iFLaic

B IEE R E {38, paraneoplastic neurological syn-
drome(PNS) & i3, HESHICHE T 2 MEEED S 5,
BEOEY - L¥EECIutRBHOBE - SaeE |
MRBRAED EOBEEN L, HEAEEFzL VLTS
EEZONTuEbDTHS, PNSIE, £/ a5HELS,
BB/ NXZEEIE paraneoplastic cerebellar degenera-
tion(PCD), EAMBEME= = — 1,35 — subacute sen-
sory neuronopathy(SSN), ## 3 ¥ % paraneoplastic
limbic encephalitis (PLE), Lambert-Eaton g/ aiEme
Lambert-Eaton myasthenic syndrome (LEMS), #7°V
70U —XA-8 % 70— X RfEIEEE paraneoplastic  opso-
clonus-myoclonus syndrome (POM) 72 ¥ O9E8I A8 & < &
SNT0E. e OMEERZ O b DI, KL niEs
TEERE, K - 7E REEBR L ERBTE 230 TR
VA, —iz PNS &M - BAOREY & b, S
CREOMBEEELELRTVEMY®S S, L OEHT
TNTNEBA L BOHENED o n, MHRERELED
EHC ENEERREOMIC R R —E0EE» S 5
Xz, NS OHFREBHEEORRCHRERE L
KEWHMTHRESNE I NSV b, Filkomkd
BPNS OB R TBT 2 & & b, HBICh2EIEES
DEBERD~—Z— L LTHLEHRATHDW,

% DEMEEFEDPNS 24U 3 25, AR TREES

M A7

#BLIE neuroblastoma (NB), EA T i/ NI B small
cell lung cancer (SCLC) 258 H % {, A - JI8SE - Hodg-
kin 5 - MIBRELE . &< RIEER R H s B o 8E
FEIL > THEER MR T 3,

PNS Ti, BT T 2 B RERIEH, HEHE
EEHTHREBREEET L L GO REHREE 2 &
NTW2Y, EENLEERH L0, BAMKEEL Vv
7 LF ¥ A0 voltage gated calcium channel (VGCC) #i
WiZ & 5 LEMS, BEBMKEES Y ¥ A F % X0 voltage
gated potassium chamel{VGKC)#H & 1= & % neur-
omyotonia, Hodgkin # T ® glutamate receptor (GluR)
ik & % PCD, recoverin #ifkiz & % cancer-associat-
ed retinopathy (CAR) D 4. TH %

—7, HEBEOBRRETHERNS, Hiik: Ontimsst
REYURETREL, PCD & Yo, Tr¥HifsosdbFons. =
DDA TIARR RBERPHE ShT VD, £,
I & OBRPEE 2 b DI SCLC & Hu, VGCC Hifk,
ORESE - HURE - FEEC Yohilk, 08 L Ma-2 Hiffns
H5. 20 Hu, Yo, Ma-2 Hifkid PNS iz 272 D 52 M8
W<, false positive 23472\, L L, fBo#HEITIEEE
BELRONBIEDHE. $h, Zhso¥ifiaET
E < TH PNSHEEETE WY,

PNSORBICEL T, BRNOERHE I V—T 55
criteria BB N T %, PNS 0B EM 4 itk sus
LG 1) BRRENRZY avEF Y N EHERIEL, B
BATHBRE Sy — oz oing, 2) BE L wEciE
UTRELEEAIOHRERDH 2, 3) HAORE L 5

PCD Fi&. 278, ORELME, BRAWE, Yo, Tr, Hu, VGCC
FER, Hodgkin 5 Ri, CRMP-5, Ma-2, Zic, mGIuR |
POM Bl 103 HRRaRE, MRENE, RI, Hu, Ma-2, Yo, CRMP-5, VGKC
Fhhvimiers, ShE, FES
PEM  Biliv] jmhass

WRIET 2RMEERER R BT 3, 1) EHOBSE» S
FEORCREND S, 5) BEEORWHITCIZHEKOEE
BEMEDTENLD, LLTw3, 3 5filkoEEr
B <, 1) R MRER &S 5 LIRS
TR eI BB B MR R

Hu, CRMP~5, Amphiphysin, Ma/
Ta ’
PEM ! paraneoplastic encephalomyelitis
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THIEL, 2) BOEEC X ERERSTE - ETEL
%, 3) false positive #8&%) T4 %> Hy, Yo, Ri, Ma-
2, VC 2, amphiphysin #ifk & fE o I EERTH S, D
definite PNS & LT 3%,

B OWTE, BRI 2RE  SREAERE - I
B EEE IS LTV Ok LEMS, newromyotonia,
stiff-person FEMREE, POM 2dFoh s, —#iZ, Yo kil
B PCD < Hu HiRB MR CRERSHENREICT
RLTLES o, RWECRELIZ wE, FHOBEN

2R T 107 %‘Eui HEEEROUESPTFEZN TS,

Kl
2
z

R/ N ZE

Paraneoplastic cerebellar degeneration(PCD)

PCD Tk, Bt (G~ 50) - BANE G oA TE
I :r$snkfé7 B rBEERDNEREET 2BENS
v, HIERC I NMERSFEETH o 12D, B TETS
1 A0, EHRREEE L 00 55, BIR RE AR
BRETED 5 RHIEREFEOEI ML H 5.

