HEBAL, [i%k] ZHSOEELZ > TH
FTELICEW, ZOBIZA-T. Z0OH%. MONREE
WD 72012, BWRERT O G BT X,
HSVE ot th L OBHERKRICL 57 LA
[ 2% HINBEZ OIRE TN L 720 HOhai7z
COBZ ORI L SR EOEIT R & BT AR
TAEHICHRE Y 4 )V Ao EBRF R THREL 72
ARBIOFHHFRZE1 BL O 21RT, FOHRICH
JE LB ST, iy A VAT 7ae
WEIFEH O KIE Y TV H A O R ILEFEHF O Elion
X BRI A D o 72, WL OFHTTY Y71
CIVIEBS LVWEFTHY., BIER LV ERS

720 BIFHARTIEIRREIETH - 72D T, Elion 1t
WZEEA DG B Rtz 72nie, 20k, v
INVAh i SEKH YD T 7u LR AFL, J
O HSVE OBZHICCREORI B Z W72 & L
WG L7e HRTOT Y 70U WEHE 1 BITH o
72

2. HSVE BT 5 B WM W o8

AAE D FI{ZB W O FNE D SALZEFN T 7z
ANV APUEMIEZ B LS L2 2ok
single PCR & ) BERECTHEM LS o720 20
WFZ81% 1996 4E @ Year Book (J&HediE) 2@ IEN T
BREINTZ, FOF—FO—H%2R3IIRT. NE
11 B, 24 SR, 56E 1 AN T, RIEZ
M OB IEEEX, L5361 & nested PCR A&
SEM R X 100% TdHh o 720 LA L. single PCR
WZHEEET 75%. REBARAET 80% & M L1 7
WEBENHEE L. XD, KIEOBH T, &
EKED T A VAPV EETH B L ZHLNITL
7o L2L. INOEEEPCRIZBWTY, Btk
FITFIE 48 BRI LA Tl Bt 2 29 2w gt
Hbo L7ehoT, BEFMCEROWLAIZIE.
FIIAkRE L. PCR Z RS 5 2 EDMETH S,

3. HSVE 25T % iHEEN
RO X 912 THAMAVRZAWERZHEINA F I 4
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X3 HSVE OBHEREEICDOVWTOIEZERIE. single PCR % $ & U nested PCR A D EE#%

¥ 2017]) % 2017 SEWCERBREE L LTAEK LY
A B LUEIHE X, OR%E - 2BoREF
g% BMEIC 70 —F ¥y — TR L7228 OARE
DE—BRINIETH BT ¥ 7 0 EL OS5 HIEE A
BOHFHDANE L2k, @7 ¥ 7 a ENVn#ICA
Bl (7> 7 a EVIERE D & Ee) 1SR A G
2RI LOTEHR LI EHITTON S, [HiEA
WRAMKGHET A I 4 > 2017] OBHEITRL
TARIEDBH 7O —F v — 2B 4I12RT,
RIEDBWIZOWTIZ, BAEOHKKDOFT A K54
JIZHEIHEN TV DAY, FRIKNEZRICE L, #Eo
single PCR & V) B 7% PCR L ETH B Z &7,
F 728 % Fv 72 PCR @ HSV & =4 8 & it &
BT LY - LAV " WL, Fha O
L7cwtx—IV A e7a—F 2 — b LTEKL
720

—J7, HBEIZOWTIE, 7Y 70K YT
KIHMET L7220 BBEECL VAR TELEY
PR E REART 5 R IEHREETH 2 BUIRE B £ 2
YR U720
AHARFTA T WERZEES 2R EITRIED
B BINETH BT V7 u L OERNES % AR
% 6 BRI LINICBRGT 5 2 ZWR LY 20,
B % F\V 272 PCR 12X 5 7 4 )L 2 DNA O
B2, 7Yy ora RSB L. 2L A2

A BERE o i — T A2SIEH Td . MRI TRED
MHBEINGLTCH 7y r7ua Ve FTHBIRET
HHY T, AHETIZ HSV IZ AR % a2
L. M2 W o - ARELZIT5 L, TORE
BELOTZLWI L XD, ik EIE0ORGIE
EEARD ., WHERRY . EREENSE D ENIE
WNHBRIGT 5 2 225, BEOTHO Eh L LE
ThbLEDHWTH %,

A TIE, RIEREDSIEHR & F 2 5N AYEI1TIE,
TYruEnViE—HH720 10mg/kg. 1 H3MET
14~21 HRH, REALEFITIIFRHART, 21 HHE%
Az L 72"

i HSV-DNA B PCR 25#)m £ 721 2 Al H
CBWTHEOSAICIE, 1AM EICHKRL, 2
R L CBEMICRSETT Y7 a e v a kT b
LHERRL 7Y

—Ji. BEOHTAL KI54 v OREBEETHDO—D
LT, T 7 aEVREBRICToICRIRO % Wi
B, O F 0 HEBEPEOIER (7 ¥ 7 v COViidtkik
LEDL) OBRFERLSHIEHTL Lz, 770l
IVIEBEIUEERNC BV TIX, RA AV Ay b i
RANPE G 40 mg/kg/lnl 8WEI T & F 7213 ¥ 5
v U IRNPE S 5~10 mg/kg/IBl 24 B 2 & %58
myas&L2" Thid, 7y 7o vigttkod
Gy RAANVERY PREFSFIE U REFIVUF
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DL 5 MR THD THRIISHLY A v
ZHEREE AT A4 FOFHPAEHTHL L
WS LY. BAEOKRERKMDOT A ¥4 >~
AKX N TWE, X512, ZOHRALOED
HKHRER DY A S H A v h A — FoOWHNCH 5
IR MATHMO TSN L, B ZThS
ek OBEFEE I 2 B F 2 TR L 72 ARE D g &
BHEBE TR S IR Py A NV AEEEIERE A T
04 FOEHICOWTIIZF A= ¥ =F v &
LTEELTY I wEHRLEY,

I. i NMDA &R
AIEIX, 2007 SEICKRE AR Y Y NARZT KFOM

WNE L F D HIZ T 5 Dalmau J BIZIZ X Y JIHE 2
EIEIZBWT, ZOPERIPEESIND 2 & AR S

N MRMICEEMEIHEELTB 3. L
L. Z034F[NS, HHERCTHE L, SN
SEET - PRI D S IR A IR $ 5 7 BRI
EECHRLZERGZEL, BERMHEZRLET
A B PHRIERE R 1L A2 L. HEt#n %
AEATL-> T, ERAMON TV BINEKE R L
W% 9 5 NMDA AP0 % # i 9° 5 lor i
BTH 2 & HERINIE 86 51 D IR IEAT 2 5 B & A2
L. R TS TRIEDFIEZ HAREMZE LMD
TURTYT ATHE L. HELMEICHERT 2 58I
ANVRZAVER R L, |/BWZL T LAY, X512,
AIEDOLEEFRAAEZFERL. OB L NMDA 2%
WA= T B 2SI LE LR —H,
AIEDI R TENELANOIES TORIET 52 & bl
HLTBY 3.

ZDOH%. TO NMDA AR DOFE W % Sk &
LT, HOREMMEIZBWTIZS < Rk
PR RS, KESEELTETVWET,

B, ZORBOMELOLSIEEZ, REDR
AL AY 2018 SEICHAR L KETHB OB O ML AL
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[325] Creutzfeldt-Jakob JE7Ze ED 7 F VixEiZ X b T TN TE R Creutzfeldt-Jakob JK D&M E - 72
SHENVFEHIN TRV, HEHREEIT 2352 100%FIEHETH 5. T2 HAROBERIIHL 1T,
HARRIRE D A 70 O R ML b BEE SN2 WS S, IEEEAEFILORT b MRERT D AHO
FTHhb, 512 Alzheimer 7= Parkinson WO JEKEAE D 7V A v L LTOMEEZEFLE P ToORG%
RIETLHEDDH). FOTVF URRIZIEHESNDE S BOT Y F VIR TEEST 20 M% 5§ i E
R TDHWIML Tnb, SZF WAL TT I F VIROEIRIZENT TITE 2RI T & X TH b,
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T F UIEIET Y A~ (prion) IZXoTHELS
HIEEMFRR B ORI TH ). BHIZL2HET D
FAGEZ B L. BRET ISR 1.5 4T 100%5E
2wz, zofFERZF 7O Y7V - X T
7% (Creutzfeldt-Jakob disease : CJD) T& % H%,
1998 4E Gajdusek & 12 & o THEiBE A D Kuru 125]
XX F VIS8 V=~ OIZENGEH S e [z
i %5 R W E - (transmissible spongiform encephalo-
pathy : TSE)]lo 7V # » &%, 1982 4E Prusiner
LIZEY) COMEERTFBERHADOANL AT & h
5. YA VAR THERT 5 4 v ICH#E 2 THRE
ENFEAMEGN T oOE®ROEETH L Lz
o Ty TV VFEFEL TREE (&3 %
bo/ltRET)A VEAE (PrPY) 20D TH
D, IEET) A vEAE (PrP) Lid7 3 7 MR
FHNIF U T2 - SWHEEDOANEL L L vwbhT
Who MICERLARE TV v EAKZ 70T
T—E TR L CTHhrLY AT Y - 70y b%fTH
W AS21KD @ 1 8 & 19KD @ 2 B2 KA & h
5 (A1), EWTVF v &AEIZ237 3 Bh
LD 129FDAF A= (M) XY ¥ (V)
LWV LRI T F UIFDOFIERTEBIZ R X 2B
LTBY., WMiHZEHAEGDEL MML, MV2 74 &

DHFFBIELHOHBRT WD (F2)7,

E hOTYF VI, FOREDS 3 OITKGIE
Nz (') 7V F Y OHEFAHOEFMET )
T VR THAHIMENECID, IEW 7Y 4 v EA
TOERIZE BZBEMETY F VRIS A, AR
it & bERARHCREEEER AL 22 &2 X B R JEE CID,
T g RN E  (bovine spongiform encephalopathy :
BSE) 75t b ADBEGeC X B ZERA CJD (variant
CIJD:vCJD) % &7V F Y OHENFHPL TV D
BARTE (&G 7 YRHd 5o

bAEOTIAVROREETORENEEM

1986 AEDWETH D7) F VK TdH 5 BSE O
FEANZH &R &, 1996 4EI2 BSE 77V 4 A%k M
Y L7 B b vCID B E L. F ezt
THHETIE 1996 4F12JFHEE AT 1986~1995 4E £ T
® CJD DEHEFAIZOWTRATAE L, 1997~1998
T TREBERAE 2 47T - 720 W vCID 133 R &
Nl ho7ohs, MEBAITE CID 232 Bkl 3 7z,
1999 4E A & X IB 5N £ )V A FAWFZEHE (2002 4
MOIXTY) I VIR ORI AV R RGBT S
FAEWIEIE) DRI CID =L 5V ARHE
ZRE L, ZENCB S 7Y F VIIERZ XTI
BIHZ Lol =452 ZKHIHFEFES

FE R - AEREERITZE > & — (T187-0031  HULTHR/INFili/NITHHET 4-1-1)
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8 Neuroinfection 24 %175 (2019 : 4)
1 IR1200%E (M/V) CEBEESVAEQR (1/2) (ICL2 05
IN KW IARAZDDPZFNZNFESE L L. FESHA 1 AR, FEED 2 KICHIET B,
21kD. 19kD D & C AN HESE L L DR K
£1 EMOTVFROKRAICE D HEE
BFEZ ) 296 ¢ IRFEYE Creutzfeldt-Jakob 9% (ARFEME CJD)
WA [MM1, MV1]. &gl [MV2, VV2]
MARE [MM2th]. BZZ M MM2c, &R [VV1]
Tar 7 =¥z 7+ v (vPSP)
M (environmentally acquired/I&getk) 71) + 95 ¢
27— — (Kuru)
PEEME CJD (WifsAiit: CJD. F AR E A 5% CJD. i)
28R CID (vC]D) [MM2B]
R F V95
&= CJD
Gerstmann-Striussler-Scheinker J% (GSS)
HBICVERBEEANRAE (Fatal Familial Insomnia : FFI)
Zofl CRAEARERL, gl &)
xK2 MEMECIDD PP EAR L EEKRRKR
TIE vy I rsu— MRI-DWI S
;lg }E‘ﬂ__ E/ ,(- G -3- e Sc
R P HEATHE B 22 PSD 14-3-3 tau iyt PrP Z Db
MM1 WA 6018 HEEE + + + + + TF T AR
MV1 WA 6018 HEZE + + + + + TF T AR
MM2th RAL 5048 AR - = = = S (¥ 7 x#) SPECT
MM2¢ B 601t Wik + ih  (+)  (+) + (¥ F 7 2H)
MV2 AL 6018 HRAE + ih Fh (+) + th AARYS!
VV2 AL 6018 IR Fh i (+) (+) + th 75— M
VvVl BAo401% BRfR - - (+)  (+) + ¥ F T AR
vPSP M 60ft MR (+) - (+) ? (+) INT S —2




TN F OB E R 24 :9

B2 bHrEOT)FHRDOALR

HEEBHIT, EFRE) TEITHEHER . T F ¥
& OBWHERIEE HIHIL 72" 72 2004 4L
e, RIEG DO RENE D B 2 NIRRT B A3 R
ENDHLHITHY ZORIED LI Ro72, TD X
RN T 2010 EP ST —XA T VR & EGT
iz®ME$s [F)F VRO —A 5 2R &K
P BiICBE 9 AFRAENZE | AR ENZE S LTl S
N, =AM FVAFRAREA VTV P RASE
FITHEBEEINLZEELRYVHAEIIVZoTWD,
ZNENAEC 2 Mo H e & BEIDIE U TR
ZEARZHME LTRSS E &BHHEEZ HIEL C
W5,

2018 4E 9 HEF TOF— ¥ Tl 6,783 Bl & Mat L
3.416 Bl & 7 ) & ok & H e L 7zo WIS IFs T
CID 782,620 B 77%. #I&tE7 ) * ¥ Hhs 689 #l
20%. JEASYET Y V9% 92 61 3 %, BAckix 43 :
57 TLMEIZE . P FREFEnIT 69 7k, HE I i
#5200 ATH 2™ (B2). MEHEFAZ DI
T F VIROW RIS [ZD72012] MitrE
KIS 5 & B IR O 7 7 7 E O Mk 58 & 324t
LTWAZEREDHEBELTCVLIHEND L, €
DGR, BWRDI50%FE LKL o TW0D &
Bqi3hb,

FETLOBABIIEAIHMLTBY ., HETI
250 HARETH D, BERIIFRAELZIT->TD
100 FAH7-0 1.8 ATHDH (B3), FAEEMIIC
FETLOZALE AR D L EMETE ). AODE

LR —2oDEREEDbLNL, bbAHA. TV IV
HRBLLAOENDL LI T HRoTELZ LD D,
T ACOBEREF D TR & R LT —
NA TV AREDIZ) DL o Tnb, F—xA
7 v A IERHREE HiE T b o0tz R
THbH720, AEHARKORBNFAIFAET LT L x
ExabEs b, UMHIERE L) RRHn e
bitd, TOOIZHRENGIZHHE L T, bAE
DIELWIEFEEZHO 2T 5 UBELH 5,

TN F VIHIEEROBERBE DD TL R0 2
W2y ZL O H Y, FNEOMEKRBITKE R
BoTwh, LA T, BREREDOLOICHIR
Booig & U REZ LIV O HIREE 2 W4 5
ZENRXDLOTEEELEDbNS, EAIEE OWITE
WA TS T ) F VIROBRIR D 7zdD a vy —
¥ 7 & JACOP (Japan Consortium of Prion Dis-
ease) DHEEENT, =S4 S5 2 —MLL 72
HARIE T A DB MG S A FB I EMm L Tw
%o

7)F U ROBKGE B, EE

1. 38 CJD o du#i g & IR DO FEAE
BHEEIEK 100 HAIC T A wbidERIZENARK
BThb, L VOIXMEN CID T, £<
(MM1, MV1) (&2 3T O BAE. /%I
fE. 34 70— R, BUEREE, SEIRES - SRR,



24 : 10 Neuroinfection 24 %175 (2019 : 4)

K3 TUF R RREHEETEHOERME (n=3416)
2015 FLIETINIR T S 7 EBT S TDEPKZVD IR ELRABIPRERD 7=

FEEIR, MEEYPEMES . MRI 5 SR 5 0 {5 0 KBz
HrissowiEs” (R4), HiRo 14-3-3 &1 -
v EAOBIMPLRE ) 4 v &A (F5). K
WD FEINVEFINVERCE (B 6) 70 EIFBUY 7 BRI
i - AT RZRLZMIIESTHDH (F3), L
L. MMM CID O TH LD BIERFE
W, IR 2 E R, AT RATENE 2 & SR AL
HFHELEBEILETHS (R2). BRETV V&
HEEZ 777 =B TH 5 2 EAR & B
BO—DOTHEM, SFIFLBELI T T T -
&2 % 5 O $IERI A5 L & 1L variably protease-
sensitive prionopathy (VPSP) & IFiXH %7,
2017 4D AETH O TOREB A E S iz

2. BT I V9

TN & VEABETOERILSEHE STV T
(B 7). #Ef=M: CJD. gerstman-straeussler-schei-
nker syndrome ( GSS ). fatal familial insomnia
(FFI) &\ ) 3MWBIBFEHTHLD (KL, €D
MEFSELEREZELDD LD OW LRI
W95 2155 2 L IEEPLETH D, S
(T AIERTIZLT T VR b BT A0
Wb, Fiz, WKL DHMETIIERZ A & [FA
W2 W B TERDIRE(E LTS (H
8,

IR CID ko 2k st CID 2o
JEEE ET 5. DAHETIE 1180V, M232R % &K
BRNHIEDIZ & A LR WERN R S %\, W A

D FNICALNLLRONHEVED B 5 HUFICHIH X
BRI D MR DRI TH 0 . BIETERIK
ELBLTWEEEDNL, 2D L) RIERIAF
T 52 ED502TUIRENE CJID LI Tw»
7o SEARYE CID o723k i) & b s, E200K (&
MFEME CJD-MM1 & X K P72 ERIRIG T, D 2SET
LK TH L ABNL, GSSIEF Y VFILVOR
FEF U PIO2L b ETIEmR DL <, BHITIE
BN FEN AT L 2 ~ 34EL T S R0HANE L &8
b > TL %72 0BMREHFH/NNETE & ZHrsh
TWAIEDNL WV, 220, W—FKRNTIMEN
CID @ X 5 %2k o #%8 & IERE % = 3R b Hiis
ENTWVD, WMOILVEH & BEEic% v, P105L
. FEVERRREE, S—F VS XA EETLE
WRGEZIN D 2 LT, R AICT 7 v
F—PHEIN, ZTEAEDLPEIZERESNTY
%o FFLIZOAEIZIZE DO TINTH S, HHIZ
20 4E LR INEEYE CID 2otk % #85k L ##iz €
b HERIRINE 2 FERR L 724, Z %Y %I TED
BT PE8IETFBRAICTFFL &M sz & ol
P CEAZRE L2225, HHFMIZDH
F—RKRIZD b S THT TRL LR - BT
REBTHI 0D HE5, TOMNKIENF 2
& 1) ¥ — MO AZE S G BRI 20 fE 5 & 5
T 5,

REIRE LI KRR ESNL L)
TLThHhH, HE FEMT I 0L FEE=2—1
NF— (FAP) & [RBRIC R e - B AR i



Tk YIROBLIR & B

4 HHEE (MM, MV1) OIFEME CID D% MRI
FEEREHNBESHICE BRNICAMEE & KNEERD DWI SESF& 5N %,

B5 7UFRICHTS MR BERIRE. BIRORE - 8EE

ZLDRBTRIZRE, BEECDHICRIFTH S, PSD DRLE
1359 50% 1RV, ((EFEIZ », BAEREK 2007, REIE», MSER
&£ 2014, Atarashi et al, Nat Med 2011)

ZEL. OBIZEAYE R & O ESERE 2 R 35 3. Wi ALtL CJD (dCJD)

24 11

BIAHAE XN TWE"Y, FRTIIRMMETEL S HHED dCJD & K 4 v @ B. Brown 12> 5 i A
DA BREGROT. WEZR EICDRE 7 4+ V& L 7zBefhns & 8k U 7RI & IOV BT 14 IS R Al S
HOLENEH S hTws", N7HEFIZELHL72C]JD T, 2N F T 154 BIIZ3E

