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BEREICELDEBICLSHRVWERIERIEremote effect
of cancer & UT1880F MM S SN TWehY 19655, (F>
RO EBE AW RERBEEICLD. ZDremote effect
NECHMAEICLZEDTHZIEN DO TIHES N FIESIE
HIE1ERE (paraneoplastic neurological syndrome : PNS) A%
EOREREFICEDELCDIENERIND LS,
5[, 1980F K35 BCTADENIA RO RRAICED OBEE
(E D AZEE S B RIEFAE D/ EEN K FRE R E DBCHUE
ATV (K1), 1986 FR R % Neurology [C#F8 LTzhY,
FKCKE Mayo clinich5H £ 2w OFI TRE S NITE
OENEANRESN. IESFRICYo ke mAI NI,

| ECRENTRMERECHCAGRROES |

19655 : REERLPRAT, BEEREAEARBELEDIC
o EE D RAERICRE T SR

Wilkinson PC, Zeromski J. :IMMUNOFLUORESCENT DETECTION OF ANTIBODIES AGAINST
NEURONES IN SENSORY CARCINOMATOUS NEUROPATHY  Brain 88 (3); 529-538, 1965
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K Tanaka, et al.. Neurology 1986 Hudifs

1. BECREETRHIRREEESNFRRORER

EUROIMMUN t=7#—Lif—k

| PNS&fisiZ i

19944 HEFPNS & BhE Y 2 MR IMEDOHERZTo T\
JL—TFBSERE DPNSIZE 3 AR AR D f- D F A K
SqvpEESN(E2),

special article

NEUROLOGY 1995;45:1937-1941

Guidelines on the
detection of paraneoplastic

anti-neuronal-specific antibodies:

Report from the Workshop to the Fourth Meeting of the
International Society of Neuro-Immunology on
paraneoplastic neurological disease, held
October 22-23, 1994, in Rotterdam, The Netherlands

J.W.B. Moll, MD; J.C. Antoine, MD; H.R. Brashear, MD; J. Delattre, MD, PhD; M. Drlicek, MD;
E.J. Dropcho, MD; B. Giometto, MD; F. Graus, MD; J. Greenlee, MD; J. Honnorat, MD;
KA. Jaeckle, MD; K. Tanaka, MD; and Ch.J. Vecht, MD, PhD

M2, PNSEHMEFAREBICBET 2 HIRF1>

AHARSAUTIE, —ZBOEEICDWTTIEH ZH ., T BEERIE
&, I35 - BERP OB AR R ICEEUEROE#E Y
DHEN—FE TH BT ENERRSN TS (K3),

HEARRICH T 37t EL U ZEERB R ERE S S |

BEHk FRER-RE ERLLDELES

HYohitk INBiSER TFEE, PRE, A&

HHubk pul- £ IUN S ] /MR
EOMRNE— 1 —0/F—

HRibE FTVIn—R R IMEKER FLEE

HiMa-25ik DRS¢ EAEH
HCV2/CRMP-55ifE /MRS - Bl i ¢ /NIRRT - IR AE
Hirecoverinfi ik BAHET. £0, LB IR
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HREANRZEHT S
HERFIcL3HiEEEHF

INSHEMAOHEBEEANDESZESMNCT BH S EESIE
Yoz AWIREBETILOIERZRATh I Yo ik Bsh
T REEICNT 2EENGESEROSNGH 5725 —A.
FiHU/Yo Az H I 28 Cld. FIHAICRBMRARS L OEEN
ICHBS S EMET #A3 (cytotoxic T cell:CTL) TH2CD8 Bk
CD1TbBEETUY/GROZEERD TERFHENCTLEN L
HBEEOEE N RSN (K4) ,

| AYORBERVCEEETIMERORS |

1. YoliihE & DIGETIR/SYFDRERICER S
— T RIMEPurkinje#RIIERY A Fh 48HE B
FHLMRERELL
2. BE) 2/ BRESCIDTHY RDKERICHE
— RELL
3. JavEF UM oEHET I RABERRICHHRS
— BHEDRYREE LN T 208, FELL
4. 3.DTIREEREE . MABBIFID KRB R~
RFEBITSE
— B&'RIZPurkinje#ifa D B L

(K.Tanaka J Neurol 97:101, 1995)

Yo-PCD, Hu-B#@ %l 3¢ Tl, SHZA#I—CDS THIRRMAE LD
- EROBERBETFET)/BR?

