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EAH E

EE HERENESBEERBESMEMZ (acute encephalitis with refractory, repetitive partial seizures; ABRRPS) {3
1986 FICEELICL DHES N, BRCHFECERZPLETIHREOECEHSBIEOEEIERTH L. Tvha
BEO THRTEIEL, IR TADPA LAEREZR L FERRTH S, EEELORBIES: febrle infection-related
epilepsy syndrome (FIRES) #3EFE 87z, AERRPS OEFEIIFEZEY, 44 v F v FVEETFORE PHAERME
EDBEPREESN TS, M EOEHERES MRI TORMBEREL RO 2005 5. WL L TELEHEN
WEFT = VEEPHVOR TV HEDRBHINTNAS.

BHUE BAENSSBEERBSMENAE, febrle infection-related epilepsy syndrome (FIRES), HETADA, HTREHE
Hpige

DEWMETET 5D TIRR L,
ABRRPS EHENICLTRELE) . —RICHERERIH
B E RS BEERBE A (acute encephalitis with B¥s2~108 (FHs5H) ANCETREL LTORED
refractory, repetitive partial seizures ; AERRPS) 3, F#iciE) RBoNs. E5IITWNRADEET 2 SR IC RS EBE R
HERITONAOBRREERLETABELBRETHOER WKhNRET 2505, BERIZELR 2 FITEREDORERT
THH V. AFTIHET 2006 EICERH SN EEREICLD B, FREERDERTHHTHENEH 5.
B 5 2 ENAFEBOBHE B ICIRRT Y. 20k AERRPS DHIFEMBERITNZIZFN 2 T WRATHS.
T, EEMA - RE - BE - BRCETIRE0ER I BEHEE) TR ATEET A WEERTSERERCRE
LT O S. RS - BEICRE S T8I ICh - 525, AERRPS TR LA
- ouftARWCOPOBEEER L, IhbIEBIIEESS
I AERRPS ORRFRAOEE: B. B0, FORAECFILBERIECHE. BERL
ABRRPS EEBICHO P LM REENAEE L F S 2 WEES L RSB CEE R 2 CEEEZ L ET5 055 L,
NRICEIET S, BEFRIZ4~SRICE-205 Y, #E FRBEOBEZES 2L dEv. BB TRESEEA
b S AoNS, Bhiido 1 1~3 1 28R LIFLITRO O N, — k0B BERAT v RADE
KEWEAYS 5. BPEONEBBBEORICED 545K BELEMERTHHHEIL ABRRPS OBIHFZE LIV, iz,
BOEIEE 06 HESNTEY, P LbEH 3~  BEREOCEEDS RBEY. £210, #4000hAind
DEFENFH B EHEEND Y, BHEICTADARLEEEE, RIS L BAAICIER T 2%, E—BRCIE S ~
EDNRDIEEY, OPOMBERIFETIEAR 15 BB TED THET . AENLZATIRTVWRARES
AERRPS &LHBHITE 2. L, WhO2EMEOHKYE  OFBFCRAMICKETS. §4bo5 AERRPS TREEFHET
W ARPEREOEEEEBFE L ETHNELT L EAE VHABBPRHERNTH ), BREETCRABRIEZ 2.
B, WOUNRAREDDTERT, BEORTAPAEL
ZLWEREEZ AT, FCRERcRIoEmS L, v
NAVRIO 720 R EAEOBEHIRY SV ¥y — VEERRRR
5o & b, Bl % burst suppression %* & complete suppression
AT ALEN D L, BYEF T midazolam X Lo LT

& L &

"HEREFRATIEITNEE - MERENESE
ZELORTET s b

EREA - RN > & — RS RT IR S D

E#e T 156-8506 HEEIAHHAK EILR 2-1-6

ERAESRATEFNIE - HEBENES T % benzodiazepine REFIERATAM T SHES DL, THTH
TELORTOV s b (AR ZLRKBEESRVLEL TS, AEHE—RICEBE» S
E-mail :sakuma-hs (a) igakuken.or,jp HRAFHL, EFEO ICUEEZETS.

(Z4H 2012, 8. 29) AERRPS TIRREREEOREIZIENE, SBICELH
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BHTHL, 7z, EEHIC—BEOTRREEES LR AER
BRONDZEAFH B, 7751, IhbHOERIZTVRALH
BT2b0T, EROFEERE 22 I LRV,
BEFELE LTTADARDLETSH Y, SHE»CBREHE
EETIHERTAPANEITTS. BEHOCTAPADEE
BNIERWICEERERRTH L. T, MBEEREREIC
AL, PR OEFAFEHIRE 25 L EFRIETFRT
b, —FTHSEF~OERIPTEE & 520 LS
FEL, 20&) 2ATHEBARERERECTERZI D
LNAGERDB.