LTWAA, ¥—27 Tho 7z 1983~1987 4E75> 5 30



24 :12 Neuroinfection 24 %175 (2019 : 4)

X6 EHAEIDMIEM CID DRK

FEIERMERIERERLE (PSD) »'d 5h 3 bEFEN/RIBT 5 R4 ICTFEIET S

#3 HARBOMIEM CID DEFE

I %

2

B

I pfEAE e

FEREE 17100 H . FSIESERG - T35 68.2+9.8 % (30~94 7%)

B (B B (3.2+5.4 A) « AERGR, AATRE, BULRE

52 GEfT) B (5.3+10.5 ) @ BT ORANE, SakkEH
ABATHEE, PR, I+ 7o — XA, SEARE B, AR R B
3 R M (11.7+10.5 A) : MEMWEIES ., JRHOVEIEGEE. i i

IS v o

ik - PR R (periodic synchronous discharge : PSD)
B @ 14-3-3 &, & v &EHA O, PrP>* (RT-QUIC)
fix MRI : KRR, REBORE S EE0EFE. FLAIR )

IV FiEmEL - BW ) F Y&
T TR A

¥ 7 AR PrP*ikas (MM1. MV1)

EDLEDHRES . R4 CHBIIIEDA L. kTl
FIZOBW LTV ]I A THDE, TNFEFTHET
¥ 30 DWW O BELRDH Y, SHLIES IdiE
HRQEHZRITLIVLEDSH L (FS), dCJD I2iF
%5 2/3 HY MMI1 OINFEHE CJD & [alAk o S 7Y 155 1%
E L. M 1/3 HHHER THIE. PSD 287% <.\
FEWAIRRW 5 & ) T, MRI TIEHRICEE S0
Ao5Nnp"™ (B9, WBEWIZTI—2 BE) K
O PrPEOLENDHY, YTAY - 7Tuay bTIE
1#RE 2HOHBRIIINY A LN A HEE %2 2
L. BETNVAOEGERD» SHFEICE TN TY
V2TV FVBNHERADIZFEAEZ ED L MM D
RAMIERLIHEREEZON TS, F72,
WALV Tl 2 o CJD ©7 ) F v s B TH R

RN THLI LA RBL TS EHNZ Y,

4. ZHEM CID

vC]D O MBS IR % B S 7205, VW REH
SO EHHZ &L, BSED vCID b 2%
SEIXHOR LIZIZE IR o 720 DAETIZIEE T
PLZEEDLNE1HDATHE, ZNELUTTY)
F VRIET TITRRBE AR E Vo lo = FORDS - T
WA A5 BSE 7)) 4 Atk MR GT 5 EE R,
ZNIZX B vCID 7)) F VI T H &G d 5 25,
B CIRER L 2WwE RN S sCID 7V F v &D
HEWRE, BEELEIAZIIEACHRPIN TV
Vo VCIDIXZE L D L ZHZ TN, ZD—
DEFMRHREZEOHFEATI F Y 129 83 MV O & X 13K



TN F OB E R 24 :13

E7 7UFCER (BEF) OERZEERWER
TIRPBARICSVER

R4 EMETF ARORRKRE

. EEMr a4y 7oV - Y a7 GEEEE CID)

R148H, Q160stop (AD & tau %¥l), DI78N-129V, V1801 (#E1%, {Ki@E=, HAWA), TI83A (F# 2-9
4E), TI88A (w5 #iZedE), T1931, E196K, E200K-129M, E200K-129V, V2031, R208H, V210I (fi& %),
E211Q, M232R (fe/&ak, RE®R, HASA), Codon51-91 ins

CFNWVARNY Y A EAL RAT— - YA v h =K (GSS)

P102L (23, 8% 54F), P105L (EUEMEE/S—F >V = XA, #B7-114F), Gl14V CGEIESE, ZHE,
Bl 1-4 4E), AL17V (%8 1-114F), G131V, MI187R, HI87R (% 8-12 4, curly PrP), F198S (f%: 3-11

4, NFT), D202N, Q212P, Q217R (## 4 4LLLE, NFT), Codon51-91 ins

3. FOCMEREEAIRGE (FFI)
D178N-129M
4. ZoH
Y145stop (FRAE, MMM PrP>, #& 21 48)

HDL1 (/> b v 9ikE 1 %) [8x24=192 bp Ins]
2bp-del at178 [203stop] (& AR = 2 — 1 85 —)

FLTHEIIHIEL RV, Kuru TOHESINT
WA DT RIDRIE BT 5 ETH S,

BN 7) A f® %I BSE & CWD

T U I B B I oL i T
2 7L L OHYIZA SN D, BSE I BES 7Y
F U HERE L7 ARSI ST RE R R Lo
Bl S EGDPER L7z b T b ik 7 il B
BT BSE OFBIE IR b eh, He PR
B bTVF VI2E B BSEDRENRALRINS
ZIEEM BSE EEEN S, BSH L IAe O
M CID ICHIM T % HIRSSE (R85 oo~
VA VIHERDbILTWES,

—J5. BUAE, BEO 7)) F VIETdH BBV RN
(chronic wasting disease : CWD) #%iH XitTw
5777, CWD 1 1967 4E 129D TRETHER S 2
W5 AFEITHRMITIIILR L. BUE. REIE S5
DOHPEERDO RIS % HED BV TWD, S
POREEIALEETHZ L ORI H
D, 2016 4EICIE VY = —CTHIOTHERENES
WCHESRIZE 7 4 v 9 Y FTHR S N/ze CWD D
M, FE TR BAOENERLTVDE LN
Z &, CWD 7V % VIdMEl, JR7% &K IHF
L, BERZFIICAEZ MM ELHRINTY
LI LT, ZOWKEILD L TEIIAD)h > TV
Vo HED L Z A, ANDOEG IR IR TV
Vo SEVWHARDEIZIE CWD ZA D0 TWiARwn



24 :14 Neuroinfection 24 % 1% (2019 : 4)
K8 HAERMDEZET A+ IR
x5 TEERMER CID : FMiFEEBRE (F)
B W (4F) R it
1-10 |11 |12 |13 |14 | 15|16 |17 |18 | 19|20 | 21 | 22 | 23 | 24 | 25 | 26 | 27 | 28 | 29 | 30 #
1975 1 1
76
77
78 111 2
79 1 1 2
1980 11 1 3
81 1 1 1 1 4
82 4 2 1 1 8
83 6 1 /5|1 1 1 1 16
84 | 12 | 2 4 1 |1|1] 2 1|1 2 1 28
8 (12 |1 |1 |2 | 2 2 1|2 1 2 26
8 [ 10 |1 |2 |3 | 2|4 ]|4]| 2 3 31
87 8 211 3|1 2 2 1 1|1 22
88 1 1 1 1 4
89 2 2
1990 1 1
91 1 1
92
93 1 1 1 3
GEt#| 58 |64 1711319191443 |2[3|6]2|3|2]2]2 23 154

(CIDV =LA 5 v AFHS, 20184E9 H)
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E9 fEERAER CJD O MRI
HAR (IR AN L IEME CID EEKE 5 bIFATIL
RERDEESHIEFHNTH S (ZHEBURD ZRA)

A% BSE Ol R LR DRI A2 513 % i~ uid
FEREOESNTAOP LR IE T H D, Y
IR OBIIRIZB VT, L L LMo
DIEkME EXBEHRITRELEZT VAN YT 7T
VAR ERTOTERLN, INETHOEIAITEA
ERFITEL SN,

7V X ROBRT & AEERRE

T F VRRIZERA CID O HIIZ X Y 55 K
YIRS NTAS T F v 2 NI 5 &
Vo 2RI TR IR ESIN WD, HEDD
WCRRYPT 52 813w, ABHEGR 2 E VL)
WD BIEIEDLETH B 1272, T ) F ¥ OB
B D )T TRAT TR O AR X h T
B, WHETR R EDE XIZZDOTY F YRIED
HEpsngEe 725" (F6),

INET, BWEFTNGETORELS, BRW
WHFFor) v, XYMV, TVEYF U, BF
YA ) R EPREINTDBERMEIEREBTE T
Wiz, BE, 7 VIROEREITEETZE DR
FIIRBEORETH 5o HERBOIEMEN K55 T
LAY DI 0P, B fn TR, AR
B EOMEPLIEND D, LR EHDAEEOH
Rk, WFIEE W RE 2 bRk b s v, 14
WO X HIZT) F VRO EFZ % T B L E R
B R 7 HEHE AT B E E 2 D

TIVFURICERE N

INETIDOD I —RXVEEZEDEL L DMENE
ENZZAN WERIEE T VEAEP SR T
T VEHBENOEBRORRE. U X o THifEDE
3 B85, vCID 77 F ¥ ARIEG T A4
Do TV, IEH 7Y+ YEREIIHMNICELC S
AT B 705, —ERFEALP G T 5 & BTk
AT L TIIC W25, BET)F VEHED T
I BRRCHNIEH B & ] U TRk 721 0@V
brltwvbhTnbd, —FE, BElTHLELI—T
WL WT2DEETHEVDLNTE Y 2O EIZBH L
23 VAT, 1180V-g C]JD % FFI, MM2 #HKE A% D
91, WNORE T )+ Y EA-EPIEE IS RN
EFI AL, 7384 MELZ-BYEHEO =%
MREMORKETHIEITELR V. TRHDOMH
PAITRE T ) & Y EEAEZ O b OO Rk
P o 7BREER IR D Z ENEEL b b,

FIWVINAT—=mPIN=F2) UKD
TVAUE?

oI, BETUINA =, RN—F /I
Wiy ZRAEEMAE . 23 I R AL 72 & D JRIA
BEHEEEINLT IO FB, ¥, a¥ X7 LA
v, TDP-43 7z L b #ilii~nE (&4") Lz 5
EVvo T F oM ER b O LKA %
FHZEDTWEY, CIDHH VT F Uiz T
IR EMRBEDO T O NI L T W) ZEDPTE
5o b MADEGDFEIIIZ T AT ADFHH) % TN
LA, EEIZBITAE MRERVE S HED
CID BEDHRBZEMRETT I 04 FAEAEOE
WHBEIZZWE W) ZEDHBLY, DAETHAE
JEAEA CID BB O TIIHEBZE L L 5_TT
304 FENE VI EHMRINLT, 720 MR
BNV Tl 2 2 RIIREE A7 I a4 I
FEIC TR Z & 72 L2 MG ShTwad®, 1w
WDX I, T F VHETHIMENE CID oa
A A7 AT AR 72 TH Y, MEE RS
DEFWOTH DL ETH D, EBEE. 7Ty A
X = X—=F Y U ETORNE TR 2
DX LRSS D LR ER LD 2T Tl
BEROBBEZEZEHALIT) ZETHA PR
feLlbns, B, N—F YV Uik b FITHE
PE TV bW 2 RS R A SR E L CHE
B Tbh By, B L2 0oRE I d 0%



24 : 16 Neuroinfection 24 %175 (2019 : 4)

®6 TUALOHEEBREE (2008 F£~)

1. #Y) 7% 3EE +SDS 3 %,

3~ 5 #ih

2. 7 IVH ) PAl washer disinfector (90~93T)
+ 7V NF2—2KF— b2 L —=7134TC, 8~10

W) 2 AN & B+ 7 ki

+ T UNFa—2KF— M7 L—7 134T, 184

3. WY RPN X B+ vk

+BRACKFE AN R T 7 X< WA (T FRIENBL8E)

Tk VIR TA BT A4 2 (2008 4ERRD) . TEA ST E
CID ZRIEH T Rixk e Z R &, 2009 4 3 H

EEILEE L,

TNFEV)FEEE) ) —XVEDZHEL
Prusiner fi+:13. 2D &k ) ZBEFEIZHO>WVWT, C]JD
HETSEDTVFVIETSE 7UF YL, AR
VAV, a¥ X7 VLA TFIF R EERHL T
RIEERIBLTWS,

Tk VT H KRR ETWRESET A 2
LT T TR, W R&AEERE LT
HL ST IO =Y APBHMMSN TS, FHiL
2002 fEIC TV F VRO EZRE INB Y
W2 TG VROERFEHIZIIE LD OTHICY
BT BE0T)F VEAEND S L) HET,
73304 F—3 ZADOWEEHHIH L AN T ELDHMHE
WCHFOROHEE ), BRIHEET LI L EL
7o ZTTREWREBWICBIIATIOA, F=Y AR
EIFEFELRIEEFALEDN, BT IoA F—
VADHEDIAWHENT VDS, Thbb, 7 AD
ApoA-II 73804 F—Y RZ—#MDr — I THE
52 L TRERENIHER IR TV DY,

ZVFRDOERN

TVF VRITEFICENTH Y. ZOEMITIEM
IER EANBOFEEE ., FBIET 5 L 2HIC 100%
FIZW/zb vy, NER ETORDEBLRELRD
—DLEWV) T ENTE L, 1986 EEHHN = 2 —
I— 7\ ZEFPIIE A APTEE L Tz, BLR
AT, B 4 v ZAH I D £ R
%y A&IZ20 DR FNTH Y AFHIZBET
A Lhne I zwnwbitzads, WHO &
LCTHRAH I LES 2 & THAIZITHIES N L
DEEVRLEINT RNIETELDTHA,

T URRIRIERICENLDIRETH B0 O
RCTHBHLCTEZZLi1E, 6 TSE XV VT
AoNIzZ LIZZ K DHEAEDOERNEETH Y.
B b U7z & JICHENE. @ (RGeth) . Mk
EEZDIHIICEVELIbDEE DN S,

TSE 7V 4 Y Tl ZOWEPEDLD T, a¥
27 VA TN R EMORATIEL DEE, &
SIZHDOEHATIZE DD TPV E W) L HITER D
CHYREL R TV, L7t T mOAREWN LR Z &1
BT )+ VEA”EDODIOTH Y, IEH T 4
VEHELEE)E) O EMHT LI L THDL,
NEEOEARFORRERO—DO 2N L LT
H Y. EMIAEE D FT D MR v,

X512, 7Y F UiiE Alzheimer 35 b & 724
BREMHEEBEOTO b4 TLLWIREEETH
0. ZORMRIETRTOEAEER. £ < OMFEE
PR BOGEIRICER T B bhb, —HLHELZ
OREIRIZH LD AL 2D LH. bhvbhd bas
EHHEFEIhTnsY,

T

AREEFLIZ 2018 4F 10 H O H AR SIE SR RICH
JAEREEEZ T LB DT, TTREETHA
RPN OB BEIZITEH L2V, Bd %
WEIZEEIIDEZDET) T VRO —A 5 2 AH
HEWHEDOLLDBDOTHY, [TV F VIR OB
ANV A SEGIE BT B A ZEYE] [ 7)) F ViR D
Y=L T VAL BGTIB S 2 A5 ©
MRE, B THY A TV AFHZEA VT
Y N REAOER FICERREREBNEAL - f
FREF O ILHIEC#0%. BIRERHR S I8 5 5
VY — BRE A F O PRI —HEE, AR R
Bt CID FWIFSWT - W69k BT 5 5 O AL AR 2 #d%.
PR R BN O BF R IE NS I% . Rl
KFVNEY T =3 a YREOFEE W, Bt
R sy S NES N EE TR IO I D T €N EI VA i
- MR v 5 — RN Rl oA =
F. ¥ 5|2 JACOP 12 L Tl R &K Bl =
FOFH—REIE, a VX7 LA VEADIEZEHEIZD
W RUHB R SR A SR T O & A IR JE AR
CWD IZBI L CTHEZE - fih i SE RN #8 & 0 JE A A



Tk YIROBLIR & B

Byt AR M O a Ak e, VPSP EBIIZBY
L T NHO B et e R O =45 )1 —T-J6 4212
EHH LD 5o MBENFIERH L ME (7)) F
YIRS MER) KA, SRR ) AR R e k) 3

ROBRESNL, BELRLPICEZEROBEIAILY
REH LD 5,

ik
1) KEESERE, (2 M 0 7 & & I A A

2)

3)

4)

5)

6)

7)

8)

9)

10)

J&GIE. T AR 57 ) B 0T 58 e Al B 4 e M e
NRIEFEERSE [ 77) & 296 M OB FEME ™ A v R ke
IEVZ B 2 BRASATZERE ], IR, AL, 2010.

I TEAS, KEEIEEE, f 0 7V & VIRl A K
A > 2017. JEA 57 R} 27 A 50 Ee Al B <6 e v PR R
ORIEFERSE [ 7)) & 20 R OEFEME 7 £ L &
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(ZE] (79 VB HAA KT 4~ 2017) 12OV TS L SR OMEIC OV TRz, 4 FF4 2 Tid,
“variably protease-sensitive prionopathy” (VPSPr) R&HM:7V + &K (PrP) 73 0Af F—=Y A% Hi/:
WZRCH L ST AE IR RER DT D N 7B E SO 7 L — FE2R L7z, 4%, 5 Creutzfeldt-Jakob JiJE
WAEG DG W R DV, BB o BE PrP # # 9 5 real time quaking induced conversion (RT-
QuIC) 7 v A MDA F = —H— DL, 7)) F VIFEFRERFEOHAER EOW ) MANLETH %,

Key Words : 7 ) & i, Creutzfeldt-Jakob . BT A FF 4 > N4 4+ < — % —, real time quaking

induced conversion (RT-QuIC)

iBU®HIC

JE A G BRI T Bl W 4 e e M R S ORI
FEFHE [T 4 VIR ORI Y A v A EGE 2
T AHEAMGEIE] (7)) 4 BRI (ks -
I IEAT) & T AR 5748 47 BUHE AL 3R A o 5 B i B 4
et BEEORIT e [7) F Y ioH— A4
T v ALY T IS A AN ZEE] (- A
7 v AP (WFZ7eREH - KEEE) X [TV 4~
TR A NI 4 2 2017] % 2017 4F 3 HIZHHAIL
WFEPEAR — 2 X—3 (http://prion.umin.jp/index.
html) RICABLTW3Y,

HARITA LG TVF HEHEME L aw—HKE
A B O & BB IR L. 7Y 4 VI
M3 sk m L2z HE L, 7Y
T VEFRYE - TVF VHRERBIOY RS TR
PED A 2 N—=75, HAREHEWIZER %N (AMED) -
WA R BRI ZE g, 7)) & i R OB
7 A IV R ERGE D 53 FIRRER - WHEER I
ZWEFEEE] (WF7ei3E - IWHIEL) o245
HARITA P ERER L (X =22 Tid ki
F—2R=VBM), S5, MEROBRKERICH
WT, HAMR S, HAMBRYEYS, Va7
W R—F Ay V7= (BEZERK) »0 T

Ha2wiz72nwi,

2017 AT A K54 2122014 Fe T v 75—
ML ZBMTOBEITIZRFERZMA . THE KR
BRAAT O NI IGHREFEOWI S L — FE2R L7z, £
7oy BB - KRBT 208 S0 308. BF
ZEHEC X BB HESROHH 2%\ T 720 AT 7Y
T UIRBETA FTA 22017 DKL v N ELSHED
AREIZOWTIRHT 5o

TIVAVREEHART12 200T°DK1 2~ b

1. ZUF VRDBk

1) MEWT) * V9

IMFETE Creutzfeldt-Jakob % (CJD) BAAMIZ,
“ variably protease-sensitive prionopathy ”
(VPSPr) it s 7z (F1). VPSPr idMiic®E
M3y s7IVF vy 87 (PrP) 7 as57—EIZ
LT F & F R 2R3 IR A Y 7 N3 7
VF VRO —BETH B VPSPr IZFIELEH 67 =
10 %, #%# 30+21 HC. PrP @72 K> 129 »°
Val/Val (VV) (&k® 65%) D542 I vE 3R
ARAREE RS GE, Met/Val (MV) (23%) %6
IR S —F vy = X4, MM (12%) ®
BAICEINSA—F vV X AREMERL, CJD I

BRI RF B IR R IR AW ZERH N €L - FhENREY: (ke EL)

(T920-8640 ANV AP 5T 13-1)
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®1 TV RONE (XK1 2R)