PCD &k LTanEH/MEEEERET H I L
M\, OSSR, IR - FE - EORE 8
2% &, O H Yo ik a5 . Rojas-Mar-
cos 5N, BARHE  ABCHEIPNS EZ 5N 92
BIE L, STHI62%) MR PCDTH D, 2DH 5 83%H
Yo HikBETH - /2. Yo iTEE PCD PR ET, D
B 4 PR E C/INERPHE L e REL TR D,

¥ 5, Hodgkin 5, LS, non-Hodgkin V >
NRIER PR Bl RESINTWBY, BETHE Yo HiflidZ
HTOAHEBT 2 LB 5T, EERADEMRE
(E{LBIEDI S ) BBEENT LS,

b s, EEEREYI PNS 28b NIHEHED X 7
Y —= v R FhhRTO Yo FilkBERE, EENE
EIREHIZE b © PLARFRATIRIE & 52 1 72 2700 B T 13 25 Bl
(0.9%), Mayo Clinic T 120,000 8k 0.2%%, EET
iF 1045 BT 0.6% BHE" Th o 72,

I%D@f&C@Ybﬁ%ﬂ%@ﬁ%#ﬁ&éﬂépb
Lh o, SCLCIHES PCDTIRLIFLIE Hubik»nRD
5., Z0BED PCD REEBEMNEEAOTSERT
B30 20% LVGO?%W%&LLM&*AﬁT%ﬁ\
B LEMS OEBERED T VCGCC HAGBET PCD O &

RET 2L 5. BB Ri FUESEMES], Hodgkin 5
L Trfifhs 3 IRRBEHEER S VY 3 VEREER
(mGIUR D wxid 25k 2R 4l FEicfEn CV e,
Ma ik 2D 2FOWE D H 5. WHEOHETEIES
%Om%/;n@@@ BEER - JREEMICIE PCD L 2HR &
noaPlbb s, BEOUHEBOF TR, HERERSEER
Riz GﬁﬁfPE QELFETT 5. HEFHOBEET MEH
B - BEESOEL OSSR &b EELT
FeEERR 1 L SV IRESRESR L, MHOEFER DT, £
DBBRWEEL T 3. BETOLDRBRFERD 5V
BV YA E>TW5 I EWE ], %w@%ﬁfﬁ
BEEH L IR RDONBEEDNSHEETH S Z
é@b,@%Kﬁbf@ﬁ%ﬁﬁ%&uﬁgfw%ﬁ&&
bEZLNTVWS, LaLkse HudifkBEdE PCD 04
PRI TREEENE .

. PNS 0= — R 28 ET L, SEEREICED
HTH D T L%, AES» OEE I/ Purkinje Mgt
HETAHEEPRMLTWREHEZONTHWS, L,
VGCC Fiii® VGKC TR &S], & % v idfRE - Hodg-
kin EIcES Flci3, By 2368 P s
Ptk D RERPWETIEENH D,

FEE&IZ, Purkinje MlEOEiR 2 BEE, Bergman glia 3
AoN0TE - BEBOEBSES SRS, BICEEFM
B, SMNGBROTESRSNB I EbH B, £2BLD
B, ANREEORBES INYEEN IR E O RENRE
EEED 2, FERIICER S N BICIR/MERE AR
BY VEHEEERRO R EORELH B,

| PCD OEREES

Yo Hitk0E#IE, PRIy bOMRTIE R R R
TR Y T, BRI Purkinje MBI OHIZE H3E5E
Btz s i, EBRECIRERENEE, VARV -4,
Golgi Rt FG3 5 (), WMl iEL Ly =R Y
v ay bR 58 kd(52-62 kd) I KIS/ S v F 2D
BRESEORY 2 o—F N gGHETHD, wﬁﬁﬁ%
R oM - BRcBHETRD 51, WETOHE
SAMRE W L, PREENTLEESEL WD L
#2015, 2058 kd OMEHES T, 2 ¥R 77
3 EEf o8 0 3T leucine zipper motif (LZM) &% H
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Hu itk

Yo ik
i Yo RfE &5 Hu g

TRBOTh b EREOZEEDF + 21
DFRE, FUESEEREES LT VA
FELTn S,

i Sommer 523, ¥.5%& & amphiphy-
sin FifE % H ¥ % stiff-person FEMEEED &
HIFE G %, HoHUD I 1) vigd
EA TR CD 4T #ka ik h4Ears
BEELI v Ve ETA LT, Sy
M stiff-person FEEREL ORFEE » FE
TEREMEL TS,

L L3 e, ISHEHIIERN - (i
BPITEE T 5 Yo, Huiisiz o713,
FELEZO THROBR THA R AET
Tithd 5 W HEEA 2B BA T 252
B - GEENSREDSR A & 1l dS, BIASES
MOTE I FRFEICBRET 2R EE-> T
YIEEETVRER S AR Y, Zhs 0

40

THERT, TOMERCBI 2BEBEER S5 Tk
W, LZM & A0 LIM S E2E T 280 L 854
T2BMEERT2EENDD, c-mye, c-fos, c—jum i
£ D proto-oncogene fES& L TDNA DEE T SE LT
T AR E Z 5T 5, Yo RO mRNA XM
MICHLSHEREL T Y, BFEOEAL LT, M
ROSBEMNICHEERT 5. PCDTHRHEEN 3 Yo bk
B, ZOLZIM &5 EBICERT Y,