H4. Yo FZRWEREBETILEBRDORHS

ISITEESIF SR TENRZTNOETERBBBES IR (Major
histocompatibility complex:MHC) class | 3-FIciEa U Tllia
RHEICERSNSBRTFREREL.COSBHETHlRZAK
(T cell receptor: TCR) A%, MHC class | A F & EBICHENRTF

TR LU TTHEIEE (SN S5 E TR ERIFERELK
CD8IGIETHIRICK DR EFRKIRT 2 EHIENEES NS5
EERERR LI (’5),

| EEMEMERICH T 3CD8 CTLOMIMEE |

HRRIFE

N BALB/c
T OETHRSs T ®
BALB/c AdCD40L HURRAHECDS THIM

i stve il
AR AR —

120

100 [ = s ! in) CD8+THEAE
=0 m ARRMCDS+THE
60

40

128 24B¥RpAER  4SEYRER
(K Tanaka Clin Exp Neuroimmunol 1 2022)

5. FEw RN Y 2 CD8 Bt CTLOMAREE

EUROIMMUN t=7#—Lif—k

| HRERERREZRHTZ2ACHEOER

2004~2005F (7 7 7R >4 (AQP4) ik, 2007 F i3
FINMDAZAFEIAFLRE MRRENRZZEHET 28NN
BERWTRES N WINBIFE ICRENBERGEZE2T 65—
HTHD BCHAEOREICKRERAV NI EE R . IN5D
MlERENRZBHI SECIEERAEELTOREZRE
T RBEERSITMRZFBH L. — RIS LR %
EEENHREIER D EICEMN THS (K6),

| EERREPEMERBLECRHREORS |

[2004~ 200548 : P I PR 4 RAKBBEB A £ B 5% (NMOSD) |
Lennon VA, et al.IgG marker of optic-spinal multiple sclerosis binds to the aquaporin-4 water channel.
J Exp Med. 2005;202:473
NMO-IgGIZ iR @ #E DK F + F JLAquaporind (AQP4) [3:4 T
AQP4fifklE., 7R FOY A FOMRRICHET
AQPAEHRE E-MlaZHRE l/CCBAE'E&HH‘%)

+
[20074: HINVDAS B4 1 AL i |

(Dalmau_J, et al. partate Receptor iti ig with
Ovarian Teratoma. Ann Neurol. GI 25-36, 2007}

FEE - REICHERTIRMRE OMAER - BREE - (FLVhA -
DRFXT7 - BEMRER - PRTFLGEEEC DR
- IREFHEDOEHHS

6. MlRRENRZRHT 2ECHEORR

MAQPATABGMERMEETRARSEDORMRE SHRETE
U BREAEDSVVERETFRIRDREBTH S EESNZHT LI
AFBE00 I _EITE &K 35T AQPA FLIARS MBI D BR PR 5 A
=Ry (B7),

‘ AQP4-Ab GG D4EE (imis-&REA:2006-2009)

BRI (BiE/ kM%) 583%| (47/502, %1% 91.4%)

R 42.9+15.9 (Fi944)

FMBERE 1.4+1.1

EDSS X317 5.6:2.6

MIEEBLL (%) E#%:49.0, FH1:46.4, KK:8.6, RHE:9.2

MRI Long spinal cord lesion (LCL):72.7%,
K:51.1%, [i5$:29.0%, RHHE : 41.7

g;&ﬁﬁﬁi (% 115/401 (28.6%) (65/401 :16.2%)
BCRERR SjS synd. 42/212 (19.8%), Thyroid 29/212 (13.6%)
BEHk SS-A/SS-B 90/260 (34.6%), ANA136/249(54.6%)
OCB(H/MBP®) (%) 12.0/57.5

7. L AQPA TR R DL
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FIMOGHEIFNER LUCBAORHREOEERECTELE

TERHSNBOTED MAQPA AL AIFFICIRE ST d 2D
Z W\ FEBRANDRERE TR RICRIFE SN DD BEHED
%\ (H8) . IR = TIEFTMOG FTABI &R 2B IS T EHeEIC
BENICREDHZES 52— B CIEHIN L UIREMZELT
BESINTNEBS,

| AMOGHGBIEADEE |

B:%x 1:1

EIRAEFR  37(1-74)

R RoiEds, HRE%., R, Kigid (RH-RHT)
MRI % K- 25, Bige. ¥ 8 (EH~Ef) . B
fi% HRE % (60%)

AR REREICRIG R, BRBL

(Takai Y, et al. Brain 2020:143;1431-1446)