R W E

A. BT F Vi

227 L4 ¥— (scrapie) SRV & o

7 R IRINGE  (bovine spongiform encephalopathy : BSE) 7Y, XYF

TP #E%  (chronic wasting disease : CWD) P

A 2 g DI A =

frgetk 3 ¥ 7 i IV

[E/R
B. e FOT Y F Ui S

WeggtE R3&ME Creutzfeldt-Jakob %5 (CJD)

“Variably protease-sensitive prionopathy” (VPSPr)

#iztE  #EfEYECID

Gerstmann-Striussler-Scheinker %% (GSS)

FIEVER A NRAE  (fatal familial insomnia : FFI)

VPP 7 IO F—Y R
eGP 7 —)— (kuru)

BRIEYE CID (B, T aRARBA], MBRAL, RREm, YRl 32,

ZERA CID Tl i)
25 CJD (variant CJD : vC]D)

SLAIIY 72 B BT AL DR I R . (periodic
synchronous discharge : PSD) - MRI &% - N5t
i (CSF) 14-3-3BtEizEncd v, BRI L, /I
B PrP 75 — 7 %80, 7a75 7 —XE«Iilk PrP
®D Western 70 v M CIIEFB 287 — 2 2 RT,
PrP #fz¥ 2 F > 129 £ % (MM/MV/VV) &
Tas 77— PrP O Ay 7 ay Mkt
W (54 71/2) 2z#aBbEaE (MML/
MM2/MV1/MV2/VV1/VV2) 23k R 95 AT
REXLHIET 5, MML & MV1 238, Zh
VAN IEIIIGICTH 5o DHEDIZEME CID HkR
BHZBITBH 77 4 7OHEKIZ, MM157%. MM2
B2 E I 11%. MM2 #HKRE 9 %, MM1+ 2 %19 %,
MV2 R 7 %, VV2#15 9%, MM2 B2 & + #EA 2 %
DIETH - 720 DHEOIEMAFIE MM2 B (2
Rl BURED %07,

2) #IEMET Y A VR

RN 2 BAZE 7)) F VR O BRI & 5 T2
RAER2IIRT, BT ) & VHROBRFHEIL,
fitk, #EEM: CJD. Gerstmann-Striussler-Schein-
ker 7 (GSS). FICHEREMEAIRAE (fatal familial
insomnia : FFI) IZKH SN TE 7228 TEF 71
HARE - KRR E 2R3 2% PrP 73 1
A F=Y A Mbo7z (‘1. ®2)o AJE PrP

BIETFZR [Y163X & 5\ id 2 bp-del at 178 (203
stop) ] (ZREW, HARERRIC FAEAIRE - AR fhe s
FEMELTRIEL, OBICHANEZ 2L, &8
PICPrP 7 I 04 Pk 2D LY, AR -
KRR EIZ DA E TR SN L EIENE ST v AH
ALVF>Y (TTR) 7384 F—Y A (RiEET 3
04 FRY Z2—u8F—) IZHEPLTwS, &&
W PrP 2SERET 5 720, O ARR DAL 2
LT HEBATHIC X B RGeS I 7 B A,
BAE T CIRBIWERICB ) A IR EE S hTnk
Vo

3) EEMET Y F U

BT )+ YIciE s — v —. EEM CID.
ZERHA CJD (variant CJD : vC]D) 3% 525, HHs
ETZ W OIIMEEAL% CJD (dura mater graft-
associated CJD : dCJD) T, 2018 4£ 9 H Ol )i T
AEP 14 B EFEI TR Y., &t o dCJD OF
2/3 12 KAY v v ipiRE (BSE) B o vCID
WZoWTik, bOSETIREEREREZAT S 1O
ATHD s

dCJDICIZ PrP 7 3 0 A FEIEK 22057 5 —
IWMEIET T = WBRH Y, 77— 7R 1/3.
FTT7 =R 2/3% Db, T T — 7 RH
Y CJD OERWEGEEETH2DIIRHL. 77—
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K2 EEMETVF ROBKRRERE TV A 2287 (PP) Bz FER.

BRARWREE | 3 kY T3 R a N 129 SCHik
102 | proline — leucine methionine Hsiao, 1989°
GSS 105 |proline — leucine valine Kitamoto, 1993°
117 |alanine — valine methionine Tranchant, 1989’
178 |aspartate — asparagine |valine Gambetti, 1995°
180 |valine — isoleucine methionine Kitamoto, 1993’
- 80 |80 N methionine Hitoshi, 1993"
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"
GSS. CJD 2 k¥ 51-91 SO~ T F FEAESIE~0 | Owen, 1989”
Qg 2 8727 I JMAEA. 16 7 I R Goldfarb, 1991"
van Gool, 1995"
Beck, 2001"
FFI 178 |aspartate — asparagine |methionine Medori, 1992"
HEcppfREE S, | 163 |tyrocine — others valine Mead, 2013”
A 8 s 178 | 2-bp deletion (CT) Matsuzono, 2013*

CJD : Creutzfeldt-Jakob %%, FFI : BOCHEREEAIRIE. GSS : Gerstmann-Striussler-Sch-
einker o FD O LEFE 1L LH 1 D% 2O5 | X% 78T,

7 RNIIE AN 22 % (PLIRAORRAR e AT 2 7R 972k
FRRER, FEAE 1 4 LA AE B0 7 B 5 IF S & 2R 2
PrP #fzT 2 K~ 120MM. % &) #2L. %M
CID O Wik TIXBW AWM TH 5, D720,
[ MR AIE A S 0 . #EATVED JTHIE
KA LU ZZEBNE IS TR 0 % W) 390 1 Ji 7
(PSD) ##D7% L TH, FIZFEFER (probable)
ETB] Evwolz T I — 2RI ACID OpiLEZR %
FRLTWB,

2. T F UIEOENR

N F TIERIRABRDT NP0 7)) 4 YRR
BfF s iconT, OFF 27 voRkOd 5
WIRAERE G OB BB R IEENTH . PR
EOMBNL L, HERIILGZVWZE, @7 VE LT
XS D BB R IR ST, s
Il QFFIHA 2 YOROAD L VITRE
B G- o BB R IR INTB LT, AIRICB
B EHRERD 7 K REED AW TH DS i
WZ &, @Y M UTRERIN S N R G-I X B
PEBBEIR I SN TB 5T, MR THZ &
THEOERIN AV LRI N (s
L—F2D=TUEF Uy ANBIFLALRL, FEAL

HEIRE N W),

L7255 Ty 7V F VIRoERIE, RIE - WG
PR TS T 50 RCHBIDSHEE & 7 -
e EE. ISR EE R ST X o TR REDN
ThNBER, FOREIZOWTHIERZZE 7 A1t
v RSV = F2C=REMRITFTVZ LT ¥ X
WD CFHWHESE) . BRHHPICHBT A I 7 u—
A2 LTiE, —#IZ 7 B F R ARV T O
PEH SN TV, BT v AdRw
[’y L— F2C=REMRIFVILE T ¥ AL EY
WHESE) .

TIVAVRERHA RFA DSEDRE

T F VBRI E T - 5 AT, BED
[TV A VB AA T4 2 2017] Z2RETHTH
0. 2020 fEIC [TV F VBT A F5 4 ¥ 2020
ERNTLPETHD. 7V F VIROBW - EHE
KELEREEL2D12F, W O»DREND
boe BLBRDIDIZOWTTFIZHT S,

1. #3EME CJD MBI 0> 7260 D5 Wi FLHE DE L,
BUE, EME CID O 212 X 0 M5 CJD
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WAIBIL “probable CJD” & LTEZW LD 525 I
BB AEST 2 R < HEEON 2R BEIRSEMEICZ L
WO BN EE R B E A% v, RIS, DOSETS
WIS CID JEsLIIFICH 5 MM2 B (B2 B /4
PRAD) SN DN TR R DIMER L ETH 5,
%513, MM2 BE RN WT, W I AT
BHE D A THOFERIZZ LI &, MRI $i#E
R CR BB L BETRALNS Z L%
WZEIZHEH L, MM2 BRI D 72D D L\ izt
HHEAREL TS, 512, REA X Y B
7 MM2 BURBNZ D W T LR R O 72O D HLY
MAZFHIBEL TV 5,

2. TVF VIHSW DO DT A O &
Z W AL HEA~ D E

TN I VIRDOF T TN F < — T — DR
LTwaY, ZhFEFTTI 4 VROBW T, CSF
D 14-3-3 HHAR ¥ v EHOKRHBH VSN TE
7eAs, AR B PrP (PrPY) & mIEKEEICHRI T
5H3 FFICPrP Oy =54 v 7R ET S
real time quaking induced conversion (RT-QulC)
% protein misfolding cyclic amplification (PMCA)
Lo 72Ty b A DT S MERIRIGH 25 LT
&7z, CSF % M\ 72 RT-QuIC & o @ Wi A Tk
(KB 89%. HFILEE 99%) " DHENL LoDH D)
Tk, BWikENORHME SN S, vCID T,
RT-QuIC &% FH W7z Ll ~ 7 v 5 & PrP*i
HAHE IR TwaY, 4, Mho sy vEHR
Za—u7 47X bORIIENEKRD ELISA #:7%
ETIR O RREIMES N T HHMEIIRENTH -
723 B OB E KR E O BRRIS I L D
M2 S OMMAES IR > TETWDEY, Tz,
WL D 7T v ¥ v 75T S D KRR % v
72 RT-QuIC 12 & % PrP*meth B o BIFE A AT L
..( l/\ Z) 17.18)0

3. TV VIROEREORIFEAANT 72D HLA
A S 0 4 ot

T F YT HIEHEREICIE S F S F LR
EHRD b, TNFE THRINTE RIS
(FEyH 4200, ¥F2) v, XY MY UHEE,
TNAVF V) ORIHHERICER S, BN
FEFMEH & LT& 2. S%IE. 7V 4 VRO
DIZTHA VENRBEEEINPT) F A&
KRB CTRENLDLERD S,

S TRBRZHEAET B I2H 72> TOREE S 5
R REPESICOWTHNT V. T F VIR E

NTRAHETEORBETH V. BB G#EY) 72
WD B T R BOWERE 2 86T 5 2 LT
BRE V. TV F YIHROFEBIZ BT 5 sl 815
LT F VIR FHIITE 53N A~ —h — E ML
THIEDNEETH L, SHIT, BIEET Y+ Vi
IZBWTId, PrPEMRFERF Y TE2NLR LTS
FIETV B ORI HE E M Twb, £ ) 7T
WEFFIOXF v ) T2 RE L RFIH A7) ¥
WX BFIETRE D720 OERKREBEAHEST L T
Y bAETIZT ) F O P H G O BB b
DK IEZITH 7200 EFEMHE & L T
Japanese Consourtium of Prion Disease (JACOP)
ANEE) LR BEDEIT L TWw 5T,

bW

TV VIEBETA FIA4 2 2017 DEAL ¥ M
DWCRH L. SHOMEIZO W TR Rz, WFZEsE
TUE 2017 A 5. 2020 4FEOTLE AT 725D HLA
MU E > TWb o MARNRREIIRG T 2 H#D:
PIZEIEZEASEE S, 1 H DB AR R G EDHE
MENSLZ EEFELAV,

T

AROWE T 23 B H AR 2 2R -
R AT BT & H W (2018 45 10 A 19 H)
Dk Do RAA FT4 2 ORI DI o 2B F 3
(Bish) OB, PREE - PRI Itk SH
i LET,
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A AT B B A RS M SR BURIEZE 36
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FH KRR TV VIRBETA FTA v
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7 I04 FIZIEWIZHY 7272 TN EAE D HEE
AL (AT +—NVTF4 V7)) LEATAHI LK
D ARBEAL L7z, EAK 10 nm O REHER o M sk ik
EWETH D, WHFMIIZIrT—Ly F§@ET
Akt gute S, ROCBAREE T Okt 2
BY b, AfETIE. 7I0A F—3Y R EBEYEEDM
HWIZOWT, BRI SN-EN R BRRP. IE
HEH SN TW LR EAEOERF L OISR %,

704 K= A0 5E

7IOA F—YRET7T IO FoHkE % bhiEE
FIC X ) s, BEF T2 35 ORIR&E A
EEhTwa", RENZEGET IaL F—T 2
WZiE EZ a7 VIR ARIRER L35 AL T
34 F—3¥Z, FS U Z2H A LF ¥ (TTR) %
MREF ET5 ATTR 73084 F— ¥ A% &5,
BRBET 304 F—y 2121&, 7324 FpRibkE
H (APP) ZHilR&EH &5 7 VYN A < —JH,
TVF Y EFIBERETAIBALY TV - YT
79 (C]JD) RENH D (B1), E5IT, HFED
T7IOA F=Y ZAOEHR I E VWb on, T3
O F—Y ALRBICI AT+ — VT v 7 L&
FUBR GRS EARNICER T 2B, N—F Y
I VE—/MERIIERANE, N T b R, Bl
NI ERE . MR R LIE 2 EA3B D, 1T E
AEDWRENIREVPEANEI AT+ — VT4 V7
J% (Protein misfolding disease) DHEMFIZE TS
(E1),

AA73I09 4 K=Y R ERBRE

AAT7IOA F—Y 2, HEFERATH 5101
W7 3I84 FA (serum amyloid A : SAA) % HikK
EAETHT7IOL F—VAThHbD, AfEF. B
RIEPERE BRI 5 k7 I uf K=Y AT,
FUBHEFE 721387 I a4 F—3 2 LI
o AAT7 IO F=YADIEERE L L T,
1950 4E DR, &8, N v b Uk, B, 1Lk
PEBEH e EOEYSEDS 2/3 D TwWiYs Ll
SFEEFLPAERORBICL D IS ORRGYED R
WARRIC A L, iV Y~F2IILOETLHEHD
TIERENAA 7 IO F—Y ZADOKRBEHREBDNE
CEEDDH LR o72Y & 5122000 4E DI,
AWy A R0 o TR SR O BRSSIC L 0 . HER RO
HOfEsboay ba—uasmicegidf L. AA
7 I8 F—Y ZAOFIEHAERDITKL T b, —F
TE4E, AAZIILHETAT7IOAf =Y AICB
J 2 BEEARDRIEINEHZED TV 5,

AA73I0O4 K=Y ZAD{RIB

CID7%EDT ) F ViHTIE. KNICRA LR
W) F VEANIEFE T ) & v EA OISR
ZHFEL, BERMT)F ok - BRETIERED
3 &A% Prusiner HIZXk o TmREN (FR1)Y,
L), CORFEERAEOERY: (R 37V 4 4
HOBGELEz N, 7VF ViRE a7 I o4
F=Y A, 207 I 0L F—v 2% =07
30U F=YRAEGH LT, LI LZEDE,

1 ERIRZAEE S ke EL Uy < F - BEORNRE (T390-8621 REFILAAATME 3-1-1)

2 TBIMRFNA F X T 1 S VIESET
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K1 KR AL73I04 K— X & Protein misfolding disease
() RE73I04 FafBEER %2R, TTR: RS XY AL F
Lo SAAIMEFE7ZIOAN KA, APP: 7304 KBRIEREA,

PrP: 7%,

K1 7IOA K-, BEABIX 74— LT L IRICBIZEEELE DG

AV PR B e DA%
Dk Y-8 -8 B e
(FEBrIy) (B

7)ok VR o 5 B .
AATIOA F—3 2 5 ~ : :
TIINAL < —IF
S © ? 2 ?(AY)
LAV WAL =

O EBIETH SN TV D, A EE A RRT 2SN H b, ? AP,
YN T IR B TIHEE R RIE T B WD .

Lansbury H12X 0, 7V F Y &EE & FEEOZILIK
REMEESET VDT I 04 FREHEE O IEARM K
IBEF IV THDH I EHRBENT,

AAT73IOA F=3YRIZBWVWTIE, o<y AH
KoOMED AA 7 I a4 FRHEZBEIRNZS £ 72
ERIOHGT5ZEICLD, ISP ZADAAT I
4 F=Y ADOFIEDPRE S NS Z & HY Westermark
SIZE Y RENLY, 51, EBREWICEEES
T HRBEETH AA 7 I8 4 F— ¥ ZDMIKRH
DIEIEDHEZ 5> TV B D TIE W LI S Tn
5o BRI CHEMEAT SN TWAETF— 7 — i3 EM%Y
RIHE) AA7 304 F—Y Z20REBEIA LA
L. fRE OV DN & 72> Twb, Higuchi 5
. F— Y —OFMRIAEET ST I B4 MR
MWH Ly 2125 d45E, AATIaf F—T R

DEIEVREEINSL Z 2L, i,
F— & —EHNTHR S 28 h o7 I a4 it
HEARRITER T 5, HAWVIIEERELIZAA T IO
A FRHEZMATHIEICI), A A73ITA F—
VAR TR L TV B WRE 2 RIEB L T 5
(R BAEHWIIBNTL N/ 4 TF Y %
(Island fox) -+t 7 12 % £ X (Swedish herring
gulls) TAA73IOA F—Y AHHELTW5D,
INLOEOIGEITEEDOT I 0 FikE XD
LI ENS, AATIOA F—Y 2AD#EMFEZ LT
Iz Tn 37,
LRNDAATIOAL F—Y 2I2BWT, KhH»
BRALZT I8 A FRHEDTEIERHIRO LT % L
HELTOWARIBAEDO L ZARER TV ARV, L
L. 7477 IVRERTORKG 2L bh
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HOIUPEIL ) 2EHPICS AA 7 I a4 N
PEEINTVLIEPHESINTBY, b M AA
73IU F—=YRIIBIT B EREEAZRIFEOM S
WTERE O 5GP LETH 5,

ZToMmo7IOf K- ADIEE

AR, 7304 KB (AB) 7. a¥ X7 LA
YRE. BHITHMNICERETAREENEICBWT
b7 F VRRARDEIEAIE 2 o T B REMEDURIR
XENTw3Y, Ihs0&EAIE. RBEENTT )+
VR L AMOGE AR EA KIS RT, F
2L CRODOEANSL AT IuA N (B Mz
FEEREM OIS 2 2 LI X ) REELEOE
BT B 2 EBHEIRTHSE (R,

RENZ eI XTI LI NF—THI I \—F Vv
RIZBWTIE, BEHBIN O FEM 2 AT 2 5. S
aY A7 LA VHRMD S A L MR 2 {515
% &9 Braak IEt" - dual hit I3 ASE € 2
ANLNTWD, T/ IBIBHREEBHZ 272
=% U Vi BE WO T B OIEE
F— 83 VAR L E—/MEAD I S h
RS L EANOMBETREN ey X7 L
AV OEE/EHIHE 5TV DB I EIZREN W EEZ
bNb, A, #7. TDP43I1ZoWTd, 3F&F
IO BEFHRROENT S, a ¥ 27 LA vk
FRRIC R HAEOMBIZIEIGREZ > Tnb &%
Abhs (&1,

EHITEE, WEBRHREESVE Y HTICL S
EEYE CID BEICB A AT IO F—Y 2D
2 RBT 2 HESHOVTWEY Y, Zhbo
9 5. Hamaguchi 53 A ETHAE L7z 16 Bl O ff
R A% CID & 21 BlOIGEYE CJD O B i %
WL, ABOBBETILAEA T T, BiE7 I AR
MEIEA T, 7 I 04 FIEIEA 2725, MK
Bk CID BETHBICE W L 2R L7, ot
BT RIS 0B 7)) F Y ERHDBRAD AB
T7I0Af F=Y 2% RELREDTETE 20
By INSOWMBIXALT I VAL K=V A0 M
Lt PAOREKMTEFE L) A LZRBL TS
(&1),

