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16. Rasmussen fE{&Ef

Rasmussen FEfREFDHEEIE, 1958 2| Rasmussen ©H°, MBI FHLEBLEN DES
MR DBRFIREB T 2HATDTANAFMERN%E 3HRELI-ONBEITHD
Rasmussen fEREEIS, HRERDBNVEBEZICASHADEITERAE (EKEX - [MRERX
BE)VRTOFUERN G OLBICRBHICHEEEM THIEZEIRELBEREMR
ENRIY, BEIITANARETER, TANAEEEPC HRE)NEAICRB, REBIC
B - MINEEAEAHEL, $REOER/A MRI THONERY, BHEARNL
W& "BleEW” CRDEMETEDRETHS (B ). RRFHIITFIIT2L 64K T
NEBICB VY, BATERETBIENSD, MERDITIINENEOEME, nEn
R ODETE, BRRZEREN, Y007 7HEE, hERBEXEEIRZELEHAZOND

: BB OGRS FEEAL (K 2a), &7
¢ BEDRA > b DAFEEBRLES . EPC 12 BT B SR

2005 #£1Z Bien H X T — T v XOHRE R F & BIIHEEOHBASFALNEZNI EHFE N0
», "R1YOPatA D) LD IEET TR TEEYETS. ;
7234, PatBDO3IEHMD) b0 2EHE.2HA 3. MRI

THEICBH TS L L 1) —fERAOETHEEREREE, T2 %
1. EREREERH 72X FLAR BEFHRE, BREEHEOEES

B ABO R RS FEIE) P HBRERIZS FRERLE R LTS5 (B 2b~d).
D, BEOEME & bIC—AFIRRRERREDIE 2) MM, WEROTHMEET A b
ROBEIEL L TL B2 T, FRvE, M FYT OB L TEREDERE T26
Bz, REROVESEINL. AFETIREH 5\ IZ FLAR MHRAE RIS THESTEHE, £
WCREBEIERSEA SR, —AFERREEE DRITEITEDEMREZ RO S £ SNTWY
DHBEVARLNEZ, H5VITENLEFDFHF B, L LEBRICEIEADNY —VHH D,

EFHLNTE T, ERI L o TOETHRESRER S 2.
TADPAFIEE L TIZRHEBOEMICA LN NI FLAR BESREZRDALI L
% T EER 75~ T A 2> A (epilepsia partialis conti- BE VY, L% MRIFRE % FRO 2 WE

nua : BPC) 3BT, T MIRICHARIED 3 BldHb. £EBTHD EEREREL 80%
FI7U—XRAELTHOND I EHFEVD, B BLEi, T2 BAEGS FLAR EE TORE

HLEHFILAGNAZ LD 5. FHRED 80% DL EICHET 5.
2. BE 4) Rasmussen JEEE T —BIEELPE L TH

—HRFROREIHEY T, Bl & D ITHR4 2%, EHICRET 5 L MAROBESTRE



----- | £ SEEEIRE, CPS, pGTC, etc |

EEG : BEMES |

MRI : REDERE - FLAR 5554 |
EEG : — B8 |

.;(cm\ 3.’ o /—mm EHER |

\\I&L\ B*E
(visual field defect, etc)

P wv\“\

. W,J“ 40.0% ;
CDUF R, 5.0%)

72+64 1%

N
in
=+
.O\ J e L L T
=N
i

L 38+55 &
SHHE  (BEREH)

- EFFE, 28/40 (70.0%)
- EBANEREMEE, 21/36 (58.3%)
- BSRRAEIR, 2/27 (7.4%) &

8

[ 1] Rasmussen SEEBDERKZIB

FATRPEN DT 208 BTTAMADERL, %@éﬁ@%%ﬁi{%ém@ﬁ&ﬁ?éit@%ﬁm16
+ 25 % T, EPC HET D DL 50% OEFATHS. EPC R LA WBREOERN TIIFERBEDOZRNIT
THUWMESH D, EPCIZERIMBRICIEAY, BT T2EMRAIICHNBIEEHD. BEUDTANAFE
hRE, RellEEMREANTRRL, BRETYISETHRENESHELY, MNETRERANEELELEE
193, LML, BEUETBETANARERENESL, BEHNEETDHHED25.

