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H CRETER 7B & OV ORI BT % il DA

/e

2 A1)
i

g —EHOMBRMRREREREORRICLY, BABEOEEHRZH 10ETAZLEIL, [EERE
MR 4% (autoimmune encephalitis; AE) DEZENC§ 2EERNT 70— F] PRIBES Nz, BWETIE, A - HEE
EEERE, TADA, BRIER BEED, HFMAILRIERK, stiff-person fEEREE H 2 W IZEERTEIREED
—EICH NS DHAPESE L TWBZ EPREN, FEOBRRBSYEGFRICESbh 22 B <, REIZH.
BHEETI P KROONIBFRICH o7z, AE DBE-BEL, AFMICHEWTIIBRRINEFREILRLUS 37,
AIETIE, BAKECHRBEHAME TAPAERDGE YD, ERKICEAEDH ZEBICERER > GAND.

(BRR##2 2019;59:491-501)

Key words : HO®EMRZE, HOHUME, TAD»A, FHUEER, MFZmHL

FL®IC

MRS 2RI 1 53 L C v 2 NMDA %48 (NMDAR) |2
P45 H O A3 M 5E08, [ 9N EAFINE |2 B 3 5 5 E
BHVEHT NMDAR i 48] %5 T 2007 41 S Ths Y,
FrR O ML FE R (neuronal cell surface antigens; NSAs)
W33 5 1gG B H CUR % B9 5 H ORI 7% (autoimmune
encephalitis; AE) 7Sk~ L 5 S NTE7Y. Z0E, T
FAROREMEL T D 10 FTRE CEILL, 2016 4FI2id
Graus, Dalmau B X U Titulaer % H:[»& 975 AE DL F 23— |
2k o THE SN/ TAE OB I3 2R 7 70—
73, Lancet Neurology |2 position paper & L CiB#S417- 2.

BUE TR OB A E B AT, Biss - BIBim BRE (e |
TADAY, HitmtkRE | SEBkE " HEiiA L2 %K
% (post-herpes simplex encephalitis; Post-HSE)®?, Z#HET
PEFRARE Y, FERI RS 1 | stiff-person spectrum disorder
(SPSD)™, & % \* i non-REM - REM [ I 17 ) S 4 #iE 0 —
YWD, PUNSAPUADEIES LT 2 2 LS A
%Y, THOREETALA Y] T H C RIS R
£ HHvIE [HOMEMEBRERBR "] 2 0F L
W7 T — TR - MERERSCREESTR L 5N S L) I
7o 7z PUNSA PURMME AR 13, B ammdic s B,
FEEA, TEARREE, BEMAIENES, & 5\ IEHE MRIEEHTR
ELTLOROLNI L6 Y, BEOBENHES S BI{§HT L
DEMIZE S DD Z %L, 1F5NTHRIERZ EEIZ)
OGN L, FHER M2 O RERIE A G 5 2 L5k

HDOHNLEIC R o7, Lo L, PUNSA HUAHEIE LA 72 P
PERSNTBH T, HEOPUNSA Juik % [A B2l %E C & 25
FERRE LA NI AT CTlIEE > TV, RSO B PR
WHRE R ) EEBR 2 D52 L TEZELTD, Wk
THESE ST B IR ARE TR AR D 5 WIEHEIS/T
HY, AE OFBW - HE L RELRBEL o T D, IR
NLEEND.

FRRTIE, FEARRE LW RS C AP ATERE (new-
onset refractory status epilepticus; NORSE) % &, EHKIC
B0 & 2 THHRI LT Ao Tk 5.

BEREMRA & Bk

SRS O RAEIZ & o TEGRMETEIINIE GBE
6 ELN) 2L BB THS Y. AE IFIEFRICITH TR
JESBS L O B2 UGS 2 A CHh 575, Sk D
FHEEE GEE 3 7 H LN ICVESERETE (JEIIRET)  Eakle
E HDLVISHHEIRDH CRBINEIZ L > THE L KL
HubhTws ¥ fitoT, SERRPRHEED AE & B S 7
WZHEZ ) POREICHN LoREM S E LTHZL Wb S
FEMEREALAE, MR, MENR—F oy ME, T
T4 F—3 A CNSlupus &2 AE IZIE& F T iewn?, F72,
AE ORFENFRECTH 2 HOHRIEME SRS (autoimmune
limbic encephalitis; ALE) T3 HCPUED LT L b s
EERS 2wz, HEVMAE» Sz { &b AE 255 E
ENBLOTIRAWY . —FT, AE 13385 S Hifgik %
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HIBMEE LTilhibs 2 LAk, PR
Fa AR BN PUE 2 2 X > TRE L 22T TR L o
nTws ™ MsMUR & LTid, MBEIC L Tw A 2E
& (NMDAR, AMPA 5748 [AMPAR], GABA, % %1% [GABA,R],
GABA; 2%¢/k [GABAGR], F/¥3 ¥ 2 %K [D2R], LI
NV I VEZEA L [mGuRL], mGluR5, 7' ¥ v 2%k
[GlyR], Tt/DNER), A # >~ F % %) (dipeptidyl-peptidase-like
protein-6 [DPPX], P/Q BVENAKTFE S VT 7 20 F ¥ 2V [P/Q
type VGCC], #ifai%A5 K7 (contactin-associated protein-like 2
[Caspr2], neurexin-3a, IgLON5), & %\ & F 7 A M2
ELTWSE Y FTAY 237 (leucine-rich glioma inactivatedl
[LGI]) bR Tw2 ",

