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TREFANERFIE

i 98 2 by o S JR O SR 1B M B 2 R A MR R
SRMMETIRERERS, HRBEBUE LUK 5450
ZENEWMARKERAOE., B REERR
(autoimmune encephalitis, AE){Z5—2H A B &%
PLEIA FEIR . AE S IFAHIC IR E , FR A B Ab
Y AE; T BB AE F45 5 G MR, Tk
Byt SR

B 2007 4 N-FHEDXLXEZBREZHE
( NMDAR) igi # 4 & B LA Sk , — R F 4 4 28 70 40 il
FH L HE 2Ef4ZE H (neuronal cell-surface or synaptic
protein) {1 B BB £ MY . HET AE B
o151 (5 B 42 S 191 Y 10% ~20% , LAHT NMDAR figi ¢
B, A4 AE BER80% , HIK M E S RER
JiE B R TE L (LGIL) PR A RN SHL v- B2
TR B B34k (GABALR) FI XM A%, i
T 2010 4E4R3E T & 5T NMDAR J 561, HJ5
Bh4E 18 T 91 LGI1 .GABA,R o & FE-3-2 H-5-H
HA-BREME N R 37 (6 ( AMPAR) HLAAR SRR B4k
B M5B H 2(CASPR2) HLikAHE G 1E
F TgLONS 5t hAR 6 B s o > AR B ™
X—KIFA AE 52 MBI gt SN R A
BE AR R R T E TR, 8
M AR B 15 AL 1 5 | S AR X T 53 B P 22 ST Th BE R
1, GEERITROR R IT . TR 245 SR 0 81 Ay ik i %
PR 4, B B PURs W ETT A HUR, EE
AR R R, B SR T R M A TR E (R
1)U Abif B G GO0 40 L R T B R
filE A PLAAESCH AE TS,

TR, SRR B R (acute
disseminated encephalomyelitis, ADEM ) 5 Bickerstaff
Jigi F fixi 4¢ ( Bickerstaff’s brainstem encephalitis ) L )&
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F AE (95585 , (B LI BB 2> 6, ADEM B T
iR 2 RGE(CNS) RYE B BERIR , Bickerstaff fixi T
il % ) 55 Miller Fisher S5 &1E ( # 2-BHEF AL
FEDAHRES, EARAMERE 5iHEH R
Eig: 8

RS % Sim KRR

— JRRE

AR A5 A [R) B 470 4 28 STATORRIAR BE B e PR &3
fE, AE AT 5+ 3 FhEZHEA,

1. i NMDAR Jif % : $L NMDAR i % & AE #
B FERA HAHMEME G RR BT S IR B R R, 5
2 BN GRS A AL

2. GHERR ; LRERAT R E R A 1R GE
W) MITiCIZ TR oy ER AR, WEES
WEFBRERENEERAZ R, W RRERRR
PEBAE, BT LGI1 HUiK. T GABAGR Hi ik 5 4T
AMPAR HifA M MR A At R R

3. HAih AE &R GHE L ELF1E (Morvan's
syndrome) .JT GABA, R Lk MK & M HRES
AL B 28 B9 3 4T I B8 R ( progressive
encephalomyelitis with rigidity and myoclonus,
PERM) .1 — Bk & KBS HE R B (DPPX) PLIA M il
R PO 2 BIZ AR (D2R) FUARM SRR TR R |
1 1gLONS HARAE LIRS , X 4 AE 42 S EEUE F]
it B CNS 5REME RS, RERANFIEEN
KGR 1E

