%7%

52241:12
S AR
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=] 7 = Z Dt D= MHERE

| Dravet FEREf(C &4 U /= BRiE DRZER & AR

1.Dravet fEEEHSZBHAICHEIEE L, RECHHRETERIND ITUNAEEZRY
R TAD AR T
2.Dravet fERE CIR2UMEDEHIHTEL, LTI EELHD

3. ERAEEMHT ZENTETHZOROEHOEEN BV E Z(C(F, 2MMIE
DNEHERVEDEEEZITONLENH D

7

5“1"

Dravet fEfZ&¥ & & J

Dravet FEMEHE L, TERIFEIETLIR I 4 7 1 =—TA D A (severe myoclonic epilepsy in in-
fancy) D ZFETHI S LTV TG PINED TA D AMERGE T, BB % A7 L 72 Dravet
D XTI % T B AT D S 7.

Dravet JEBBE DR 2R 1 1R TV, MIBIOFEIEIZER 4~8 2 HEHICHIHT 2. #IH
DENEL, FREOZ L WAL L b H L. FBMOFEEZIT AT 2 L0
EAETHDY, TONAREGHEOEELHL L, FHURERMEOZ LD 5.
Dravet FEMEREDBHZE 2 R EUE, FEIC L o TERICEIEDFRESINL I LETHY, Lard
LIFLITERICHS. BERRTAPAZEITT LTHE LW ZRL, ERe 7T 5
CEIIWEETH S, FERFIMOMBIIIERE T, MRIZOEEZED LV, L2h - T,
RATFT R 2 O Dravet IEERE 2 2T 2 2 L IIWEETH 1), & < T CTHEIRI 2 FEED O &
VED L. FREE TOIEIIEE Th L0, FBERIIFEEDEFT L. £72, HAI
FFRE D E B E R HEAR PR 2 EOMAEIEIRDIA S 222 7% 5. 1 ~4KEOMIZIE, 3
F 70 = =5k - FREEIRMTEAE - BRI R EOfkA ¥ 4 TOFENHEBIT 5. 2

\\\\\\\\

FHSN TR, 5EEBEE L EREOEEIILRMD LT, HWBIWLE L 7IRREIC %
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%1 Dravet [EIREB¥ D45
s %A~ HBICHLDREZRDHD. EEFTONAZHEDZENEFEALT,

s HBICL > TCHRICHEENFFRIN, ULILUITEREICES.

c FIEETCORERJEETH DN, FERERENERT D.

« RERFPHOMRIEET, MRICHEEZZROEL. $IRIBLIEDE T3S
BRFH % BH B, Dravet FEIREHCIFRMNBATRFAISN TR,

c I ~4BBOBICHELRI T TORE(I AT O —FE, IETRRNBRE £
EFRERE)HAHIEL, WITNEMTANARICENMETHS.

c KR DBEENDEZZ5RH D Z EHZ L.

* 70~ 80% DAER(C SCNIA BIGFDEREZRDHB.

5D TH 5.

Dravet FEfERE L L WIHFRIRTIE N CH L. BHAET THEIIMEDPH SN TV DI TA
PAFIINNTAfRENRY VTV TEE Y RTAPAIETHY, ATy b= - BAL
HI) T L NETT— MR ELEMTHLEENTWAS, Lo, BE2IHITLZ L
i CIHEETDH 5.

Dravet JiE i # T 13 70 ~ 80% D EBI 2 SCNIA Efn T DL R Z B %2, HIFH T
SCNIA BT OEREEHEN—ATHNTH I LIETER VD, WIFEE ST % KIE
THZ LN TH S, 72721, Dravet FEERELI D TADATY SCNIA BEIR T2 5
AL LTWEZEAHMLENTEDY, Dravet FEREFEOZMNIEH < F THRIERIZZED W
TIT)LEDH 5.