Yo fitka & o7z PNS BIEDIL, [BE & B BbREs
%%EK%%LLW%ﬁﬁ%E$%#6ﬁ&énéikﬁ
5, FEVEEMREROHRCEE T LELoNTE
7z, LEMS T3, BEMFE G 2B sdrr0
LEMS OiREE 7V 03 ER & h, VGCC-1gG #i k23,
LEMS BE DMEHEAHEEvEEMNST 2 2 £ 85
ENTWEY ZDiE» HodgkinfEIcfES PCDcE s R
Te BB NV Y 2 CBREE (mGIuR D EETIE—8
DRI N, recoverin FifA Tl retinopathy 255
BINdIePHEINTWE, VGKCHIEE M O PLE
TbH, MEBRERER & D HRERSHEL TvwE, A
5 DB, RN RS T 2 TR R o S5z
—ENLESRERES TwB EHEL6NEN, Ihe Ol

BT 2 EOBREZEDER, invivo D
SRR CINMMRBART TR S - MR B Sk
EEIEDZIENTELIREOBRNEERES. Ll
ZBRLFEFESR Yo RUEARFEHRT 5~ 7 X QMM 25
ELUT, ¥R Yo Hilk &4 BEIE 1gG, BX U Yo
BEETREL TRERELSELER~ Y R ME gC %
WIL T, MM ERIER L 2w L 2 FELTE D,
CNSHBARECE T 29EE2E T2 PNSIk 0T
B, DS TOEBBEZEC RV EEL B RBYD,
~7, % < O PNS T, FHHIC 3 BEERERS L U
EBENCHEGEE THERO -2 —T5h 3 CDSBH
CDUIBRREET Vo ssksBBL T Y, Sl
ZERBODHE, MkEEME T MBI cytotoxic T lympho-
cyte(CTL) 2N 9 2 BBEEOTREM Y EL s p HE
PNS BEOESGS L UBEHEEBRICBEL v TH
FEZ A T cell receptor (TCR)D Vo3 + 7 B8 L T %
L, WINOEBTYEEOTRE2FHL T T Mlasrss
BLTWREEZ oNLERENE SN, CTL 2EEER
WSS 55, MERRERS~10E07 X Br5k
L7 F OB TEEEBBESYUR major histocompati-
bility complex (MHC)class I 4FioiES L THEEE
2R3N, CD8BME T#iEo TCR T MHC class 1 4F

CLINICAL NEUROSCIENCE vol. 23 no. 12 (2005-12)

- 468 -



yr b nHEATF P@EEsnT T SR E R
%,z@%émhﬁlﬁ%aﬁébﬁé&f%Fﬁﬁ~ﬁ
@ﬂ%@ﬁéo,Zﬁﬁ,&&%E@75/@ﬂ~ﬁ?%
BT EMBRETHS. 2ok, Yo EBEPCD 550
ﬁHuﬁ%%ﬁPN&ﬂi@lﬁE%&&%D%ﬁiﬂ
seppr 2, AFFOTEO HLA 2T, Yo BEEDR
L A EAHLA class [ @ A24 258 TH Y, HulBHH
4 B 7 superfamily wHEOTF -7 EERELTRD T
reEWLY, 22T, HLAAU ZHEETHRTFFE
57 % YoEEAOT I /BEFI»6HELEL, 2O
~FF R ARRESELECOMEREN LT, BEOR
oo CD8BMHET fEsaEr CTLEEPZED OIS
T L RSELTET. 20K KETH HLAA2.1BED
3 HLA A 2.1 RENTF kM Ed 5 CTL
WEE S L FERAECHEEE TS, Bl Hu FEREEIC
SnTid, Y HLA 507 F FEF—7 OFHEPR
geholloth, EFESRY LTSy r HuEH 2R
se-ECOMEEHWT, B8FY VRO CD 8BS
FERCTLE®RZET S L 2L MIILT. % Dk Hu
FikBMEET S HLA O supertype 23358 TH 5 2 & 2
LpizL, Yo bEEOFETHUEAREENIRTT
REE L L CTL SHASEE T & e, & 70, RyESmiEA
K dERg L+ 5 ex vivo D CTL®F VSR T 52 e
=&7. BlEXD Yo, HuBHEORER, EEEBAT
EEEEO R W IES R L o EETEE L
THERS SRS L, Bbank CD8 BN T Al
CEBCET L CHBNRERE T o WREME s EL, —
KT CD 4B T MIa0EE 2 A LT B b RE
SNPUESEET B AAEENEZ SN, L LRV S,
TnesOTF FEBEREIGT 5 CDIBHCTL 2A
WT D in vivo DEBREFAERICIRERE > TR,

B B E i K% Autoimmune cerebellitis

AR - B R <, A /NpAT R &£ U B /NRRE,
post-, para-infectious cerebellitis & UT/NETH X < Hl
BRTWS, BATHOERENCHEESATEY, BRER
BrETMERETEL B EEZ BN, AT O FREK
LSRR 59, EB v 4 v ARG E U B ¥ O

£ BHS, % IR Y 4 VADEETERY, PCD
Y OEFAEEL R AHND BH, RENNEDE <,
FEEOBMEMIEES S E b, MRIT/ORO ERERS
intensitiy DBE 2T 3, AT uA FZOMOBEIZR
Ak, a EDATRBINTHRER C LB,