I FEEORHKICOWT

B 1985 FIZRPEOFERE - B ST X hERICHEER

JTHESEY. BRLEMNE - BERCADPADRIZ, &
PR & Y E7E - BN TR—RBENEEL, posl
ERICERLT 2 R EHRSBEE RTINS %
B L, LISk, B2 ETIR [FREL2RE - BEBRTAD»AD
—8 (EE-Bl)] osHFTHALATEL —~FTHERS
GRBOERESY [EEoEEEMEI MLl L LTHREL
79, Ihb0&HEE— L TEBHICRME N EENA
PN THIEFEME LT, 2001 EICF 4 13 ABRRPS &\
3 EHEEVS I L EREB LY.

2007 FFIZEE S BAER 54 FIOBENISHE LD TR
ELTEY, 20ERETCERRA2EREOBRLITE
—HTHIDTHo/2". o IEME - ERTAPADREE
BREZoDNSF - ELTwE. BEEIINE - TE
DIV = Fho8s BOBREHEETTAPAEZRIEL,
BEOBEHICHRASIBESR, FOWMICTAPAR
HEEFERESNLEEZ NG, RAREECADPART
BERPEEIMER L EVOPIE-TH L. JhIIHLTE
FETRAES > SEBAHRZETICTAPALEBTT LD
PHET, TORAREFED THRWIzO ISR R85k
2HHTEL V) BICZOEEHEY» b TAPAEEIBR
SNAEDTHTZVWHEHFEILTWES,

FOR, BUORABBESITERZEISCERBS NI
Kramer 5 3 HBEBEWEEBZITVNAEREZ R L, burst-sup-
pression coma & LEL T B FHREFEDRAE severe refractory
status epilepticus owing to presumed encephalitis & L CH&E L
TV3Y, HHIEIDY 4 TOEBRR T W AER I HER
BEOREACEETLI OLEEL TS, RADERICHE
L TiZ Wilder-Smith & A 28 L 7= new-onset refractory status
epilepticus (NORSE) EFEBOEHFLIELIEZAVLhTY
29, FOEMIELHICSEVE VD EEEE ABRRPS OFR
LiFIZ—FT 5. 2 PITHBRIER SRS, HoBERE
ELTRERZRE, BEROBEIONE L Bbtks ) 4 —
Y ADHHFY B N7z, Devastating epileptic encephalopathy
in school-aged children (DESC) i 2006 EIZ7 5 Y AD ¥ N —
FICEDEBEN-, DESC TRERSEHICRETL
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E, PONARBEOEEDS Sylvius BEAB L CHEETH S
EEERLTWE. Ik, —HOEHNTIIRIENEES 2
FHHHOD, DESC DFEEE L TRAEDTEEMIIEENT,
TABAD—ETHZ LI UFE L oTVD.

2010 EiC% D, #HZIC FRES LW IHBEFREER
72112 FIRES i3 febrile infection related refractory epilepsy
syndrome, fever induced refractory epileptic encephalopathy in
school age children 7 &4 2 BHROIEEEL LTHW L TW
B, -0y S EEEROICBRENRRERETHY,
EARMICIZDESC B AL DD EBRTHILHFTES.
i FIRES OSFRBICER L2ob ), FESCHET
BREDGFIDEHERNTNS.

I AERRPS & FIRES EE—&ES 7

ABERRPS, NORSE, DESC, FIRES idv ¥4 b Fhiz4ES
BOTHEREZ TAPAK L VEEIITON, ThoidERY
CIRFECEBETHBEE2005 9. Lil, WIhdER
ERLEBIICEOVWTWAEZERE, FNFhOEREAN
FE—ETH2E) PETHETH S, AERRPS DWW ESHT
HEHE (1) LT, BRI TS%LEE LTl -
B - WEEEMREEDRAL., THEREHICE Tvnh
A ETHES { OEBBEOHN S ABRRPS % L D BRI
WHTA2ZEEEBRILADOTHS. LAL, ThiCEosT
ABRRPS IZHEU 2 b DOMBEICEBHARZHLS 2w
[0 PECLIERELD. FIRES OBWEREE LTA
HDbDiEh s, —FiC [BECEVERTVLAL EL
TEIC, BHOEBEBRALEZbO] by Yy S IVikEE
BHWHERLTWS, ZhiE—Rbr) 3w, Larl, B
RCERERLITVILARET2H 502 ERTHORAE -
REZEAETATEEEFSHS. Ll b ihonEHELR
BIRY, FIRES i ABRRPS BL U F NN OEEE2 &0 X
DIREWEEE LR B L TES.