. KRR

1. BUSRAEIR 5 RUSE (4 51 NMDAR fii 42 % Il
K S RIIRGE R, T NMDAR fiKi 4 8 /K A LA
RETHGBBHEEM RS CNS HFREZ
s

2. FERER AFEREMHIT AR E AR B
IS TR W R E R IR R GE R AR
FEg BRKTE TS Bk B EREERER
%, ¥i NMDAR & MEERE LR, —4& AE &
#H LR — [ 2 SR AR , H TR EUR &
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T H SRR R A ROP M 2 LR
4% B WEAE WRFEEIE B L TEMEARE

k) AN EAN SRS Hu b EZ T 0t NGRS >95% N i R

Ma2 wHEuEEE HEHEM A >95% R b

GAD EEZD: it NGEIERR 25% R FE e /I e A A

mEER TR &R 46% ~T9% ANGERRATRE FLAR R

cv2 71> 5% ik J 4R A DB 86.5% JINERE P A ) B
MakEmyEA  NMDAR 2 ou 40 U #{ NMDAR fi% % YR ERTR TR

LGH i 2 T 40 R &R % 5% ~10% B

GABAgR WU an & HERR 50% /INEE B

AMPAR WAL AR 65% ol 2o N

CASPR2 WA BIFGAE AGERE  20% ~50% i)

DPPX WA R W%, ZEHEE <10% WEE

IgLONS LT . 0] HER A O B R i - -

GhR bLERSTw ) PERM <10% e B s

GABA,R bzl i) iR <5% Jap e

mGIuRS WA TR g 70% ERXSMEE

D2R o T B AR RIS - -

ZME 30 W LA fRif - -

MOG DR B R A AR ADEM - -

AQP4 I8 R 5 48 M A {8 i - -

GQlb MR Bickerstaff i3 T 4 - -

AT SRR A S AR, MBEASAT. LAttt/ MR EESBENETHERE, CAD. REMBEKRE, WKtES:
amphiphysin; NMDAR ; N-F 3-D- R & @R % 4 LOIL . EREARK FIE R IEE A 1;GABA R y- 3 T H B BIZ (K AMPAR ;o S -3 12 26-5-F
B4 RISERE A ; CASPR2 : 320 R (1AH6 %K 11 2; DPPX : Ik SAMEREE (1 GABA R y-EE TR A RIZ (A D2R BBk 2 WK CyR: HE
B 315, PERM : {145 98 15 URE 2 B #E 77 0 R0 %5 B 48 s mGLuR AR B R B MR 2 1K AQP4 . KB I B 1 45 MOG - BE B D RIR TR AN M WE 26 115

ADEM: 2 PSSR IEIE BE A s - AR E TR

ZHAZEA R HAEMAR, A B EBHEH
NMDAR g4 o b8 % 0L, o] LAJE & RIZY, (4% OE
WA E Tmsh BB E EEAE, EE2MAT
R B LGI HUARKE A4 B b ] I ik =
WA A Eissh, H EMEREREE . =0
It R L FHE O S R PR
B AR AN P AR P AE R, 7E 9T NMDAR fixi &
ARt & 1P,

3. HfsER: (1) BERIRFERS : AR B E T H &
IR R AR RS, 35 SR IR DU Sh AR B AR R TN 52
# H )L R BE AR e R L REAR B AR R E AL, AL
NMDAR fi%i 48 . LGI1 HLIARFE X 4 . Bi IgLONS Hifk
HSERR 3% Mo (2)CNS Bttt & . A Xt A
W, , 3. NMDAR figi & 7] 28 & il T /Mg 55, 5l e E A
SR EMEAREES Y, 3) ARMEMME
LA L2 B M2 VLR B 558 B 28 A g
IR L FHT CASPR2 HUiAHHC LR BT, T
GABA,R HiiEHE A SRR AT LIS IFNLE 55
fE. $t DPPX HUiRAH KHN #& HAEA 5,

EEEL MWL TREREAIAMERX AE 4
F&P1 NMDAR i 4 S 48 5 H Ath AE ZR51E 3

EfE
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FhEEER, AE SIMEE R TRIMBNE AE. #i
NMDAR fixi # % R I AL R 25 48 HL 211 9 9K 18 1 il
# 41 LGI1 $ik .41 GABAR #i{k 545 AMPAR #i
EAREHIRR EE R RAZRSR