HEANES SRR 5 ALE R0 B AR/ NR S S E 7 &, FTEB
[ty SRS 7 BRI KRR e A ] T, 2000 4281 % T Hu,
Yo, Ri, Ma2/Ta, CV2/CRMP5 7 & DN IR 5 H
CHADPRE SN TE 2. TS OMFEAPLEIXIES; &tk
FEAR ISl U CIEBL L T B - bt cHh 5.
HLI 7 RN S BT UR 2 A B g2 T Ml /A e 2
EFEZ26NTHEY, MIBGEEE CD8 Btk T Ala A Ak
BT 5720, —# % R CTRERFEIIT 2 MUB I Z L
WEENTWS P TS ol 2 IR B
TRBONAF Y= =23 % 205, EOFREDVIHEEED &
LPEEIIEZ 5N TR,

—77, 2001 FELIREIZHI S LD K 9 12 o 7GRS T 5
[ a2 | O—BETIE, T v b OSSR %2 v
7oA b5 (immunohistochemistry; IHC) # 5% &,
MRS L T2 [gG R ATIAEZ A LTB Y, 2005 4F
VAT E S ALEE % L O 2o\ AR & 7o i s Al %
Fw 7zt (immunocytochemistry; ICC) % Hiv: %
XY, MEICREA L TV APINSA YA 2 TR LT &
5 &I o7z 2007 4120, AEAGPLE & MR 12 RSB S &
72 HEK293 #lifis % Fiv> 72 cell-based assay (CBA) MDA (2 X
D, EHHEEARECTE 2 L) Iho7 . ZORE, 2007
ELIREIZ [ S 72— IgG BIHT NSA HiikiZ v + 72D
WREZ FET 2 EEOH 2 IETH Y, HEOREICL -
THFEIRD S E LSS 2 & 205, [PUNSA LR ATEMERE |
EVI A L7 PY . 72, Biaquaporin4 (AQP4) Hifk
& ¥t myelin oligodendrocyte glycoprotein (MOG) Hifk % &,
#2777 #0E H CPUE (neuroglial surface autoantibodies) &
LIFENDZ EndH D ™.

W, PUTe Uk, 1976 4E2> 5 Hodgkin 52 FEFE S 2 EEIESS
PN VEE LS B 2 50k & LTI S LT 7 B E B T
TR Cldd 2 93°Y, 1997 41213 Purkinje HiF o i k<2
BHRZERICHE B3 5 2 LAVREN D, 2012 4R 12HUR T Y b —
TIIEE @ Y >~ 7327 Tdh 5 DNER O 12 5 2 &
DB L 7272 % BAE TR NSA itk — 2125 &
TWw2 P %72 GAD65 % amphiphysin 13 & & |2 AIHUER
THDLH, VT T7ARECEDLL LT TAMES 37 ThH
0. REER X OERERICTEDE G 6, 1 A 2 AR
faAR g L I IX B S, BB BUR DU & HUNSA Hifk 2 &

FRPR#ZE 59 % 8% (2019 : 8)

T AEBBOREIEST 5N T35, L2 L, amphiphysin
&, GAD65 & (XE7: 1), Bj¥E 7 )L Tl passive transfer A%k
HENTBY, HiyF TAERIZBNT, DNEFFRHOBRIZ
MR M —BPEICRESINL Z L5, 16 fHO IgG BT
NSA ko & CRiii S LT % (Table 1).

AE 22HTICH 4 BERARAV7 70— F E T L VU EE

2016 4EIZIRIG SN RIS T 70 —F VI, RO %KD
Wb TIZAE A R L CTLEHI WX H L Z L H 5, AE %
possible, probable, definite @ 3 B¢B124571 7 Co i L, Ry
B BHNGE AT 27201508 S NS iGREEIGE TH 5.
ZOIFITIL, possible AE (Table 2), ALE, #i NMDAR /it %
(Table 3), Bickerstaff ZUJMERN 5 DIE A, S PEBCIE VRNl
%% (acute disseminated encephalomyelitis; ADEM) <248 A i,
HOPURIZBEM: 72205 AE 2558 < St b —# (autoantibody-
negative but probable AE) D Wik b B &Y. 72,
i I 95 R0 BB (B 3 2 AR SE R 1L, AE O8I
BLLORSNh.

EERIOTEDO A X AE OB W E#BIZIZAN L N E Tk
] LV IERFENIEDE, Bz IR S W AF AR
DBHWHAEIZS [A 704 FRBHE] AR ATV,
72, HUTPO HURLHL Tg FURIZLHHHEIZAN LN TV S
A3, PHURIEPOR I EZ IO M E NS 2 L2 S
Ay A TEIEERIT O T WAV, D EELR T L, BEA
DPLNSA HUE 2w HL 7 BRI S AR U S i, Bl o
WINDPL B SN W EEERICHRE SN2k
Thb. 1> T, BEHMOIHREIEE BRI L THID TRE AN
FELBMTHIETELIMEL L >TWD, B, HARNIE
DFIEETFIRIZRATH B Z &5 6, Definite AE Tl 7 <,
Probable AE O #ilgIZALED ) H 472, 72, L NH2-terminal
of a-enolase (NAE) FifkizfhoECLMIL I NG Z Eh b
RFERONA F 7= —12d B bhknt, KFELIZRLLE
AR SN2 Lanl, BUE, &57% D HETHTH
Y, AREUE ORI ERITERIICHER ST 5.