ATTR7I0OA K= X ERRATE
ATTR 7394 F—=YRE T VAL VLF

(TTR) #FiEiEHETAT7 IO F—YATHY,
WAEMATTR 7304 F—3Y 2 (EANEE2GET

IS F=YR) LHEEEATTR 7304 F—¥
A2 (RBEMET7 I a4 FRY) =2 —a8F —,
ATTR-FAP) 2/ ENB", 209 b, ATTR-
FAP 3, %= a2 —u/XF -2 HitREEZ E
FERE L. HARRE TIRBEAED S 10~15 FE THE
TLHIRTH Do RAEDKIHA TTR EInT DOER
THHIEDHPL7201E 1983 £ TH %A%, 1970
R AFRIZHB VT ATTR-FAP B DN~
L UREBBEINTWIRBNEH L, BNV &
R BERIICO W ZEH$T 5 2 &<, £5%
a2 —uNF =R FRE T & OERRIERD 52 W
XNTWe 5100 Nt UIR/NBEoRE R
fillz X 2 BT B OGNS < H Rt ARE B R
TdH A ATTR-FAP 25tz 3 b —HIiZh > Tw
72lEZON5, BIIEHRIZBII ANV VHOH
HBHEBIIECRATH A HERBITITER 20
FUEOFHIIEE ZEDOTHB Y, HWAETHREE
EEITEN Y VIR ERZ EN TS ATTR-FAP
BEDL

1990 4EfLIZ A ). ATTR-FAP ZJFR#AHIC X 5
BIEDP M ERIC R 5 727 DIETEFICHETHER
TTR DIZE A ENFIIRCTEA SN 2D, Bl
XD FTAHRPLPICMPOER TTR AHELY., £<
DEECTBRBIC = 2 — a8 F — DAL LT
W57, ATTR-FAP & OIFIKIZZ R TTR %
ETDHODNKERKIEIE > EWTH D72
B, 1995 E0 S B O BRI L7z ATTR-FAP
JIF 2 BEAENTIER B E OBV A F 3 7 A
R &7z U8A 5 ATTR-FAP [Fo F3I / #
MWL BEREMET I 04 K=Y ZADORIENR S SN
TW7zAs, ATTR-FAP OSJEERi2 % 2 5 L Bhl
% 20~30 4ELETH A H LTl s Twiz, L
LFEBIE. BAiRL 10 F LN O EEYE ATTR-FAP
DHEDBHOVT VBT, bhubh Ol R HE T
X, FIBHIICESZ ATTR7 IS F—Y 2D
EIR I BHE 1 FOB N TTTIBTI-TEB Y,
LYELY POERPEEL TV EHNEINS,

7O F=Y ABROBRESEDRE

AR, &7 Iuf F=2 23 5288075
BBMiBRENROXOXEHESRTVWS (B2),
ATTR 7304 F—3 22T 5 M B & O%E
fafia#,. AL 7 304 F—3 2205 2 M
R E L7 LS, AA 7 I F—3 2ZxF
T HEYFHEANL, wIND 7 Iu A Faibi&EH
DFEEZWHT2HEETH DL, —H, ¥773ITR
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ANF (EmfA) CRUABEIR. $TICE MW THESIENSIBRE A TV
LEEERBMEL, EXTF (AMA) CRUABEIE. EMIBU2ERMEIREL

SERRE W TuL Ly,

RV TNV=HNVIE, ATTR 7 I 04 FOREREH
ThsH TTR D RAMEL LELTHHEHBETHD.
BT Iuf F=Y ABHEDOAN T TV LT
HEHENTWS, 52, 73I04 FIZHT 580K
W, 7T I0A FEMBREROGTHAH 7)) a3
7)) v OREATHEROEIEIT LTS, &
B, TUFURaVRI VLA VY, GRS EE L
FRRER H O B EBIZBWTIE, (o fHE b B
BEOEMICRLETFHENS (B2),

Ebhic

R CHHLIZEHC, FLALOLEEET I 0
F— 3 ZEEH TR R L o 720 O IEHI O
FUNY —OMEDFERTEE o7 IuA
F—3 2 (protein misfolding disease) T& % flifk
BHREBORRD VW EFHIND, BILREHEL
EW X2 HEAEOMBEER Y AT L ORkE R WIS
Y M=V BHN, MREER B O
5THD9o

Rk
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B e
HCSREE LRI ZIC BT 2 ) v F < TR

i 1

[E] $iCD20 £/ 7 u—FVHifkTh s v F =713, AOREEDIBRMEIIBNTY 2707 + A
77 I NEPEHD B CIIHMTE 2 BPGEHE L LT S, BRI - PRUEGEICERITH 5. F 1 EIUE
WEIRPUENC WG 2 DN ORG-SR E N TS, 0 5 A TIFR S 2 554 2 B34 1 RINGHE
IS CH ) APHE R D WREMEDSTES C. U YR I 728 1 RINAR LT 28D FRITRETH
bo BYYE. MAIESOEE L SIHEDRIERIEADREL 25720, HEREVWEGERNEETH 5,
Key Words : ) V¥ ¥~ 7, HOEREN &AM, ik, NMDA %1k

iBU®HIC

AR, HCREMNLERN % (autoimmune limbic
encephalitis : AE) IZBWT S T &F R MfkEHIC
X3 % HOPURDSF E S, BRI & o B,
HWHRNERDWLPIZENDDH 5, FRITHFEHNT
KIHEHATH S NMDA 2%k (N-methyl-D-
aspartate receptor : NMDAR) . AR S 1) 7 4
F ¥ &)V (voltage-gated kalium channel : VGKC)
ARSI 2P0, BEEE RIS S ?(Lé
AANEEIN T 5 HOPUR & 1ZR_ %) B
WZh b o TW A I REMEDSE w0_®l7&AEL
xf LTI AT DN D 25, IBHAEN (ther-
apeutic targets) ZZB L 2N OERNELEZ D
VEDBD D, Tbb, WK (HOhE, &8
AT 4 =% —) OFE JUREECHDD LB
ML & % VI3 T A OB, TR I B
%) YOSERBIHOMGL, 4 vy —u 4 X6 ED
FERTA M A A > oWz Hfs L THHE 2 MAA
fé*tu&é”iﬁf@ﬁmfi AE I LTH

HEIR (first-line) {HEHEE LCRIBREAT O A K,
#XH%HJI‘EE,J oy 7 a7 ) v (intravenous im-
munoglobulin therapy : IVIg). 3 X OVIL4E&EALE
HEDS Hd 5 WidHAELETITb N5, First-
line IO THE % 2 BMAIHZ TIT . BR)
T ECHW L 7286135 2 3% (second-line)

HHEE LTHICD20 €/ 7 u—F Witk TH B Y v
¥y, Yru7F A7 73 FEEMD DLV
ALTHATLZEHERIN TS, TNHD)R
SERE DO H. HUNMDAR HuiR % TIIRHER 2
4 TH) 80% 1& modified Rankin Scale (mRS) 752
DFCTHhHH MIIAE)., HEEI%NTHLS, VY
F =7 AE IS L CRBE A T R <L Bk %
F U MR SNTWTH, AFRTIZFER
DERIZEDLOTENTH S, Second-line A J?L
VX TREH LW EDO VRIS T
&w#\U/#/77ﬁmM%;z%%&&%i%
AT v AT, YR CoMERBREZE T 2
Ty AEIZHT Y Y F I TIBEBOER L B
DWTIEHT 50

)Y %27 OERER. BHES S UEHERA

v M/ AF A TP CD20 €/ 7 1 —FIIVHifk
(@Q)?%éU?#)vfiB%%ﬁ@ﬁgi7
b T CD20 IS A Ly B O IR i 5
(complement-dependent cytotoxicity : CDC) %41
L T CD20 bk B ML % BisE - kT %0 PLRRAT
PR AR BE 2 (antibody-dependent cell-
mediated cytotoxicity : ADCC). 7K b —3 A%
BEHLMEGT2LE26NTWS, Bk %E%
¥k (short-lived plasmablast) % L. E&H

Bty PR R AL RSl R A - BUNES LA N FE (T 359-8513 83 IR AR LA 3-2)
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BHFERICIZER L 2w, BHIKLOW ML 6 ~ 8 #
A &E&¥3Nd, VY F o7 HGHICHEML /2
BRI S5m0 BAIIGIZ e U CREEY A A A
YOREEIZZ UL PIEEY A M A L OEAD
FHWHTH 2 CD20 (T BEHMIL. BEMEE D
ZLREBTRTOBANLICAHFEL, VY F o< TH
HAZ X 0 KM BAIFE I3 AR IH R T 5 25l ss
N BHIFZIZFRAE T %0 BREBBATIRIZE S BHERS:
BOWF BRI BT 5 I IMEF D 0.1~0.2%
Tdh 5o A B oA EE X £ b 100~
200 DL AR U Y F Y= TOREENT S b R 5
ZRHR L e W RBEASE WY, BIER & LT, Mg
Froo@\f s (infusion reaction). FFFSREREE, ¢
RS IBE PR . M ERIRAN, ERRE. AR, A
U, BRIFRMER 2O TW5S, FRICBH
TR ANVAF X ) 7 - BfEEGeE (HBs s
P> HBc Hifk/HBs HufkBstk) (HERSLET
Hbo BIEAITY Y F I~ T7ORBEH L %2> T
WA - EREIX, CD20 Btk BRI MEIE R Y %
) UoSHE, SRERIHIIREE T o CD20 BEtko Bl
PR oS B PR L 2 %8I A R TR A 3F I E
(Wegener W3HESE) . SAMEEIN L A 7%, iR
Pt 7u—CIEBER (FNHERNED L5 0VEA T
A A EZ R TH6) SRS L CR A 1%
BB, BRBALD VIO ABO I A #
BRI BT 5 HUARB AR SO OHIHITH 5.
Pe G RREAEL ) o EREAEICLT, 1B
D 375 mg/m”/WMERAL LT, 4~8M (FHEIZ
IVRLD) $eh53 5 MRENFFE T I PR E
Lo TWAERBIIZRWVH, VYR < T I3Pihsi
R BICBWTBMBOMNRZHE ., HENICE
BRI & o H E PR EA: %2 JIi] L TR 2 s X
5 EEZ LN, AE T REROERER 23N S
nNTwb,

AE I8 T 3 REREDERE

AE T2 FSE o ACHARSB RSN TED,
% XM P 0T APk TH B, #
DR THEHFENR, FEISEPICBWTRIT S
T 5 D3P NMDA ZHAYUAR % TH 5°7, AE
DIIERETF E LT ODPDAT v THMEEINT
Who F9. BIRABICRE RO R RGN LA A
U. BHgoEHEA L% @ L CRMIEBRRICBWTH
CHUADEA SN D, A SO TEMMEAIT
HE L 72 MBI M 2 H Chiik 0@l 3 5. H 50k
WAL & 7z B RVIMINE 25858 LN < B abuik

RHEAETHIEIZL - T, MR oM HT
JFAZELET 5. £ 2 CTOPURPMARISIZ L o T, %
HPUE ) 7Y FOfEEEHET 5, REDUR & 445
WAEZELTENLSL ZNAEILSE S (internaliza-
tion). & %W dHifkREE O LA 4 L5 (CDC)
Lo 7B TR e E A2 X -T2 E X 5
NTw2’ AE OHEBIER DER KDL it
NMDAR HURINICHE U TIrb b 2 L% s,
PUARDOHFIC X D ET OB D 5o FEHNE
PUEPUR % AE OWEH IO W TREW 23R &
)= ZHHEEEH L2 0E2RITRT (') #i
glycine KPR % D Z1F1E. second-line HFED
HME) Y F T TH D, KIFTIRE Dk s
)Y ¥ <7 % second-line {GHEICMZ T n&
E 2z b, BEEEN S DT HEN 7 second-line {GHEAHS
O TWBLHIZR 22 v,

) & v 7 I EERR NS 375 mg/m?/i 1 6]
Beh% 4 MGIT AR TH 555 BLEmkS53 5%
BELHY ) B Yrua T+ AT 7 I FAIEEHER
P43 750 mg/m’/ H 1 ¥ 5%~ 6 » {73 %,
Second-line {G#EATE O F#1x. Bt LGI1 HLikB %
BT L FHEMHE, EWoEMRICHENTH Y, B
Caspr2 HufAli 4T b FHEIFE SN b, Second-
line {GH X2 DO H CHIED HEDOY; 6T 5
BIOWECOIEICERTH S, Second-line i
BLLTYYF I T2HKG 3Nz AER) Bl & [H
BEEZ T b o7z AE 8L BloF# 2 i & 12k
L7z 2A™, VYR THRGHOTENEE
BRI CTH o 720 §FIT first-line {EHIC—HTH K
L7260, A1EY Yo~ 7H5% 4 BB L7
BUE T BAFICAEBICHBE L Tz 3R
B I B E S TP URRR RS . PUY T A PURRG
PR (9 #13H NMDAR ifk) 12815 FHOM
Tl FHBIENM 2252 HTHEAIZ R L.
VY F TGS GOHEICEE L D DIk
Mol MEINTV A,

Pt NMDAR Pk % Tl first-line iG#EFIAGT 4
HEFE LN S 5\ I T % 2 B DN ZE o) R E
ZATL IEEPULANIC I 3 AR A2 second-line i
WREAT S AR EN TS, Second-line
HHRO R RG IS RIS, TR R < AHEY
L SER 1 » HEEToY v & ¥~ 7RI
SR PHREBIFICHEEL TV, L2l S, 3
FERR LAERER LTV T Y F I 70ER L2
HLH . ERPEBLET 5B TIERAAR L EA D
%%,
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®1 @RMERKRERERAEE AE DBE (RRWGEF ) — IHE)

Second-line &%

ik MBI 1o gy on T FILER B e i et
(ekepile) RTx/Cy
10 NMDAR (501) 1gGl1 21 92% 27% 20%/16%
11 LGI1 (48) IgG4+2, 1 61 100% 15% 13%/6%
12 Caspr2 (30) IgG4+1 66 93% 23% 17% /7%
13  AMPAR (21) 1gGl1 62 95% 24% 24% /5%
14 GABA.R (15) 1gGl1 51 27% 0% 0/0
15 GABAR (20) 1gGl1 62 79% 16% 11%/5%
16 GlyR (45) 1gGl1 50 84 % 9% 5%/9%
17 DPPX (20) IgG4+1 53 55% 35% 25%/15%
18 mGIluR (11) IgGl+2, 3 29 73% 18% 18% /0%

* 7 — % % A T RE 2 R

RTx : Rituximab, Cy : cyclophosphamide, NMDAR : N-methyl-D-aspartate receptor, LGII : leucine-rich
glioma-inactivated 1, Caspr2 : contactin-associated protein 2, AMPA : «-amino-3-hydroxyl-5-met-
hyl-4-isoxazoleproprionic acid, GABAg : y —aminobutyric acid type B, GlyR : glycine receptor, DPPX :
Dipeptidyl-peptidase-like protein—6, mGluRs : metabotropic glutamate receptors
HOPUAZ & (2 first-line {G#. second-line G D HifTH% % 7R 975 Second-line it T S5 1) v F
VT, a7 x A7 7 I FOMHABEEIZS AE OSEMICHTH2DDOTH 5,

AEICETBVYF I TaROSHE

ki Tld T E TICH NMDAR $UiR % 5 i1
VY F TG LY D BT, 5HE D
HiZ o 72BWEHIE R K FEMEZOTHRAL PO
EER L2 BEFPSY) Y F I TEATTOY
FIIRAETH 69 HEE L2 EABTEOHEE L
T, Afirst-line {GHFEOE AT, MHEHEZ~O
HGEE - ARRE. first-line iGH T O A PHE N O KIS S
Th b EIEEGIE, FAEGHEIE GLTAPA
3, PURHESE) 12X 55 ERGREOF. RHIEUR
ARFBIZPE D MREE R 580 (REDERIR AR, il ZE4e
JE. AU . ZAIBEC X 2 AR (T,
B, B oA BHEDS second-line {HEHFE A O
ELLDBO, EHEHRNEETH 72,

First-line {GHREPLHINC I T AR A % second-line
HEEAIER SN, VY F I TORBKRS 13T
BEIFICBE 2 25, R EPIH O E R IZBER T
Hbho ATHAL FIOVA, IVIg, MHEEALHDEE
I FE4T 3 AU first-line {EHFILPLHI & v 2 5 D HHH
file 7o M 0, HERBIO N TIPSR B B L)
LIRETIE. RO AT OA K2V A EEEE 1A
DI F T EME D H S Nk 7HERNEZE DRI
IVIg, IMAEHALEEZHED XL TOHEEITHS
PTG 0o 720 NLWREHE I % 29 5 HER T
EMCIAE ., R AR 55 O & BERE O 6 I b B %

L. second-line {GHEADENL I LIZL - TS
HIZHE LWARIIZBE VW IA F N W BEEA E v L7
Ao T, first-line {HHEE O D & LI L THRidE %
WY D 2 LI TIE AR L, first-line {HED ) H\»
T 1 HEHE AR TR T T WEEIET A
R 2T second-line G EZHEAT LI LA EET 5
RETH Do FRICABERE L ) N TIPSR E 25
FEBITIZY V¥ <7 GH1 NS % 4 8k %
first-line {EHICHARA TIT) &) BINE D &
AHNB. MRV T Y4613 second-line G
LLTZEDRIZYZB 7+ AT77IRdHAVIEH L
B Y&y TG ZMA S, VYFIT
HPURBEA N 222 5 BHIRBOTHE R L v 95 G 7%
WrehATHILeZET 5L, AE BN —HIIHE
kD BERE iR (escalation therapy) #4179 @ T
7 <L FEBNCIE U THA S ICIHENAT S
B fFE AR (induction therapy) % #IRN$ 5% u[hE
HDHoThrnweELOLND (F2), ETIE
WRABI & FAEB % 50 CThHEt 2D 2 EZ L H D™,
SR — T % IEBIOFS M E E B L 7 iR Et
EVCAHIENEEEEbNS,

VY F I THEB D —EOEETHAET S LFE
AONDBH, VYFRITOBENMES. Yra7F
AT 7 3 FRGORMBEDIIH, Z DM G EHH
5. (Methotrexate O HiEP$: 5. Mycophenolate
mofetil DB FE2fTbh s Z b dH b, F7-,
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fi=t:d

Escalation therapy

(BERE TG )

Induction therapy (%)
(% A A iRER)  (FEIER™)

o271 A K)N)LA
o IVIg (= IMm¥Edfb#i)
DWFIh

First-line 5%

o275 uA{ K/VLA
o IVIg (= M%EsbHRE:)

DV

+)vFI<7 (43H)
(3 27u7+A2773F)

)Y EFIIT

IR TR
Second-line &% S rUTFAT 73K

o)X =B (1[m/H x 4 1)

and/or

o7 A773IF (1E/Hx6Ia)

Escalation therapy & H Qi JE TIT b N % il O 92 3:CH %, Induction therapy (§) (FHE
SEFNZAIR ) Y F O T2HTEETH LD, BRIEIN TV, * N TIPS 72 &)

MHDAZ ) ==V ZCTHEENER SN R LT,
FEM SRR 2 T 5 2 L b EETH L, 4
#ix. BEHEGEEEEMIE LRI /ER 3 5 R
FVIT (FarTy—AHERE) 2, Hif vy —
a4 Fr 6Pk Y X< T, BHEA V¥ —1
AF V2 EbRESha el H 5",

Ebh)Ic

AE R 2 v ¥ ¥~ 7iREIEB#EE TlE %
W 2B EAM (43890 HEY) TH b,
UL, SRHCBUT 2B EAL L, AE)
VF I TEADPHRERMICEIRED ) X 7 &5
L. E@mofEmzmiEL, KEEZLL R THED
= AWGAET L EHEN SN D, BRI O AN TR
EHL O RGYE - BHIRIMARE N OIS, B & O first-
line {GHOM D E L D HEH. WHHE. KiK. MU
Lo TRERAMELRY, DOMY R EAHEREE 2
o FHRLV Y F T THABNIES &IV
Vo FEBICIG LTY Y ¥ ¥~ 7 % first-line {B#IC
Jm Z 7z induction therapy # %35 Z & 25 AE ®
FRUFBIIOLDVBLEEZ LN D,
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77 F I K B/ AR

il

[ZE] A1 7V U FRE b & (Hib) B X OBERE X, NBICB A8, WE 72 & o 42 5P 1 %
PIEDOREMRNETH S, NS OB TLT 27 F 213 2011 FEICA D Z L O HIBRTREIKIZ L 5
EREATREIC 2 ). 2013 4F X D @B 70 7 F MTEA SN, 0 BRIIBIFET 774 TH—XA4F ¥
ADKER, T2 F VA Hib 3 X OMi£ERE S X 512 B EGE OWMDH S h & %o 720 BifEKEO
MERFENTTIZ, T 27 F ¥ THN= SN WIIEROBIAVR ENTze 5B T 7 F Y RH O IR 72 500 % 17
I 72DI21E. DR IE R OZILIZOVWT O =S, 5V APEETH 5,