EPC : epilepsia partialis continua

[% 1] Rasmussen FEREEDEHTEE

' P FEASE and | - EPC or
. —fﬁljéiéLm& HEES - ETE R E RS
— DB and
—ICRIEER
s — I E R R EENE and C ETE—-REREREER

REF/cl3EE | TUFLAR BES or
- FRRREE | BESE. ISR

EMEIIOTUTERISET A - R

ZRY T HRREORMNK
- BHONRERNTOIOTP—
- B #HBEDIZEAYL (N
| All three of A Two of B
b 20% BEICREDOND. BEFHRENDHE BEEA< 707 7 —VBE S5 2 L1%
Bfzix, REEM> (RE+RETHE) >H {, BHIRgSHEMBEOBELNZ W &3k
B> (RE+BHHE) DIRICEHEETH 5. EThH5(H2e).
B BEIIBEFRENHRE LSS TWEHAAT
&) 2. + ERlE2
EREIC K DEBATR BB AR (ESRE), —HAEORMEE

B2 u /) 7 e KIS )4 —V A 1b, BIEREEEER % 2 1L, Rasmussen JEMEEE
ZRTTHRELOREISEE T, £HO EERNEAETLRBRIZIE, REREEE, B



HRELE, MBEBROERLZ VDL, HHEHW
ERDbN B REEFKER T, FLAIR H&
(MRD) COBEEERENHE - HRE Vo 8
2B RBOF TRE RN &P T,
—RIEBBEREOETEO N THHI L
%y, L L, i T dual pathology & &
IN 2 EEERERIZREREDOREL M - 72
JREEDS, REBBETIEPZ Y EVOTIE 2V
LEZ %Eﬁ%%‘ by b

o g B
BoRIRE
ZREDORA v
2. MRI
BHORAL ¥ MCBITHER TR
3. BEK - REFHRE
B — iR Tl MBI EE i 5 4
ZOBRBEEHEDOZ %Y. BEESR
EIWBICEEF#HECZEOBRLERETS, T
TIVRETADE L) ZOEMPEEL 25,
MBEEERETHBRBOES 2RTHESTD
GranzymeBGi FIEMER - st - EESR
TEEZZBDO VA, B+ D Granzyme B
@ﬁfﬁﬁk%fﬂmﬁfﬁ ER RO, B
ME B E TR RO, %@ﬁ#u
HEMR IPNY, IL-12 S I BE & %2 5. BE TNFo

MZBITEEBESE.

[B 2] Rasmussen JiE {& 8 @ fiiE - MR
B (=8 H>—p.iD
a lZ— B OBEHNHIR U= ORER Kb
BoE. b IIERERT LIOBETCOREDRE
MEHEEFORETREDEED FLAR BE
EREAERT. c | IEBLRETHED FLAIR
BEEREETRYT. dIRESLUVEBREER
®WERY.
el IRENOHREICHITTOREERTY
e2 [IMFRMBEDIETEE, o3 JMBRNREDIESE
%, ed |TBBRRNERENE, -5V A100OY
U7HEEE, e-6 ISMERERNEMBIEER
T (HE S e1,2: X 200,e-3,5: X 400; e-4:
X 250 ; e-6 : X 300).

EROE S OB X TEREESIS .
BEVEHL GluR3 HifE, HU GluRe2 (NR2B) #145",
acetylcholine receptor 0.7 subunit * munc-18 {5}
THEHCHGEDREPESE L 2565, £TLY
SFICRDENLDITTIERL, £ f:ﬁirﬁﬁ
U0 BEREES OMEREEFTLRD
NBZENDHEDOTEERERET 5.

¢ A

BRI TAPAE, REBHEE TAY
ANBHER, )Y R EREZIZITO B
HiE TmME 2. 20MoARMEEY=2
TV (p.146) ] EBR I N/,

v Sl
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2) Yamazaki E, et al. : Temporal changes in brain MRI
findings in Rasmussen syndrome. Epileptic Disord
2011 5 13 : 229-239.

3) Takahashi Y, et al. © A substantial number of Ras-
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(BRI CAPA - BRERLY ¥ -]
=SEEN, WOg

* BT GRe2(NR2B) LRI RS LIZ6 L LTHBBILT A2 2%, BRI~ —F— iz bhrnwitd

B35 INLOETCHE, HA LAY, Granzyme B DEIFEREE L OB TITFoTWE DT,
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8. RENEHTAMNAEMY=217I

B (NME)BOTANADHESTEDEATANADKRICRELINELTIDE
BEM A HSD. EOHME, GranzymeB, H f~:f}’(/Q&ﬁﬁ/ﬁk&{,\flﬁﬂﬂ‘é’"%p&fﬁr

T%Thﬁhﬁ%#mbﬁ 5.