BULE, Fs st B 5 ANRFERE IS DV TR L 7.
BEI0 H PRI LI £ 2 CBEEETD b EEEEY
2 on5HEE BERESORELWTLT HENR
BEAAERS D OPEREROTPRIZE > TEREHER
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KISDER A BT E RS

EINESV Y

BB (R BE paraneoplastic neurological syn-
drome(PNS) X, BOAEHOEFC IV E LB EE2 5
N3 HBEOMBEET, UBEIWER LD L > C—ED
HERMEGET 2 B0, —RiC, ERERIIES
HEETLEEOMRBEELEC 2EANS2 00, i
BRERATE S PNS WRENZ bDORE L, &7, B
HRICHETL THBERE2ET 25885 00, 702
BrdBtL v, Lo L—Eoflici, B aEEm e
ICRET A RENL BEHENEEL, FiEOEE & Mg
ERS L VEBRFEEOMICE, ©20vaRs L —EDE
M43% 5708, FUEDBEL PNS O2Hic A% { E5%
L, BEORBERO—A— L LT ERTHS,

], BCED SNV — 723 PNS ORHTEESEELTL
%Y {51 PNS #® definite & possible I2431, PNS %
By L a3 limbic encephalitis, subacute cerebellar
degeneration, subacute sensory neuronopathy % & OfE
Be2L, 5 FUNKESEESE> ML 258, HEw»
BEZORBRICEENCERL THEEROMELH 25
&, BTk PNSREWRHED H 2354 % definite L L
Tw3%, PNS OEEIL, BHOREES &b D IFREK EE
BNTHRWY, BREEESETL2 & 1% L EH s
N5, FEEZ 3EEERMIIEE small cell lung
cancer (SCLCO) B 6% <, RWTHE, F= - 0isE, Y
ONER BT SN DD, BRI IIREELAD ¥ ol
WHRT 2 EEEE CLIMENH 5 BEIED TS <,
U SEIRBT 254, SR TLYVER TS THERE
BB EVIMEL TLE - D TRELA EEZ 5T
Wy B 5,

ARG D, 5B M W5 R K% paraneoplastic limbic
encephalitis(PLE) {& PNS O EN—BETH 2

PLE MEgFRATEE
BH»S 3» AR X ORSET, Al BaMICETFT 2

TR FeI FBAEEE/ MRS R R R R R P
BT

fewgde $34 ERIFEBENE BmHERRR/ MERRES

0289-0585/05/ ¥ 500,232 /JCLS

He B+ HF EE

RLERST - FRARRREREE, O - 50 - MHERE{LR P ot
ER TwohA, BREBEEZY 225 MRERLES
FHERWCHRTT 2 L% (60%), BEEy BN (T
35y BYCEBOEENSHEL PR AT L% 08, 448
BIEBESERSNLHL D5, BEEE LTI, Gultekin
5O 50 PIDEEMNT Tik, g (50%), ZBAEQ0%), AiE
(89%), %DM Hodgkini®, ROEHFBE, MEE D
SNz LTw» 32, MERMRTE, NEHE CREDRY
i L UBROEM IgG FESR O NS B CII&EY
SRS - BUE 2T 5 2 L 98% v, BE MRI T, —
Bl e AR OWEENEEC T2 BFE & FLAIRE
BRTEHESHELZRD, LELIDEEYE2TED 5. Bk
FEERTVEA LS, TADAFEERES PLET
i3, MRIPIEETH FDG-PET CHEBEERSICESEE
RETLEEND L, FEZINCE, BEE BEOME
Mg ® 7 v € r ATOMEMIaKE, nEREEY v
BEE oV 70EERNEeNnD.

PLE (ZEET 55 R Ok

Gultekin 5@ PLE 50 §Clk, PLiEdiisraitix 30 5
(60%) T, #1 Hu ifdss 18 41, Hi Ma/Ta Hidfss 12 BICHE
BTHoT, 20 BIIPUREEE, 4 G FUERERE Ok
BETH - 722, BEERINC PLE B8 b NENSZHO 7 Hic
FEOD LICHE S5SNI RE 93 FIORER T, £HEOR
M #EE 1, Hu:6/93, amphiphysin: 1/93, CRMP-5 :
1/10, VGKC :3/41, VGCC:5/41ITH -7
1 Hu ik

Ht Hu(type I, ANNA-DHEIL, BBt cr &
¥ 7 v b OPEE X ORI L B L, g
HHEEFERE Ly 2R F 7 ay Tl 35-40kD 10
BONY FPPEEEND, SGTEIZ KB D isotype 73
» Y, Hufamily(HuD, PLE21/Hel N 1/HuC, HuR) %
ZE. wIhd 3O RNA recognition motif (RRM) 24
U, HHPEISTE % BHE 3 % 5F (c-fos, c-myc, Gap 43, GM-
CSF %4 &) @ mRNA 3'-FEFIFR$EI AU-rich element i
a5, vl Hubifkid HuD/HuC/Hel-N1 01 - 52
RRM 2@ 29, Hu BHEHERELEDOFEED & g
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fic BB, EEEoMUEER P EELRRERES
rEZ 5hTw5, SCLC RiEIrmiaiE ¢ 0o EEH
Bz $ FHL T 5, HuR BMERLULOMERB LIRS
Y5, SCLC > PLE Tk 50% L E i HTt Hu fiifks
#Eoon, —f, fHuEREO PNS TR, £0
9497 SCLC 1z fE5 % O T, % 3096 » R RE L 724
KOFEEPET 5. Alamowitch & @ i/NREREITES
PLE %1 Hu FiEB R A1) LI @ E) b T
L, HulBHETl 70 TcUgR0 s s 5 F IR HE
BEEELLELTWVLSEY,
&) 3 Ma Hi{E