AE OFZ Wi [MBoRESERI SN S ] L) IHHE
AEICHE SN TEBY, AE OEBIEEIZ[ ) v~ FUEgHE ],
[CADAMEE] H5HVE [ bay F) 7RGE] b7
Wahcwz? Lal, BUMEEY 2 ~<F, SLE, ¥ x—
7V IEERE, BB VIR —F v MEE AE X &L T
WEHEEZONLER T A DA, Fald, AE%
IS L 7o B H O R A (systemic autoimmune disorder;
SAD) 3 11 ) THNSA HifE 2 g L7285, W3 oOfER]
A5 BINSA FUEIZMI SN o 2% Zh s ORERNL,
seronegative AE % &f L 72 AE - SAD EMIEBEF 2 O», H
HWIESADIZ X > TAE ZSIE L 72O EIAHTH . F72,
VR C A D ATFE (refractory status epilepticus; RSE) Tld,
W, mEk, BRI, BT, 2ov e AREBEOfRERE
DWIFLAIR #8542 U5 2 L 25 % (Fig. ID~F) *.
ZDR#IZIE, RSE THIEL 72 AE &, RSE |2 & > TR
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(T Y1 9%06) P
FHY A= b fed 2 TEIN/ 1931 OT10S “EE AEGHNY 'SdS  pEpE )RR mem ] HdNV
(1 YT%S) Tl SHL ke STI~TTT
WA JAD 193] bl UDSPOH kIl Bl aR72:5 ] SdS WHId B CWEEY CWE - B (SL~T) 0S YA
€0
VI ST o B Sfurng [tk (14%%) ¢ uriSpoy W N/ R AN LR, (0S~61) 3 67 ynow
Hirsk Hirsk (T11%06) JTOS HZ NN BEXZ I LRl by, D09A 245y B/d
(TY1%06) T
Hirsk 193] ¢ UR{SpoY HZZ NN B N Ll by, (GL~V1) 319 ALAAINd
(i) 8T thifig) 22) e fag
GG GNOTST 193 YPH3] 1% gz s SHAFE LY NG - INHY-UON Sl - I (68~9%) M ¥9 SNOT8L
SR L L2 ORI IHER (18} ¥ e} 3 a4
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M0 Yed NHMOWZE [k 1% o5 2 HMANTE N LR TS OAE (ST~2) 9 ¥ed
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MEOAL &LV 3 Xddd  T931/FHS] (L7%0T) ez (0 ¥WMAERI @ T W Y K—ngEs W FOEN) ML 1REE (9L~€T) 28 Xddd
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FRPR#ZE 59 % 8% (2019 : 8)

Table 2 Possible AE D2l FL i (Graus D FZHIFEHE 2016 7> & k) .

T3 203 XTaiiizy.

1 37 AUNICREISET T 2R ERRLTE) B, WREOZIL Y, & 5 ISR,

2. A LB UTOVTNR1EHAZRD 5.
- BB I L 7oA BE AR
- BEAF ORGP TIEFINIC & 7 WIS
- Rl (P ERE > 5/u)
- 98 & RIS % BEHE MRI S5 797 0L °

3. MOBEENBITE 5.

VEAR L VO RRT, HEIR, AEELE ED.

PRl 2 O MTEREA NS 3% T/FLAIR #5155, & 2\ IZBERES 401 A 503 2 KINR |,

FE, &5 \WI3#H DS RIS

Table 3 HiL NMDA KM DZ WM (Graus D WIALHE 2016 2> 5 Poke).

Probable $it NMDA 27 4

Fo 350k X Chii7z 3.

1. UTo6 20EEERDH L, Al
. OFERR - ATENRE, B D W ILRRAIRRRERE
. SREREE (SRR, SFEEET, E
. ISR

o0 oo
HE
B
o
&
M
N
Ay
g
<
N
=
i
&
b
=

ERLANIVOKT
L HEREEE D D TR AR IR A,
2. Bl ELUFOWT DDA A7 5.

oo

4HERAS 3 A A LI a3 5.

a. EE BB URSPd 2 (L@, B o, TAD»ANE), & 5\ 4 extreme delta brush)

b. REHAINENS, & 513 OCBs Btk
3. MOEENBITE S,

HL, AREZET 25603 EREERERD 3 22720 1UL, probable H NMDA &K 4 L BT & 5.

Definite $. NMDA <7514 75 *

MOEENEITE, LR 6 2OTERERD S b 12U L2, 0 IgG B GluN1 ik ? 2 112 definite

HUNMDA Z# AR/ 7 & BT & 5.