Key Words : 77 F >, Bilig, 4 7V o E bEL, Bi&ERE. MiEE

iBU®HIC

NBIZBWTHIBEROEH & 7 % 32D RAH
WiE. A v 7 Vv W (FEICb B, il 2RI
BRAR CTH D, CSOMBEOIELRE LT, W
FTRLFKFICHINA TS I L, FKIES AT
LPARDGEAED B GFRIICEETH D Z &, £hik
PURIZFLL RIS BV THRIZFEIMR N 2 & 3BT
LMD VLRSS SCRHREOMANT X0 M RERE
ROTHRIIEHE L CTELD, FIERERICEE 8%
Wa/2EbZ DB blzd, T7F 2L BTN
PR EN T2, FLEIRICZB T H EGphfbuk %
FHE R ¥ v ) TRAMGEREL AT 7 5~
ARFE SN, N B W TENR B TRIRI R 2 R
LT&7, HEATIELH X< 200741 HIZ Hib 7
7 F >, 2009 4E 10 H IS 7 il RERE RS ALY 2 F
> (PCVT7) »380I &, 2013 4E 4 A 25 @ Wi
T I AIEENT, AFETIE, IhboT 75
> OEADS, /N TR 2% & B DR R R GiE
252724 V87 MIZOWTHHT %,

ABICEITBZIVI79FVEADER

BB RERTE. A v 7 VI Y EIRYSE L. )
VR A R R GE DR & U CHEE DS V. AR

B gS, BOE, Wiz 2 oREMRIERTH S,
4 VTNV Y HFRHIIRELS AP OE NS a ~
f FTO6IMERE X OIERERTFHINLG, 12
PR EGRE D 80% KL E1Z b B (Hib) 12X 5 b DT
b5 —J, MigERE I 90 AL o i R 45
FEN, WTOR B REERGGYEZEZ 925 4§
WIS & o TR ERMERGYIE 2k & 37 IM{E R A3 5 2 - T
Who TN RERBEREAR Y 725~ (PCVT) I,
ARIR/NE DR EYEN SR & YeiE (IPD) R O
¥ 75% % A N— LT

AN B B R B R AIE (. TSR L
EHIZBWTHEELRBE 2L LENDH 5,
2007~2013 4EICBIE L2 F I B W T, 4 v 7L
IUFHEBEROETERIZ0.6%THY . 11.8%12
BEEZ RO EWME SN TV, i Bk B
RIELICHEETHY, HBEXRIZL4.6%TH-7"s
/NBTIE. Hib #EE 9D 47%. FEREIE IS K GLIE O
36%. Mli 7Bk PEBIIR 2 D 51%. I 5 & e i
D 19% D% 1 ARGl FIET %o FMELFERPUIE I
THIFBIARAGENERUE Tdh B 7280, RIERD KM 2
AR TIXIEIN SR AR SN vwZ &5, EiEL
D—HNTHAHEEZLNL, LIz oTIZF VI
LB TPV HEETH), EBEINRETITF Y ) TH
HEDERHb 727 F S MR E 25 Tw
AEZ 2BV TIE, /NE Hib 2 58 G E o 3 11

AS7AT B N S e ks = S e/ e RE (T 514-0125

= IR O L EE T 357)



T 7 F A2 & B/ AR R R 58 0> FEE T B AR 24 :35
1 NERBMERBAERER (/5RFH10TA) OLB
] W W W W
2008-2010 2011 (%) 2012 (%) 2013 (%) 2014 (%)
Hi (Hib) #% 7.7 3.3 57 0.6 92 0.3 (0.2) 96 (97) 0 (0) 100 (100)
Hi (Hib) JEHlE s 5.1 3 41 0.9 82 0.2 (0.1) 97 (98) 0.5 (0) 90 (100)
Jii 9& BR A Rl J¢ 2.8 2.1 25 0.8 71 1.1 61 0.8 71
Jii 9& BR A FE AR 5 22.2 18.1 18 10.5 53 9.7 56 9.5 57
GBS #ififix ¢ 1.3 1.3 0 1.5 -15 0.9 31 1.5 -15
GBS FEHfi %€ 1.2 1.1 8 1.2 0 2.3 -92 2.4 -92

WAER 77 F AR (2008~2010) DR EER & .

Group B Streptococcus (3CHk 3 £ 0 51H—&HB) o

R HE SN TWBY,, 72 PCVT A3E
Lo TVBELIZBWTIE, IPD O A3 %H
HBENRTWDEY, RIBETIE. X9 %< 2008 4 12 H
\ZHib 7 7 F >, 2010 4E 2 HIZ PCV7 il & v,
2011 A D £ < O HIGHR T A B Wi CHediny
HEIZ R o720 20134 4 HICW 7 7 F i3 e A
fbah, SHICHEELL HIZPCV7 IR L £ < ol
A% A N—9 5 PCVI3 ICEH Sz,

PITATH—NRLF 2D 5B,
77F R

77 F OO 2Dk, T F UEA
MBOREELENEZRT 5 2 LHPLERTTRKTH
D, AR BRFEO—DICANOR=ZT 77 4 74—
NA T YADD 5o EAGEF AN TEHEN I,
H AR 7L B SRR R BE Tl 7 7 F VB AHT
? 2008 FE X D MkBEL T, 10 B (biEE. R,
Pri|l, FHE0 =EHI RILR, SAI, R
FEVR B, JhfEIL) © 15 mki/NE R84
TNI YR, MRERE,. BRESHBRREASED T
7T A4 TH—RAF VAR 7o CE D7 FVE
AR & D kB ERE N TS, EAME—D AT~X—
A=A G VATHY., BHOY AT AIZHEL
LM TH L (ZEO 5 mAEBALITD 22.6% %
HDb)e SO —RLF UV AF—=F 2 HWT, U
7 F VB ARR T AT L 72,

2008~2014 FEIT KR X 0 il S 7z 5 ARG O
BEBERICLT, 97 F VEARBZTOREERD
W% 4T - 72 (R1)Y, B8 Hib RIS BRI,
OB Wy BCHT I U BE g 7.7, FEREE K 5.1 T
Ho7zH5 2011 4FICIE, Bl 3.3 (A 5T%) .
JEME R 3.0 R 41%) LR HMPERL.
METFMICD A ETH - 72 (P value < 0.0001.
0.008) 2012~2014 4122 F Ty X 5 TR BRI

Hi : Haemophilus influenzae. Hi b : Hi type b. GBS:

WAL 2014 £ R EM: Hib REEIXE T TH -
720 IPD BHEERICH L TIX, 727 F VBARICIZHE
fige 2.8, JEBEIS 22.2 TH o 72A% 2011 4E121.
Bl 2.1 (WA= 25%), FERENE % 18.1 (A=
18%) 27 1, 2012 4F121%, B2 0.8 (R =%
71%). FEREBIZ: 10.6 (A 52%) ICF THAL
720 MEHFIICWI NS FEERBITH o720 L
L5, 2013 SELREORERIE, FLALKT
EROLholz. TOBBICEAL T, obl3LE
B3 5b, s T2 FUNHBEIN TR WEENE
GBS &Yl (T IR A0 % FRD 2 2o Too AR
TH L72EHNO 5 @R s B S AL, 2010
202 Hib B 412 A, i RERE BEE 2% 137 AT
H ol 2014 FI2IFENRZNRO0 AL 40 A T
BL7ze THOHDORERIE, 2011 4ELLRED S E B,
2013 4F 4 H o Wit bic X 5 7 7 F Bl m
A5, REM Hib EIYES L OV IPD A I K & <
HHLTWAILEZRTHDTH S,

79 FBAEOME

Hib 7 7 F ~id type b DA DA 7 v VK
(non-Hib) 128 L CIZEGFi R R % b 7207z
By T 7 F VB AHO non-Hib JEHE O B4 I AR
BENLEZATHAH, TNETICHD T ZF U0
BASINTVWDEA TR, BREEA V7V VR
JEGHEIZ 5 A A3 non-Hib DIZH 25Hib L ) &
Lo TWATH, BEEOMI IOV T,
WNZROEVETLIMEDNRL VY, HARICBWT
b Hib 7 7 F V8 AfRIE, MR (non-typeable
Haemophilus influenzae - NTHi) @ 5384 A3
L. 2014 4EDBE I Hib ol ¥ & 25 THB D,
FEEEERIMEFRD Thien’,

KIETIE PCV7 BEAKZ DT A 14ET 5 Al D
IPD fEEHE A 59% %A L7 Z D% CDC (Center
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E1 IPD MEREISDHERE

PCV7 B AfT (2008~2010 F£) HLUVEAE (2011~2013 F) (C
B2 IPDEELPSHBEI N -HAREMERE S & &L /-
PCV13 minus PCV7 type : PCV13 TM&EN 6 MiEHE (3Tt 12 &

WEIE. &),

for Disease Control) 75 5 4EH D 7 — ¥ 25 X
NTHBY., 5RO PCVT MiERIC X % IPD i
9% KA L T2 LA Lo, Mgk 19A
% huly & L 72 non-vaccine serotypes (nVT) 2 &
% IPD O¥masd v, PCV7 E KA 34EHLIED
IPDBEERTI b=l hoEREEINTWY
5%, DXz, Bk TIE, PCVTEAED nVT
12 & % IPD OIS A%, serotype replacement
ELCHER s h T a2,

ZZ T bUONOWMEIIIB W THE Sz
IPD JEBIZ DT, 4B S 72 Bili S BR T o M i 7Y
Z AT L 720 2010 4F1X PCV7 128 £ L 5 I i &
(PCV7 vaccine serotypes : PCV7-VT) 2% 78.4%
ZHEDTW, LaL. PCV7-VT @5 5 &4
2011 4F 65.7%. 2012 4E1% 28.3%. 2013 4F13 4.3%
T Z R L7 PCV7-nVT % 2013 4E 12 1%
95.7% % . AT 19A O EEEA RN A%
HTho72 (B1)7,

MFER AT L TR WEBNZE LT b Ak I
HEROMTHDEREL T, HEILCBIFL VT B
IO nVT EREEHERT L. 727 F ¥ AB BT
BT B RERHER ZMET L7z, PCVT-VT 12X 3
IPD O fEEHR%E 2008~2010 SEFONR— A5 [ ¥ F —
LT A &, 2011 4RI 32% 8 (95% 15 HEIX
. 19~44%, P<0.01). 2012 4E1% 85% kA (95%
EHEIX . 78~90%, P<0.01). 2013 4E 1 98% ik

A (9B5%EHEX . 95~99%, P<0.01) LTw7z
(B2)%, LaLid S, PCVI-nVT OREEFIE L
AN Z R Ly FFICHER 19A 12X % IPD ORE
HId, 2013 4F121E 201 %3400 (95 % A5 HEIX . 105~
358%, P<0.01) LTW72e 2OXIHIZHARIZE
W T 3 serotype replacement D 7= 12, T 7 F ~
BhFAT—ERA R S A, 2013 4R ICIE TR T o I iE AL
\2& % IPD MERDPFIFELIILALEDL RV
RilholbEZ N,

PCV7 & A% D serotype replacement {ZxF L T,
Fr7zi2 6 ooliiER! (1, 3, 5, 6A, 7F, 196A) %
BIML 72 PCVI3 % &, HARIZBWTH 2013
£11H1HEY PCVI3 o @M AHIGE S iz,
L2Lad5, bUbIOWEIZB W T 5w kRiib
IPD BHMAERIE, 2014 FLIED 2T T P —T
Hotze BEIHEESNIIRERE ICBIT 58
6 %% (PCV13 minus PCV7 type) D #4113,
2013 4 49% 25 2017 4FE 4 % F TIKTF LTz, &
ST, Ml S BR R MG T ASH B L 72 414 B B\ T,
PCV13 HAHIE & 1L 78 o0 B 12D v TG L 72
1 M 2L Eo> PCVI3 Bl % A3 251 293 BT
H . REFIMFER I 284 128 non-PCV13 type T
HY, PCVI3type L B IPDIZIBITH o720 #
TUZHR LTy PCVI3 #EREREAS 22 WIERI T, 121 41
1 52 B1AY PCV13 type ThH o720 TNHDF— %
X 1. vaccine effectiveness #7153 5 &, 95.8%



T 7 F A K B/NRHNR R 5¢ 0 S8 RE T PR A

2 2008~2013 £ H T2 5EABNETH, BAEMBE G
IPD RERDHRE
EMBERMAIREICLS IPD BERIF, £ IPDBERSLUHE
SN ARBEPR TCOMBRESICE D&, #ET LA, PCVI3
minus PCV7 type : PCV13 T @ & i 6 Il i& &, * P<0.01
(2008~2010 FERERICXF L T) (k12 L WEIH),

3 IPDEELFBES MW AMAKEMBER S HNEL
2013~2017 &£ 5 Ak IPD BE D 5 9B S h R IKEMER

/7-3\?5 %7]_? l/fCo

(95% {5 HEIX 1 : 91.1~98.0%) &% . PCVI3 @
HEREEESFTELDOTH 72, —JF T, PCVI3
W28 F N IER Ol 283k 12 & % IPD 14 2013~
2017 AE IS CHIML CTH Y (47 > 96%). FFiC
MiER 12F, 15A/C. 24F O5EERIA% { B i
72 (B3), PCVI3Y 0%z # b serotype replace-
ment BHEAZZ L ZRLTW5H,

PCV 1. SEHIMPEM SERE 1 & %5 IPD O FBi b
HEENTWwWE, bhvbhoifseTid, PCV7&EA
Hi#% T penicillin G B X U cefotaxime FEIEZ M H D
SEEEASIEEB D e o7 T LIE. PCVT 25,
penicillin G 3 & O cefotaxime &R & L&

W L CHERD IPD SIE PRz E 22 L 2R
BLTWwb, —F, PCV7EA#IZIX. meropenem
R ZVER O BEE A BAEFICHML Twz?,
meropenem FEESZPERH O 2 ATl R 19A
EBBADPE OO LD, PCVTEAKZD
serotype replacement A% meropenem FEJ&52 1 1# 1Y
MoO—KWTHh s LWL I Nz Stk MEERE MR
PSR 2 PR SERICB VT, EETRELT
H59.
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SEORE

/N IR I T 3 R R e AR 7 &UX TPD
DNANVATBETH D, bILbNOWISETII,
2017 4 5 % LA b 15 ARG o IPD 1 25 flFhkis &
NTBY, EBEERBRARIZ%TH > 7205 »
TN PCVISHEMZZ T TV iadh oz, HERIZE
WL EISIMER ORED D 2 b DD, 5%l LD
WAV A7 BEINT 5T 7 F yHEREE BT RE
TH5bo

PCVI13E Atk ® IPD # EF WD 2RO S5,
RRANH & 7 & 72 o T & 720 BUIRO ML AL 5545 12 %)
L7277 F v, E5I124 L OREL AP %
GLT 7 F Y ORBENE Z LNAD, serotype re-
placement (2R3 A MRANY gl & 13 7% D 1575\,
FTARTITM KRR 0 L RS PR R 2R3 7 2
FUNHBETH Y, FOOIIHKBELHERTIZ AR
v MR OREAET 2R KR w kL 5 %
7B EPUR & R MAERERE T 7 F > OB%
VHED LN TW5S,

REEYE GBS IEYUE L, RO A2 ) —=
TRPWE TG VR I N T B2 0b 5
T, ORAENERD S Twi v, BIED HADN
DA PR St S & L Cie b 2 K ik S A A
WehoTB, SHBOT 7 FVEANYPGFIN
Bo WL OPDOREET GBS 77 F v OGERAHEAT
HCH D BRI LD BATIUAR TR A gk
VBT ARG E 2 SN TWb,

EbhIc

NEOAR=ZDT 774 TH =LA 5 AL DHE
BEREICL T, RIFITBWTH/NEHRBAREY
7 F VBADS AT ORE % & & TR
Hib, MiRERWIEYE Z MR S22 LAmRsh
720 HRIC Hib #2212, bhibhoy—~ A1 5~
AHIBAIZBWTIIEER o2 ERL L7, Ll
BHS, FEIZIPD ICBWTIE, nVT OHE&8 N
Y TH Y. 72 meropenem FEIEZHRIZ L B
IPD OB EDOOLNTBVEELLETH b,
% 72, high risk FRE~NOEMED SHBREFTTRE
MMETH D, Hib 77 F 7% 52 PCV id/h 242
B EYSEDO FRIICBWT, BN 2 F 0 THDH
CEICHEGREIEVWTHA I, FORAIHL 2L
HoTETWD, T2 F VRO, B X
U277 7 F VR~ OREET — & 244 5 2
EREETH B, 5% b, 1) serotype replace-

ment OFAE, ETRW, 2) BN ZT 72 F %)
R 3) U F rEMGREHOMNT. 4) SR
ORI IEZEOHER. 7 LI E L TREMME
BISEDT 7T 4 TH—_A T v A%k, HEdES
LWENRH DL EEZ D,
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EFEH

HpiAV R Z 7 4 )V 2% (herpes simplex virus
encephalitis : HSVE) 3G H#EE TR DFIEOH
WHFEEBSEER R TH . WMREERD 20%. #2
K7 A VAL 728D 60% & &b, T
TOEREIZIIE L, 50~60 i%IC¥ — 2 28D b,
ARIRF AR IEHERT 100 HABH 72D 3.5~3.9 A/4E"
a3, FARNZ DL $RTOEHIE TIZHH
ANVARZ 7 4 VA 1R (herpes simplex virus type
1:HSV-D) XD FRET 2. HAERTIE £
G OREE IR LS5O TH Y, HSV-1 &
BNV R AV A 2 BIOWF I 2SFERIZ R A
L0 9 5. BIERNE LTid, OfEGgmsil
¥y — PR, QR y —F (1
WEHEAL) BOPHRRRERE, OW% - AL H I
vy (R BG FIE L) i ARG o 3 T
La3hb,

1. WADOF#

A HSV-1 PiAR A =1 50~90% & S, A
T A4V AFEMALIC X Y BET 5, HSVE T
i B L B EREE R IR iR A RS 35%
RET, a0 RIcE EF 2%, Acic-
lovir (ACV) E#BEIBOENIFARK T 0 —
DL LThIFoNs, hElEEL LTt LEEE
(53.8~69% ). AMskEsE - [TE)RE (30.8~80%)
DRPENE L TADA (13~30.8%). W Yakk
% (14~38.5% ). HEE BT E (15.4~20% ) A%
{Y

2. NEOK

B AR Tl A g BT HE ) B & AR I IR 3
% 200N ) . HrAE NI DLRE L rp AR L R
Ji$ %0 35~79% | IR R EAE & 5RO FRICHT
AW - REETIERIIEE v LEE 2 BEE %
s, HEL LTLZVDIE, TADNA, FERE,
B E, R E SR b, i A4V 2AEOHK Y,
GCS 6 BLLTF. HSV-2 12 X 2 J&Geh B Iz
WEL., REREOD DIIEH TIEFRHE, REZK
FTRIIERELE LD, FERAVARATIE, 74 IVA
MAEZ#EZ Ly MATHES 7 4 OV R RS OB D5 7
By A - AFERETIEAT - MIEEIICRB T 525 %
FHENDREN DAL DD 5,

KERZHRET

7 AN AP F DO RIE L
V£ 2 HET L AERBEEBERE & L C HRIERNED D
%o HSVICEYT % &, #MifaERme= Y FV—
2 @ Toll-like receptor (TLR) &7 £ )V A % 385%
L. NF-xkB*%4 % —7 = vilfiK¥{ (Inter-
feron regulatory factor : IRF) Z4/i L. 4 ¥ % —
Ty -4 AL UEFEL, THIZIENAL
X, BRIP4V AER 2R T, RO
ANWAZE#T S TLR & 2D ¥ 7 F MREREN
BT 5 ARE Y 7 VEER ST R4 HSVE
DOFIED LT SICHEGT 5, 18 EMOBENER
& LT, UNC93B., TLR3. TRAF3., TRIF. TBKI.
IRF3. STAT1. NEMO D #E =T BE2 /a3 T
5", UNC93B. TLR3. TRAF3. TRIF. TBKl
DBAEF R TIZHSV 2O BB Z R L,

| 5735 o A oy s e B o e -

RAVEY >~ ¥ — (T351-0102 3 ERADGTHEE 2-1)
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STAT1. NEMO ®#fx T AR Cid HSV DAt
AR (BUEBH. AV R) 12H SRR RS,

