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iEL &I

fERE R ARRSE R, (paraneoplastic neurologi-
cal syndromes : PNS) &, FEHEOREBERIFIZX
D BT A MBEEBEOBIRTH 5. 1980 E4L
POBEICESL T, BEICHERYT DA 2
REHSRPUR 2 A9 & L 2 DufiiEdifk (onconeural

antibodies) 8 R E S, JEE & MR % E

BRI & 3 AT 5 2 DRIZERF |2PNS % 5
FEBEY B A REtESSE U 5T 5. PNSIZBT
L PIAREYURIE, BREREOFEEZRR T 55
OTEHEZRBHRTH L. —75 T, PNSIH OMi#E
TEIRZ H T 5205 BEFEOPAREIEZ %k w

bbb WA FB RN T R AR
ENEESE

EFIDFET S EH 5, PRI ERRE O AR
2LoTBM7T 7u—FEdrZbidTER
W, 7z, PNSTIEHEERESHFLET B 72012,
HWRRFERIZE L CEETHLICOEDLLT, B
B EERIIBD TREWZ &AL L, BITT S
BERPEERROE—DREIPVIZREZ &
WE . Eo T, EEARE, MENEE b,
—MEAREASE D X 5 IR IR % 72, PNS
ZEEV, LX) MR E RIS, B
EZWL TV », ZOBKHHT Fu—F %M
HZEIBOTCEETHS. KfFTIE, #0FK
MZWT 7 70 —FI12D2WT, &L, I—1av
23124 (EFNS) & Paraneoplastic Neurologi-
cal Syndrome Euronetwork (PNS Euronet-
work) O & [Etask forcell & U F7-ZR/-FE S N7z
ZWiA A ¥4 > (BUF, EFNS-PNS Euronet-
workB A4 K54 )% b &I T 52,
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®1. HEWMEESEWHEEIRE (classical
syndrome) & JESREUE) G B 5 14 MR IR AE IR B
(non-classical syndrome)

Encephalomyelitis
Limbic encephalitis (PLE)

Brainstem encephalitis

Subacute cerebellar degeneration (PCD)
Opsoclonus-myoclonus

Optic neuritis

Cancer associated retinopathy
Melanoma associated retinopathy

Stiff person syndrome

Necrotising myelopathy

Motor neuron diseases

Subacute sensory neuronopathy (SSN
Acute sensorimotor neuropathy
Guillain-Barré syndrome
Brachial neuritis
Subacute/chronic sensorimotor neuropathies

Neuropathy and paraproteinaemia
Neuropathy with vasculitis
Autonomic neuropathies

Chronic gastrointestinal pseudo-obstruction
(CGPO)

Acute pandysautonomia

Myasthenia gravis
Lambert-Eaton myasthenic syndrome (LEMS)

Peripheral nerve hyperexcitability (Acquired
neuromyotonia)

Dermatomyositis (DM)

Acute necrotising myopathy

1.

(X1 &0)
A=F(F, BANEEEMERIEREE (classical para-
neoplastic neurological syndromes)_

HIERERD SORZM7 7O —F - i
MW EEEEHZESRE (classical
paraneoplastic neurological syn-
dromes) DIEFE &FREE

PNSIZ i # BB 72 MRRE R ASH b (classical

BANRESHR $97% $85 - FR2058 A10H
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K2 FEEEHEEREORESI

PLE Hippocampus, amygdala
PCD Purkinje cells

SSN Dorsal root ganglia
CGPO Myenteric plexus

(Grik 1 28 %)
BEEElF, R 1ICEC

syndrome), classical syndromelZ:&:# L 72354,
PARIMAOFEICED ST LD, BOHERT
JEEOEH LD LEF DD (K1), Thth
MDclassical syndromelZ X ¥, HIER L3 WHipp
BN D 5. 72, ENENOHAREIERD
MBSy -zl y, &3 58S RE A
BMEHETELHEEDID S, ’£o T, classical
syndrome DMAEIEMRE, PriiEdik, 663 5 E
BDRMAE RS Z L IZPNSOBBIZ 134D
TEETH L. LIT, 1LFM % classical syndrome
AR