AR AT S BT OV R AR & S L 72BN D B B T, AYUR A A L RS A ORI ST A 2 &

Vb,

PRI CEETNETH B, MIFEDOARTLLIMRMREDTE R VA2, Cell-based assay (2f1z, A&7
HEEEEEANG, & 2 W IZINEGE YR % W 72 S AR L CHUM R IR R PUS PR O ERE L 2 17 1Ud e 2w,

=

BARZE % A2 U7 CAD AR B L OB DS 2 5. #ak
FTH LI, ERETIE [TAPALEE] Z#HICAE )
SBATEL LTI, ZOMh, FEREE - TR
S %480 K9 MELAS & AE ORI ZEH 5 (Fig. 10).

v

#t NMDAR B %

HUNMDAR fifi 48 1250 NSA HufhBstk AE O Cidfx b HE O
BB TH 2 Y. AR TIIE AR (2 B S 2 pEE 5
Mg ] & LTS s nzat Y, BETIREE #il &
T DOF MR Z CRIE LIS HETH B LRSI Tw
8 LhL, AT 81%, FEREAER P LIEIE 21 % & 4R
THEIZE L, 18R 37% % Ko, 45U EI35% EFiT
Ho% EHEHFRIMB L OREERIC LIV RECERD,

18~45 DL B E TIEZ D 58% IR T TE % 520 5 7%,
12 LU O/NE R BT IR A BRI R 2
APUAOPUE T Y »— 713, NMDAR #Hip L T\ % NR1
(GluN1) subunit DL K A A > D—>2TH B _HKHEHD &
9 M % L T\ % amino-terminal domain O ¥EF (ZH1 2§ 5
FRJFZ L 72783 (12 amino acid G369) T % Z & A%
L2900 BT, APUEIR [H GuNL fifk] &EhTw
2Y. Lo L, AT GUNL Lo 1 Kk k=¥ —
7)) EEEHRLTWDLOTIE AR, A% (conformational
epitope) Z LTV AHCHMETH S Y. Ig6 DF 72 F
ZNE TN IgG1 TH 5 Y. IgGl IFHMikimIbiE# H LT\ 5
A3, ARPURITHIENTEEICBEE S 20 Tld% <, NMDAR O
WIEAL 2 RHES 5 2 & 12 X - T NMDAR D5 HAYR D |
v b — 2 4fke L CNMDARBEEMR T3 2 %2 6N
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Fig. 1 HHH MRI I .
PLNMDAR #ifk (A), $iLGI1#ifk (B), $it AMPAR i (C), C-NORSE (D~F), #i GABAR#iE (G), ¥
NMDAR Pifk -5t MOG Hifk (H), B £ 0 m.5541C>T sz MELAS % (1) OFHH MR Wif%% /"3, XA, B,

C, G, 1iZFLAIR Fif%, D~F (ZPLEiaamamifg, Hix

it v & —HENRL F HERSE A SR

T 5 Y GABA (B FE = 2 — 1 Y IZFB L T
% NMDAR #2543 5 2 £ 12X 1), GABA Dt A%H 5 2.
ZIUCEY, PRI EEME =2 —u R VY 3 CERIEE)
= =1 UMY, vy I RE R8N 2 Ol
HIREEAAE U, A IO BER, SRRk, B
BEARRRREIR, AR PEARA, EEEESAE LS EEZ H5NT
WA RREMAIERE, E ) 4 - A% ERE" O
B S L 4725, ARHifk% /3% NMDAR O trafficking O i
ENPREBOTELIFETH L. 7B, [gh HDH VIt IgM ED
PUGIUNL Hifk b FHR B THIE SN T a2, 215 O
JEPEZREER S T e,

AFG T I 722 W PRAE M (28025 L, viral prodrome™ & I
TN TV B RIBREERIZOW TR S . NISIZEATT 5 58=

TE 52

T, SIS CTH 5. (4G, TeFERL IR B

BUIE, BRERIFFRRN AT A SN TWE, Ly
L, ZORGEFIIC —# P2 S 2 w0 BR SR O R 1L b
o T z\vy. NMDAR O{EPEAGIE IR 7B ISR S- L T w
L0, PLGINLFUAB AR A EERTLOTIE RV, &L
%, NMDAR # BEFERYICINEIS 5 2 L 12 & » T [RBEMH
WHEMOME 2 b 725F EEZLNTWE P, Tldne, 5
JERICHIRZ R 2D THA I H»? I T, #EYLH
NMDAR 4588 34 Bl a %t 512, B = Tk 2 721 (B H 0
W) LERZ o8 (B LB T L Z2RS B
H Y BOTTHEBOGIEEN T, Bk 5%
Mo WD B Z LD, RPN & 3R 2 7R DR
WROMEITE &b IR~ IEMERZ TR R B X D12 B89,
REHPERIETFRA R 25, TOX AT, BIEEER R
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DOIESOLIREEIZ R BN [JEA] OFZAHEELET HZ L2 b,
B BR 1% BE F 13 NMDAR 124§ % B RIS & O ff i B4
(epiphenomenon) * Tid 7 W L HERI$ 2. MG, HufkpEs
AED JRR RIS AT L o TEREESELEL, 0
BRI 2 0 R A OEBEMIEK TH 0, BEPURREA 2
NMDAR DFSHHAMET 75 LA ZE L 2L hb b v
BLEHEPE L TWLOTIE WA LHNT 2 %, EEAH
DOFEEFERIAMI L 72 A E LTI, 380 1 HEB LN O
MEERO B IEET 2 L8 H 5 %