ZZT AERRPS & 5V i FIRES & L THE SN T AER
ORRFRNIGES~FKT 2 0L 5, TETICHEEH A
(F2) 29, ZORE, Bil, STRREOBNERE, Ml
RS MRI LOBBREOHBRL Y, £ 0ET—&
TAHEREPBELN, WERIZIZF—TH s HEH I &
B, BEERHE FIRES OFFRLE NS, iUt FIRES 7%
2T DESC &I TV I &4 b ERBE DI /S4 7 X
B o THTEEXSHS. LeL, WOPDETEN
YRWZENT-. Pz, BIEEICE L TiE, ABRRPS i3Ef
FEEBLUTZOZRESREEETIEALER ST
%7, FIRES TRITRESBIEDOH, H5VIEEREEDH
DEF S S D 5 TE TN T W, AERRPS 480 TR
PLECEED 6 s Em O BAEER, FRES Tiab$9 12%
lck &Fo/z. F7z, bust-suppression coma DHAIE FIRES
D7 HBEERE LT ABRRPS Tid 24 HEEEL, HHFH
b AERRPS DHFEBEWVERPR LNz, Zh6id FIRES IKid
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= 1 BnEERS REEREEMN/E (AERRPS)
BT

1 EEEHE

1) e RARPEEER R RIS WARIL, TuhAFind
BEECEERE

2) ABHozR®

3) EHRSEE - ZREeR{CBEMER BRI, 1 B~%PA
B TORAHSNIZ ISV E Y b— b OBRBIREERE S X
b Bl % burst-suppression IZHEFT A & L HWE (FHIC midazolam
Eid )

4) MBS S AT FERRRS TAPACEBRT

2 BEERH

1) FefEdiA L, 2~10 HRICHBIERSHE

2) SR

3) BEMEA T A BEROBE LR (MR BEHOBMS VS
Bl2h IL-6, 2FTF UV REDHMANSHD)

4) BERTR  MRRRE T ASENICEIRERE, F0% (B) &
EEE () B, BREARE &08H, RERKEIRE
FOEIET & & 0 R iR1L

5) MRIFTR | SHICRER ~SEMNEE, HEH T
f (L BCAMH MR O FLAIR B{ETHES, B, MEREC
EREEHA) ,

6) BAEEL LTSRS CAPADH, MREE, HEEE, &
WERPITHESE, BRI T-HIEBEELBRT

IV EEOEFAIBELETNTVE I L FRET S,
WENOEEFTE L L v B8R, ERORERITR
BHThI2HBAICBWTHERIEHZ Y, LAL, FIRES &
BALBRICEZEBLEEUDERBETHL LELLR, FO
FREEFHLPICEBICONT, SO E—nERICLS
HEIMWUTHIOLFEENS,

¥V AERRPS OFH

AERRPS DERIZALBFRATH Y, LTICR<Z LS %
REDIEBENTWEY, ERIZHE TR,

1. TAPAS

AERRPS BN CAPAD—BTH B LI ELFIZ, TAD
ADBERBEFICEE RO IENFEETLE W) FER
#T<{ . AERRPS OB FOEEB VT, Dravet EEHD
FERBEZTTHS SCNIA DHER (RIST5T) PREENT
VBB LIRS o THOERT SCN24 O EEENF
FENSY, INLOBEERA T VF Y ANVOREIAEL
B#ET2ZEERRLTCWS, —FT 10 IO FIRES EHIC
BT, SCNIALBER IV —HSHI 1 Al RO 5N kdo
el I HELDY, ETOEANINLOERL2ETED
WA WY, LizdtaT, TRo6DAF Y F v R VDEY
i AERRPS OEHEMZER T2, BHEICHEET TR
AR B EREYHRET D L2 X o T ABRRPS OIS
LTWaAEELILZFFGENTHS. BESCNIABREEY A
VABMESEREL OEENEE SN TEBY, AERRPS oF
SCNIA HEMREREARI FSAD—RTHILENWIEL
FIRREBROREER L VI EED L EEEN,

4+ >F 2 Z VSN OREFEEL LT, FIRES @ 16T,

MEsEE E45% %25

# 2 AERRPS & FIRES D HE

FIRES AERRPS
£ 8H (2~17) |58 (1~14)
B/% 43 201
RERORESR 96% 100%
FATEREGOBREN (48 (1~14) [5H (2~10)
AR 75% 100% (#8)
biNziboEse bl 57% 66%
fige  HESEREE | 95% 54%

MRI . EEEFRE | 19% 21%
REBRTADA 97% 100% (78)