1. W% 5o A ORE - Gk

% MR TIAE Ly A TR AREZAL.
WATH), RCSNBEELR EOWBRRIERE BT 5,
BIRRIIE D 2o ANBHTITIE. FEBUCRE G RE, 3E
ARREE, REREE, MR Lo RE R %
RO, FAERETIZ, B WAAR, IHROKT
7 ¥ OIS RAFER D AT, AR IEGE 2R
3 2 MEIERD 2 WHATH->TH, (IS
MR % RO R WHEEIZH 7 A OV AR RED
N5 o BEHRRACIXHABEREN DML & &1
JEERZ BT AMEINNCH DA FFICIEMY TR
FHHD I B, WMEICBWTIZEA MRI % {3
52 EAFIERICEE T, BEN S 48 KEFI LINIZH
90% ?» HSVE ##12 MRI BB T 5 & Sh b,
TR IR LRER S, B, BTEEZE RS e H R
% ERICOAD), & XITRBICHNFET S, LIF
L7205, EAEBLLRPMENTH L, 2D
Ak, Biirh @ HSV-DNA polymerase chain reac-
tion (PCR) :CHEEZW &7z HSVE " 87.5%
WA SN, FEEEIZE v, F72. MRI X HSVE
ORI, FRICHE R R BEOENIC O AT
HAbHo WMIEHA X, HSVE TIIIEIE 85% 2 W %
BOLHDOD, BREZIDTH 32.5%TH5Y, K
WO S S BRI RATT S
EOHE D H AV, periodic lateralized epileptiform
discharges (PLEDs) % 2~14 5 HIZie 5 Z & 28
LW TNBHER - AN S [P EEbNR S
FTRTOBHE | 1TH LT, EIEE HSV PCR TOff
EBW O L, 7272512 ACV H5-FlAT
%o MBI, A TIZ 10 mg/kg %2 S B
ELHAER~2 5 Al 20mg/kg/Ml % 8 R 2 &
(60mg/kg/H). 3% H~155 it 15mg/kg/ Ml %
I T & (45mg/kg/H). MKHAEAKER (W4
fREE 2,000 g LF 224 7 HELN) 1F 20 mg/kg/
% 12 B 2 (40 mg/kg/H) . /NRSIEARLIR
H813 20 mg/kg/Ml % 8 KE & (60 mg/kg/H) 12
B5 3%, 2720, MNECoORKELGEIZ 1 H
1,000mg &9 %,

MEsEZ WX, PCR EIC X % i HSV-DNA #
HMTH 5B /RO H A 5 &IEE PCR A3
"EIND, WIFELEFHRA HSVE Tl 2~109% H
DOREHE HSV 5% PCR O & - K5 1Z 95% DA

& 8

e sn®Y W& B8EIE T2, HSVE &
FOFVHEEZLEL. NELRPLY A NV ARBEHE LIRS
TU A D 575, FER MR OgA. B
EAkRE L. PCR AR L TWwbe 5~10% DK
N TR RIS A S IER . PCREEETH . FFIC
RIEAEEBEIIL V. BENL 22X D571
. W AR IE R - PCR BYEO A 1213 24~
48 WE IR MRS 5o ACV {RRBINATE. MW H
i PCR Fath 3 Fehi 3 5 720, BEEMRAIENT: &
L CHMifT3 %o PCR KMAT - BEYEBICTIXFAE
10~14 H oK T HSV $5 510 1gG Prihmas & 17
5, HSV 4R 1gG Pifkid 10~14 HE I &
. 17 HRICE—=Z71E L. BFEMERT 572
B, 10~12 H% O HSV FR5E1 1gG Prikslife i iz &
WAL, W2 wRElc 5",

EEDPSET ANV AEWREZIETA K54 7,
KED S IWMEZETA FI4 VPRI TE
0. WEDEEDN D TRTOBEIREBRERE L
TACV ZHIET A X HHERIN TS, KFET
X, WELEMHTIER S HSVE KRONAA K5
A VDR S NZH, B 7o —F vy — b (E1)
TRINEDEED NI E OWMZHIC BT 23608
AWMENTV LD TH B,

HSVE 3. —#MICI BT, b AE G
FEIRTHIE L. B HRICEREE SRS, BESH)
HREDER BRI ET & 29, 20X %
SERZ B L7230 a 1Ttz B, G H % IG5
o LALBDS, RAOMIZEEREREA Wi L
OB L FAETHZE BT LLEDND b,
RIS, IR TIE. R RN BERE 1N 2 B % 3BT
DRI E T 55, FoMhOREET 2 ) 95 DOH
BT R2%DFERY, 2% 2 —FrhboWMETIE
EBITHRLNZT EHE SN TWSE—F T, FAEY
W, BBDOHN OB 1I5% T 5 & SR b,
L, OO TREISEELLOEITEHTH
D, B2 O WIER D FET S,

HIEARLH TIE, HSVE OIRAARIZZR DY,
ACV Bl DN & BRI EE 2 O E A AL (T
EHIGARICHE Lz s Tws, £L T
87 L ORIERIER R BEAERICZ L <. MRI Tl
LV IRHPH ORI ERE % 3 A H - 72

1980 4EARICIESTH ACV 255658 S, RIGHET
70% LL L Td o 725015 IT 19~28% 12 % TRIEER
W22 Lze Z 0% 30 £, HSV K3 2 Hi
L7 ANV ZIITEA INT, BAOEREZ T
BWREEZN ES S HBEICENEEH T £ D
T= 7 N—= 2 % V7 EgE 2T b, 2000 4481
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BT RIE 8~14%ICFTHHEL TV D, TRIZH
b B3, L & R % fF - 7o )i A B
12 27~35%RIE L WEZE L AR RIRNE
Bice & 2290 mIRARK T LT O
WH. @ ACV RBBIIEIEC EEEMPEE, @) ACV
HHEBEGOEN (AR>S HEHEMBA2 HL
B)**. @ ACV iR BI#ARRIC CT % MRI Fif§i &
TIHEPILH . @ ABREIZ & FIRED HIE DD
FoND, BFRABOEBNOERE LT, EEL4E
FARRER 7V 3 — WAKLERE. A B H LA o0 i ] 15
KA ORAT, BEGRA CoO MBI Lok Gl
<10/mm°’) PHE I TVWBEY,

D ERIZZIEIZHh720, HSVE 3ERKE & L
TREZTIEHDEDBALTIIN20%EBETH), &
AR S ASHE BE 7 O YR BARAHT IS JE 8 B D 72 D 12T
MO FEFTRIIK X Vo BRI IRAYE RF ] T L
TWAYEEDEE, b 6 FEHUNTH S %
SIGHBAME O RE - BRI (MRD 7 ZBWr
DD DREZEILT 5,

Vb2 2729 2 TRIBIEE 82170, B
WARA LB MG WS IER & L BRI E S
v (MATARREZ &) HBAETH. BRI S
RVEEDOND TR TOBEIZTE L2 TARLNI
WA ZITV, BRERAEEEZEGTAZENEETDH
bo Flo, SMIHWEMINCH HHEI12E. AR
Tld % C R ARG FEZ G 5.

HSV OG- A4 7 Vi3 6 BEfE, ACVIidw £ v
ADBRED AR 2 HIET 50T, KB L
B L Z 5] & e < RO RIS 2 B <
TeOITEL LTRSS NERETH S, i
IRF—% b Tz E AT TS, HSVE 42 Flokx
FZBWT, ARED S ACV B4A E TORFIAS, iz
IR CIX 1.8 Hy ARBETIZ 4.0 H?, 85 6ID
BEHzB W T, TR BB CIE AR & IR G
FTOHMMA2HIYEL-72Y, 2%, HSVE
WK A5 ACV #5-%2179 L. BlMAEER]IZ
WLFP®BPRIFCTH L, EEAAL K54 VTR
DT LERFE 2. AR OHFEMAE TORMZ 6
RERILAN & HERE L T 5,

JERB I SEHWEABE TOFIHH KA 5.5+
2.9 H. ABE2OEEMGAEE TOFEEH BN 2+2.7
H&. FRED HIGHEBMG T TICIRERIAIE A U T
BY. Fioo ABED S mA ORI G T TOF
WHHEIZ0.6x1.05 HERBEEINTWDY, MEED
WiAE SNV L RBW D720 I124T ) BAIT L -
T, HWBME T CORM 2 MEKIC B R S 2 wn X ) iE
B35

2. Empiric therapy (2 X 5 ACV Bk

flia L7z ACV IZULTO~BDEI1i3#k 5 &
IET& 5%, QS - ED E HASHLAT A LR 2 %7 A
WAL CH S Z LA L7286 (B, HERD
WIRHEB T A VA TH o A I HRETEETDH
%) @ [#ElB L ORI S 24~48 KEf £ O 2 |6
272 BB IC BV T, HSV-DNA E# (real-
time PCR) % nested PCR 7 & ® & & PCR 25&
Pk Ao [HEH MRI © HSVE % %E9 T L %2 B 7
W A O TRIEDS 72 KRR DB OB MA IS
BT HSV-DNA HEI&E PCR 25tk »o [Eik
B o [FAEH S 72 KR LI O BHES MRI T
HSVE %59 Fr & B v ] o [BEH I
5/ul LF ] ThHholeaThb, O~@% L
TWw/k LTH HSVE BB ETE ZWAI2d,
1 MO HSV-DNA & & PCR B2 b - T
ACV Zhiked, 2mUEEMTH S Z L 2l
T 5,

B HSV-DNA &£ PCR 23k & e - 72554
Wi, A GE IR B TR TD 14~21 H .
RIEAERELHT L6 TIIRIKTD 21 HE O
G230 ETH b, Hil HSV-DNA B PCR 234
B FZF2HBIZBWTHEOEAICIE. 1HEBZS
CICHEML. 2 MbEGE LTRSS ETACY &
Mt d %o HSVE (29 % ACV MEAEZRERIZ BT
% ACV BRI S5-HRIZ 10 HRITHh - 7225
BT BROFERPME SN, KkOF A K54
YT KK THRIEIEFF TIE 14~21 HIE, &
EARLIRREZ AT HH0TIE 21 A &R E
FE&NALSTEN F e RER T O B HSV-
DNA PCR 28t TH - 2358 I BRIF iR Tdh -
22ERS, 1HMSEICEHKRL, B2 ET
Behd 22 EDHER IR TH R TEY,

ACV ;e iEfMTE HSVE

ACVZ7 T 7 ¥ YFEMART, U YLz ) UG
PARIZ R 20 WD 1Y) Y ER{EIE viral thymidine
kinase (vTK) Z& D {ibisd, HSV-1 @ vTK &
fETEEPNACVEORREE 25, ACV ik
HSVE ¥ Acquired immune deficiency syndrome
(AIDS) TRHHE SN TWD A 2010 SEICIE Lo
THIZIEH O ACV itk HSVE A3 # & hv /2%
ACV BB IERIZEL, #ihov 4 v
AEPFEH L7z BEWHITKAA VA + 2HEH
L. A VAR L. RERBEFICBVWTD
ACV it HSVE IEfFfE L. ZOHE vIK 24 &
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W ACV DA DI A W APV ETH DL, L
L. ZOH%OMGET, #His 37z HSV-1 #in %
BTId ACV ERRICIZ R S vk ShiY, L7z
Do T WHEELEFIZLT LY ACVIHYE HSVE
TIE 7 <. ACV FEME HSVE BB AT
LUTREVEDSE 2 SN B, ACV I - JEM 1 % 2 I
T2 L IXEBROBROYTIZWNEETH Y. HSVE
HHGBIEFE ACV IHFIKHLE HSVE & L TR
HE IR L 72,

BN HSVE I ACV # 583 K03 WHia. iE
HPIME HSVE # 28 L. RAH V4 v b 40 mg/
kg/Inl - 8 ¢l & & OFRIRNIE G- (PRBRAF KRR %
ACV IZBEHIT %, R AH V% v MiE, i DNA
RNV ASF VIS L L%, 74 )VADNA
RY)AFG—FoOr o) EEEAIBMICEREEN LT
DNA RY A5 —BiHEMHI L. 7 1V A%
5 %, vTK I X 2L (V) Y81 IA%E
T, vVIK ZRI12X % ACV iR wm#EIE L LT
HHTHHEZZ LN,

A KI42TIE, €4 9¥ Y 5~10mg/kg -
24 BE & & OFIRNPES- %2 ACV BT 5 2 &
LAEREINTWDHAH, A HSVE O LTHREHIE 5
SEUHTIEE0% " THLI L2 EETHE, &
AHNEy MEFHPLE T L, E¥FSE VI, A
VA DNA ERHB RS 2 il 55 2 E B HEN S 1
TWBH, ZOEHIZWHIETIE RV, FAA VA Y
M &M vTK I & 2L () Y E L) IEAE
T, ACV {B#IHUE HSVE B ICHR T 5k
WrEZBNA,

W OHEAK L, #ik HSV-DNA 5i&% PCR 28
2 M L CRRMETHL I E 2R LIEGRT T
o RAHNAy ML TIR, MEZ LT F= Ml
A ESRBICHEL,. BHREIL L TRSE
ERET B, 2LVLTFZ )T T AED0.4
mL/%/kg LR IZ 7 o 72358 213Kk 4 %,

BBREATOM FEGHA

IR E A T a4 FEEHFEEIME. STk
WS, —EDERFEIRID D 5D T, 179 £ 912D
DOND, BIEREAT O A4 FEOHERK S/,
B G HIRIHESRE X 22

IR EA T4 FEEEZ G LB sEis X
U case series Tld. 220 EBROREEZ DOZF
EHIMMEZR L. case series & &8 72 EBI L Tl
R gELTWBEY Y,

B 2" 12RT XIS, ARG 4 HE O

ANV ABEEIITEEZD, T 0%k 8 HMIFKT
L*®, 4 ~ 8 H ® M. inducible nitric oxide
synthase (iNOS)*. matrix metalloproteinases" .
specific cytokines (TNF % IL-1. IL-6). chemo-
kines (CCL5, CXCL9, CXCL10, CXCLI11,
MCP-1, IL-8)%*7"7 & o vk #i et S i % 7 1k 50
TEMLTBY, BIEEREATOA 2453
7oHETIEIL-6 252w LY, &% 1~3H
BB SN HEICREIREL TR,
Ramos-Estebanez 5 13 & OB ICEIE R E A 7 0
A F2BEL. 10 HEFHTAZ EZ2RELT
Wz,

SEBAE A B AR T R % & R R
BHATUA FOMRNTH BEBDBMHZHEICB W
TEINCH A B 72D, FEBIIIPEFHILIATH 5,

BHEINIILAN XA #E O NMDA 81k
ot 2% 43¢ 3

HSVE &, @ I3HAMETH 5205 HSVE #OFH
PRIX 13~24% \ZHE U B2 BIEMAPHE L SN b, B
P LTid, 7 A VARG X % HSVE FH#&,
QWIENINET BB EED NI T & 72, 2012 4F,
Dalmau J 51, HSVE DO HEH 4 AP 13 AH» 5
P N-methyl-D-aspartate receptor (NMDAR) %
KR EOBIZHMIBENE Z EXRAEN TSP
MDAR IgA, IgG. IgM Hifknteii 7z & iy L
72" HSVE $OFHRCTIE. FMmIR, KR, 5%
BE, BT T, VAFA YT REOH
NMDA Z# R KB OIEIRBHEENTB Y,
REREPENTH L. T720 METEIEHT 7
F—¥, BATIEAK - CREEPERTHLHD
PUNMDA 828 L BB L T b, JREAIENE
CIXBIE AV E S b, HSVE #%50 NMDA %%
PRI 9 2 56E L 72 10 88 X O BTl 24E .
B H3IZ, HSVE %8 1 ~ 3 » H T, KAE
K- BARFEE - B0 - KEBETHRL, wIhbi
PERREEITA T B PO G BAF & X7z SRS K
HRN A ISP NMDAR $ufk 2 Bt U 72 885> 2%
\2B1F 54 NMDAR $ifk & human herpesvirus 6
% Epstein-Barr virus™ & o [ 38 2 $5 45 L 72 # 5.
AR AR SSE B B C @ ~amino-3-hydroxy-5-methyl-
4-isoxazolepropionic acid receptor ( AMPAR ).
dopamine-2 receptor ( D2R ). GABAA receptor
(GABAAR) 7 &9 A Pufhhs kil & 7= 5 A%
HY, HSV & &7 4 )V AWK TiX, Toll like 2%
REDHRIER TN L72Pt NMDAR itk Lo HCE
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2 ERPRPARR - RREAIE - MR FIVIER & & UL

PURDREADPER SN DRSS 5 L HEINT
W%, HSVE # @ F#IEI21E, HSV PCR # Jtif7.
M oA 121k NMDAR, D2R. GABAAR,
AMPAR 7% EWZxb§ 2P0k 2 e L, S0k %
FHIZENLET L EENEY,

EHYIC

HSV Ot~ O &G, HR 27 4 v A
EHH DL b 53 N R b R 2 &
IED—DTh b, MMz iBhr & IR AU
FOLDICHETH Y, HSVENOFEWZikz b
DZENVROEETH S,
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[ZE] sz x5 ORI 59 % HORIEEREZIC DO W T, FEROBEEEEM Mz, T
N-methyl-D-aspartate receptor (NMDAR) 7 S REHAEIPE G- T 5 E29EH ShTw b,
NMDAR Ji#5iZ, 2007 412 NMDAR PufksY Dalmau 512 & 0 iy SIVTURE, BRRIGLWEEATIZE 3 4 4t
EVERENTE, L, AFEZ L ATHOBKARZ DI ADPRENDL ELEDHIT, IgM, IgA 7 5 X
NMDAR $UEDVER 25855 S N7ze $72 AMPAR. GABAR. VGKC ® F x4 »T&» 5 LGI1 X CASPR 2 %
ED Y F T AZEHEARDITZA, DPPX X IgLONS & X OMBERMPUR 2 R & U723 ipuiRic X 2 % b il
S, BOBOOFRENLERGELOUEROERICET 28I L T& 7. 72 LGIl. CASPR2. DPPX,
IgLON5 (259 2 Pk Tid 1gGl 12hN 2 C IgG4 M OPUARA EHE IR0 b, B 2 HREECHERE L O
BMATEH SN TS, BRI LTI, Uy F <7 2duld LmEsEoma., R4 %

alternative immunotherapy 7 &7z 2 GBS B S ho2dH %,
Key Words : fiiEMIRmMPTR, BRA XY b5 4, PukSH. PUREH. e

wiZMRRERAEIEET ML
B R &R R

Hu (ANNAL) $ifk® Yo (PCA1) Hithk%z &ichf
BTN DS B 5-3 % 1€ R o> vy B 1 B ek 5 A e 58
% (paraneoplastic neurological syndrome : PNS)"
\2 I Z. ¥ 4 N-methyl-D-aspartate receptor
(NMDAR)?, alpha—amino-3-hydroxy-5-met-
hyl-4-isoxazole—propionic acid receptor (AMPAR)”.
type B gamma-aminobutyric acid receptor
(GABADBR)", type A gamma-aminobutyric acid
receptor ( GABAaR )”. Leucine-rich glioma-in-
activated 1 ( LGI1 )”. contactin-associated pro-
tein-like 2 (CASPR2)”, metabotropic glutamate
receptor 1 ( mGluR1 )", metabotropic glutamate
receptor 5 ( mGluR5 )*. Neurexin-3«”. dipep-
tidyl-peptidase-like protein 6 ( DPPX )",
IgLON5" 7 &I2H§ % A CHUADO B 53 281 72 7%
HOREEMREDHOWTHE SN TE 72, PED
HANRAED S A5 & HERDIEEMREHUAR TN
M (intracellular) 72 xMAN T F 7 A (in-

tracellular synaptic) (ZPUEDGET S —F. Fi7z
7 H ORI R oPURE LR - ¥ T AZE
& (cell surface/ synaptic receptor) ZHLE AYHLE
3 A (f#% M fd 2% 1 BT A neuronal surface anti-
bodies : NS Abs) Z & 24" TH %,