REBRTIE, BHERERAEETH 5120 b S 3 mig E
FEEDOENZ L VO TH 5 (Fig. 1A) . MIBEZEPIMNIC
BEESHEROLDIID TN 2% B E VY JEET N
E AT OB TH 5. HERE T AT 5P NMDAR
i2ECTlE, 2D 40% 2Pt MOG ik, B 7 40% 1230 AQP4 i
HAFESND L HESNTBY Y, HINMDAR Jii% - Bidl
EHEONTR L TR Cld v, T2, BEBISEZ D K UKE
(IR0 H B E A AER (Fig. 1H)™ R E 2%
JEETRZE % A 1 7 Bt NMDAR U0 R 14050 (B2 B 1 25 & 1)
TlE, FLMOGHUED G I % BT 5 LN DH 5. HLMOG Bt
PRI M THIE S CTW DAY, BTz Lot Sh
WL HEMETFH LY R EORES bR Twh. T
NMDAR i % - BB RS T, Bt oFt AQP4 3 X OF
PLMOG Prik 2 A ICHIE ST A2 Z LT L, F72, T
NMDAR i % D FEAE B TIE RSO E AT 555, #H
REMIE & & HICRINOZEM S BIRICHET 5 2 L 2R LT
W RN RN & & B ICERT 205, MR ZERE
KGO ZEMG &1 WA TH Y, R #ICEH
252 AFHABRFO—2 EE 2 505 Y Al o
MRS HR & iS5 2 EAWFETH D,

2016 4F-121%, probable & definite ® =D D WL #E)SFRIE &
M7z (Table 3)%. W WIZIE IgG BT GIUNT $LIEDFEH A
VZHTH D05, MiETIE 2 CHETCHES 5 2 EPEETH
L. KPR CBA OA 653, MK 12 & 1) L NSA #it
HROFAERTERT A Z & HHEFTH % (Dalmau Lab. Tid, CBA
& IHC OMENEHEOEE O APUEEE L HEL TW5).
L LMFEDOALNAFTERVEAIZIE, CBA A THC
& 5\ T ICC & V> THU NSA Juih OFFAE 2 i f2 L 72 VT Ul
BHRVERRERTYS Y, JEMARVER T, 2tk
WA X2 & METOVURIIHRH S N 2525, RO
PURIZEHITHET 5 2 Eid v, —7, MiERM - B
OB e T B E B 2, Hatilid 2051 H 5.

EEIR TP R 2 T CICMA 2 EIXNEETH 5720,
A [AI$ERE S 7z probable ZEMEIZIEF ICE N CTH 5. Hisk
FEH L CHINSA LA 2 58 L 725H 221 Bz oW TS L7z
#EF 2 O probable ZEHEDRE & BRI ENZEIN87.2% &
96.7% CTH ), T OHMeEL W LB ORI 85%
ThbHIEZHE LY. Probable ZEHE 21375200 EERER
DR SN TV B, BE-THAS L 729t GluN1 Piikim1EE 43
B 34 61 (79%) (ZPU2LL EO EFREIRE A L CTW7zas, F
D9 (21%) (E=2LF, 20N 1 6liz—>0TEER

FRPR#ZE 59 % 8% (2019 : 8)

LHEL T A7 IhsoIEAF] 9 Fld 361 Cldit
MOG PuED R A S S, BAHAE D 2 L ThiawiE
FLEENTHY. Tz Ens, —EOEER L 2
£ & W IEHAIR (isolated psychosis, isolated epilepsy, Post-
HSE, & % \WI3BBIEEREGR) TIIEEICHNS 2 LD
H%. F7z, Post-HSE ASAEEH STz ¥ #i s
DHFEANIV 2 gE (HSE) 51 61 14 61 (27%) 7% AE %
FEREL, Z 0 14 BIABICHNSA Bk (64% 135T GluN1 Hifk)
AR SNz FR D O 3T HNLAE 2 FE L e 2o 72705, F0
1161 (30%) 12470 NSA FLfRA Mt S 7z L il &7z Al
b, FBIFEAED HSE @ 49% (25/51) & ===|2Ht NSA HUhAS
FEE SN TWD Z L2745, & 512, HSE 28 3 BELIMNIHT
NSA HUEA W & N7 EFI Tld Post-HSE % 384E 9 5 A%
wWe bt s nsz F72, Bl adk— FTIE, HSEf&v AV
ADFHEHALZ LS & & 2 HREER S AL L 7235 B T,
48 il 44 41 (92%) & EEIZHUNSA Bk (77%135T GluN1
k) ket sz & b s S M7z, Post-HSE Tld, 3L
T O/NRTIX choreoathetosis AR TH 525, B AZSHER] Tl
FEER A B9 2 2 EA% <, BRBBIE L G- TR s
TWzDTIEZWh L bR S I TH Y, Post-HSE D%
HoTBLLEDPH L. TOM, EEIFHHEEED 4%I12
U GuNT LR A e Sz L s s e .