ZLEOTADA - HEEELFIERITZ & THMHNS proto-
cadberin 19 (PCDH19) BIEF O I ALY ABEFRESHT
w1,

2. BOREH

AERRPS RERERTHE L VIHIELFIE, »oh»n
FERAIEED DEMT NG, FEBHN R  SBHEME,
L2bBREFERL 25727 TRAEHICLITLIEERT
5. ¥/, SESICERAEO CRP BEXNREEEERY
EHTAIEDH), FEMERCELTEFOKEL o
TWATEEMEND 2. R TIR—EEOHIBEMERE L,
B B b B2 - B IS Y 2 BIRIBIEE AT 5. L
L, SHEDEEOREFTTHEPEHLMICER TR
vy,

BERVENRESNTVwADIX, BCHMEEHLETEH
CREHTHSH. ABRRPS KHETIHOHEL LTEIK
FESNLOREMKESES ) Y LF v 2V (VGKC) BE
IS B ETHAETH S Y. VGKC EARIIHT A5 L
LT, BERNEOER L 2 53 LGI1 Hifk & nearomyoto-
nia [ZBE T B0 Caspr2 FLEFH LN TV B, AREETHEE
SNAPARIT LG, Casprz DV EEAES, HOHERIX
THTHSD, ZOFARICHETZRETE, RENTFEOL
WEFIR AREEZCHEEE 2 ETAEAGHESL TS
DEBREIILT LAH—T %A, WTFRLEREITVR
AEEEPRITATHBELTNASD, i, 7L I VB
REEEEFR (glutamic acid decarboxylase; GAD). {239 % EH 3L
fiE, ATVNA R ERE T ARROIBRRBAET LIELITR
HENB), AERRPS & RBICHEZITVWRABEREME) K
RIZBWT, 5 GAD kP RE SR IES 522,

AERRPS @ 1 FlHI BV TREFZNBH 2T o -HETH,
RIS CD20 B B Mg, NK MEEEOKT, L
interferon y (IFNy) 38 X UK interleukin-6 (IL-6) O¥Emas
Fooho?, BHEL IL-6 DEFRIEEEDTER K
LTWAWEEEFH 5.

V AERRPS OREMR

1. ERRE
# 4 EOFTHREEMATED b, —RRIC 100/ 1 KD
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BEEMCLETY, BEEESEMTHS. E7, MmN
BRI —BEICFEDbNE I EPEL, BBTVRAN
BELTYTHHBEFTRRIER L CRREB L oS L
FLIER OGNS, HHaEoMic neopterin % interleukin 6 251
BT AH5H A, BT O neuron specific enolase O b FiX
HoTHhEEIL LYY, HEMROEEIEETEVWIL
FEEESNL. B, SREGFRE S W IR
RED—DTH 5.

2. BUEERE

AERRPS BRITWNRAREHETHERTHL L0 5, M
FREZEDOTEETH L. HOBHICRY AV ABHERE
ER & & B ICUREOBRBRESRONL M, BER
2R L) BEHERICTAPAREREREPBETS
Z &5\, AERRPS OFFEEML & LT Sylvius RN HEE
ENTVEY, TAPARREEDSFIEIOWMMICRST
FERIC L V4 ThH D, FLALOERAPSESE - W
DEFEERT. TN APERT 2B, bilateral peri-
odic lateralized epileptiform discharge (biPLED) BEDEEIMER
BHEPRONBEZENHE, ZONF - FHEET I
WS E s — VERIC & % burst suppression coma 2NEA ST
WA I EDEWD, BEEIEREE I bust suppression /35 —
LHHELPICERLLDTHE. TOBPHBEEREECT
APABRELBEETBTERENS Y, Z07— V2 HET
BRI SV E Y — VR ENER D & ORI EE T
HBIEDEND, FEIEREEIRICHN 5 SRR
ERHIIBITTAI LS5,

AERRPS DEVERRNELER ¢ HRE Rl & T80k -
BN NTHY, BORBRRELREEEL2BICE
AR S 5. BHICIIET 2 BE % KB L TRAR
BELHRANN BB EHERERVET MDY, ZhE
amplitude integrated EEG TR T 2 & E N RBHIROET
FBONE Y, BEHROBIERBHLSC, BEROFE~D
migration ZFEDAES B v,

3. HRE{EEE

HREEERERLETIES S b D0 ABRRPS OBHTICBW

TRBER 2 REic b B3, CT CREZRDZZ LD

%<, MRI DHITREOHREICER TV, EEEREIC
BonalREE LTHEED R EEREFETLNE. 17
L, ShoEERTATVRAERICLZ ZRERECH S
TEeldrdH 5. REFFHEO T2 EEHRLEL LIELIETED
b#bh. —FT AERRPS I(ZEEISEVERR L LT, W
BT - BEEO T2 BERENHH D, &5 I0—WOEFTE
BRECEEED T2 EEREFRONS.