1) FEEEMHLERKA (Paraneoplastic lim-
bic encephalits : PLE)

2D LEHAKICHET 5 ITWRA, H
R REREE, BMER, O, FEEEc 2
BRI ERICEESNZHACTHD (£2). W
REAERIE, BEEOZELS, FH3 255 H
AT LU CTHEIT 5 2 L% W2, 58565 2 BiEE
& LT, small cell lung cancer (SCLC)
(40%), germ cell tumors of the testis (20%), -
breast cancer (8% ), Hodgkin's lymphoma, thy-
moma, immature teratomaz$d %%, BUESHREEN
#aF (MRI, SPECT, PET) CTHBRITHREDS
BATHhBEZLZIHTE S ZLH B, 45%
DB T, FERE CHEIEERO TATA
W& 3D 5. B ClX 60% DIER]THmERM
B, U ITra—F Ny R EORERY
% 589 52, PuriiEPIARIZ M & #81 T 60%
DEFITREENTVS. F T, HHudE,
HiMa2 ik, PiCV2/CRMP5 HifK, Piamphiphy-
SinBURDSG T & 7 B & & A% v BRICHTHuE



= H 9 HPLERESNZ, s2#5% LS OFEERIZ b

BENIRH B A5 <, 40 w2l L THHupifk %

A BEBNIEISCLCOSEHT 5 Z & BB, —
77, BiMa2 ¥tk % B3 R 40 BUL T OB %
BIHZ% <, testicular cancer% fF58 L, WFIZEMB
SRIEZTTIE R, BURTHE, HUR, EEE M
BICDIREDIRDB Z L% 5. $L1CVZ/CRMP5S
PutkREER 1L, thymomaRRSCLCZ &P A2 &
A3\, i, Voltage gated potassium channel
(VGKC) x93 29k (BLVGKCHLEK) i3 thy-
moma% Pr% L7-PLECTH & % 5 —F, lEH &
BIfR 7 < B CSRE R % ST H 2 &
bH Y, PNSZZTTHIEE & 2PETIEWI &
ICHEBLEET S, BHNOPMEIEE - Lw
40 LA E DFEBI T, breast cancer, non-SCLC
tumors, thymoma#Z &PFT 5 LB% e EN
52, P EOBRRGER, Lk o@EIIn C
T, EHREBZITV, GHTIBEEORRICE
W5, BBRLZX ), WMREIREEEROEE
P A RNIBO TN ENZ 3% W=, CT, PET
BERBY)BELRRBLTCI LD TRREEINSLH]
LV, BEEORMERIE, BEICIEGT
BEZT TR L, MWEERORBIEICZRT
BHEIBDTERTH B2,

2) EESMEESM/MNEMEE (paraneoplas-
tic subacute cerebellar degeneration : PCD)

HREIMERE 2T 5HRETH L (ER2).
PN BATERRATHRE D, BEIPSBAIRD
B CTHRIR % £ O M D MBI, AREreil
WCHERT S, KR, BRSO H T/MEEH
VHEITTHEEDD L. Tz, MEHEEEHE
f& %9~ %5 Lambert-Eaton myasthenic syndrome
(LEMS) $FRBID X 512, /MRS S IREDT
EBETLZEIF/mTIELR. EHTHEEER
& L Tl%, ovarian cancer, breast cancer,
SCLC, Hodgkin's disease?¥26\». FEEBMRITi
PN IER, B C/NREREZ R T I &5 5.
BEMRAT CTLIA 60% DRE B T JhE 2L (SE5E
MR E e Y T a—F Ny P %2R
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32, PIMREPLAR L L CliE, PiYoPifk (CRISERS
61 7%, ZMENL, ovarian cancer, breast cancer °
HFHEHL ), HHuffk (BZE% L, SCLCEHE
V%L, BERR G SMOMRERITIHEN KA
Z & bdH D), PuCV2/CRMPS Hifk (CEHERT 62
%, BUHEA, SCLCEHIZ ), HTriif
(Hodgkin's diseaselZ %), PLP/Q type voltage
gated calcium channel (VGCC) #ifk (LEMS
EPEBIAZ ), BLRIBLA (opsoclonus-myoclonus
syndrome&B:FIASZ v, breast cancer, lung
cancer& P A% ), & O @ itk Fiam-
phiphysin, #iMa2, $iZic4, PimGluR1 Hifk) 5%
BEE %225, LirL, PLrdiEs
BEFNEE0% 12 &FHLwH5#HED DD, BEM
DPAEIESBEETHE2 15 E - T, PCD
BT H I LIITERWY, BRIER, brakE
VRO MBERERICE oW, EREEOTFES
WERTBENEERS. :