—KisHRE SIS

— AE W2 iR &

AE FHEHE ERBELE AT EEMIEKRR .
S B s WA F R ESS R fEHE
BEIGR, Sk M AE HH o< B BT AR R 7 L2 BT,
AE B —BBRFNT (£2)™,

—AE 2R HE

(—) W&

AFERRRI H AR Hi2LE SHERHAD
w4 N,

LIERER:. 2EREF2HER(<3 1
A),BHBUT 1 ABEZSMHESBHERIE
WIREGEAIE, (1) % RGAER  IEH 028 V8
WERE BHITARE.3 MEKRPH 1 AREZ
Mo () REGEHIE . VRBHBE 2R F 8
R F I (3) FJET (B B/ T il 25
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K2 ARREERRQSEITERF
s HESI A PO R RS SR S SR
SRR R L TR SRR St

G DR L ERE S & e
HER R SRR

&AE MERHMAIE . MRMA I, T /Nl SR
T 0 R A S Ry PE A E

— R ARHAAE
& RIE S5 B R Rankin 3¥43 AR LI BF Bk T4

iR X< AL A AT AR LR AR AR T BE U HUIRBR
ié% A SR RIS S BT B

X&58A M M CT @ CT f (20 &E EAES

i L P fee, B (BB R AU L ) , S ERAT R
A 2 5 B ]

WaEBGFE Sk MRICPFRSHE)

PET k5% 5 PET(LER)

WS ) TS M A SR X A
G R A

P GITHE SO YRS L (e e
FE:PET ER TR BVLEZE B 15

WRBH, (4)5FHER, BT RIA A
FHE AR AR BUERAS o

2.H@BKE: RAUT 1 MEE SRR
BRI, NEEGIHEME, (1) ERSE s
WE AL ( >5 x 10°/1) s LB INH R4 M2 2
VoK L 240 1t 20 5 5 2 IR Y T X PR
QA BRERERLEHEFTH - MRIAZRSE T,
¥ FLAIR B % {55, M 30 # XU, 30 Hilh X
B T, 3t& FLAIR ¥ 55 (BRAMERRERR
BRI ) S E PET 1% REACH SR, 80
LR W B AN (B0 FERE T # is AU; B e A S
W o SRR B R R TR (S TR e B
HLASN)  BE R A 24 AR BB I . (3)
5 AE 13¢5y 45 25 B I, B an i G e R &
FH/NRE RS , $T NMDAR fRiR & IF lIG T

3. B  HiMZ TR EYUR K B S P&
Mo HUPRKE I 3 B R A (] % 46 2 98 0L 1k (indirect
immunofluorescence assay ,IIF) , R ¥EH1 RS -~
FFHPE Y ) 5L 56 (cell based assay, CBA) 5%
FLHAE Y BISL L (tissue based assay, TBA) Wi#p,
CBA R Fi 22 15 1 25 JC 41 o 2% 10 0 JE F) % % 440 i,
TBA R Hsh Y AR 7 APLRIR Y. CBA R
B R SRR, S BT R R ECR Y
FRTAF -5 LT A A AT R I, B RS LV AR AR
WMBREEAFIA 115110,

G -

4. G EHHERR KA B (S AR L2
W)

(=) 2WiiniE

FIERER) AE 51289 AE, FIHER) AE: fF
A ERZERMFTRE 1R 584 K, WK
AE: F 5 ERIZBI R RIS 1 ~4 5,

BEBRAE MR REG S BERNIEIKRE
R ERRE MEZRENRDEARESER,
Pt LUK IR H R K.