MOGH KB ERH D £ #ZEMRIFT R

8. HfLMOG kB 5 DK

FINMDA ZARMRM A (& IR, TV A RREESEE), FiRIE
BiS. BAREREREEU. EVWEICEZL NESEEOSH
ERDBIENHAENTWS (RB),

FINMDA Z AN 2 Tl MR IEBIC T S AL, HRER
DFEBIc—ENREREZB>TVDEEZISNIEETHD. M5
KR PTAE A IS AN HIRER OB EICEN D EH
S5 NIADBREAZAABERICEEREECRMTSHIET
NMDA Z RGBT RN ICHEINZ &2 RL. BRAELER
IEDHNEE PR BEROERICES L TWS A A& £5
HIICEERR LTS, E5IC YU RDNENICBHRRIgGE FHHR S
UEBITEENZ UIciE R, AR T2 BRMEEIMET L
TWSZEZFFALIZ®(B9),

NMDARIi# B ECSF IgGHhig 5 Y I A TOTHRIF |

TTRRRAT
1) Spontaneous locomotor activity
| 2) Open-field test
\.\// 3) Novel object recognition (NOR) test
4) Morris water maze test
IgERBER I TUBEAIC

28 AMEHR S

Results of the escape latency ~ Time spent in the testing -zone

ZHBAMEET
ZER

(LiY, Tanaka K. AAN Meeting 2014, Philadelphia, TJEM 2015)

9. fiNMDA R B HHAIC L B ZERBABENDTE

EUROIMMUN t=7#—Lif—k

| BRWTHRE SN BALRECHE

2007 FDHFNMDA Z AR A DR &7 2 1IC, BS R RIEM %
ICBEEY D e BCHANERVWTRES N TWVWS (B10),
INSHSHRAZE TR I 2IERBE TEBL, ZRZ2Nnd
FHERZ THRDENH S,

| HERBMRRICHITZCNS VF T ABEET A |

. REE(TLISUE) TR EEICEET Sk
1) NMDAR (N-methyl-D-aspartate receptor)
2) AMPAR( ino-3-hydroxy-5-methy-4-i le propionic acid receptor)
3) GluK2R (Kkainite 2 receptor)

2. BAHRFENY D LFvHIL (VGKCH S ) BEH K

1) LGII (Leucine-rich glioma inactivated 1)
2) Caspr2 (Contactin-associated protein-like 2)
3) DPPX (Dipeptidyl-peptidase-like protein-6)
3. MEIES T RBEERE
1) GABAgR (gamma-aminobutyric acid type B receptor)
2) GABA 4R (gamma-aminobutyric acid type A receptor)
3) GAD 65 (glutamic acid decarboxylase)
4) GlyR (glycine receptor)

4. REMBASMR S LAV BREERE
1) mGIuR5R (metabotropic glutamate receptor 5)

K10. BECRZEEMAICH TS CNS >+ 7 AEEB ST

I FIINMDAR BRI A F, Z DM D F 7 XS ER BRI
BHAIEIFRRD R U EE I3 (B11),

MFTEIC L 2 BT R R DR
(FRAREERRE - FBHERIE TN TITHS)

1. INMDARRN#% (RAENEERIXDT0%ZEEH D)
- BE - T

- RMERE (RE - BETD - K. FUhA,
EHEE, SRNETHL)
- REEER (O - FORBHSRAFROT,
AE b7, FRFE)
- BRAHE

2. Z0ftd v+ 7 AEEZEERIEREEG
- 0RO REEH B L
- EEER LA
- RAREE, BAER. TUhADESE
R RB TRIE
- AREIRAVH, BHE - IE - MIREDO&HSEH S

11, AEIC LB EC REMERR DR
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FLGNHUERIE FINMDA R BAFURICR W TRIESARE D &L D

FRERRURFIE U ORI A & £ U, FBDS (Faciobrachial
dystonic seizures) B 5179 27 — AN LW, /o FiNMDAZ
BRI K & FRIRD, Z<DEFITMRI (AIBEEAA) BROEE%E
B (H12) . —7. FLCASPR2 HL A 14EFI Tld. FBDS IR 5
N Za—AIA T (FECRUOHIFEFIRRLZE) v BEE
HarHed 2 (R13),

| #iLGI HifsmBiE S6PIDMAIES |

HVGKCHAHREDI%E LD D,

*63/76 (95.4%) S0 Ffixd 2 R

-DRFBRERZEETDHECREMERRTIE
FINMDARFUAIZRUCHRESEREA L

Bkl B 37 (65%)