VI AERRPS M

AERRPS 1251 3 1T OILAGED TR TH 5 L0
PR, CNEAREBROREZEBICILTWARKROERT
b, PEREERA CEHEOREIRG VY Y — VERRRRS
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FELEREGTHY, T, TORAERICL 5 ZTRIRE
EOFHODIDERRETHH EFRLTERLY. EHE
{228V E & — VEEIZ X % burst-suppression coma FRAUEEICH
TAHERNREREE LTHVLOR TS, UL, &R
DEFEFL LAFETH LTS ERBETAHESB SR
7z, Kramer 53 FIRES L2Hf & iz 77 flostodc, &
M7z Y burst-suppression coma & & BEFE FIT BT
W, EVEORLEBL CaRTERIERECTRRETH L

LT3 W 2L, REEBEL SRR EhIZTEE
THoTMEENH D, LidoT, MEFHROZBTEIOR
BOBEEELZFMLLEZT CHEAS L IERRTH ST
HIBETET, WHRNEHEC I 2EREFLETHS.
LA L, AERRPS DAAORECINIEEEEBICOIYRE
DISVE S - VEERET RS pnkiEgENb T L
b, RAOODEE LL ZVHESENL TR TREEEET
¥, Z0X)2EBIIERICETS. WIRICRIERE
DFEFEIREG SV E & — VBRI S IR R TR, ek
AVT A, MBREBRERZERELIZZEPD, TRIVE
RPIEREP SRR TCELZENET Ly, L2 L, N
Yy — VEBORBREICL > TITWRAYERL, BENEs &%
LG ENBI LR LITLITEET S, WA EZETH
T2 BEFHEPIZOVTEERIHTELT, EEOX
I BEEICBITEV L TR EET S OB LT
bR WERETHA.

BRIRA L E 5 — VEERRR S ORBREEL LT
POFEFRESN TS, 4 EIEEBIREY phenobarbital
RKEREFEROLZDICERT, o CBEHICE
zonisamide, clonazepam, RILMIEDOHEEI BB I L
FRLZY. LAL, chAbBITwhAIERT 28I
E—BICESTH A L5, bust-suppression coma IZHL >
TP DD LEE WA\, Lidocaine & topiramate DKE
BTN TCH o e THHEN DY), FHETH topira-
mate QEEEIKRIT TH S L VI BHEIESLH, RbbH
XS5, EERIEB SR TWAEDIEY P AEETH
%, & b yEEEERZE -0 v SEEF T FIRES OREFIC
FLTRASNTEY, BERETH-> THHBENERRCE
FEFEHIL D 2L 8N Tw 52, Kb~/ FIRES &
BEMBECEAZEUTRESH S Z L5, AERRPS O
FTHBEELRI V-7 LTHEFRELNENE ) BIER
HTHhs, LoL, MCENLBREEIRONTELHIRT
i, BRRBT—EERALEEETHL.

ABRRPS SEMRERTH 2 L v ) RELICET X B
BEFRALNTVEY, FOFREIHMETELDTEL
V3. Methylprednisolone 7SV AEF L LT AR REA T
TA FRA YT U7 VEEEEFEICTDITEY, £
OEFEERETIHEIHAENE 00, WL TRER
EREQMIIRIED SR, &8, i NMDA S5k

Bigen &3 I HERERETH > T BHOREREEEC
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B EREST T o R REESSH S b, SHIGFAIICL
5 & 0BHRRENHPLELZOPE LV, ZOHER
cyclophosphamide % rituximab & Vo JzRIEIIRIF - 550y
BADER S BB IANZITHIEE 5 WD, TORICHKE
BT B REENETE T4, ZAL0ERRESZE
BT AEMTEBL ZLDERTHDL. T, SEHICL
5BV INEREIC L AR ML ETH Y, BRI
CHELTHBREORBIS S,

B b WL

AFRRPS R EBTIIH A%, HBRLEERZRL, FT#
RETHAEIEPOHBRICBIBA 7 P FEBVWEERTH
%. FIRES L WO BAOBEL* X o L LTEEZFDEE
BREFEIET - T 225, BEERE L BEEELICmITZ
AL E ML o T Y TH A, BERE, B, WEE
BEORy N4 FOBREICMA TRESEN - FHEERFT
BB LTRADENLERICRE LTV I EOEALE
NHFLETHS.
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