ThhARUEZEERIFREZE
ERE

TAPAISRZERBEIORY, BARE
HTRFL, BALRBIEEREEL, 42T
BELEDY. CAPARFOAA=AnELT
1, MR - MR Y b -2 OWEIREE
EBRONTG Y AOBEALOFRER L LT, BEEEN
I AEBRLDHLY(R1). ZOBEETA
PABEBEEILE LA

R o TH 5 TAPARELEST S
FCWKETLIHMIBEMPE, EEABM~

FENORPOBEILELEELZLATWE

P, ER - BERSEICERY, SHREDOLD
BRI TAPARRERT A EPFEVEED
ST, FRITVNAERBRONAREETA
PADEICHEULEETETALPADD S,
TAPABEBEIEZY), HLEMAELTD
Za—UYOBREBEEPEERINS L TAPAR
VEFEZ 5 X )0 525, 20Tk, BEMICT

APABITENERRZ 5BRIZ, TAPAERIC
BWTA S O—BEOBEREDOELDA F

Fr RN YVRILILEPNET, BiE
BRI 0 BIEREANOELE b2 5T 2 0B
e RBEREBELE L&,

R, REFHHRFEO TAPAFEND
FrrezB ALY, HOHER EoWERE -

FA MV R E2 S OMRERER EDTA
2 AJRIEZEAL - BRI BEGRT 5 2 &7,
AT - BRRIF B THL TR o TE 2

¢ REOBSERITITANA

Rasmussen JEMRR, BEREABETADPARE
DREG (RIE) R BL LTERT 2 TAPAD
A% 6T, BEEEH (cortical dysplasia : CD)
PHUBEEECADPALREOREL IBEENE
WTAPAIBNTY, TATARMEBTRE, &
VERMEBRICHRELES LT\ 5 RS T
ENTETWVEY. XoTEDIIRTAPA
ThHoTh, REVPELRE LTH D\ IIHEIN
WTAPARBIZESE L TWATRESH D,
B TADPATIEZOBES &5 L A 21
EXrH 5.

¢ IS I VBSEHRAORE
1. #1 GIuR3 1k

1991 412 Rogers 55 AMPA BRI v % X VB
ZAE(GuR) D ) B D GluR3 X1 % H O
{£7% Rasmussen HABEMFEFICFETAH L
TWE L0, HOCHAL TAPADEED
MEDHBEIYTHEY. f46/7 70y bR
ELISA THlE &N 57, BEHBXRTHETE
LHERRIE RV EBbILS. Rasmussen FEMREER
ZOMDTAPATRHEL Y, REEEMER




HAE

s

BITTEHET A

8. % Wiv=a7)

Inhibition of Treg ___ autoantibodies
Activation of Thl (anti-NR2B ab, etc)

CTL
f activation

f g
Inhibited  Production+"" \
reuptake of of MMP
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Acti tgtlll e Tight Acute seizures
e BBB dysfunction - Junction -—
sfunction
RR Albu;ﬁ/n ’ '/
In CSF * Glu release from glia Reduction of

- Increase of AMPAR GABAAR
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| chrhmiEs | —— oz

[ 1] REOBRFRTITANARK - REREREANZZILDOESR

NMDA-R ! N-methyl-D-aspartate-type glutamate receptor, AMPA-R @ o-amino-3-hydroxy-5-methylisoxazole-4-propionic acid-
type glutamate receptor, GABA4-R ! y-aminobutyric acid type A receptors, Glu ! glutamate, MMP @ matrix metaroploteinase,
BBB : blood brain barrier, MAC ! membrane attack complex.

A)NMDA BHRBESEICH T DMK EEDIH NMDA SEKHIE)
DIGuRE (NR1) +GluRel (NR2A) ] ZHiEH & 9 DHE
@I[GIuRE1 (NR1) +GluRe2 (NR2B) 1 2R & §DHA

B)NMDA SBMEDE YT 12y MIXT DHE

- E2EY TV MNEHRETIHE

@ GluRe2 (NR2B) #i 1k
BTy bOR R A VERERETDHE

@31 GIuR(1 (NR1)-NT Hifk

®#1 GluR{1 (NR1) -CT Fifk

®#1 GluRe2 (NR2B)-NT2 Hifhk

@1 GluRe2 (NR2B) -M3-4 15 k

®#1 GluRe2 (NR2B)-CT1 Hifk fnaaang

Methods QQQQ%Q

@@: cell-based assay A
®: Immuno-blot GluRE1 ——
@-®: ELISA (NR1)

[E 2] NMDAE GIuR ICT T BMBOBEEZOMERDHEAL

REMESNTIL D NMDA E GhuR ([CHTIHEBEZORRDABMERY. A)TBEOTT1=Y
NEHREREICEREIET, REOSBIRRESBLESTESEZESHTHES 925 NMDA
B GuR EEEIE EDHR NMDAR Hifk) &, B)® Y T1Z Y My FEBMTHEE TBHBAD
3. BBFSTSHIC, $T7IZY FERERREETIRMEE, T2y bO—ED RAA DR TF
REREELTAHAWERELNSS. @0 [GuR{l (NR1) + GuRe2(NR2B)] ZHEBE /- HEK {1
ZMERET DML, GuREI and or GluRe2 DHRAN R X 1M VERBEETEHHUTH S, CQDH
GluRe2 Hifkld, GuRe2 REAFHRDEINEHRETIRAKTHD. ODH GluRe2-NT2 Hifkld,
GluRe2 B FDHBEN NRERRETDRUTHD.