NS Abs By P % o B R 19 R i, o iy PNS
WZHE LTS O A PRE AR < (0~60% F2EE)
RIEREC BRI R OS2 R 2 e b5 5",
JEE PR OZHNIA &2 70y MEICE 2K
BERTH DA, NS Abs id, 1) BEAMEE —K
ik e L7z v M IRERSURE U R 1269 5 S Gt
(tissue-based assay : TBA) TAZ Y —=V 7%
T, 2) A7) == ZEEERNC 3 SRR PR
S8l HEK293 Ml 2 H v 72 fE E 2 W0 (cell-based
assay : CBA) 12X W ZWishz™", TBA % CBA
EPUR DA (conformation) % #EFFE L 72 K&
TOMENHETH H Z LA 5 NS Abs DR 128
NTHH, A% V72 NMDAR #ifk o
J&JEIX TBA & CBA THETHAZ LH/REINT
W3 2 PR o MR~ OERIZO W T,
JEBE AR PR DI IC oW TR W E M S h

H AR AR AR R AR RN R 208 (T173-8610  HULTHRACE X KA1 AT 30-1)
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TWARWEDRZW—T7, NS Abs IZPUE~DEAHIZ
0. MBREEOPFEEEOKT (NMDAR difk,
AMPAR ¥k, GABAR #i f&. mGluR5 #i 1k,
DPPX #itfk. IgLON5 fifk). F 7z i3#%aEHH] (LGI
PUik. DPPX $ifhe &) #ER T 5 2 & 235
Bl 2 W Ra» oW sz gshTwa™?,
% 7. NMDAR itk % & & % Fi 3 © NSAbs
(IgLON5 Hifk# o 2 ") TidPifkBrZeic X v Al
FAREN DY FE B AL 5 % PriAE ] O W] i P AR
BN SERB OGN R LT DR S
nTwa,

NMDAR B (& T 3 REDE R

1. NMDAR 6% 1,147 BIO R A X7 » 5 55
NMDAR % 25 T & 5 4 2 B 7 iR #5588 13
Dalmau 5% % lizuka 5™ I L V@B EhTw b,
HRFCIE, 1) EREEROBEKINICHED, 2)
R A R R RO R S 2 B3 A RS A E R & R T
3) IS B BOBAME T 3 % 48 SOS I~ T3
% (2 ORI RPN & 2 N TR0 25 B
PETDLLGEND D), OB, 4) K- AREE
HI (AEMEERZES) 2/ T 5) H&EM
B (Ber A2 S BAE ISR S ERIRER Bk O
MEZRD L) NeWnib, —H T AT
JER (FEHHEEDOLR IO ES 7 EHEIRT,
SN R ﬁ@mﬁuw&w)f@ SHE 1T A 40% (2
HMED., EkbE, RSN MEER CORIENS
S ABNBEY, It NMDAR &K AR 5
LIZDWT, IgG 7 5 2D NMDAR $ifk (anti-
NMDAR IgG) Btk 1,147 BIOERRIGIC O W THRES
L7z B2 20R S, 88.5% (1,015 B1) THiwdE®
¥— 7R (anti-NMDAR syndrome) #2735
ZENHLNIENT, F o BEEREHEIR S &
DR L 72 ER TREGB T 26155 3.8% (45 B1) 12,
HSE # o H OB g & LTS 5615 3.6%
(41 1) 12, HACH R R IR B & O FHHEAY 3.2%
(37 H) 12D B, FFMAIRER (F 7V 7 u—
A - IF 70— X AFEBERER/MRET R L) TR
WL72ENEHTH0.8% (9B]) OATH -7,

2. IgG ¥ 72 5 25 NMDAR Httko e *

IgG 7 9 A ® NMDAR HAKDIEH 22w T,
Hughes 5" 13 B E BT © anti-NMDAR IgG 251
BRI EmICH S NMDAR 7 5 A ¥ —%E%
BIRCED 8/DZ 8, TPURC X 2 2R 0%
B, PUROBRIICE VSR THL L E

HOEMZILTWS, 28K, [1gGl (F721F
1gG3) Y727 7 A5 7% HPifkA NMDAR IS &
THEYEHEEZER L. Y- T ARER DS v F
T AP E LTHEBICIL) sAE e (NTEfL) 228k
O WY ¥ 5 (down regulation)s LA L. $i
ROPWAN X0 MG 2T~ 52 AR O 554 Aike 2
%1 ) BRECHIASY s, BEOBHUAME
#H%%ﬁkﬁ%ﬁé:t%i%tfwéov+f
ARBEANDOEEYCTIE, N F 77y THEEHWT

@%%%ﬁw®m¢ﬁgﬁ/+7x& A RLERY
% X, anti-NMDAR IgG i3 AMPAR BB %
529, BRI NMDAR Btz b 3¢5z b
MRENTWS, —J, IgA, IgM 7 5 ZADHHAD
TERIZD W, MEER M 2 v TRET L 724
B2 X 5 L, anti-NMDAR IgA & anti-NMDAR
IgM D W2 )G & 872 i T b Bk g 5
1D NMDAR #EICEAL 2 fBD %2 LA 5 20
&N, BIREDOMMEIZBWTIgA L IgM 7 5 &
DO HDPRE AT 5B TlE anti-NMDAR syndrome
BEROL ;oI LB RT A,

DPPX #i {4 B & fisi % D BR K & & fmRE 4 1T

1. DPPX BB % D EiIR %

DPPX X EMAKGFEA V7 2 F ¥ 2V (Kv) 4.2
DM 72 = v F 2R 57 Kvd. 2 13 Hke
I B By FEAL OATEIL IS G- Ly Kv4.2 OB
FEE IS O MBI AR 2 BT 5 2 LAVREN TV
%%, Boronat 5'"1&. 2013 4E 1A YE TR R AAE
BAIRCTHEFEREBER I A 7 u0—X A2 2T 5
g 25 DPPX 12X 3 2 HE Pk 2 Ml L.
DPPX HifRBI AN 4 & L CH#ti L 720 DPPX $ifk
AT AL - #iE e HWT TBA % Jitifrd % &,
DPPX O¥BIA BT il 2 vl & L 72 K
2S5, /NIRRT R B O 7 7 TV 2N N [ Al
R R S B tE gt AR L. ARk e
s, EBEICGRR TR E TR LML EHEIRIE B
EOBEDRIE S T W5, DPPX Bk B fix 25
DFFHRARITDOWT, 2017 4£12 39 B (&=REHHSB1)
DEGRIEIRDF ARG S iz REWD ML
wHER CFWH) o%f7% 77% (30/39 1) 12380
ETARNEE 1Y P%@ﬁ%ﬁ&%;btﬁ#%%
(36/39 151) & 1\ HHK iR B e IR (o o B 1
IF 7 u—=XA%E) % T77% (30/39 Bl) & EsHE
wato:h%®3ﬁ%T&fiW%(%B9
Bl) 12D S, REIRA - TR FRA - K AE
ARy AR R LR 2 AN R D BRR 3EfE & LT
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HIF TV D, BISERD PR & % 5 DPPX bifkE
WA DERR AR N 20, HRKARRE o 8 ) LA
2 & B FIRGEIRDSHI 5t & 72 4 stiff-person FEfEEE D
AR NG HLERLRLZENRHLNIZE N

2. DPPX IgG OEMICET % MR

WA 7y MR MG (primary hippocampal
neuron) (ZxF9 % H#H 1gG 4l (DPPX IgG) D1E
HEE"Y &7, DPPX IgG % i B isiig & 3
HREBOG S8, PUROER 25 L. 1gG B L
720h, 5124 HF2L7 HORER 2% T
PR OMMEIEA~ DB %2 5+ %, £hZho
FMRIZB VT, e N BHMEE 2 VTR R NS5
B3 % DPPX 7 5 A ¥ — %% bl L 7245 5.
v ba— VBRI LT DPPX IgG % Bt & 872
ML BECI1x. Mgk o DPPX 7 9 2 % —HEED
RBUKT 2B 7200, 1gG % Bk L CHELRH
Z T 7oA L, RRRERY IS PUR O FEBL IS & FR
WL EIRENT, F7o MILEm Kvd.2 D%
HEz2A 42770y MECIVFML-EZ A, [H
FRIZ Kva. 2 BBHEOICT & 1gG B & A R
ZBEBIAE DA S L7z DPPX HUMAR A 21 12
B9 % DPPX & Kv4.2 Olj# % —#PE I T &
550D, TOEHIIPURRZEIC X D TH
HZENPHLNIZENT, 512, DPPX $iLikid
LGII $ifk & MA 12, 1gGl Mz z < 1gG4 4
W2 EHEICET AL ENRTED.,
IgG 43 WHE R 72 VE RIS O FRIA I X 2 TR RIS~
DISHPEI N T D,

tEMRRERAEEREOBRIME

NS Abs gD E## IE. RIFPTHRE SN2
WAEE A 726, 2011 4E12 Dalmau 5712 &k - T
IR S N7z NMDAR BN &DOWGEHE TV TY) X LD H
WHND ZENLV, JIRTIEEZ & O €
ENHGEITIE, RE S22 b S TR OSER
Uz TV, PR TR EBIRORERLE TH 5 HIE
BEATOA K29V 2 (IVmPSL)., g7 o
7 v RmEFEE (IVIg)., M EED % G S
Ho LPL, INHIZLDUEDZ L WIEEIZIE,

TRIROGEREE L TY /74 A7 7 I RO
KEFHERE (IVCPA) L) v X< 7 0HMD
B\ PR A RN 5 2 L 2 HERR L T»
b0 TLT. TNODWHHFITRIL LABEITHL
Ty 3372/ —IVBETLFINRTHEFFTY)
D¥EG-% 1A MRS %o

GABADR i 253 hili/hiadE (SCLC) %K%
ZEBEL. SCLC AP L2 A% 2 A AFRIX
#115% & OFEHH 0. Mo NS Abs a4 i
BWT B A U6 TR O PRI BEEOT
BEBELI DI EDREYSNRTEY., HEEOR
WA FHROYEICEETH S, 512, mGluRS
%" %2 DPPX HURBI N Cld, ) v 8% &
& L& ROMER %2 505 60003056 2 & 2 &
FHICB L BEDD 5o

LGI1 i 12 B W T BN R EIC Y v F
VR T ERERIIGEIRT 2HHET VT X LD
Y XNz B RINOGEFE A DO E, Y
V¥ <725 LBMOAE (B-cell deple-
tion) % &HMi9 5. % L T B-cell depletion 7% &
NaETI YRy~ 7oK 2#kET 5, 7.
DPPX HikB N K IC BT d, DEBIOMETH
% b ODE—RIROGIEFLEAINH] 44% (12/27)
DB, 75% (9/12) IZBWTY Y F I~ 7THME
72X BENC & 2 ISR L2 L OMET DD
bo o WRKMEZRE 23% (8/35) 127, 1
Bl DZLTRTOFITHEIITL F=vu &k
BOWHETH Y. LGI Mgk & FARICERE A% D
HEFF 022987 (maintenance immunotherapy) @
VBRI E T WA,

F 72, MAEIVCPA RV Y F ¥ < 77 B RIR
D RPEFREIIRPLT S B K F % alternative im-
munotherapy & LT, & Mbitt b IL-6 254G
hTHs M) T TR 26S proteasome 12 HEIR
BICKEET 2RV TV I 7 VAR HRE S
TETHBY., BRI L TH - RGRENE L 25
WREMED D 5 o

bW

INFTHRARTE X912, 4 NS Abs FtEo
W72 WDV W THE SN TE D, 26 O
RARZ T ABIOWHEBOMHIZLY ., HORE
PR DBIRICBUIT LT 5L LY 7 MHHRI 5T
Wb, NS Abs Bk 25 13 B30 o feie i 1o 28504
LYWENL N e, RHERPURZINC L 2 BH
OB EETH 5o FTFE, WORZ LI HORE
PRI S BT % SR DSIRIBE N CETBY ., &
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A retrospective study of patients with Creutzfeldt-Jakob
disease with E200K mutation in the PRNP gene
a clinical and genetic study in Department of Neurology,
Yamanashi University Hospital
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[ZE] 4 M. 2004 45 1 H~2018 4¢3 H ¥ TIZ YR TRER L 72 Creutzfeldt-Jakob 3% (CJD) 21 JEBID )
E200K ZE 550 7 BIOEGR - BAFIIHT RSO W THRBBIISRE L7z Elbld 51~73 . FEfrariim i
1257 Hy 7T1% CRERE % B 720 PIFSERIE. BARRERE E2S57% L iDL . DEIAIREHH DA
28% T - 720 HALH MRI #fﬁﬁﬂwmpﬂ BTk, KM EDEE 513 100%, EEBEOEE 513 86% THRD., Ik
W VLR I PE R 1 86% TRAD 720 KRIRH—NA 5 2 A7 —% L), E200K 2R3 48 0 # 51k
CJD ® 70% % 5. B LGB BT 5 ERE LR L 72,

Key Words : Creutzfeldt-Jakob J%. 7V & Y. 7V * Y &H#R T E200K. &)k

Creutzfeldt-Jakob disease (CJD) is the most common prion disease in human. C]JD includes sporadic,
iatrogenic, and familial form. Several reports demonstrated that familial CJD, especially with E200K mutation
in the PRNP gene (E200K-C]JD), clusters in the basin of the Fuji River, which is located in Yamanashi and
Shizuoka prefecture, Japan. In the present study, we compared the clinical and genetic characteristics of CJD
patients with E200K mutation with those of C]JD patients without E200K mutation. We recruited seven
patients with E200K-CJD, and five of them had a family history of CJD. Cognitive impairment is the most
common initial symptom in E200K-C]D patients. Neuropsychiatric symptoms such as insomnia and depression
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in E200K-CJD patients tend to be more frequent than those in non E200K-CJD. Myoclonus and periodic
synchronous discharge were observed 100% and 86% in E200K-CJD patients, respectively. In addition, high
intensity areas of cerebral cortex and basal ganglia on brain MRI diffusion-weighted imaging were found in
100% and 86% in E200K-CJD patients, respectively. Total tau protein level and 14-3-3 protein one in
cerebrospinal fluid were positive in all patients examined. The average survival duration of E200K-CJD
patients is 12.5 months, which is similar that of sporadic patients. We found that E200K-C]JD patients show
relatively homozygous clinical features as well as the earlier reports. Furthermore, we found familial CJD
patients with E200K mutation in the PRNP gene are most common in our patients with CJD. Further
examinations would be required to elucidate the molecular and pathological mechanism underlying familial
and sporadic CJD.

Key Words : Creutzfeldt-Jakob disease, prion disease, PRNP gene, EZ200K, basin of the Fuji river
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B1 AR5 21 EFIOBE

No. of Pt | Age (y.0) |Sex (M:F)
Total 21 51-83 8§:13
E200K 7 51-73 1:6
others 14 62-83 77

MER &, E200K =24 7 . #AZEM 10 fl. M232R ZE 5 2 5. V1801/M232R ZEE41 1 I,
T)ACEREETFEMNCEREESNE D - ZRERBED 1 FITH 3,

2 E200K B & L UNHREF DA RER
A b, BAEEETIRSTHY). DOWTAIR. #1252, BRMEE

TV HEMERDNZ CBH SN/,

®1 E200KHSLUOMBHOIF 70— X, BEEEREAMERE.

SRER MRI L BGRER E&R

E200K n=7 | Others n=14
myclonus 7 (100%) 11 (79%)
Periodic Synchronous Discharge 6 (86%) 11 (79%)
) cerebral cortex 7 (100%) 7 (100%)
brain MRI -
basal ganglia 6 (86%) 10 (72%)

Hotz (2). RT-QUIC H:TIX 3BIFEML., 2
BITREMETH o720 —HAIREETIE. 71% D %EH)
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2. By EADABETEDIER R 14-3-3 HE D A
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R 2 E200K B & S MR OKNERERIEEFTR
E200K n=7 Others n=14
s 14-3-3#&K  No.of Pt. RT-QUIC (+) W& 14-3-3#&F No.of Pt. RT-QUIC (+)
(+) (+) 5 (71.4%) 2/3 cases (+) (+) 10 (71.4%) 3/3 cases
NE. (+) 1 (14.2%) = (+) (=) 2 (14.2%) 0/1 cases
NE. NE. 1 (14.2%) - (=) (+) 1 (7.1%) -
(=) (-) 1 (7.1%) 1/1 cases
* N.E.=not examined
£33 LHBOE200KEEZF7HIDE ED
Bk AR e P MRI YL b
JEB) 4EHE PR codon 129 R 1133 K P
WFAEH 4kl myoclonus PSD KRIZEL JBECH #57 Tpo 5%£
® 63 F MM AR -#H5> 12 (+) (+)  (+) (+) NE NE NE W, #& A
@ 51 F MM oo 11 (+) (+)  (+) (+) NE. (+) NE
® 68 F MM HfEReRE 5 (+) (+)  (+) (+) (+) (+) NE. i, % GE#l®) B
@ 71 F MM RHEEREREE 15 (+) (+)  (+) (+) (+) (+) NE
® 73 M MM FERE - K8 (+) (=) (+) (=) (+)  (+) (=) &l W GEF®) B
® 63 F MM PRHBEREREE 13 (+) (+)  (+) (+)  (+) (+) (+) B % C
@ 52 F MM RRgRERE 11 (+) (+)  (+) (+)  (+)  (+)  (+) B R D
% N.E.=not examined
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PSD & #fiif 14-3-3 & H LA 2B TETHED,
WHO 2 3 #Y T probable (234 LW IZFIFED
TWwhotEZ LMz,
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T, 20184E 1 HETIZ, 3.278BIX T U F Ve L
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Encephalomyeloradiculoneuropathy (EMRN) D 2 151

Anti—neutral glycosphingolipids antibodies in the cerebrospinal
fluid of two patients with encephalomyeloradiculoneuropathy

LRI AN N N S U =SB 02 (4 E S
NS EINE N AN SN AN
fill L A AR BRERZEART. A2 LR RS

Hitoki Nanaura*l, Hiroshi Kataoka ' Sayuri Shima® ’
Yukako Nishimori , Hiroya Ohara , Koji Fukushlma ,
Naoki Iwasa', Nobuyukl Eura’, Takao Kiriyama',
Tatsuro Mutoh®, Kazuma Sugie' egual contribution

%3 B ST RABF R M s R
JHE FH SRR 2 e R
Department of Neurology, Nara Medical University'
Department of Neurology, Fujita Health University School of Medicine®

[ZEE] P E KM omErat: - WAk E S5 Encephalomyeloradiculoneuropathy (EMRN) T, #i
PRI L PUA T d A Bl LacCer (lactosylceramide) PURAS IR E S N7z, i OPL LacCer PRI HIEHE
PFRICEMALT 5 2 LW SN TV B 25 B OPL LacCer PURDOHERIC OV TR HE X o720 b
b IUE B OPL LacCer YLk % M T bk L %72 EMRN 2 il % #5350 BRARIEROFF = 58D 72 67 ik 5
Pl BEMETH o 78It LacCer PR FFFEIREIC I X 0 SBIZBEMAL L 720 59 ko bt LacCer $LiR1E
HEHR ML T 2%  BEH CTREE & % 5 720 EMRN O HZERER G R IZ B W TR O HT LacCer PUAHMLIF I
HRBINTKIG L7zo WK & RAN IR DR IZ L W12 72 2 RHEIR % SR 72354 IS Z TR T b
Pt LacCer Ytk 2 W3 5 LD 5,

Key Words : i F A AR 28, Pl 2 ouiR, rhPEREIR R, Mk, R pheRs

Encephalomyeloradiculoneuropathy (EMRN) is an acute or subacute central and peripheral nervous system
disorder. Recently, antibodies to lactosylceramide (LacCer-Abs) was found in patients with EMRN. Serum
LacCer-Abs were reported to turn negative after immunotherapy, but the LacCer-Abs in the cerebrospinal
fluid (CSF) remains uncertain. We report two patients with EMRN whose serial CSF LacCer-Abs could be
followed up. A 67-year-old man with EMRN showed clinical relapse. Serum and CSF LacCer-Abs disappeared
after immunotherapy. At the clinical relapse, serum LacCer-Abs was negative, whereas the CSF LacCer-Abs

FEHEE LK SREERRFRAEANR (T634-8522 4% IR E T U S HT 840 i)
Corresponding authors Hitoki Nanaura, Hiroshi Kataoka

Department of Neurology, Nara Medical University

(840 Shijo-cho, Kashihara-shi, Nara 634-8522, Japan)
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became positive. A 59-year-old woman with EMRN showed the positive LacCer-Abs disappeared in the CSF

after immunotherapy but not in the serum. LacCer-Abs in the CSF might correlate better with clinical relapse

and respond earlier to immunotherapy than that in sera. In further patients exhibiting both central and

peripheral nervous system dysfunction, LacCer-Abs should be tested not only in serum but also in CSF.