&3 AE iR R S ES S EHISH

— . HL NMDAR figi#

LomREER () LE FESW, ZHELZTH
Mo (2) 2R, —MRE2 AZHANEEE,
) AIE R HBMLRERIAER, (4) FERBH
BT AR E B ZE GEECIL ) TR FIERE
B/8 8 B/ AR EiE5, BiRKFETR B
% B EMEIRERGE, A ENA TR A S
MO B E OB R B RERE & | AR AR R
MEFI PR RIS, (5)CNS RrE 5 & BAE
AR BN AR SRR

2. LRERE: (1) B R RE T
E¥&EAE, B 300 mmH,0 (1 mmH,0 =
0.009 8 kPa) E /UL, BiH K H 40 M 802 T = E
FIEH, DR 100 x 10°/L, AR AL 2
WREL AR S (B AT LR A e A,
BEARET S, F XA 2 7, 51 NMDAR
POk s, (2) /5 MR B[ CHA B 8%, 8L
U BE M B R BZ BT s R FLATR R0 T, & 15
B 54 B A A% R G koA T A
NG RGERTEE; DEURBIFRA CNS SRR W
MRS A, KA RS ERTZ 2™, (3)
SKIE#F & ST iH B LT 2 B4R (positron emission
tomography , PET ) A] WLk -5 B & 9 fiK , F
HSEEHARB IR, (4) RsE . RREEE
LA HI8 I, ABIR VT BRI , SR S M R B
SRR ERE, 2L TRERE . (5)ME¥:
PR AT S EREPRE N, P EZ S
NMDAR i 8% B SRR i K AN 14.3% ~
47.8% fETIE B H P OB R T o g
AR CT AB T R UL LW IR, IB 8RN
IR G FRE T LUV AN, B
HER-,

3. Wi . AR 3E Graus 5 Dalmau $r#E (2016
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)1 BB NMDAR B & T EAEUT 3 4
M. ()T 6 MEBRERSW 1 FHFLH-O
TR R EEINER; QF IBEA; OB A
e, @zl A H £E5; OB KT TR;©F
FTHEMEEBIE PRAEMRES (2) 6
NMDAR A FR: B AR A CBA BHiiA B it
FE ., BHUE MERAA R, BR T CBA Z55 [
M, BFERA TBA SEEHFMETiT IF FLK
Kk, BRI MM B (1 10) AREHLE
o (3) A HHEREARREA o

= Bi LGII HifAARSCH %

1 RS (1) ERTFHZENBREZT
T, Q)EHEANRET2ERRF, 3)EE
FERALIE SRR EE GRS TR T R
o (4) B AR L& M S BOR % L, 5
MR EAME( RIS RIZRET ) 2 0 |- Plik
F1 [R5 %& #E ( faciobrachial dystonic seizure, FBDS) &
BRI RAEER, RBV BN FE R EH T 2
TR E R ALK TR AR B 23, R
VErt IR , — AR, RIEMEE A H
W Al A UMLK 1 AR B R AE R SE R W SRR
B EIRBESE, (5)WABRECIEFTEN E
BREETE /MR R A AP R R A B4
A (BB AR AR L ) 25

2.HEEEE . (1) ERGE . SHREEHEL
RIENIEE , AR AR E R S EREA N
BREREX A2, (2) %5 MRI: Z2400]
DB S e (B RSB D) REE
534 E AT ARAE K, LA FLAIR 4808, #8702
ERERFRFHHES, (3) PET 7 LAY
B 5RKHTXEFAH. (4)BHEE.: FBDS &
VERAm B B 5 % LB & 21% ~30% ,FBDS & 1E
) 3 ] 2 B A 4 B R V8 1 T T UL A R 48 8
WA EREF™

3. PWIEA (1) AtkEE WAatkER, sEiTHE
ME, (2) ERFEHEEME, RERHAN
FBDS, (3) W 40 ECEH S 2 REMH T 4
MIPEREE, (4) 3K MRI, XU i & 20 F 3 i Py
MREES XELHERTE. S)REERY.
(6) I & A1 (2%) i MRHL LGIL ik fHE:,