i Ma/Ta Hifkix, BOIREiR OERE 2 L 72 g/
/BT iE/ KBEmp T B & iz 37TkD omiEM i
REET AMAT, M Mabith: LTERES W, Bl
MadiEIC s DD isoform NEFEET 2 Z EBNHL I E
n, BREOBEFICE Ma-2, 3, 42, §ifE - B FEE
B BT Ma-1, 5 O isoform BEFRIF T %
T ERHESN. F0O%, FBERCED FEEENER
Ko TaBifk k LTHE S hiz b O OFRMFUES Ma-2
BT B MBS R Y, EE3TKD KEET 5
12 Ma-1 EIENR 5 & 2 127 - 729, Ma-2 e
B I UMIEE - B8O spermatogenic cell WFHEHL THB
D, YxARFr7ay bTL0KD Oy NIRRT 5.

i Ma-2 FikBEaIE, $olers 6y BREORET Y
2B - SRR P OTE TEER, 25K - LERIKEE
KrET 2. MRI CREEENME - SR TE - 2EK -
AR MEAERCEEEE 2D, BRABEORER
GEET 5. SRUTOBETRENES, *0E»OE
TRFOMOEL BIEERH 5, SCLC I ENTH S, B
EWEER L USHERE THET 255850
#i voltage-gated potassium channel | VGKC #iff

PLED—#IiZ2 VGKC e M T+ 2 ik R g 5.
VGEC iz Kv1.1-1.7® 7 2 @ subunit @ homo-¥ 72 12
hetero-0 4 BT, Kv1.1, 1.2 3B & URME#HERIC
S LT3 VGKC Hifkid Isaac FEEEES Morvan £
BE(ma—uw ik =7 RiFAL  BHERE=HCL

L, MIREOEHIE V) IC LAY SN SDS, IhbDRE

MBEHZEN L subunit OB L 200 EIDETHTD
% . Thieben i3 VGKC HifABiED PLE 7 e &L T
VLY EINTIATEEEE, TEEYE, TuhAZEL,
1Bl CERASWBE D o108, 34 =T RE LA
Kedpoiz. L BICRITIREE, 1B CEROBRENDHD, 4
#© VGKC HifkLish it AChR fidk, HiEnbifs, P/QH
VGCC #i4k, i GAD 65 Hifk, #i thyroperoxidase ik
WTH ot ZBERPO VCKC FLekfiz (& <, e

TOFREER RV EEZ N, BHIEAFVIVE
=V u oV ABE R T o T, B IR EE
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L, 97 ALEORFETRESNSE, 1 FIZERER L2

Buckley & @ 2 flld¥PLE ifnz, BiTia%, Bk - B
SFWBENRE S, 84 b= 75,5.%%@7275&) Tedh DD,
Morvan SEIREICELIL Tz, 280> 5 1 513, MiRE
OEFREBICHRERSERL, b5 1HREEEZR O 2
Tuin, Wb IR X DERPERLTW S,
#1 amphiphysin it

1 amphiphysin FiiklL, BOTAEE LD stiff-person fE
BERED 3 2T, * DBI/INERE I i O IR TS
SNEPETH 2. Amphiphysin BHEEECEEL, 7
Y F T AKFKIZHET B « adaptin ® GTPase D—2T
5 dynamin 2ESL VYA bV AREBbL Ik
BEHI ST B0 SRR T AR - DO MM
Fa3 & O neuropil S s h, Al ERE L L7
vrRF Y Tay FTI8KD TR 2RO Y FHARD
55, mRNA QRN CEEEN/IMITECALEHRIC
HFEWEAH DD,

Dorresteijn & &, Fi/NERREC PLE % #£ 5 $l amphi-
physin FUEBIED 63 a2 HE L', B0 A
CHHIET, RAEE, DR AFKEEREL, BIGHEE -
EHOBREEMERD M, EHE CT TREEXS P,
WEER I EITHETH D, ZOBOMETSCLC RS
n, EZEETEOME L & b RHREROBHRL TS,

PLE OOfSRERFF

PNS 0% ofIcEEN 2 8CiErRE S, Iho
OFiE L, FEE, SEREROBAE DI —E DB
BT ERHEISENTWS, Zhs o3 B, Lambert-
Eaton myasthenic syndrome (LEMS) T&# U 2 B
TR L v 45 v 2V voltage-gated calcium channel
(VGCO)HitkizRFEE N2, HlaRErFET sNEZR
o pHE TR, PR TERMICFBEFEETES
TEMNRANTW S, PLE T VGKC HrEB GO 15
BAERMS TR I VB L TS, TASDES
RFEPFRBER OFERI —FEHREEFHE-TH L EHE
zohd, —7H, MiEN - BENCEET AHEEERET S
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FETE2IeRPELTER2Y, L ELED
Yo/Hu BBEBORRER, BEEGRN CREEE