Dravet fEf&2f & 2UMERTE J

Dravet JEMERED BRI TAPADEIRIZHRT, JEET D) A7 0552 &3P
P HHB A TV72, Sakauchi © & HARIZ BT % Dravet SEMGEHE D FHIFE T2 D W CE A
HAEIT, 23BD) B 3B 130D 24ETIIHELTWDL I L 2HMELT
WA 2D B 59 BN DOWTIEH DN AT DI, 31 BIAZEIRIE, 21 BT it A
EFZED BMRE, 6 FI2SHKIZE 2 TETH 2 EfEmI . SWME T LR
T, HEHOERIZI~8EN L 6 ICE—2 2B (R1). Th5DEFTIRSE
PEDSPH S 7212 % 22 b B 3 Bl A & 0 3 1M N BE [ (DIC) O & B % 67% 1272
O, T OEH Dravet IEEREOHEDOITWNAE R EKRE R LTV Lo T,
HEREOBENRLABIPIET EFHE L TW5E EIEE I,

Okumura 5 | Dravet FEfERFIC A0 L 72 BMEREIC DO WT, BRI E LTV 15 BIOER
R S LT %9, BMEREDSTE L 72 4R fn (3 b Jefil 3 7% 8 2 H (#ERH 8 20 H ~ 15 %)
T1~4BDEGOBITH - 7. BUPIEIZEFITHNAEBTHE D, FLTANA
FTHAEDHIHR SN2 D b 6 TIHREHEICH > T, RESEZEOD, ZHME
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B

6,

sk B 2ERE
B AT

) m B

0 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18<
SO (%)
1 Dravet EfREFOIER DEFE IR
(Sakauchi M, Oguni H, Kato I, et al. Retrospective multiinstitutional study of the preva-
lence of early death in Dravet syndrome. Epilepsia 2011 ; 52 : 1144-1149.)

S

W%l 72 ) F B AEBILAF T d o 72, WFHAERESE 2L CK 0D L FHEFEC Lo,
VST A BB 7RI A 0o F, KT 5L C e AL A2 (DR 1 L

SR A0 % 5 BN, BT eV & 2 Bl 7: (B2). 15 BlOEIR LT 4 b1
:
n

N
E

.

I

N

HEREEIHITHY), FEARTHA.

NS DOFHENS, Dravet FEEHEOBIBIZBWTIZBIEDRIHI SN2 b b TE
BOEPECIGEIZIL, BUMEOEEZZEET 2LE DL EEbNE. RAEMEDOLE
1LIZH A BEOR B L T 6 T 5720, SMUEMNEL BT 2 13 E#EER &
OMFE LT RV ELETH S ). BEBRERL MR IGH TH 2 WD H 525, 47
BRI SN TR WO BRI T ZOBHNERIIAHTH L EEDI L2 22\,

Dravet JEEHE IS G B L 72 SEINAE (203 2 3G H 12OV CiE, B CIEARR 2 ik
HMONTWARG, TWNRAERTRET 5720 EOIH % +451247, THETHhIUTE:
BWIEE=5 1) v T 24T o CIHRFTONABTADPAEROFEZHERTL00 I wEERD
NG ATHA R)OVAEER T v~ 7 7)) v REREIZOWTE, ZoFEORE
EREINTBLTHEMAEEIARHESELE L2 2 2\, BKE - SFREE 2 & Ok
% EIZOWVTHIED LA, SEBESNDEZREBETHL EEbNS.

73, SCNIAZZFE & BMENIE & OB 2 7RIE§ 2\ OO D38 5. Kobayashi 5
(& 15 BIOZVERGE D BEED & 5 /NBIZH LT SCNIA BART- % AT L, 8GR 561
B SRS (AERRPS) ODEEOH 2 1 HIIZI ALy AERZRB L TWAEY. ZOIE
Bl AERRPS O FIEFT I ITBEIT VI AR TADPARIEZ RO TV h > 72, Saitoh 5
(87 BIOZMERIE DD B % /NEIZ BT SCNIA BIa T2 L, 3FIICI At A
BRAERBBLZY., 2095 2 EMIEDFIERIC TAPARIER AL TWzh, 1
BHIBMEREDOSIE T THEET VNAR TADAREZRO T hhstz, Z0OLHIC,
SCNIA ZEFIITAPADE I PD L TEWIEDY) A7 Th D REMEL D 5.
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d
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f

2 Dravet FEIRBHCEHH L RIERIEDIRES MRI LA HE
%
+b I KNRE - FRIK - J\RFIRICHESEZRDS.
: SURER S RIBEHOAMRE - MEURRY - L > K EESHE
BH3.
: QB SEEARSOAMNE CHESEER 3.