= 9T GABA,R HURMSCH 4

LGRS (D) EBER T4 B2 TR
o (2) AWER, SERXEBANETE, (3)
FEERBIERM A BT AR GEFCiZh

EARE

T (4) PR AR R £ 1 A0 2 004
L AT B A A SR Y 2
M, TSR R SR . (5) SRR T
A3 2 R BEIRBTR A R HESE57 J

2 KRERE (1) WH R : ZEOEIE 5
EHES, SREAT B B AR
B N RN S E A S0 | BT
W LR, B B A T 2 B (2)
SR S5 MRT T JLBU S 30 304
(5 A=) ik (3) e P o TL A2 08 49
A, DA BRI A G R R (4) B
RIAHE 40 1/3 B A0 NS U B
AT Hu SLAREE, B35 CT 5 PET W S
271

3. BBTE R (1) AR, HEHENE, (2)
PRI AR o (3) BT S
BT B MR o (4) %75 MRI: T 3R
HRMIOB IR 5 ARSI, (5)
BiOER P S . (6) M3 AT () RGHHEHL GABA,R
HURBEE

I CASPRR i AfL 3R

BRI BRI T

L AR 60

2. WEHRFEIL I & A N 50 T
ALY . RS F 0 L 38 B %5
L XA IO, AT M

3. FRELEEE: BT CASPR2 4R/ & 104
HEREHE AT, R WU SR K
RS A RS KR B DRk RS E
DY RERETR LSS , T M R AE

4. phize kM E AERRE T, TR A %
OFFLL B B T S SIS SRR
1550, WL T s BB W F SR T
RN TR, B 2R T R T
B T LRI

5. DRUBH L IPN, LB

6. 10V B () W4 W B CASPR2 51 i 1A
’I’_L-E[g’ 37-38] R

T Ht [gLONS HLRHA K M

BRI R ATT

L. SRR B (M 60 % 72

2. DI IR BT FUE 3 M R, 194
AR B ST SR AU BRSSP
S BRSO R B EEE.
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EHRITI BRI REE, DRMEETENG6
AR A . EREE SR i BT R A
b, B BRSNS E .

2. IVig: HMIEREREZBE2 g/kg, 533 ~5
d ElkiEE. MTFEERS BISHEREHEA,
432 ~4 FEENM Vg, EERELR Vigif
FATFEfE AE BERE £ AR B,

3. M H . T SMERAEA kS
SPERRE 2 B AN BT K A e, S
Al REMEDLVERT TR A B BT S R. XT T IRE T
A BEL 1 T O A e 9 091, I 3 A T R
S,

4. FIZE Y% 375 mg/m’ IRRERFKTH
LA Uk RIESNE I CD,, RS B MK,
HE4 25 3 ~4 Wk, BB AME ML CD,, 4B A K 1k,
B—SRIT RS, WTTE R 1 ~2 R A A
R4, ESMT NMDAR [ 5% R AR 2
LB HBIfE 50% L L. RN, ZEHAT AE BT
BB, EEEE RN A ERER, BT
1 S ERT, R B M E R AR 5T
a}im[zz, 4445] R

5. B RKVE SRR BEBERE : & 750 mg/m’ (KK @
BULYET 100 ml A 3SR K, Bk T, B EIELL 1 h,
B4R 1R WEEREER.

6. MO AR AL, ORFE 1 000 ~2 000
me/d, B 1, TERTERNESE GATRAT
— B IRTT AR AR B, DA R bR A
HyEAEHT NMDAR il 4 %

7. BEMEEERS . ORI 100 mg/d, B 14,
FERTFHRBGEE,

— R RRYY

. NMDAR i 4 B — &5 K 30 5P BL 0 it g S
RF LR, Xt FREIIEEHERS =12 5L
#EHr NMDAR [ B 3%, 2 UUKJS 4 ENE 6 ~ 12
A BT R EBERERED, AE BEMELIH
A TR , 7 B AR D LR AT R AT ST 54
O UIRRIAYT AR Va0 ) — R T
AE BI5BEI8TF , LI— RGBT B E

= B AER R

AE BRI R AF — R FHOBR 259 R LR
AL S BURR 25 ), B0 R 2 TR
bh FEZFIPEIE RIZI SR AEIEEE S . RILBURTY
SRS — R BURR Y 15 VT B AR RS
A LA TR 5T ; R 25 S B B R TR RS 5