iR
B . T . B%ﬁ
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T N Ccnzs Y
AECEAE  wamsttan e
AZ4 motif
YO:AZO:Eptide } AYRARALEL HHECDECTL
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B %‘Hixfkfc%é 7272 H‘LI?‘*,Z/ZJ Wm7ny 2 3 VR g & R
b 'jf:;i" 21237 3 HOPiE (AGRE 2) DFEESH S ‘
ML, LODW LR EOTUR R T IR INRKETIUEOE L Ak, TTRNOHMEY TR
autoantibody mediated acute reversible limbic encepha- . Ldl, #0BIZZEDDHITS EE?’LW@%%? %
Htis (AMED-ARLE | mw L i3 &K
ke fER LS U MBE O & P 1=
’i Lo TIRARKE) R L 72w & F — {PXLE)
ZTWwWa, CHEFEeMETHD
BRI R DU S — L by viral infection
¥ TERARERA S — LD
1969 £, Glaser & PincusV it #lg< Encopbatitis
HMERTHBRICRENHTR I NS
rﬁ:@f@ﬂ%mﬁfj//? ‘:@ﬁ%bfi < jl 6 ——1 LE with antoimmunc diseases ]
DHEFCBTEUTO LY REY -
RERSERA TS, Fabb, o srutrom
: X Yorvan syndrone AIFNEE
LT S RLTE B E L LA T
B, cattonic schizophrenia 247 | TAMEDARCE G| s o
H/Lf-;f—‘@ I, BrETH, WHB, BTE - -
By L OETED, —BIHE b Y Y e revorsote imbie
A FE, }EZ&”}L BRSBTS E RS LT encephalitis)
‘57\,5 00 i 2 SR & *4\;% « nff}ﬂ ALE @ acute LE#F - Ew)
E/T) % )i 7 /\;i)) /vj\%fjﬁﬁb j, 7 ADLME © acute diffuse lymphocylic meningo—

encephalitis (AREE)
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}éf‘ DHIEFL LN, BMREFRIZ LA PEHR
LEILH B,
[@%ﬂ?ﬁ%bt%MR%%uzbm#«w&xﬁ
SEGSIEB IR MR DG RN A
FEODPRUNCHE > TEFIE, 2 ORRLEED 5 5
LR ETRBEHCID 2T BB, Box2nrL
FROH 5. BHb o0 TRLBRE2 b0 b7
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JR%TF’;%Q??M]@ BIrrEBVLDDb 003 FE LTI SERSEER >/,
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BRI L‘Cﬁ%‘lﬁu‘s"ﬁ BRIV ATESICR AT ERSRN A non-herpetic  non-paraneoplastic
BRI TBRE, BERE, BERE OB 08 “"I‘%q’ﬁiﬁ acute reversible limbic encephalitis (NHNP-ARLE) i
NEL T , - .
. , NHNP-ARLE-MR (N), v o =\ !
S B RS %%ﬁl(%%?&), . <‘} i H:\I z}R MR(N), H 2 wid8ic ARLE-MR(N)
SEGBERSER, —iBI%(C Babinski it LRF LR
BEOTMEE ?J)(?" w7, PF b~ £al P, opisthotonus, & INSOEROFHEER I LD 5, F FRIEER (K
A ) ~1RFEAE, JWD XREAE, HiEEORE ERES B)EboTHRBEL, Z0%, BHEREPITE: LTaK,
Chewing, #ilE, ZBORET, EROEER LELE), SE@RESE(AT
Wik BT B T (B ke
U?%%%%ﬂ\%—t?'%z) LWIBEEHCRET 5. BEER) L EREE, meE

ERAES, R (RIE, W) BORREAKIZ T, 2 ORI S EO RMEEES (28, ¥ 2
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B S B, MR (2T (475 SOMIE, AL, BOES TR =7, 347 0-XA%E), BEEORECERES, 5
1;:%;;%2&@?% %’C/m i ) SHilE, BROFT, FEEGER IELE), TR
FRBEME (FUBEE, 7 CAE, BEA o 4% % AR D 7 8 4o AT I, 22
% R Y NI PR LB R FEORERERELLL, @&{,ﬁ@t?“fl@’%w

X BERENEL 5. BRI D ST

NHNP-ARLE-MR(N) ¢ non-herpetic non-paraneoplastic acute revers-

ible limbic encephalitis with negative MR findings REFCIPREETR & MEb T & 3 0%, BHEMIC R,
' S EE, ST 28T L nw3 5D ThH S,
FEYERE Ry EJU?%?H“UE (AMED-ARLE : H&) DS 1 G L LT, 1990 ER, S “BHERTREL, &k
Tk , FTl BRI g L, AETI RIVEFLELETAREMA” 2L LTHEIRTL
5%0)7‘1%?}]"*07?’"1@@7} EHROWEL TUTO LS i 558 D HYYTL :F‘%' tfﬁf iz,
PIRET S, 1) EEBECPNLE), 2) w4 Ak D R & FERIDIE~ILAR RIS TE RN
(LEVD), 3) BCUSEREBSIM(LEAD), 4) BHOHIEK IR O RS O I IR & FE RS8R U 7= 35
AEEME(AMED) @ 4 TEH 5B L, BIIE 12 [ A ok 5] 58 e AR AEBIERME (ALEY 2SS 5. o1 L,
(LE-END) %2572 (M 1), REECHET 252 DES ALE BAMIERMEATH- T !ﬂﬂfﬁﬂf‘% - Rk O
KOWTRAFE? 2B 0, MRI TRE 2B T, WRCREOMSaEN, S