[R 1] HRERKERFEICHTIREEHEEORHH

| "
6~39 30~ 80 46~717 24~175 38~87 ELBRAR 28 ~85
(Mean 26.5) | (Median 60) | (Median 60) | (Median 62) | (Median 60) | 1% (Mean 58)
INE
iiﬁ 65% 5 85% B B=% 90% =it | K& 81% i
Bk
Rl P N | Thih, |TER S| s
BRE | o0 VAL | ThAhAE | RERE | BEDME L | FERREL>
[EE, Th | &RE 2, BER Uyl
BEE, & = NS
MAFME iy
50%MRI & B4%MRI #% 40%MRI 5% | 66%MRI & | 90%MRI & #1GAD 1 100%TPO
E" Z, 60% 15| . E" Q" *> | #iK, MRI
NafifE |= 1,000U/mL Ex
. . .. | 60% BB/ | 70% BRAA .
SRERBIMEE | FSEREE/R & A A, BE Ih BERL
11gG1 | 1gG4>1gGl | 1gG4>IgGl | IgGl & | ? IgGl & | 1gGl &
| HER “ —
7, mEs | HE | ESCLD | TR R | Eues §§“§E 2T
v

2009 ; 24 1 1199-1205 & ) BIFHHZE)

%\ %%, GR IEMEAL - BEEMIC L 5 R
Fa3E, WAEREEOMIEE, #MEEEFED
MR TR T LV T DH 5.
2. ;L GluRe 2(NR2B) #11k, #: A GIUR( 1
(NR1) HfR

N-methyl-D-aspartate (NMDA) % GluR @ % 7
2=y hO—DT%H 5 GluRe2 (NR2B), GluR{l
NRD 2T 24T, 146/ 709 b,
ELISA THIET 5 (B 2). RBREICIT DY, &
% 5 OREFR T ELISA 12 & V) $i GluRe2 (NR2B)
HifE, HL GuREL (NR1) Hi4E (L GluRS2 HLfk B
EO)DEERMENSTRETHS. 0Nk
BORMABERRIIMIZERE O NMDA E GluR
% WFE{L S8, NMDA & GuR BEHERE 2R L,
WBRIERZ LR E LT EELONS Y25, 3
NIV R B L SR i %€ (non-herpetic acute
limbic encephalitis : NHALE) & O#i ki3 B E
BEHICIATEI -V AREE L, B3
TWATEEED S 5. Hi GluRe2 (NR2B) ¥ifkid
NHALE 9%, Rasmussen SEREEDREFE I &
D URE L= BEOEINT 2, SHRMNEAR

(Lancaster E, et al. : Neurology 2011 ; 77 : 179-189. Vincent A, et al. : Lancet Neurol 2011 ; 10 ! 759-772. KM i Bio Clinic

TAPAD—E, Creutzfeldt-Jakob 77 7% & THy
M & %%, NHALE CTIIREO~Y—7—L LT,
Rasmussen SEEH CIIR/BO~Y—H— L 2 b &
Z2Tn5,
3. 1 NMDA ZEAEBE K

HEK #8327 £ 12 NMDA #! GluR D E D+
TaZy EFEBRSE, MEEREICHAESE
PR & L T cell-based assay TEMBEIZET 5 Fik
THhH5 Y EREMKREWHENR, BETAD
A HRERERY V5 — + BILKERE S V-7
ETHETRRTH A, £&3F 513 Dalmau (2 &
) L NMDA 2B GBS EHRERE L SIS
72 BEHRIZ D\ THE GluRe2 (NR2B) Hi45 % ELISA
TRELZEZIAFHLSDUETHY,
ELISA ¥ & cell-based assay D& £ —FH T 5
e ERHRLL

° ZOMOESHFDRE

L VGKC FLfEBEER 4213, FEA LR 2D
BRBARDHK 20% % 5o, HEHICHKL,
BEaMoOREBE -5 L8N, SHEND Y,




HREH

}

EfbE |
1E5E

“, effector T
cells

- Granzyme B
+ Perforin

.