3) FEEEMESMEREME = 1 — 0O E (para-
neoplastic subacute sensory neuronopathy :
SSN)

HEMEICHEITT 5 RERE, FICEBEERE
EVEN LR TH S, WO LT, A
2%, FENFRID L IXZRMICHET 5. WE
DFEFRIIBRAREE TH 5720 (F2), HWiEB
I UHBROBERFE ERE T 55, BRERE
e EE 5T, EEHME BEMEICEEDIR
BLZ LB, 0T LEMERE LTI,
SCLC(70~80%), breast cancer, ovarian can-
cer, -sarcoma, Hodgikin’s disease® 2% < , Hifii
Pufk & LT, HiHuifE, $CV2/CRMP5
YRDSHIE L 25 2 0% 52,

4) % Do BB R EE S IR ERRE

LEEofiziZ, LEMS@iP/QEIVGCCHifk &
MG EATEE LML T5), RBEHEAN
Uk hu—7%, Ty b ekl MBI A A
DFFTHET 2458 & 3 5), BE#ESE, Opsoclonus-
myoclonus syndrome, Chronic gastrointestic-
nal pseudo-obstruction#?classical PNS & 5348 &

BANRSSMRE H975 $8%5 - 2058 B10H
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nTws (F1).

K3, HiHERFOEE

iR

Anti-Hu (ANNAT)

EBIREERE

Encephalomyelitis
SSN

CGPO

PCD

PLE

EBDRRE - B

SCLC

Anti-Yo (PCAT)

PCD

Ovary, Breast

Anti-CV2 (CRMPB)

Encephalomyelitis
Chorea
SSN

Sensorimotor neuropathy

CGPO
PCD
PLE

SCLC
Thymoma

Anti-Ri (ANNA2)

Brainstem encephalitis

Breast, SCLC

Anti-Ma2 (Ta)

PLE

Diencephalic encephalitis’

Brainstem encephalitis
PCD

Testiculr
Lung

Anti-amphiphysin

Stiff person syndrome
Vari d

Breast, SCLC

Anti-Tr (PCA-TI)

PCD

Hodgkin' s disease

ANNA3

Various syndrome

SCLC

PCA2 Various syndrome SCLC

Anti-Zic4 PCD SCLC

Anti-mGIuR1 PCD Hodgkin' s disease
(X1 =)

BEEEE, &£ 11CAU

PRI MAR ICRE S TV Bl

Bk, HtMa2 Pufk, Plamphiphysindifhk |2 well

NTH5.

2. Mg L S ORMT 7O—F

EFNS-PNS EuronetworkiZf 7’1 ¥5 4 T
X, 4% TlCRE S NZHBoyiHRIED 5
b, RO TR 2 PiMEPATH 5 [HiHu
YLk, PuYobi &k, PLCVZ/CRMPS Hi 4, #iRi

HANHMZRMR $£975 $£85 - FR20FE8 A108
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characterised onconeural antibodies & 338 L 72
(38 3). MR FERFE B S CARPUEDSG T L 2 5
e, BEORBEZRDOEL LD, BEF EH
LT\ B AR T £, definite PNS& L
TEWTtE s (K). Ihsobdkix (1) &
FORBHBALFERNTIERICB T B HME 3y —
Ly ar¥Jg v FEBHIZ L Simmunoblotting
LomMBECTHREERAHETESZ L, (2) EE
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Classical