G -

ST SIS NIRRT TA
1k NMDAR fii% s Z et R iR s, e
# AE B % — MR EE K Y B TR A WIEIT .
EEEFNERCTE. R EA T RAEERENE
RBAIEE ; T LOT1 FUIRMI IR & B MRt A R
[ Rk B, AR R LT R
BT BB BN B R

DY KRR R 4

AT R 25 0 48 AT R RS T I IR
B FUREREAIEE R TS5, FEEEAYXE
PUKFEH MRS ROR B R M%) Rk
FrARRIUR B R RS HOR MR 2547 .

WEEN AN REET HEREES
WigEAFEms, WEERETUELMA
Vg, FIZEBHIEN R REIETF I EE 4R,
AEEATF—LARERF T ERRE. ¥ TE
S S EIA MR, T o7 e o B R 4 R AR
mEH, BEABAGARTEXRESHER
528

m B

AE BURTI S BT, 80% A4 B3 NMDAR i
REBHENHEWE R IF (MR Rankin 3430 ~2 41),
B B R g A T MAEE R A TR BT
FHAEHL NMDAR i 2 28 3 B 3 E I P w5 iR
BN 1 ~240H ,/EER2.9% ~9.5% ,/VEEE
MEEREEE 2 EL EPP ) 51 LCIL Hi ik
KM BB ARIE R KR 6%, Hi GABAR itk
AR SRR 48 B /N P it o TS 802

B K AE BEFERFEIEARE 2 MALLE
T E T i PRAE IR, 3% RE RN 2 (2 R B9 Rankin %
A AR ) MR E RS, Ht
NMDAR iR EFHEE AL N12.0% ~31.4% , 0] L)
BRERKNEZRER, ERWRETERS TH,
W E R RER TR AR R IhE AR E
FsE R R AT EE E R R Em .

P Xk FAH

ERERSHBBUREKRBEHT) BB (L E
B B hEEFRFELEDNER) EWR(hEE
ZRLZ LA AE B ) (PR 5 (1135 K E 2Bk
BEmAER) ERAIUREER) BRI E(E B REHB4E
INERE) ER(EARFMBEELUER) BARFA(FERE
EoER) T (BHRERKEMBIFILEER) X1
& (PEEFERERILFEMHER) 380 (LB K
TER) VERAK(LEERERERMB{CTER)
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FR (PR EMBREZER) BT (AR KEE B
Be) HUR(EBERZEMBRLER) &L (hEERASE
FMRER) ARV (BHEMNKEERER) . BE
(ERERAREERER) B8 (EHERKERBILE
KIEERE) X% (H HEM KM M ER) X
(TR RE) (BRAR PR (R BB BY) A AE (R
NAFEARER) R (P EEZRFREIC I MER) |
Wi (RRERDER) SR (h E BRI PR
BEBe) WEARAR (RERRFESER) HRE(EHER L
FHRER) RIL(EHREE—BER)  EEH(EHER
KW BIE R R ER) EWR (T A8 ARER) JEE
E(PEEFZFPEHEBNERER) I (BEER K
FHBE—ER) £ (PR R 2 R B B 2 B iR [
PrEsBe) JEBT (RER#EMRE P ILER) ERE(HHER
REEWBILTRIZER) B B (P RF AR BT (Y
(BEREMKEHBRHE—ER) 85 (FERERER) K&
BOLRRZEFEGER) B UGERRESE—ER) AR
(PR ER) R (S INE R KPR EEE) (B
(LR MR SR — EBe) KA E A RERE) 5
LR RER) REF(E - FEXFHRRIEER)

T FHE(TEBESAERLFEBMER) SR (CPEEEMNE
BAbmAER) O ERER MR ER) Eﬁk

F(EHEMAFHBILRRCER) JEEE(PEEXR¥K
RFEL)
B £ X W
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