1) > BROD
R E ==
. ,.%

Th1 cells

BEHIRE S F DRI A1 —J

[E 3] Rasmussen JEFEDOREHRERS

R TRRE L U ITFEELE NI effector T #HEI(CDS * T HHAY - CD4* T #1A2) A%, MIRABIFIZEBL CNS ICAY,
HLA class Uclass I - T #iBaL 75 —~REMICHEBERSICFRN—2Z - A4 MM VICLDEEEREIT. Z0OH
R, WAL GR HFEICH LT CNS WTHERAGIESN, ZORBEASHOREEREICREZLTND
BOEHELTND. )
NMDA-R : N-methyl-D-aspartate-type glutamate receptor, AMPA-R ' a-amino-3-hydroxy-5-methylisoxazole-4-propionic acid-
type glutamate receptor, CTL : cytotoxic T cell, MAC : membrane attack complex.

RHEE, CTAPA, BEMEEELR COER
BENE SN T Wz, PLLGI HifEC X 5 Rk
T 60 MBI OEFNICESE - B ICRER
E - CTAPABEEZ &7, MRIFRENRS
HETHLLEINTWS(E1). LG HUE
ICHARTENTD 5P Caspr2 TLfEIC L AR %
i, MREZAHT LI L5, 85% 058
BT, MEIF P=—, TR, BXE IEZE
OREMER, SF% &0 BEMREE MER
IS % EOERE BT 5 Morvan JEREE & »
IR ERT I LBV EENE,

¢ HIatEEY T MBES DR

FHRLEEE T M (cytotoxic T cells : CTL) i
v b OMROERIZEH L7 HLAclass I B X
CZOLIEELARTF FERBRTHILT
EMAE% Y, GranzymeB 72 &% T 5

Z & TREMMEE TR NV ARSI X DM
FEIZE . REWR, V& 7% & Granzyme B %
ELISA IR TEZE L OB CTIREEL T 5.
EF 0 OMETTIE, BEH Granzyme B IIHEIC
Rasmussen fE&EH B3 5 5 & T (Mann-Whitney's
U test, p = 0.0005), FARMERAICEAL
CTL %%, HLA class I JLR & RERI2AT & D
AR RNHUR % 23 L C Granzyme B % 5#b
L, #RRIBEZ VL LTWE I LD
o7 (8 3)°.

¢ ¥4 b HA o DEEDRE

FA A VIE, BREVATLAOMBEL S5
- WENBEHT, BEOMREIZERGEEEZTS
bz, MEgOEE, 451, MR, 5
WIEEIBEEZ EICHERTALOPEFELTD
B. TAPADKREBIZEHETSEENET A b




(& 2] YA bh 4 Y OPRFRFFEICHS SEE

- Expression of MHC class I
* Thl cell, * Expression of MHC class II on astrocytes and microglia
* NK cell ? No * Expression of ICAM-1
- CTL + Induction of TNF-o in microglia
* Regulations of tight junctions (Very Slow, days)
- Expression of MHC class I on astrocytes
- Mo . Microglia * Loosen f)f crapil?my er;dothelial junctions
CTL . Astrocyte | No : Demyehnaﬂon. in MS? ' .
. Thi cell . Neuron * Decrease of seizure t“nr'eshowld in acute seizure
+ Increase of excitotoxicity via AMPA-R ;
+ Decrease of GABA-R and increase of AMPA-R in synapse'
- Disruption of tight junction ‘
* Induction of NO in endothelial cells
- Mo * Induction of MMP9 in endothelial cells
+ Neutrophils * Microglia - Activation of NMDA-type GluR (NR2A - NR2B)
* Endothelial « Astrocyte (excitotoxicity)
cells + Inhibition of uptake of glutamate in glia
+ Induction of release of glutamate from glia with TNFq,
system ..
. I]\)dg . idsltcrr;g;:: * Generation of Th1 cells
* Microglia * Astrogliosis
* Astrocyte * Neural survival
* Neuron * Neural degeneration
. - Inflammatory action
Endothelium * Anti-inflammatory action
P * Inflammatory action
IL-17 | - CD4 + T cells - Induction of TNF ¢-production
FOE + T cell-proliferation

* immune cells infiltrated into CNS  IFN-y |ZfREARE T (D CNS TRRiiah 3.
(Dvora Sredni-Kenigsbuch, Int J Neuroscience 112 ; 665-703 : 2002 ZERZ)

HAVIZOWTERET S (R 2). RBREIT%R
WS, EELOmHREEDSL  OWEMR, K
ESHTHETETH 3.
1. 1L-18
MEELDOTA M)A P TIL-1B 5WAE
PAGEE, IL-1P B E A (tight junction) D
R, MENEMETONORT Y v 7 A A
ru7a7r7—EMMP) DELZHFEL, I
RABEFI O EBYETLEDIFEE V), PHEMERT
DTNVTIVORELR, +ORRHREENE
DEBICELLENTVS. €512, IL-1B I
NMDA 2! GIuR @ NR2A - NR2B # {EF#AL L T
TIVEIVBRIZLAMEERICES TSI L,
TVTOTNVE I VB ARE I L,