2L, ELISA, PCRZTHSV L, BLU2 L b el
b0, BHBEOSHIERE SN, BT L VLD

l%%%ﬁ%&bt#«w&z&#&@%ﬁ
ThHHEENE, DFD, Z 2T MR H&GFRROEES

BRI DRI IZ DL T

FHH 5 2000 FROARES H & CrRBERMNRITT, » oM 7’7>7Z(‘ DRIV 4 b2 DS BEEER S OWw S ALE
WAV R RS G IRIB M R E T & 1 5 AT ERBHEDIE~N XA MBEUGERNAETH 2 2 L
BB R L REBR L 729, - FEEl S v S MR B, 5, IITHALE-MR(P) X &8T5
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FE - EEIO ALE-MR(P) & 2 D ARLE-MR(N)}®D
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SFEESWENT 2 I L XHEETH T,

PLED Z b b 6EEE, mECIBEETROBECSY
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DHBLVEBEETHSL D EFLT,
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FHLTHDE, 1960 F8H 6 80 Ef e TG Sz
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DIRAETH Y, BEOBRPHENRL 5 OWMETH S
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AR RN K DIERE
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Z Z7TWwS autoantibody mediated acute reversible
limbic encephalitis(AMED-ARLE) 1%, NHNP-ARLE-
MRNYBPlREShizFE2AR» £ CEBERTDH
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SEFIERS
PABPN1 BIZF(GCG)s DT UBEMNFEE S 7z
PAEEARTEORRIEEER Y A b a7 4 —D 14

mE ERY oW @ B BT NBs B EE ORRY

B 2EHICRELABRESS A MAT7—D1HERETS. B 7T2RLETHS. LRI 86, B
HF7ABRCRETELTEY, AEE S D TRERICBEREEALOR, 66 AP oRFFHAL, 68 ML v iR aR
BTE, BTEOD Y, BRERRESBRIOETL A 728ARS, BURKRTE BTRSE, HEs, £TK
FUBHHETEAE D CKIIBRESETS - /- HEBRTRBREOXIRE & SEO rimmed vacuole & &
L. KU ARAR LIS (PABPNT ; PABP2) BIZFRO (GCG) VE—#id 6/8 THY, BREFHY
NOT o — EREBWTU . (GCG)s AT OISR OMROERE I SR RE CRENN S {, AH S HEOEFE
2L BETE BTEEA2TISBETE, LCREEFES ATANESL, BAMBRTES LS

HETESEELCERSSN2RBREF &Y, BEBEHEY I MO7 « —~OEFIPDETHZEEZONL.

(BEpREE, 45 :437—440, 2005)
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BEETH Y, BRI L EEGOHNET CHRET
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AERBIE | & F 146cm, FE Skg(REHD 2 L), 1iE
SE R, WROBRZEoRME (7Tmm, 6mm) A ED
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Fig. 1 Family pedigree. Squares represent males : circles, females. Filled symbols indicate affected,
and open symbols indicate unaffected. Slashes indicate deceased. The numbers below the symbals
indicate ages at examinations or at death.

Fig.2 A-C:CT scans of the skeletal muscles of the patient. The fatty degeneration of paraspinal(A),
hamstring (B), and soleus muscles (C) is noted. D The histological examination of the quadriceps
muscle displays variation in the size of muscle fibers with atrophic fibers as well as the presence of

rimmed vacuoles in hypotrophic fibers. Gomori trichrome stain (X 250).
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Fig. 3 Gene analyses of the PAPBNI gene using genomic
DNA from the patient. A : In a normal control, a single
fragment with a peak at 245 bp was amplified by PCR us-
ing the primer pairs covering GCG repeats in the PABPN1
gene. The patient has another peak at 251 bp indicated by
an arrow, which corresponds to an expanded allele, B : Nu-
cleotide sequences were determined using 10 independent
clones which were subcloned from PCR products of the
patient. The patient carries a pure GCG expansion of 8 re-
peat units, resulting in two extra alanine stretches (12
stretches). A : alanine.
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Ahstract

A late-onset case of oculopharyngeal muscular dystrophy carrying a (GCG); repeat
expansion in the PAPBNI gene

Takayoshi Tokutake, M.D.”, Takeshi Tkeuchi, M.D."?, Keiko Tanaka, M.D.2,
Osamu Onodera, M.D."? and Masatoyo Nishizawa, M.D”
YDepartment of Neurology, Brain Research Institute, Niigata University
?Center for Bioresource-Based Researches, Brain Research Institute, Niigata University

We report a sporadic case of a female patient with oculopharyngeal muscular dystrophy (OPMD). Her father
died at age 86 and mother at age 74. There was no familial occurrence of the disease. The patient initially devel-
oped a nasal voice at age 66. Neurological examinations on admission at age 72 revealed bilateral ptosis, a limita-
tion of ocular movement without diplopia, dysphagia, and proximal muscle weakness. Serum creatine kinase level
was slightly increased. Biopsied muscle specimens showed variation in fiber size as well as the occasional pres-
ence of rimmed vacuoles. On the basis of these clinical and laboratory findings, we suspected a diagnosis of
OPMD, although a family history was absent. To confirm the diagnosis of OPMD, we performed a gene analysis
for poly A binding protein, nuclear 1 (PABPNI ; PABP2), which revealed a mild expansion of GCG repeat (8 re-
peats) as a heterozygous state, Clinical features of the patient were consistent with those in a previous literature
reporting that patients carrying (GCG), repeat as a heterozygous state show a relatively late onset and a mild
phenotype. The case of this patient emphasizes the importance of the PABPN1 gene analysis for patients showing
muscular weakness involving oculopharyngeal and proximal limb muscles even when a familial occurrence of the
disease is not apparent.