Non-classical

Tumor Tumor Tumor Tumor
present absent absent present
Onconeural Onconeural Onconeural - Onconeural
antibodies antibodies antibodies antibodies
absent or present  absent present absent
l /\ |
) . Improvement
Well Partially
High risk characterised characterised after Cang(rar therapy
for cancer gr;?[%g%?;il %rrﬁ%n%tijral onconeural antibodies
oaies present
| | [
Possible Possible Possible
PNS PNS PNS

. EEEEHREIRBORKIO—Fvr—h
EFNS & Paraneoplastic Neurological Syndrome Euronetwork &8 task force IC K52

Akl ok

PNS ; paraneoplastic neurological syndrome

(XB1 & D)

WCBE L -2 BOEFFREDVH L L, (3) #il
PRI B U 7= B0 2 MR IR DT L K B S L
TWwabZE, (4) B%HHEEH CTHMAOFEE
BrInTwsb Ik, (6) BEEORVERTOD
Bl SN TWE I E 2 LBHICERSINT
Wb, —F, TORERGHZE %A%, PNSIZE
HELTWEZEPHESN TS [JTriuF,
PLANNAS Fifk, PLPCA2 Hifk, PiZicd ik, it
mGluR1$%4 % partially characterised onconeu-
ral antibodies & 508 % L, 215 OPARB AT
] & D DOMFFERS BB L7856, BEHEOFE
2572 { & Hpossible PNSE#ZWc&sE L7z
(B4).

PrrEbudix, B3R LR AT PNS A R 4
DB D TEERH WA & 7 5 & 1S,
PRk oOBEOREIZL Y, EEDORIE,

(67)

MM EHRETE LI DY, BEHEOEFA
7 —Z Y TREICBO CTHERZIF#HZS 2 5.
—7 T, BEAOPUREDLAS R T D 5 REBIEE
DOHEEDHICEHICE LENH 5.

3. GHtTIEEERRT D HODBHT
ZJO0—F

P BB M R B B O R (3R 1) IS8
L72BE, E8BORZ ) —= v 7REIZXD,
JEER RO HLEND L. HBT 5 HEE
R PRPUED /8y — Vi, BEORBE, M
AR &, EELERES 5.

EHOEFERFICHL T, BEBIEEZEDOL
£ HCTHE, FIELENESE THHELLEN
HEE REXE NUEFIF IR ER, B

BARRESHE 5975 $£8%5 - FR20£8 A10H



1828

F4. HHEREEZEEEVERNHBESIR (classical syndrome) T, EBREOHFAEZRIE
TRIAF ,

Limbic encephalitis (PLE) REEEDHRENZ UL VGKC HiiREIEES]
Subacute cerebellar degeneration (PCD) 1 VGCC itk iz 14%65)

LEMS &6l
Opsoclonus-myoclonus syndome 5 B RS

40 B EDRER

REBEDMRENZ UULES
Sensory neuronopathy (SSN) 40 AL CEYERED S B AEH!
Lambert-Eaton myasthenic syndrome (LEMS) | 40 U L TEMERED S DIES|
Dermatomyositis 40 B EDFES|

LEMS ; Lambert-Eaton myasthenic syndrome
VGKC ; voltage gated potassium channel
VGCC ; voltage gated calcium channel

RIEIR, Ptk /8 8 — VB LT .
%1 213, SCLC % B4 5 FiEi % (SSN, PCD,
LEMS% &) R, yitiEPifa (FitHubifk, HiCva/
CRMP5 $ifE, HLRiPUMA, Hlamphiphysindifd) %
BtEDOYE, SCLCEBEDOTREM: 2% 2, W #
BECTHZEZ & %475, LA L, PNSIZ#ER 7 &
BEREORE, ST IEERINENT LR
% <, 50~60% DIEFITIZFE OBEMREST
THEEBEZRRTELRWY, 0L 2EE &%
BE fluoro-2-deoxy-glucose (FDG)-PETHZ A4
A b b57. Fiz, MUDOARTZ Y —= v
FRAECEESEREINTE b, 4EMITHZY,
6 7 A1 EREELE, @RRCAZ ) —=
WEZRVBEIENVPLETHZ2. W, &HD
JEEA 7 ) —= v FTHEOCZ LWEEFFER
SN E, T OTHICBED D 5 EH & Ddou-
ble cancer TH A AR Z B ICHHICE X, VK
LBEE DD 5 EEOMEEED B LEN D 5.
PNSOEED FRIL, EFEORIGEETH 5.
¥#12, PLE, SSN, PCD® & 9 IZfuE#tik (X 7
o4 N, MRS, KESrvrsur
U UERER) ORIRDZ LWPNSTIE, TTREZRFR D
BHCHEEABRL, EEORIBEEELITH
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(TR 1 ZE%)