INF-o BEERHETZ ) TLLDT VY IV
BMEETLESELI LT, VY I VEHEER
VT T ARBTHEMSE, BRI ITHREE
IZEWTWEZ EPFRESNTVRE, 20k
BYERICED, B RARELXFEL, TAD
AR - BEREBICES L TwEEELZD
s, AEIMEEETA»ADEEELET
TOFA M4 VEBIFTR, 1B & Z2DFH
BRVEELENTVWBZ EFHL R E T
w5 " CDOETIR, IL-1p & ZDEZEK
RO CD MU THBAEML T BT LAHSD
EhoTWna ",

2. TNF-o

TNE-ou 13 3B BEARTE M1 WL A BB % I



L, »AHEBEDEED INF-a ZREICEZE
BRELTBRILLTTHLEZEZLONTWVD,
% 72 TNF-0 |3 BB T AMPA 12 X 5 A
DEEEWFLEZFDD, ¥ F T AD AMPA
SR I & GABA, RBE BRI SR

» L, TNF-o transgenic mice IIF/EXHEZ 32
ERBEEINTVE, DL REERD
TNF-o (TS EHREHBLUEIC BT, §4
CHREEEE B S, TAPABRBERIC
FE5T LRSS 5.

Rasmussen JE & 28 T 3 B TNF-o (X B R A
A LBRE T THRECERNSY O, bhb
NDBRE T A D AR OFE TNF-o. b HRHA
HRICHRTEEIEETDH 5.

3. IL-6

[-6 (T EMPLRKIERE 2 LBV TEERK
EERIEZTHAS I THY, L8R
MCP-1 % EDTr TN A VOEETLEB LT
ICAM-1, VCAM-1 72 K OHIBEESTTFORER
JiiE, B MR HPUEEAMBEA~OSLIRE:
COEBERERT. IL-6 1213, HITVNALE
BERTEFVE, TORAREEREZ2RTE
FANHY, BEFNOREDORE - (ZIEEE
DEVIZE D, FRIESTLAHEENTVS Y,

¢ @t - BEBESHOBSORH

WEDHI LD CSHHH CIEFTND5ODDEH
PEE L7 KR4 414 (membrane attack com-
plex : MAC) A =2 — OV IZHET B &, Ml
& |2 functional pore 75°C X L8, BEEED
MBBFENEIY, Fv F TRTADPAREDN
FRENDZILPHRESNTVE Y. BEITH
BORBFEREEBTHRETSNS. AEEEETAD
ADERTECEBROMMA = 2 — 1 22, M
Fa3E, RAEICHES LT ATEEED D 5 MAC
PEELTVWDEZEPHEINTWS, FMEHE
TAPATRE, MEHR2~2BHT, #Eo
EHHELE MAC DIRENREBE CRBEINT
w5 10)'

%2#&%&?:&

8. BRNIEM

OFste 31
INFETOTAPAERIIRERESREDOE
SEBNTOEA%RY =7y bELZHTAR
ABBEVPEERTH o728, REFFEZ Y —
Ty b & LIRS DO 72 G RARR &
NBTREENFEEZ TEL. FIREEEOH
IR REREEROA LR LT, TAPAR
HBEFS I Ty P LTBY, REEED
TADPARRFHDTRE 2500 LW

> S| Sk

1) BEEMN, it FR & H2HEBGE), HLeR
W L IBH D ABCT4 HES TADA. BHE
4, 20125 60-71

2) EfEEF, b &F - TAD A Update- B &
BRIRORIE, 19 TAPADECRERE.
EZD# A 2010 ; 232 © 1069-1075.

3) Rogers SW, et al. : Autoantibodies to Glutamate re-
ceptor GIuR3 in Rasmussen’s encephalitis. Science
1994 ; 265 : 648-651.

4) Takano S, et al. : Detection of autoantibody against
extracellular epitopes of N-methyl-d-aspartate recep-
tor by cell-based assay. Neurosci Res 2011 ; 71 :
294-302.

5) Dalmau J, et al. : Anti-NMDA-receptor encephali-
tis - case series and analysis of the effects of antibod-
ies. Lancet Neurol 2008 ; 7 : 1091-1098.

6) Takahashi,etal. : A substantial number Rasmussen
syndrome patients have increased IgG, CD4 + T
cells, TNFo, Granzyme B in CSF.Epilepsia 2009 ;
50 : 1419-1431.