E2 60 (30-80)

SAEAER BRI (~44 A) . FBDSETT (30-70%)

DR Fe i e 8 57 (100%) (FESERER 57, {TRIRN 51,
IHH/O—XR 18, [ VhA 42)
{ENal4E (65%)

MRI (RIEESEPI ) 43 (75%)

R RN 26 (46%)

BBRE 19 (33%) (EEHEM 13, BiZBRiEmM 8)

[EHDFFE 6 (11%)——/INERIFHAE, RORRAE

RBERENDRIE AR 12 (21%), BBESHY 35 (61%),
R 3(5%)
B 6(11%)

(Lai M. et al:Lancet Neurol 2010;9:776-85)

E12. FiLGITHRRS 4 OERARE R #8

| $iLGI1/CASPR2{FEEMADHR |

1. 50~80R%. BT,
2. $EE Dfocal seizure . BIFEETANA CHILSERK. /S=v D)
—AED $IRZ LK., ERETHE

FILGIHUARS A :
+ faciobrachialdystonic seizure:FBDS DS 1T AN
-4 A~15Fp o < Y #fT
- RAEEIEEA B b, ARRLRPMEET S
B MUY LIESH DN D
EmaftidEh

BLCASPR2#LIAIS A -

* FBDSIE#A 50 7Ly

FZa—AEF L=THAHD
[EZE6F (MRARAE - ATSZARAES20%)

13. #iLGI1 /CASPR2 {ARBSE R X D

EUROIMMUN t=7#—Lf—k

FILGIN FUiAZIE DB C R B BN 2 &, FRAIAE & DRI A R EER

FIHH2OTEENDLETHD  (R14) ., ZDMDEC AR E
A DEHICOWTIERIBESROI L,

|  RAECERILERCECREEME |

B 25k (NMDAR/LGI1/CASPR2/GABAGR)B& 12904
(#3524 DLERE-1999~2019)
!
455k LA £ TR DS MEZE (NINCDS-ADRDA 2011)%
=967

1.%9&&!&1&'?(‘ B¥ BRI/
k)

L 2FER
O EERCHEARATES

A EMRAMRET X N TETHBDS
(NINCDS-ADRDA 2011)

=GABABR
CASPR2

(Neurol. Neuroimmunol. Neuroinflam. 2021)

14, BAEEERHLRE GBS RE R

| #AMPAR/GABAGR/GABA,R/GlyR s BER A DRE |

. PEE, POBECSD
. R - BRECDBRROEREET D
. GABAZR/GABA,R : R EMK
. AMPAR/GABAZR/GABA,R : EXEH%E &6
. GABA,R : FEffMRIT KH - RETSEMRE
. GlyR : Stiff-person syndrome (SPS)
progressive encephalomyelitis with rigidity and
myoclonus (PERM)

oL ON =

7. IgLON5: REM/NREMEERR{TEIR ¥
TR LIRS ORR TR B ORES
8. DPPX: EIOTH, S4/0—XR

E15. #1AMPAR/GABA;R/GABAR/GlyR Hi{ARH:E RN 2 D8
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| BEHifFORE

HIEANRZENE T 2ECHAOREEICIE BB TONRE
BRI 3 REEREE MRZEQ/NAICL TR L
FEMRELTRWS T T RS> 70Oy MNEPELISATE, RETEEE.
HRElCMBEE RSB TREICAWS Cell Based Assay (CBA)
EREDH B (K16) . RRTIE L DECHAFRE IFRERING
THHOAES—EBOREREPIHFEE RSN TW2,

| RECAVShZESHGOREE |

1. B
BRELEWRAROBEELHR:

1) MR RRRE
REHEBEE — BRNTOLROBE
T RALTOYN/ELISA/ R
— RREEA/MFHFICLTKERISENT =80
IHMEERT BELNHD

2) MR E R A
KEHRRE — HRNTORROBE
BAR—RTvtEA — HRZ=RTHEDTTMAEIRESES

X16. REICAWVWSNZBCHADORLE

MlEERENRZENE T 2ECSTEOREEICE RO =RTT
BiEEHEREICHKIRS T TREYT 5 CBAEN B TH5,CBA
EITIFEMRZERT % Live CBAR & TTRERIRI B ififdz
EE U TERT 3 5% (Fixed CBA) 1'%, 8 HE S DI Tl
FINMDARHLAD Live CBAJEEMERD Fixed CBAEZ LB L
el —BRNBVMERNE SIS,