HETHERANBESEELTVS.
| AUSRERS L OREBRAINBESEELTVS.

[Okumura A, Uematsu M, Imataka G, et al. Acute encephalopathy in children with
Dravet syndrome. Epilepsia 2012 ;53 : 79-86.)
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NEMRERTL

) PubMed, EFEET, 4ERZZITTICHREL .
P FEE LMW L3k E N R —F TR L7

1)

W
g

~
z

wn
3

-2
~

oo
s

PubMed
(“acute encephalopathy” [tiab] OR (“acute disease’ [MeSH Terms] AND “brain diseases” [MeSH Terms]) AND dravet Fil-

ters - English ; Japanese ; Child - birth-18 years

MEEE ot

[ H g

((BMEE /AL)and ((TAD A - 34270 =X A [TH or TAH A - 2427 10— X A JAL)or Dravet/AL) ) and (PT =4
FREREE < and CK =R, #rAlE, AW ~237H), D@2 ~s5), A6e~12), HHEL(13~18))

MEHL 41

Dravet C, Oguni H. Dravet syndrome (severe myoclonic epilepsy in infancy). Handb Clin Neurol 2013 ; 111 : 627-633.
(pLxnby)

Claes L, Del-Favero J, Ceulemans B, Lagae L, Van Broeckhoven C, De Jonghe P. De novo mutations in the sodium-channel
gene SCN1A cause severe myoclonic epilepsy of infancy. Am J Hum Genet 2001 ; 68 : 1327-1332. (b L XL 5)

Miller IO, Sotero de Menezes MA. SCN1A-Related Seizure Disorders. In : Pagon RA, Adam MP, Ardinger HH, eds. GeneRe-
views [Internet]. Seattle(WA) : University of Washington, Seattle ; 1993-2014. 2007 Nov 29 [updated 2014 May 15].
(rLx15)

Sakauchi M, Oguni H, Kato I, et al. Retrospective multiinstitutional study of the prevalence of early death in Dravet syndrome.
Epilepsia 2011 ;52 : 1144-1149.(» L X V'5)

Sakauchi M, Oguni H, Kato I, et al. Mortality in Dravet syndrome : search for risk factors in Japanese patients. Epilepsia
2011 ; 52(Suppl) : 50-54.(» L XV'5)

Okumura A, Uematsu M, Imataka G, et al. Acute encephalopathy in children with Dravet syndrome. Epilepsia 2012 ; 53 : 79-
86.(»LNL5)

Kobayashi K, Ouchida M, Okumura A, et al. Genetic seizure susceptibility underlying acute encephalopathies in childhood.
Epilepsy Res 2010 ; 91 : 143-52.(p L XL5)

Saitoh M, Shinohara M, Hoshino H, et al. Mutations of the SCN1A gene in acute encephalopathy. Epilepsia 2012 ; 53 : 558-
564. (> LRI5)
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) 7 =1 ZF DthD 2 MHEBNAE

2 RXERIBRE BRI D RAEDZET & Ak

1. ERMRIB BB M SR 3 e RERB R EBEMICH W\ TR BIBRIE
REZHICRHBIBAL ICHEVRIEET 22MMETH . BHEER(FIFT T T
PHICHBIEZFRD D ENE L

2 FERICE T NUESHEENBIEKORRERS, X707 R/LREEADE

FEZEL LN G

fEsH

b

*P& 70N J

SRR PTG B C5 ﬁ?%%TF&&%@ﬁﬁkﬁﬁ%ﬁﬁtT LR
RGP ST B ERNAEC, BRI FEA A 7 o C b BTG A0 i
X7 LRT OO TH S,

5 A |

OFERMENE B BT OFEE P SEE S 5.
@%’éiﬁﬂ”?%liﬁﬁfﬁxflk%j@%%kﬁ“é%liaﬂ BRI O NAREREE THRIET 5.
QBRI EAREDHHR 24T > T b RREREIR iéFﬂﬁE‘Jf‘EﬁZ%L&b\

(O MRI 5 LR R TR AT 22\ LSS 2 &5 5 I 2 78

G TIRFTIEZ > LA PP R IR R FheH) 2 22561 0 Bl 2 78

BHICERLRE J
Mg A b & L CIitfE, Na, Cl, K, ACTH, J)VFV—), TIVFAFOr, I
HL = Uitz e 50,
JEF Na, K, 7L T7F =2 &lllEdT 50,
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JEHGRFI M & MRI, Bt 2 haf T3 %29