{Clin Neurol, 45 : 437440, 2005)
Key words : Oculopharyngeal dystrophy, ptosis, dysphagia, gene diagnosis, GCG repeat expansion
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[E#7) diphasic dyskinesiald. L-Dopa#fZfEy A% % Y-~ —>7T, L-Dopa® %
FH3REE & L-Dopa A B RAEFRICA LD “HEO Y AF AV -0l TN 3.

% # 1%, Parkinson 7 #2811 diphasic dyskinesia S Th - 2258 iRt o
L, L-Dopa&#lx#&lizs L, F@MoE 7 T=2 }$ & (Famantadine 300mg &
BRT AL E N YVAF RV~ DEHLRLESNRD SN

(FREETRIE 22 1 245-250. 2005)

Key Words : diphasic dyskinesia, multi-divide intake of levodopa/DCI, long acting

dopamine agonist, high dose of amantadine, Parkinson’s disease
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HT 220l h VAP 5V —0ERLUENELNL 12, EEN R REBERS A SR FE, EE Tam-
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Diphasic dyskinesia ¢ 1|

- 481 -



Serum consentration of
L-DOPA

.
-
.
-
.

optimal /

range

L-DOPA induced dyskinesia
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Fig.1 L-Dopa-induced dyskinesia

{i: peak dose dyskinesia, €% : diphasic dyskinesia,

: off-period dystonia

L-Dopa-induced dyskinesias are mainly of three types : peak dose dyskinesia, diphasic dyskinesia, and off-period

dystonia. Diphasic dyskinesia occurs at the beginning and the end of L-Dopa dosing.
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kinesia & FEBT L 72

¥ 8 ARFIZHE, L-Dopa&#400mg % 48147
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mocriptine, diazepam OHiE# AT, of BRI AT
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ORI RS EEIIH P Lo, ~B2ELT
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B, 3612 f:m“}f'}E’F”Tw)%cabergohne*%ngs-i&é
BLALIAYRAF AV —IHESICHEE LB 2 b
U— @b I ENTE (Fig. 3).
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LEDHEARI O, EFOEOE T2 58RI
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TOLECMBTHFHBEUEOBEDL ZREREA
S EDOWHTH diphasic dyskinesiatd. Fig. LIZRT
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involuntary movement

akinesia

Fstimated serum
consentration of

L.-Dopa

_““I:Dopa/ DCI 100mg * * * *

Trihexyphenidy! 2mg

Bromocriptine  bmg

Diazepam 2mg

Cabergoline 2mg

Initial  medication

Fig.2 Involuntary movements related to L-Dopa
Involuntary movements occurred before and after intake of L-Dopa/DCI, i.e., at the beginning and the end of
L.-[iopa dosing. In the L-Dopa on-period, no dyskinesia and no Parkinsonism occurred. In the off-period, he often
showed akinesia with resting iremor of the hands. He had taken L-Dopa/DCI at 400mg, trihexyphenidyl 8mg, di-
azepam 8mg, bromocriptine 20mg four fimes a day and cabergoline 2mg in the morning before admission to our

hospital (initial medication).

dyskinesia & © H 125 208 E 247 <. 19754 Bar- TR 04V 7 T = A b TH 5 bromocriptine £
peau® 2L W BWICHE S, 20K AHTH, H B 00 v cabergoline DB WA L TH Y, IR
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FERND EEBEINTVS, RLLETA FF 1> Metman S ™ ® [ peak dose dyskinesia 4 1% & on
208V, L-Dopa BRI BE L5 EIR S 24T 0 7245 8 dyskinesia P4 Bl T amantadine ffH# & 77 1 RHEEE
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medication
(L-Dopa 400mg and
other anti-PD drugs)

Initial

\4

L-Dopa/DCI 400mg (50mgftimes X 8)

A\ A

L.-Dopa 400mg (50mg/timesX 8)

\4

+Amantadine 300mg
(100mgftimes X 3)

©

involuntary movement

\4 \

akinesia

vV vV vV VvV vV ¥

vV V. VvV VvV V¥V v

L-Dopa 400mg (50mg/times X 8 )

+Amantadine 300mg
(100mg/times X 3)

Cabergoline 2 —3mg

vV vV ¥V vV Vv ¥

Fig.3 Amantadine 300mg

is effective for diphasic dyskinesia

L~Dopa/DCI 100mg/dose ( § ), L-Dopa/DCI 50mg ( } ), amantadine 100mg/dose (©), cabergoline 3mg (¥).
After changing the administration schedule of the same amount of L-Dopa/DCI from four to eight times a day

along with other drugs, he developed continual akinesia. Increasing the amount of amantadine to 300mg/day re-

sulted in disappearance of akinesia and a reduction in
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diphasic dyskinesia.
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