S5 BB A TOVREBEZRE TS Tissue Based Assay

(TBA) I&. BB A Ic B E DR Y IEZ RIGS T THUED R
I)—Z2 7% T3 AETC IRENRENMER I TH S, TBAE
& RENICTRABECTIAZIRZ D IENFIRETH DD R
G —VICLBENTIRDEE IFBH TIEE,
AL/ 7Oy NEFAYTLYVEICEESNITR (BR/IWH) %
EALTRET 2, FROIEBNES T REO®RELYY— (]
BaTldhAatE — TA-T)LH) TN TH D KK
B EBEEZ —EICRETENERNLEN BEECHREED
ERNSERNRETHD P HEROBIRICIE. BRRERZ R IC
BRETU. AR TCHNIZER D F EZBAELETERT LN
HEIn2,

EUROIMMUN t=7#—Lf—,

| iisREOFAN

BN EET SRR AE MR R . RAE. B MRS, TAD
hCEBR T, £ RGEMECETIER LERERE OMIRE
MR BICFELL T DRGRN R Z R T &N H D, RFlC—EBDEIR
DHMFIRICHZHBEDNH DD A SHDDFE RN K DIEEZE R
IIGRICIITAERELERICERTH S (’17),

i IRAEBES
(B2 B5high (NMOSD, MOGAD)
risk##)

| BB R Dg R |

TADA/BRIREE

CNS Lupus/Sjs etc.
ADEM
(€253 3 )

- REREOERL

®17. fisREOERYE

| BEHEICEDKEDEE S

AR E B IR DR ENB ST DOIR I, 2. BE
FHRERBOZ7AO— RERFZEZL L TERATHS,
RIS U T D3D0KHzHE Y 2HCHAEDRE IFRARNESRD

SSICETEEZSNS,

1. ZHBITIE<RE SN B HUETH D HLidTE L RAREFIIC—
DESEDH B

2. BDBRUDBERIOERBRLSFETRCAAIERESN TUE
A EL

3. FUABRE - FUAE A IHIERE CHIRIEROREIZIENS

FloAFERICIKERRNICE AR ESTREEA international I
T INDIENEELL,
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I BbbIc

BOMAD ZNERZTE 2P IRHRAEEREANDTHI.
EFEREICHEARLTWS,

HIEATTRICH S 2D L E BIEEENE I ER L A0, HiEB
NMREZB T 5 RERE HIENICT 2T BN ESIE M IRER
BON—N—TH2EE-ER-TEORIC—EDEENHD.,
FYo/HUIERE DE R T VT ATV 7Oy h B LU AR
B/ —V TSNS,
—AOEFREVERHRRETEE MRECERET 2R
R EZIERNET 25 AQP4A/NMDARFIE R E & B DFLEEN
HO FUEREBEETHRIERORENRFTED TR EESR
RIFT DR MIEREICRIBI T TRET % Cell Based Assay
SETRIENTIEETH D, O RB IR A ORI BEHUICED
RERFREBRGZEDEGHRT 2HENH D,

19 5

HEMRELBSCICEEFRRAE SREWLE W2 EEERD
ZLDFEEFITRENLET,

HERRFRE (inng)

RRXZENARFAETILEMRAESE  JINEF
[EE =]

FIEB
SRERKRZHEAR  BE ot
XA ETF

WH &E
SRERKREHEEZMER I BF
BT

DRERKSAIES N (083
MHRZEZERMEREEER B =
R R

=B =X

MILRARERRER B F

EUROIMMUN t=7#—Lf—,

| ERNSOIXV M

IREREAED EF R RAEANE S
R BEXK s

SEOHFEECHREEICE BECREENEXICEET ST
FARICBEL. INETOEL AEOBREREICH T LRE K
KNG ECHAGERE ORAINBHM AAREIROEREH

ESOY/=

AEHICBECHEOXE RN BCREEN X DHK R EZ0%
DREICDBN>TVWRT SR OECREENADZRTEIAS
ICBRU. BEREAEDERAEINET CENFRINET S0
DHFETHSNICAHZ. SEOERIRICRIITVELVLWER
WEJ,

 col

534 BAHREERFRCOIRT

FRAKEL HP BT

FiE TR K ZIET ILEMF R B - FE B B
RBERIEMAFLHAME(CIE R P B - FHEHR

TEEREICEEL. R RECOIBRICHLEEREELT,
® #WERFERT 7 — VKK, KEAZEE

O RPHNE BARRE

FNBERE  — AR EE AR BT IR
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