7) Vezzani A, et al. : Glia as a source of cytokines : Im-
plications for neuronal excitability and survival. Epi-
lepsia 2008 ; 49 (Suppl2) : 24-32.

8) Vezzani A, et al. : The role of cytokines in the
pathophysiology of epilepsy. Brain Behavimmun
2008 ; 22 : 797-803.

9) Xiong, ZO, et al. : Fleeting activation of ionotropic
glutamate receptors sensitizes cortical neurons to
complement attack. Neuron 2002 ; 36 : 363-374.
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(BRI TAPA - HREREY 5 —]
SREM, RIMET

BCTHE, Y4 b4, Granzyme B DEIEIZEES DR TIT o TV B DT, B S N7\ (Email © takahashi-

ped@umin.ac.jp) .
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2. ZOMROAMBGRY=17)

~

-

TARDWERTIE, CADARERODE, CANASEBRICETCATANARKE
RICEDWERENBATHDH, —BOEHTIATADARUADRKRLATEND
PREERER)EETHEANBY, BREELBEL, REICETJRIAROS
PEAERRS BN EABETHD(E1). BLE ME 7. KBEREBWZ
T (p122), 4. MEEHBHY 2T (p.109)] EBRI L. e, —BOTA
REEE, TADASETIIRREBEIEEL, RTADARUNDRBEN G X
BLTLDEDNHS. BARNTIITANASNFARDRE, RER  CTANASEDS
BREICMAT, HESMET, REREONSLLEERT I8 8 RENEMTA
P ABMIT =170 (p.126) BRI, MTANAEUANDEREHATERLAIRET S,

o RE (BRED) IIHT5AE

TADPADHERIZIZREL % b DX H 5 (K
1. TAPAREHT HEBTHE (BRRE)
VXY B RFBR G ARHENEIR O & B RERFI R ELY
EiT7%.

1. Gaucher &

EITEI 70— XA TAPADRE THER
THERAND ), BERETEE, ¥ rROVE
He EOBIE 2 RE T 5. (http://www.japan-lsd-

- mhlw.jp/lsd_doctors/gaucher.html)
2. JINVA—ANT U RR—5—1 RIEE

e DTADAZE, BIEEESALNERR
FERDIEAIE . ZERHIER DR W ER 2,
Thb AFFELNO KA T HEEER % & DH
BIERD D 535611, BERELITVWEHZH
CEBDL. Y ERESE—BRE 25,
(http://www.nanbyou.or jp/entry/2232)

3. I O R TBNBRE

EHRRERZED I 3 ¥ ) 7HREE (mi-

tochondrial encephalomyopathy with lactic acidosis

and stroke-like episodes : MELAS), #R&iZA
MEEXMES I 4 70— XX TAD A (myoclonus
epilepsy with ragged-red fibers : MERRF) 72 & @
WETERTHILEDVHL. I bPayFY T
REOPH BV T OBROERITEEICL, &
WEF VEFEE, 3T PALQ ¥F IV
B, TW¥F=r, YVEVBEY—F i EDRE
Z 5T 5. (http://www.nanbyou.or.jp/entry/ 335)
4. FEERMERE{LE

REEATRICERL, MIFEAFENZ W
BEICTANT Y AR (mTOR FHESE) 57 2 1) &
TIAVWONE, REDOES D mTOR HEHE
BEHE b, (http://www.nanbyou.or.jp/entry/
243)

West fEREEH DI XN L%E
BEISERIDAEE

West SEMBERE S 5V Z AKX L% FT B IER
DIEET, TTALATEDIN L B EFEE TR
T5.

-10__



2. FOMORBEGARY AT 147

ThABASEERIE

25

1~2 EMNFT

2~3 FEED l

HThADAEEIC
i

(@ 1] TAPADRESR

[& 1] TADADEE

| B—BETFRE, SETER

| PIRRRE T, BHE, REARE,
| ERMABESR, i

| HAERSSME, EESME, fb

N - BEE, fth

| B, BEE, £¥60F,
DNT, fih

FIVINAT IR, 1

REE, B, i

DNT : fRZF EFZREHE LR EHE (dysembryoplastic neuroepithelial
tumor)

1. E¥ I BgAE

VVEBEYYY FES—VA Vi ya(7FOF
PP 78%), ¥ NI UERIE(T 7O
FOUOVREERESNS. EROTFOX
F—VOBTIE, €23 Bg10~20 mgkg/ H,
S3MOREEL 3~5 HEIZ 10 mgkg HT D
HE &% S0mgke HE THE LYRHUET
5. 20099 BT FOFF— 82T

RER - TAHASEES

. ThBAARERDORE

) REICETOCE
FRELCH TS A
“ R R E
~ N FETADA . lD'E?F'C/u?J‘/u%ﬂE (tBFEE)
R emEn | FREED
- 20t
L EFARRERES

MCANARESE - BENSAIHAGER

: MRI, SPECT, EF7RKEERFECER

FOFF— VO 78% ICRFEVEEICZ o
DT, BROTFUFF— LK 80%
BB (mg L) CRE L 2 5%, FHE
SLH (g ALF) IZF U T XV, West SEERED W
17 BT O VitB6 KEHEEDHE R EDRE TIZ,
SANGERME2 A, EHHE 3 A 2BEHH SN,
12 Bl SRR L2 Sha .