2011 SEDRERITIX, AT 0 A FREHEFZE (intravenous
high-dose methylprednisolone; IVMP), %27 171 v K
9% (intravenous immunoglobulin; IVIg) 3 & UNI4E 2c s
% (plasma exchanges; PLEX) %88 1 &g, 70
74 A7 7 I FREHFERED (intravenous cyclophosphamide;
IVCPA), rituximab (RT), & % Wi EFHFGEDEE 2 389K
TERBE MBI ST W™, S L2 T,
mycofenol mofetil & % \*(Z azathiopurine % 1 FEEHR G 5
A, MERUSHICIE, methotrexate DFEITDH % W IXEHIRTES-H°
STV ® 2013 4 I SRR FRATICL S
&, 81%13 24 1 HEOWAREFRIZRE (mRS 0~2) &#HiE
SNz, RS 5 £ TIZIER ISR 2200 % DHHEH T H
%% ERGEREEBIC LR L A n S L, B
2 HIGIERE 2 VT 728D, 2 h o 2B L ) FHESE
W&, ERIEETEITIE, 52 BIRGEIRE E 2 7288,
ZUHho B L) MAFHRESELC L LRENLYH
SENIRMFRIIBIFTH A5, WINOHEICO G L %
WIEBIAT 10~20% 7779 % *. RT (& CD20 Bt B M2 1E
3 22 BATHEIIA R TH 5. YU A M 23
fo L IEMILCTH 5. CD20 OFHE I LML T T
LCBY, WEMIIEEIL T v, JufIdsiNELE S
TWhEEZLNTBY, BGHITITRAES b HIH$ 2 3
2 HHT 20559 5. proteasome PREHE (bortezomib) ™+
%0 IL-6 ZZ RIS (tocilizimab) * oA WPk AHER B TH
SNTW5S,
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PINSAHUEADZERIZE D, TADABFEFIZBVTY [H
CHRIERETADPAL PEHEND LI 124 o720 2017 12
YET SN EIFEPLT A D AH4E (International League Against
Epilepsy; ILAE) T, #HEFHDO—212 [Immune | 73] T
Wt asn/z . ILAE Ik 5L [HORERTADAL, 5
VE% RIEREIR & 3 A RIERBIC L > CTEHFEE L L TADNAT
Ho] LEFRESN, BT L-0ITHTHIETY ML TP
MRERICRIER AL TVD L EZRT I TV ADNLETH
BEmishz®, Lal, BOREETAD AT B
TRBWA BT A4 VIR L T\, 2018 F2ICHET S
72 T TAMABIEITA N7 42 2018] 128, AE 252 MEAEME
WHAED R ED—> & LRI S 7228, [ H CREN T
AdrA) L0 BEEIGEA SR TR,

ED L) BTANABEIZHINSA Pk 2 WE ST RE AT
A9 M ? 2017 4E1Z antibody prevalence in epilepsy (APE)
score ZSRIBE N Y. ZHIZ9HATHK SN TEY, &Y
DI3HBEIA 1, TOMITH2 8, REFI1B5HTHL. A
R ERE I PURBE PRI L, APE score 4 UL EA A
TRHEEEAEEICE L (19/23 [82.6%] vs 17/89 [19.1%]),
APE score 4 U\ EOPURGEI R § 2 REE & FEREEZ 2N
T 82.6%, 82.0%LMWiEENz”. LA L, APEscore4 £
LLEIZ B 29Uk ka4 19/36 (53%) & F-E2 A T
PR ENAHIEBER. ZO9HHEYAS &, HINMDAR
¢ & BT LGI1 PURRBEVERN 98\ SRR 72 BRIR P FL 2 BL D) AL
7z score T V), AT VR RRARIE 5 & 2\ 3T LSS A
FEME, ABTER, BAERE, AIEGER, e
BLUBEHMY AF AT 71, 3XTH NMDAR i 98 L 2R
GETHCT# 4. ALE IZEFT 5 B MRI it il & faciobrachial
dystonic seizure (BFDS) (3#T LGI1 JURICE A2 FT R CH
27 INLOFRERSOIUL, AE % %E 2 2\ HENEHE &
WpwnweEbis.

FRIR Tl b B & G IZEE T 5 DAY NORSE & 5 W i
ZOHEBEETH L, IO OB IL/NEEHE T
devastating epilepsy in school-age children (DESC)*®', fever-
induced refractory epileptic encephalopathy syndrome (FIRES)*”
& %\~ X acute encephalitis with refractory repetitive partial seizure
(AERRPS)™, Hi ANZ&JiEHI1E NORSE™ &, FSHE4Ei#iC & -
TREDHHTIHENTEZ, LaL, IS ORED S
ENF2OIEHNSA PLEFERFITH D, H1 NSA FUkiZllE &
NTHEBNZ A o 72, HEEYE T A7) A FH (refractory status
epilepticus; RSE) DO JERIZR/ZICAHTH %25, il L7290
BIRHLE LT, CADADVKIER B L, Z D RIEDHEE A v
I =2 AL S AR HE R A LS S D L)
inflammation-mediated epileptogenesis %2011 4F | 23208 & 17252

Z Dk, PUNSAPUEAME S D L) 12405 L, HUNSA
UARB D FIRES & % V£ NORSE & L CRERIASHE S 1L b
IR0, BROFERAH L ) KAHEH DO B2 27H
A, BMRORD—NHEEL, HESEELLTHEHESINS &9
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1272 o 72, 2015 4F121%, BERABH D cryptogenic & secondary
D 225 T, NORSE AYEMREH & LTl obnsd L)1
720 201842 HICAICHT 23 v FARATF— b
A v MRBIENY. ZOI_ETIE, [NORSE 3% W4
TlEZ% <, WO RIERDEE S N WHETHZERE D RSE &
9 clinical presentation (Efi/Rkf%) Tdh 5] & &, [FIRES &
NORSE O subcategory (2D V) &4, FEEFEIRIRZ <
RSE 5 O 2 3 ~24 WE IR 12 5884055647 L 72 NORSE T % |
LEFRENTY. T RRERTo CTHEEIEE S v
NORSE (3, cryptogenic NORSE (C-NORSE) & & 1172, NORSE
DOFFEENGH & L T post-infectious cytokine-mediated mechanism