F%EIJE%E J

RS PERNORE,  ECHR SR 1k RE  E A A

A J
/A Y

INFEFTHOETAH, HBICHETAIEF Y ADH LR TITHE SN TV, ZEIE
NED G E RHPOMWIEICAT) T &, FBIEOTRIZ % o LRGHEDIRE X 1TH) T &, &
T 51 WHADEE I ZFDERELT) = EOTFREEZ TV AN EHEH % L T
CEDNFETHL, BWEMEICT LT AFLTL Ry v AEEE HW 53,

1 2MEIBARLOEE
O#fIE © 20 mL/kg D 5% 7V 3 — AEH AN EHEKE 1 B CHEES L, 2ok

24 B¥f 2217 C 60 mL/kg % B 53 5.

QFHIRFERDSATTHEZ © 50 ~75 mg/m? & KO 3 )VF > a7 BT A7 )V O A NE S

ATH Y. BRAFER S AUX, AF VT L K=V 30megke & 3 H#EHIZG-9 5.

NEMRERTL

P PubMed, EHFET, 1992 4E 1 A5 2012 4E 8 A  COMM CHIE L /2.
P F-EELHMW L 2R E N R —F THRZE L 72,

©® PubMed
(“acute encephalopathy” [tiab] OR ( “acute disease” [MeSH Terms] AND “brain diseases’ [MeSH Terms]) AND Adrenal In-
sufficiency Filters  English ; Japanese ; Child : birth-18 years
MRS 111

o [EHEE
(CRMERREE /AL) and ( (BB HEFEAR T E /TH or BB AR TE /AL) or (R FEAEML TE /TH or B /AR 4x /AL)) ) and (PT
= SiEskbR < and CK=JRYE, #rAERE, FLBG~2347H), 98 @2~5), AE(6~12), FHEMU3~18))
MR 41

D) BUBAR, fEARE—, KPR BaM—, i 3 SRR B S I NGE O WG FE 2 & 5 L7 PR S OFE (2
PEIRRE - R EAR) O A A, AV E &K 2002550 1 1165-1169. (b L<14)

2) &SPk SERVERIE BRI D B, NEAE 2013 5 452 390-393. (b LXL6)

3) BERAE—, ILNFEIE e RPERIE R E AR D BE. ANERMAEL 7 F v — 201252:918-924. (0 LRXVE)

4) Lee S, Sanefuji M, Hara T, et al. Clinical and MRI characteristic of acute encephalopathy in congenital adrenal hyperplasia. J
Neurol Sci 2011 ;306 ;91-93.(» L XV'5)

SE(CLIEZRER

a) HANGWFELHIGEREES, M. BIE 7Y — P2 SRl B R IR TREDOZM & i5H IC M 2188 (5
—%)2014.

b) HANENGWSES YA - A7) =V FRRS HRYA - A7) —= v 754y, 21- KERALEES KIBIE OB -
BROIA FT 4 > (2014 FLETH).
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) 7 =1 ZF DthD 2 MHEBNAE

3 I RHREABRELEE T SREML - BiE
(MERS) Da2HR & indk

1. TR R ATRE 25 9 DEBEMRA - BIIE (MERS) (FBARD/INE2MRE T 2
EEICSHEE (16%) TH3

2. PRI BRNSE CPRRBIFGEHRER S, BHHNLEGRTRE MREAZ DT
HHEERET) (2%
CEEESZREAEEBETS

4. BERTIET Y 2052 RBEIEE - HIAEREFFEELRL

5. BAEERC(F, X700 RNSNLAEE Av7 07 ) AEEEENT LENE

(CRSYZE-IESANRN R L —F C2

e
MRI $I5 B3R 18 5 D 3 A 2R I G KR D W] i 28 703, Tk, 10T A AR D Hli,
E s, NERS, FEMREEE BRI MY o AddE), fGIHE, X #EEHM: Charcot-Marie-
Tooth J% 7% & TRt £ 41, reversible splenial lesion syndrome (RESLES) D Z A e ST
WDV 2T MEHEIRDEE TP R B 2 M - BEI, AN R KR R
T BEIEMN 2 - BE (MERS) & L CHRiE &N T W 529,