Key Words : encephalomyloradiculoneuropathy, neutral glycosphingolipids, lactosylceramide, encephalitis,

neuropathy

XU®HIC

1968 4F. Blennow 5 13 HAX AR & KA MR D
MGV AEATPE D MFRSER 2 7R L7z 3 BE % i)
HL72 FROERANZOHDHESh, 205K
H#1Z Encephalomyloradiculoneuropathy (EMRN)
EWHEN S L) IC o7 ZOEBEHOBRIN
A F = =356 hFTFETTHo720 2014 4E, T
rPE R IR Pifk (Neutral glycosphingolipids : GSL)
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Shima. ref 2 Takeuchi. ref 4 Hayashi. ref 5 Saito. ref 6 JERB 1 ref 3 SEBI 2
A/ P 50/F 49/M 26/M 76/F 4/M 68/M 45/M 67/M 59/F
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Gradenigo's syndrome with inflammation of cavernous sinus
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Gradenigo's syndrome is characterized by a triad of acute suppurative otitis media, abducens nerve palsy, pain
in the distribution of the trigeminal nerve. We report a case of a 19-year-old female with Gradenig’'s syndrome
and an MRI demonstrated mastoiditis on the right temporal bone, petrous apicitis, pachymeningitis and
inflammation of the right cavernous sinus. She only received treatment with antibiotics and steroids and did
not undergo surgery, then the case was successfully managed. The physician should early consider and
manage Gradenigo's syndrome because this syndrome can be still fatal if not recognized.

Key Words : Gradenigo's syndrome, acute suppurative otitis media, abducens nerve palsy, petrous

apicitis, narrowing of petrous ICA
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Figure 1 Noncontrast CT scan

Axial CT scan demonstrating soft tissue density in the middle ear cavity and a

fluid-filled mastoid cavity.
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Figure 2 Non contrast enhanced MRI

(A) T2-weighted, (B) FLAIR : Right mastoid cavity and petrous apex are opacified in contrast

to the left side.

(C) DWI : DWI shows hyperintensity in the right mastoid cavity and petrous apex.
(D) MRA : MR angiography of the patient shows narrowing of right petrous Internal carotid artery

(ICA ; arrow).
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Figure 3 Contrast-enhanced MRI
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(A) Axial contrast-enhanced T1-weighted : Contrast-enhanced T1-weighted MRI shows
enhancement in the right mastoid cavity and petrous apex.

(B) TOF : Note narrow caliber of the right ICA in contrast to the left ICA.

(C) Coronal contrast-enhanced T1-weighted MRI : Thickening and enhancement of right

dura shows pachymeningitis (arrow).
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Figure 4 Follow-up MRI
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(A) TOF, (B) MRA (Fifteen dyas after initiation of treatment) : Follow-up MRI and MRA

show normal caliber of ICA.

(C) FLAIR (Fifteen dyas after initiation of treatment) : Image shows reduction of area
where FLAIR shows hyperintensity and residual abnormality.

(D) FLAIR (Five months after treatment) : Follow-up MRI five months after treatment
shows no abnormality except right petrous apex.
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A case of HHV-6 encephalopathy with thalamic lesion and
biphasic clinical feature
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A female infant at age of 11 months was transferred to emergency unit because of prolonged febrile seizure.
Since loss of awareness continued after hospitalization, the patient was treated as an encephalopathy. Since
HHV-6 DNA was detected in the serum, she was diagnosed as HHV-6 encephalopathy. Although thalamic
lesion was observed in brain MRI in which was characteristics for acute necrotizing encephalopathy (ANE),
we found clustered of focal seizures at 5th day of hospitalization. Cytokine profile of the serum and CSF showed
acute encephalopathy with biphasic seizure and late reduced diffusion (AESD) pattern. These findings
suggested that pathophysiology of this patient was considered to overlap ANE and AESD.

Key Words : human herpesvirus-6 encephalopathy, thalamic lesion, biphasic seizure, cytokine profile
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SERGEE & 13, RGYIE & AR IS 20T A U7 kg
REDERMLEETH ). ZOERE 7 o 72 ERGHAE
DOFFEARIZ L 258 (4 v 7 VIV HFRIE. & b
VARAT A NVA 6K (HHV-6) MiEZR &) . Z0D
BRPRREIR. BRASHT AL, {5 - IR R OSSO
4 (Reye SEMERE, SV MERAE (ANE) 7
) B 5. HHV-6 1% 2V IAE o J5 K s J5 & &
LCFHHIZZ WY A VATHY, HHV-6 HiiE 1
TR R AR & RIS VE LB T & R B Ak N
(AESD) DK MEZ 7225 b DH RS HENE
{. DWT ANE OFBAL W EHE STV DEY,
L2Lado, FUREMARICE)FERICZS>0R
7 o 72 WL O Z2VENE % 2 L 72 REBl o s b B
ENTVBEDY, 2D AH = X203 F 72+ IEY
ENTWRV, DDA SN, = — ) —
ZET 5 2 & T, HHV-6 iE D B 72 o 72 iR
RMOFRRNZ 3T TE72", SRlbhbihii,
FEAE RF I ANE IS8R 22 BE R MRI A L % 3200,
ZFOBIZTHMEORSEE 72 & 5 72 HHV-6 INE D E
BINZDNWT, ZORRFEE E N F~— T — DOWE
AT 72D THEHET 5,

E1

JEB 112 B, IR,

FFH A

KR - XHALIZTALAD D .

BEAERRE © HFECHH L Lo

BURKE © RBERTH 2 R BZ RO T Wiz, FEL 2
HHO®EIS, FHEGEMOEE T uIADRDRHE
kS, T T E RN G2 TH 40 7RIS
SEIEE, APBEEHZBG L7z, B EHRL Lo
HERRDT, BMERIE & B L ICUICAZE L7,

APBEHBLE /A E 9.8kg, & 74cm. &Kk
39.0C. W 27 Bl /min, ML 100/50 mmHg. Mk
#1110 I8l /min. Sp0,100% (room air). ¥ 7 ¥ /%
LEHHBOERL X)VIE GCS TEIVIML Th -
720 REPNEFIT, WHBHIZFEARIENR 2 <o IR0
FIEHTOME S 22 Ly BEIFH TR S 22, B
BrRBDBRDP o712,

ABERE AT - AST - LDH @ L&, 1i/MEo
WA % B 720 BRI A A 5301 TR 7
F—=Y R LFLBRIED B %2 7RO 72, BHHHAL - RIR
ETIEFIED o720 A VIV VTN
Z -1y 74NV ARHEPUFEREIIRBECTH 72 (F
1),

SHER MRI AT AL (B8 290 H) © WMIBATER AR, #

#1 AREHREMR

k=3 I A b2 PRI

I Bk 5600 /uL BUN 11.2 mg/dL k& 1.014

ARIMER 462 )5 /uL Cr 0.26 mg/dL.  pH 5.5

Hb 11.0 g/dL TP 6.6 g/dL HH -

1/ 6.977 /uL Alb 4.2 g/dL i -

U i T-Bil 0.2 mg/dL i -

PT # 13.7 & AST 45 TU/L VARNPZ -

PT INR 1.25 ALT 17 TU/L e AR A

APTT # 46.0 B LDH 303 TU/L Mg 2 /uL
Fib 295 mg/dL  Glu 171 mg/dlL.  HHAEE 43 mg/dL
FDP 12.9 ug/dL CK 105 TU/L i 88 mg/dL
D-dimer 9.5 upg/dL Na 135 mEq/L  JREMRIRSR

BRI A A K 4.1 mEq/L  Flu 7 A v A58 -
pH 7.172 Cl 103 mEq/L  Rota 7 £ )V Ak -
PCO, 57.2 mmHg  f@jE M - IR - fEEG A -
PO, 72.0 mmHg  CRP 0.07 mg/dL.  PCR M R
HCO;~ 20.5 mEq/L  JREAE HSV-1 - -
BE -8.2 mEq/L f23zurursyrv HSV-2 - -
FLEE 2.85 mmol/L 19707 pg/L HHV-6 + -




24 : 104 Neuroinfection 24 %175 (2019 : 4)

1 %258 I\ L 725850 MRI

mAEIRERAE. HK. Ak, B, ZERK. ARREAIIC T1#H#E (a—c)
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PRy BUBE. 5. AERWRBE. AR KIS T1 56
% (TIWID) CTEfES. T2 5% (T2WID) Trfs
DI R BT, FLAIR W% & 3k 5o 3 w15
(DWID) TH FEBAICEEE T WAL RO (B’1),
e A (B2) ¢ 45 2 9% H Ok IR EIRIE 7

R E P E D20 5 495 HIIRIEAHE S L.
BB HND X I ol BEFRHIZIZEHIZE
IRVEARP AN 2 CTRAERE MK 2 i T &, %
fEP X F3-Fz ki & 3 2 H#IN 2 6% T £ 30
BHEbt L7z,



FEREREICHURIR A 2 320, MO #E#E %l - 72 HHV-6 iiEo 1 )

24 : 105
E2 BGEoRENEL
BomA (A) ILEEOSZVWESHMOEEERHZH. FH4HE (B) RESREGREDREANSENLD
£V, B6RA (C; RIEBEEL. D ; e FESIREBHEICINZ T, EEEDE S MRE
E3RV)R LIRS 7=
B3 ABRERE
EEEECARLAZBAE1RAE L, HMEIEIICUTTEEL. &
MEREE DB & BIIA L 7o
T E k. BICT 20, BHEMR 2@, BEEATHRRLTH 3,
ABitaiel B EFHCABLZ-HZE 1 HHE M=, ¥ IRV ZRIKBELL. KL% 36CHIC
LTwb (B3, ICUAZER, I¥VT L6 PO X ) IS HE B % 1T > 725 AST. CK. LDH,

RS, AF VT L F=va v o0 Z#E, s R g2 3 7arua7y) yobRs X OIMLoK
rya7) v REFHERE, 7Y suel, v = T#D, H3WHEIYDICZEEL buryKRE
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K2 SMHYA bHABERR

IFN-y TNF-«  IL-10 IL-6 L4 IL-2
kel I 0.0 0.0 17.43  59.22 0.0 0.0
(HE2WH)  #hig 0.0 0.0 1.39  450.25 0.0 0.0
AESD* i 0.0 0.0 26.1 21.1 0.0 0.0
(BEL1HRH)  #hig 0.0 0.0 0.0 46.8 0.0 0.0
ANE*  IiF 0.0 5.2 121.8  121.2 0.0 0.0
(BE3WH)  #hi 0.0 0.0 2.1 19.7 0.0 0.0

TVa) oG ETo 7z 549 B IS AREI T
LCRIIR LR EHR L NV OYE LR ED TNV, 6
59 HICHmOREREZBD /2720, 7 /30K
=V EMA. KBNS LN T % fas L
720 MHEBICABEASHI L, AR Mg 2 5
HHV-6 DNA 2s#iit 7z 72, HHV-6 WiE & 2
Wi U720 BHES MRI % 45 9 9% H 12T - 7245, T2WI
THRE SIS LILK L Tz DWI TIEH
BURE RO LD o0 TORIIFEEZEDT, H
10 % HIC AN TS B2 S BEDE. 55 159 H H 12
ICU #B= L7,

INA F = — ) —fEMT

85 19 H oI - BERMARE HWCT, N A F~—
H—lEZF T o720 A M hA v /rEHA ~ (IFN-
y» TNF-«. IL-10. IL-6, IL-4, IL-2 ) &
Cytometric Bead Array (BD Bioscience) 2 CilllE
L7z0 ZO#EH, Mg - $i s 12 IL-6. IL-10
L AZGEDIA, IL-6 IZREEOIT ) 285 & 0 &<,
IL-10 1ZIM{E DT ) HHER L D b FEro72 (R2),

R

AIEFITIE, BEOFHOE 1 HITHK 40 7578
BT ST WIAERM (early seizure) THIEL. 5
5 9% HIZHATH 2 L ISR Wit A (late seizure)
i Z L7, Early seizure D, Bkl NIV B &
O E B RBIER R W EM N Th - 7225 late sei-
zure FRII N TIFIREM 2 LB E 3 5 HELRIREZ
EL. ZHEoREE o BRE o 725
KIZHHV-6 TH )., AESDDJFERE LTikdZ W
bOTH-7"",

AAE B O TR A DWW T, 45 2 9% H O BB
MRI T MBETHEB VR - #UR - BikE, 2RI,
M R TIWL I TIRE S, T2WIIC T
E5 OWREZED, FLAIR - DWI T [FHALI2 5
HEETHREZRD, NS5O RIE ANE 12/

HAT Cpg/mL, ¥ XHA5 255

HLTWD, 512, 599K HOBEEE MRI TIZ#H
PRIEZEAS TIWI - FLAIR I2CEfE 52 5L, T2WI
TS T FURATHIRIL LILK L Tz ARERIIE
TAMEOBIRREE E 72 & 5 72h5 AESD (2R N
7% DWI OB T HEERE %W Z (bright tree
appearance) RO LN -7, DLEXD,
AIEF O WA R X A BAES B & LTk, ANE
PikddHTIEFEFLrEEZON. UL, BRI
SEIR OB 2 58 7245 5 9 H O BHES MRI #f§H3C
ETVwhnZ ENnn, AESD OFTA»#HZ 51T
WHRWITREED BETE R\,

MR TIEFIE RIS AST © R %2723
OO, ALT XIEF#P T, CK B X b o -
AxBORD) 57 —F. LDH LHR DIC. R+
f23Izvuzu7y oAz, Thbid
ANE OJFRETH HH 4 M A A VA b— A &RET
LITHRE#Z Z bz, 2EIE & ArEIR I - B
A ML DT, DEiD S50 o9 iEH
H5Y7, @A MH A VIMERTH D ANE Tld.
M - BEIC CTRIEMET A A A4 ¥ ThH B IL-6,
PRIETEY A A4 > THAHIL-100 TNF-aDE
O EWFERIEMEZ L9 % & S5 soluble TNF
receptor 1 (sTNFR1) Z= & DA b A A ¥ 233
W EH L. RO CH % &L PHRARBECEMICE
flzRTEENTVE, T2, ZLOERMTIEIH
LDOHA M AA FFEEPIC K SRIMEH CTRfE %
R ZEDMEINTWEY, —T5, M B B
NEDOFIEICHEREE R LTwrLEZ LR
T\ AESD Tid. I IL-6. IL-10. sTNFR1
O R L #gh IL-100 sTNFR1 @ ERHZ b Zw
IL-6 D ERAPHE SN TS, E5IZIL-6 1220
TWEEHA A A CfER & 2 ) i 1IL-6 L
NUBZENIEEE L D, L LAREDIZH A
Mg OE L ) & E 72550,

HIb X 2 3% H ISR L 2213 - $i o
IFN-y. TNF-«. IL-10, IL-6, IL-4, IL-2 ®ill
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IL-10 O ERA-DSH S N7z IL-6 (ZBERE DIE 5 2SI
I EL, IL-10 ZMIE DT ) ABER & 0 b &k
Rl tpoizo RIER & Y% TIT - 72 HHV-6B
FEBILIC B 28 MY 4 s A4 ViREE O
& 21RTY, AIEHITIRIME T IL-6 LA 1ZZEh
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CIL-10 XiEDIT ) S RER L 0 HE iR E 2o
THEY AESD IZEWHER E ol LoT Zh
SNA T = — DB EDLIS L, AL
AESD HBLOFREATRIE S 7z,

DLl XY, AKFEHFIZ ANE & AESD 0§ HEAS
F=N=F T LTWV5bEEZ LN, MO
Bl LT, HESHIZANE & LTHELZDE
AESD Of# % & o 2EMZ#RELTWEY, 20
SEBFTIE, FERERF 2 IZBHER MR €y I BLR o & #i
PERRA 2 B 72h 7 HEOTF W ABFRRIIZIEKR
WA OIS TR Z O T0 b, TOWET
LT - B A N A A S OBMAED T TWh,
IL-10 b ol £ v 3wl IL-6 i3 fmh <
EATHY, AESD A A4 Oz RL
TWwiz,

BRI - EIRARA - MLERAS - 4 M h A v
WA OARIERIE S T ST RWBIBMEIA — N —
59 T LTRSS E 2 b, S8+ —N—
59 7L TW5D D% ED TRV D FKHREL D RE
B a2 D, BRRERE 7 © NS — MY 70 B R MR AT A
. BREIAIRA, MBI R RS
A Mg - BEEOF A b A4 22T H IR
WZIRNTT B RED DB, TIUTL D BIRILOIHRE
DRI ORI, SHIEENZ B T 2 7288 7%
BRI LN E{DEEZHND,
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F S 0NDHRR (2019 % 4 B 1 BE%E)
L] i} =H 24 BE &
(2 %)
BRh & E AE E— EITE- N =H S KXE B aBH 73 BER XH&
(19 %) R —H BE 275 FET #isk =8 &8 it HR = I 5h
gl Ex wH 1EE = FEB =3l ] WKk R KiE ¥
xe 8BE
h % & 8 BX BE =K B2 HE BZ KB & R E XKH RFE
(40 %) & 52 N EHE A i FH #= ] iE ER B
B8 ®=:;2 2H EX EeAXFE EZBAKER BR IEF Bk X
Ak BlR #HRT T =il Bt TR {588 H{X IR He 1Ex
FE EX RIS FORR i BEX mE ES AL it R &—
RES & Y. ;53 R nEx Bz KEF 3B KEZ 2N Foy /NI o
o i WA 15 Bx BEE W Hoh
B F kK WwHE E{C
] = R & miE B BAE R# His = ilE FA RANSEH
(10 %) Hx *= WwHE IE{Z wEF E=A sl B
-5 = B A ¥I1I WmB
(2 %)
E B B HE CE HE IES = EE B3 GBAhEA Pl HR= IR AF
(165 %) RE H BREH BE& RE S AE Bx ME (EE R #*£F
Rl EEE Al &=A B8E EF AE IEH RE & il 1EiE
ml 5% HiH #x RE 5= PR FX BE InR RlHrEY
*® 2% sk #mx E= 5 b el RIL p:| A P 3N =
AARER Ml =EE B EA INEFEE TR Bl e 1R gER
FE Es g =EZ S S tHH F2 FH B% i —x
A+ sk ¥ KE s8R E— ERBEKXER wWE & AREREZ=
EH 1E =H H mE BE ik IEE Bl ENT £ =t
BH &R RP-FHiEF & <®V WSl EE A BR [3A T& #%
HE| 1 EE AN *E HWE = Ei5 2HE EF 21 B
% EL ] % #HE W MEH FH BEE R# EFR EA
&g = =X - =E BF = BT =g =7 = R#
=E HE EL EA A =®Rz MzAiEE ATt EF He ER
al E#F EE % ZE ETF AR X EH X HA —%
FH —= +H = EE =2 =B EE Sl EE FH &Es°
EX F# RE # RIR & FE RiEZ g FA iR #ERK
R¥ #HA =) i hE —4 R0 EKXE =TI TR 3 ALl B
Bl EA mE ke BE —t B BF R&BIISFH EANEA
RES (5% EO ® EH B BE Ba| R ®"E = Ei
EH FIBA FH =— BHE & BHE Et 2 e R F—
BE —5 HE EX FEEEEG— HN pESE Hx *= BA —%&
BilE #3h mHF EF nH = wiE =a WA 3 =@ A
=K #=7 KA b3 KEF B =8 f8EA H sh=z #E BEX
HHE IEt il i ¥H FH FA & #HME —8A #E BE
iR —ER PIET  ERK XE —HB wa {EF Wl FE{Z e =
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