SERENTWAD, NORSE 13 LIF LIE# - TAE 2575 &
NTWBELIERSNTWS ™ LA L, C-NORSE OJFEE
ERZICAHTH D, AE L XHITXETH L 0G0
EH T vy, AERRPS (X Sakuma 512 & ) ARFFTIRB S L
7REMETH Y, [HEEEES SRR SR 04
MCHIRIZIRES N TWA, BlL, RIFTIIINEOHIE T L
5 Z 5TV 5. C-NORSE/FIRES/AERRPS 135155 E D RSE
THIEL, TORMGHHERIEGHEIELE L2 FHRARE —
BCTHDH, 7 b EOEIEIRE SN TED, ZoME
R7EH LT R <, BEOPLTAD» AL Z AT - T bRk
FIHFEVIETE LW, TADABIETA T4 220181
b, HUNMDAR kDA, Zotho HEmEETA» AR
NORSE 3 & ' Z DB BEICOWTIRER E T An ',
HLNMDAR B 25D 45 1 #8413 T % IVMP, IVIg, PLEX OF
MMEIE C-NORSE TIFFEHI STy, —HEDiEH Tl
NS DRBRENENTHZENEDLHETHL Y. ih
JESSPED#\ > 1E C-NORSE OIRED A —PE% KBt L T
BHRLMIGEGA, b LEIERT A M A A VB TARPAOH
MWRF & LTELEDb> T05 T 5% 51F, HNMDAR
RO 2 FERHED—>TH 5 IVCPA & SEMAMIIIC V2
fliftiidd 2 DTEEVHAEVIEZLH DL T,

C-NORSE & #ZWid % 720121350 NSA uik # Brhh 4 5 %
Bd s, LL, ANuEiiEeG % £ U 28 o 58 S I3
NSAHURD B HEZ N D Z L IZFREATRETH L. 2T,
C-NORSE # B MZF i L, HTNMDAR 755 O Ht NSA Hifkl;
P L B A E R TR v b E 2, FEHEILEE
DR T — & 123D\ 72 6 THH 45 7 A C-NORSE score (0~
6) Z{EM L72". C-NORSE score %35 MLl EO#& 121350
NSA FUEAMH SN B TRMEDIRF IRV 2 &2 6, Bl
REFOZ L AMOEPDHEBENANTELNTHS ) ML
# 2 TWh. Pl GABAR HUE % & 72 4 B T OB ALE
TdHh 5705, HKHOPLNSA Pufk 2 e L 725t 78 5 o) i F A
BHEERRIZ, 5 ML ED high score D J&EE & FFEFE %2 K0
A, FNENI58% L 100% T - 72 ™. C-NORSE %
FEREF 2O P REE Bbh .

Z DD NSA iR & B AE & Z DEEREE

TR BEEE N RN BRIS 3 2 e BRI O 4 2 il 72 %
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TlE, PLHuPUE, T GAD65 Bifhofh, it AMPAR Hitfk, i
GAGAR Uk, #ULGI1 BUfk, @ %\ 350 Caspr2 Hifk % e
T2 Y {HL, HiLGIL HUER R 2 Tl BIEmZE <, M
Bb BN L 2\ EBIASH B ¥ C-NORSE T b 745 AR L
SHBEPHIZ DWIFLAIR SIS 52 B0 2 2 &0 5 ™. L
7L, C-NORSE CTlZ TANAERIIIE, HEOAL ST,
BURIE, mikE, BEE, &2z v AHBAETEE
|2 DWIFLAIR &85 305E U % & & 3%\ (Fig. ID~F) ¥,
C-NORSE TI3JFHED T D KE K H R D720, FEo#H)
WUETH 5.

FBDS 134T LGIL $ifi i F5ng & S 2 — i & 4 1
BB —W [F 2] EHBETRETHL 7. BER
M2 HEAT L TR 5 & 2T A, $it LGIL ik LLaTHt
VGKC #Ufh L MHEN T WA D—DTdh 5. L VGKC Hifk
13 iE 7 O o-dendrotoxin & IV 72 RIAFETHIESNTE /. L
L, BICEOPETY b~ 713 VGKC BATIE7% <, LGIL
D\ id Caspr2 THAHZ EHHIH L. LGIL &S+ 7 A
BUHAES B 5 237 TH Y, ¥ F 7 AR OMIES R T T
& % ADAM23 & ADAM22 |Z45A L, ¥ 7 A AMPAR
BEEAASE TS, —, Caspr2 (EHARARRE & AR e it
FIZFEB L, P Caspr2 Puik i Isaacs AEMEHE > Morvan JiE 5 #:
TR END, T OfER%E 2T, L VGKC Htff134 VGKC #
BRPUREEN S £ 9 127 o 72h%, VGKC AR TIE%: <
HOWELTIERARETHLEVIERLH LY. 20tk
HU VGKC B & R BUAR A LI H 128 & 47z 162 il H 90 )
(56% ) DHUAIL LGIL 3 %\ & Caspr2 # 78k L T 7298, 7
1) @ double-seronegative @ 14% (10/72) 1% o-dendrotoxin %,
# 7 38% (27/72) 1% Kvl subunit % Z2i% L CTBY, D 59%
(16/27) 13 Kvl OMIEARES 2 ik L Tz 2 s S
729 Z®Z L H5, double-seronegative 7 H VGKC # &1k
PURIZ DI RPINSAHUA L IZA LTI LT TELR W &,
double-seronegative 72 354y, RIA i ClllE L 72 HUAKG 3R % 0
FREFB ORI T RE TRV &, PifkiZ CBA THlES
RETHDHZENWE SN ZoM, NERSTH R Tourette
BT O— T ILHL D2R Fifh it S 2 % DPPX Hufkls
PERGIE1E, BEIC L <, RERA - LSRR, FRANFRRERE
EB L ORGSR EEEOTTED 3 TH D, progressive
encephalomyelitis with rigidity and myoclonus (PERM) 1.
BfED 292 % P GABAR HUARRYER 2T, AN 5
Ffee D EL, £3T HEE - BE T O FLAIR |55
EOLONEYMTH D (Fig. 16)™.