" J

HE - BEATESVEINE O R KRR & 3SR AE ST (2 7 2eBE (P ge s - kI HE) 28
WEAT L 7295 A TR S 72 MERS O LY 2 — e L - W R dE 2 SR 1 IR ¥,

SENAE 0 43 E FEREFT AL 10 (2007 4F 4 H~2010 43 H O 3 4£/H) 12X %5 &, MERS &
H AR D /N BPERE D 72 2> Tl WL AR (T AR M) 2 E (AESD) (29%) 1I2IR ¥ 2 &
HAZHHBE AT (16%, 1537983 44). AL 72 B2 (B 52%) 520 F, FIE
X5.6THY, FH - BHREIZLLALNS. MERS OBATEGGHRER T A~ 7L
I Y B4%) b %<, OFTANVA(12%), LY TATANVA(4%), M EAE (3%)

K
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%=1 MERS D2KELE

(B PRIR]

OF#E 1 BLUAICEESE - 178, B8ES, TUNARBREZRIET 5.

QOHMERFAER | NELARICEREES <OET 5.

O DPFEE (RMBIEMMNEREN (ADEM), (TULNAERRE (M) 2MERE (AESD), I/ 7E L)
ZEELDB.

OFRER(S 12 AL ERTT 2 (RESE) - T8RN THRL).

[Bf&PTR]
OS2 ICHNREAICHBEERBER TRESZ2L. TI, T2 ESEBRIERNEETHS.
ORE IR AREZ S A, MRE2HEB OV URTEBEICIERLD 3.
@2 HBLAICHRUESER - ERZER L.
BEEH!
RIKR@7E T S 73 WVES (REESA 12 BEMUA, RESE - TS MRIC 12 BRELING &) 6 E—
AN NZ I (MERS spectrum) EZ X 5N 5.
MRI _FDRENWR (D3 < EHEAEZ2E) (CBRBINIE MERS 18, BRI WFFEEERZE (P
BREORBABICTFHL, BE2ARICIEALD3) EEINEMERS28IET 3.
URES @R el e SRR BRI e R - R IEREINE O 7 R R & B0 212 1A) VT 7= 098 (MFJEA
FH KO HE) PR 22 AREERRSE - MEBIZEEE E, 2011 2 Y0A)

HTHUZW . AESD TEABEEED HHV-6 1 MERS T34 7\ (2%). 1% w7 4 )V ADHHRE
BEWT EEHE o T EFH R TWRAL ITHEWMERS 229528 03H 5.
MERS 54 JiE 6 O Frad> ¥ Tld, MEERIEHIIFEHZFE 1M E LTHE1I~3WHBH
0% Th 5. MEHERONTUE, BESE - 7T812°54%(29/54 ) L% TH Y, LT
Wil A 33%, BEiklBEE 30%, BHIE 24%, WAERIUEIR 6% 7% & Th 5. MEEEIRIL,
2F 1 22 H (% 1k 10 B) PIAIZHERT 5.

RKATARTA (1T -DICED L, BWREE [ICS 20 DL EoE#EESSMEICHE
SEL, 24 BFBILL BRI S 5] EHESN TV A, LA L, EilbEE(LNVOET) A
MERS O ESEIRTH 8418, L) HV 12 BELD EORRTZW L 5 5. MERS Ok
FEIRE L THEORWEAZ (RESE - 178) 3EMMEL R Y ET 0%, 3L
bFET A2 DIF Tl v, TAZERESE - 178) 2 Wit ISR E LD R L 2255
b 12 BRI LL RRRSE L, TN R KR & A A A MERS LBl L C v 7,
ERBEE v LS AR (FE S - 178h) ORI A 12 R DN OFEGNZ, 12 e DL E
DIER] & REER G - BGAT RICER I o2 e MESNTwLLY AR (REE
By - ATE) ORI 2 R TRY L2 LEHL I THEELETHY, WA—AXY FT A
(MERS spectrum) & & 2 51 5.