2. ACTH &%

DHETIERAE ACTHI-39-Z HSERFEH 1R I
o THBY, FHikEEs kE ACTH # #|
(ACTH1-24-Z BEBR 7 + 5 a4 7 F FHESAKME
BB a— 2oy CzsmiE) MER AT
VWA, AREOIE) HRAE LY e A
B, BIEEIBWE SND. West IEEHD
ACTH #EE X, PrershR L BfiHE (EERN
Hi7Z &) ~0Eer s, EEEAEICHE?,
ACTHEED 70 b 2 )VIZI3RER 2 & DT Eh
»5 (R 2). 1H#ES5E1E0.005~0.032 mgkg
W24 L, 0.01~0.015 mg/kg 2SEHT, 0.0125
mg/kg A% >, 0.005 & 0.025 mgkg/ H % T ¥
F AL BEER (RCT) THE LA EICESR
Hehholzl ENTHEH?, 4~8FDL

__11_



F o a=iRE<BIhoNTWERE
*=HAELIBNOONTNBSX
R=Riikonen 5N 7% ({ERIL)

ﬁamAmﬂﬁijuba—w

0.025 |* 0.01~-0.015* 0.005
—E¥E5E N
[:E m‘g/kg mg/kg mc,/‘kg ACTH 2578
BE3E0
I ) FEL
Feesps 14 R |#* 14 B
WARS +EER #A wE
I |
Y |
MERR WRITWHST [ | MRARHT | | WERABT |*
Ic&k?d FEBY ~[E BB —[El@ A%
TEEDEE WEICBT BHBSER ERREERE
| ]
5 1
BTEC|E TBIECF B
R R RS A3 E 38 35 pog i
¥ 2 5 iE 2 B b
b BN Hi1E

[# 2] ACTH & 70 b

(SHRZE : TATAD ACTH FE. BREER (D), SHRENER, MNETANAZEYZ1T L. Eﬁl%% 2 iR, 2K
&AM, 2012 ; 145-151/Heiskala H, et al. : West syndrome : individualized ACTH therapy. Brain Dev 1996 ; 18 : 456-460.)

BTH) oI T2 Li3nviky, T2
JHCHRBESENOIETFT VA E Ve &R
2Y HE5HEIE2 3BH RESEH SR
L2ETRENDY, 2 AMER, BRIHIUL
BT 5 TEDE .
3. TURZ B
AFXYABREDH A FF 4 v CREEEEL
LTHERINTNT, 7V F=V T Y 10mg T
AL, RAREFHREBEIL20mg ICHET
b, TOHZ2~3BTHEHBFILT S 7T kIS
& % (http://www.cewt.org.uk/files/InfantileSpasms %20
ratified.pdf). FENEEE LTTL Fo vEER
ToleBaI2, BLE60% DER THREIH
Hlani®mErH5Y.

% Rasmussen SE{REEDA

MREBEETHRIIECREREDO TR
HIYKRT, REREINETS O A4S
L#EZ 5D, Rasmussen EBEE CIZELHS

_12.._

— BRI REIREE S Tk RV L &Y
BEZEZTwE(E3)Y. SEEMLREES
&, TADASETRIERS BRI
AT (CEEREEWIT) 1350 BH % B TIT 2 2 vl
L L, RIEREIREL T TAD AZEREN
bz d, Fiz, FSEBUAREEFTILE
FREASHIZRT 5 T CldReid ) 45 R0 EREI &
CEZREEWIT) 11T 2 2 WIBADE {, RIER
EREMTADPARBRVERL 25,
1. EHREZEIO7T) VX (VIg) A%
100 mg/kg/ H (3 H)-1g/kg(1 H) DIRESET
A1 EOEETERANICToTn e
Va. BEBBAYFEREDBRAMT (CREREERTAN) 12 T2
VEFHILE S,
2. EERRTOA RNV EE
AFNVTL F=va v % 30 mgkg/ H - 1,0
mg/ H (&EE= 1,000 mg/ H) T3 HE %5
5. Iz 17—-NELTRIZ1HOEET
BT o T, FRICELEZFRAHEN