SPSD Bi#4jiJ5 & L C, GAD65, amphiphysin, GlyR, gephyrin,
DPPX, B XU GABAR DARDOPHISLINT WA, SPSD I,
HLAY 72 stiff-person syndrome (SPS), stiff-limb syndrome (SLS),
PERM % &1 SPS-plus, B L VLR TANTA, HDHWITIHN
R OBEBHEFERO 4 2GS T2 . SPSD121 B,
SPS 1350 ] (41.3%) &b % <, W\>T SPS-plus (30.6%).
SLS (19.8%), EHUEMR: (8.3%) THY, 5261 (43%) #°
GAD65 (2 13470 GABA,R HikR5 1), 24 61 (19.8%) 1
GlyR#UIE, 5123 DD ZH L T 722%, 4041 (33.1%)

FRPR#ZE 59 % 8% (2019 : 8)

EHURRRTEE TS - 72 . $1 GAD65 HUiRR 1L, 1 GlyR $it
R EEZ N, SPS & 2 WISEMERER* 2T 52 0%
<, ¥ GIyR PUER & 1% SPS-plus % £ 2 BN LT & a)F
RENT F72, P GAD65 Bk ER O 78, Bt GlyR Bk
BEE L) PHRABRTHL L RENL Y,

Foft, WREMIEOBESNTTH 5 IgLON5 2T 5 HL
itk %49 % non-REM - REM [EIRITEIEFAE L WA LW
AR SN Y . BRI YL E NI Tau & 28y
DRI ICER/ L THBY, Tau ¥ ¥ /37 OBEEITTITHR
TR & N IS B Y B IgLONG 1312 IgG4 TH 1),
SRS A R L Ch AR EEZ S nTw s Y L L
RPEDEEDPFEREIE T WS P ENTW ARV, g
ZMREEE AEREORMTZ AL TE Y, APFIEED
INA T =N =2 BB D 5 W WA S PZE:
MR RENTIR, IR, ARATHEE % 08 5 JRI Iy 2 1Tk
OIEIRITEI R %2 2 L2 BB Tk, REEZENAND W
s W L, AEBIIBEOHLAY A ¥ Y Tk
BRSSP KE TR G SR Tw A,

Eh)IC

PUNSA LRSS B OBIRZ W & 08 U155 FigE i
WS ERE > Tl 7z, AE LRI 2 B3 25RO & THH
CREERETIE R VDS, Bl ESIcE obb 2 &N
WHEFTI NS OBREE AoDETEIHRA. L wTEE
SO, EMAL, RETLHRMIZAE 2252 ENTE,
o> G T BRIC KGR S LT\ 2l O FEHNHY AE 12D
FATELLIRITERYIIHET S,

KEHITARFR B L, BRI & COLIRBEIZH 2 3%, Hik
MEIEWFRLED $HA.
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Abstract

Recent progress in autoimmune encephalitis and its related disorders

Takahiro lizuka, M.D."

PDepartment of Neurology, Kitasato University School of Medicine

After the discovery of a series of autoantibodies against neuronal cell surface antigens (NSAs) of the CNS in the past
10 years, the concept of encephalitis has changed dramatically. Accordingly, a practical, syndrome-based diagnostic
approach to autoimmune encephalitis was proposed in 2016. These autoantibodies have also been identified in a subset
of overlapping encephalitis and demyelinating syndrome, epilepsy, first episode psychosis, movement disorders, post-
herpes simplex encephalitis, progressive dementia, postpartum psychosis, stiff-person spectrum disorders, or non-REM/
REM sleep behavior disorder. Although not all neuronal antibody tests are available in Japan, we have entered a new era
that we have to make a correct diagnosis and start appropriate immunotherapy based on initial neurological assessment
and conventional tests, without being constrained by conventional fixed ideas or normal-appearing brain MRIs while
waiting for neuronal antibody test results. Although many issues need to be resolved in Japan in terms of diagnosis and
treatment in autoimmune encephalitis, this review focusses on recent progress in autoimmune encephalitis and its
related disorders closely related to clinical practice, including Hashimoto encephalopathy and new-onset refractory
status epilepticus (NORSE).

(Rinsho Shinkeigaku (Clin Neurol) 2019;59:491-501)
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