LHEETH LY. MR, MECR, IR
IwmAFE, N, HALEERL BRI EHEL T,
SRARBYZ W &2 BT ) REPD 5.

4., EEEMEEEOBIAI RS 1>
(EFNS-PNS EuronetworkZ i 1 K
Sq)

EFNS-PNS Euronetwork# [Ftask forcelZ,

3) BB OFIEMED 3 Eh 5, ‘definite’ PNS
L ‘possible’ PNSZiREL 7 (K)V.

1) definite PNS

1)-1  EIEE AR (AR IS SRR 7o PR IR
(classical syndrome) 7% 1, JEE DHFEFEHPNS
FREDP O 5 ELUNICHER SN TV B GE (B
BB IR bRV . 5ERA & WD AR
&, PNSESEEAD & 5 ELARICIA & RTCOIER AT
B ENTVD LT 2BEOWEIT X 50

D2 MEEREFERBGTIEH S (non-
classical syndrome) 2%, JEE AT % IGEAH

TER 2 o S0 E (FRICAT o 2 RER

EORRETIERL, TAEREBRTERVIES).

(68)



1)-3 MEERIZIEHAWY TIEIH S (non-
classical syndrome) %%, PLHREPE % R, PNS
FERED 6 5 AEUNITEE S ST 53546,

1)-4 Well characterised onconeuronal anti-
bodies ; FtHuPif&k, FLYodifE, PLCV2/CRMP5S
Pufk, PLRiPUE, PiMa2 Hifl, Piamphiphysin
Pitk2 3225 BEERZCERTECVS
W& (classical T b non-classical syndrome T3
PEDbRV).

2) possible PNS

2)-1 PNSIZ 31 7 i 72 i IR (classical
drome) Td 5 %%, PridiEHLAIIEYET, JEEAS
EREN TRV DD, BEEOEBHEIEV
(K4 LEMESNDYGE. B ETEEORE
WEET, BEISRR I N4, definite PNS
WCBATT AATEEED D 5. 72, ARERSSEE
25 5 4 IR IES D335 R S AUk 34, possile
PNSIIBEZINS.

2)-2 Partially characterised onconeural anti-
bodies ; PLTrHL &, ILANNAS3 FL 1K, HFLPCA2
PR, PiZicd Pidk, PumGluR1 PifkHSH14C, fE
B DAL & MR T & VI8 (classical T b non-
classical syndrome TH 2 F b)),

2)-3 BEEEEREL L QOIIERRN & REIR
(non-classical syndrome) ¢, Piffifkiifk% 2o
VS, PNSEIED & 2 FEUNIZBIEAHER S L
7=%a.

PDbzd e, Brvae—Fy—F (&)
o T, ZHMAIC ‘definite’ PNS,
PNSL Wz #D 5.

syn-

‘possible’
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BBbHWIC

BEEEMREER IR RERTH LY, JE
BAGET B RmBRT 2 EELRESERE
Wz, AR, RREICEB, WREL, LAY
MEMBEEICES RV EPBEETH L. 5
%, PUEBUARRTESRE ORBEE, FER
Rk R E, MRERIZEORS, BRES)
BT 28 LW RIERIEORSE, &63 5/
SREELRAT L7 O0BMER 2 L, f#ik
LT NE% 55 0nE L OFEIFREN TS,
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