MERS (3 MRI T i, BRI IESGRAM G5 BRI GEBERETH O, B I3 E
BChbH. DHMORPBE KR L, T2 @AmRTEHES, TIEAmGR THERES 2w
LOTRREFTEEL, EEHNI L 25 RIIFRO v Y. IEHEHR (% TI1LE ]
HEfEGEE—IZEL, AT OBURB(ADC) 1K T $5. Ihs 02 bid—#@%ET
HY, 20HUNT2% T 1EBLA)IZHEET 59, RO ERE 2V LR &
JE) IR 2 A3 5 BAEEF % MERS 1 8 (R 1), MDA L dBREEET) 12

e
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£ 105%E
DWI

1 MERS 18!
TREZE, 77T A ICH#ED MERS. 2RADSEHBEE, LIEZ580, 4 KRB IEERER L.
4 JFREDILEGERAEIR TR AERSIES (ADC (FIET) #5263 H, 10RBICIEHEK L.

RRPRPE A (B LB RS B WA 2 A3 5 4EH 2 MERS 2 B (X 2) & 75
H70134) - HREEAGIZ MERS 2 BIOWHRAT LA S 1 B &2 8T R TOIRENHET 2 IEHFT
MHIE, FERZE & IR IR TR ZE ORI RSB ERR D 5, ThbbHER
IR NN THEHER LR T W EAVRIBEE LS.

MERS OZ Wi AZBEF O EDOENDEE TH S, MERS & 5T 2HEIEAT R EZ15TD
Mg 8 T ANV AL, BRBEERIEOMS - MEEEIRERA) Y, ST
Jix 8 9¢ (ADEM), AESD'®, #6585 |10 40 56 0F AR B SR %€ (AERRPS) 72 &2 AE R 5
HZEDHYHDHOT, K - EEOFMEBEILETH .

B J

YRR E R AER (R 2) BTN, TETF Y A3, Rk LUk
SR & 2eEAL, AR O SR & B, (AR OEELZ & % [T 9 5. MERS 54 SEFI O
T, FREREREL L TATOA F2 1660 B2 F VT L R=va 280 R, 6
BINTFHF AT ), FHor=zruT) r REREF8BIHITSN TS, —F 194l
(35%) \IHFFRED AR TH - /2. Z OHE TIRIEBROUTIZ 0 b 5§, EBIAEEAE 2%
(B3 LT 5%, RESLES 22 #(9 & MERS 6 #) 0512 Cld, AFL7L F=vnr
7OV AT B (H B MERS 6 1) 12T S 22 Bl &f2sse & mE L Tw b, SERE
DA EEREF A 10 TiE, MERS 153 %, {GHAT90%, RO HEEREOBRBEIED 1%
EENDY, BAERNLRIERNTIIAHTH 5.



2 MERS 28
10RER, 17 I BICHED MERS. 5 RHOILEGEEREBEIR CMRE
ﬁtﬂﬁ&E“*E%MmNMEH%Ewéﬂ 10RBIC(FHEK L.

&2 MERS OB8E
1. HFEOA

TV TIWNIHRES 1T RS 1 ICRHSIN TV B AE (TS 5.
2. RHEWEE

XFIITLRZVOV/SILAEE, A7/ 07V AEEEIZEEDREICEL -
THITUD%. FERDNBUVESICE, XFILSLRZVOV/INILABERIRATTF
HAIVUKRE, 2O URBERKEEZETUSVLEREGH Y D 5.

MERS #fi OFat C IL-6, IL-10 O _E5-(3/6 1), 8-OHAG (DNA FE{LA + L A~ — 71 —)
(416 ) G SN TWE7®, ¥y BAMIR~— 7 —), MEMERENT ) 7 —¥
(NSE)IZZAL L 2. BEEEY A M A VIS LT, ATHA K, Fr=wru7) v

IS E R CTH DM HEMEIE D 5.

WFIIZHE X, £ { D MERS JEBI O F£1E, (GENFICIPDOLTREIFCTHSL. Lo,
MERS # Wi (MRI JEAT i 72 &) 12 IE O R R ITGER 2 BT 2 LEP S D6, =L
FIREAEE LHIWT L 22383 AT 04 KOV AR, A r~rna7) v REEREE ifT
LThEDbRv, —HTERPBEWIAEGNIZIX, A70A F2VAEE, Fr~rua7
)Y REREEZLTLOMITT ALEIIR V. AT0A RV AEEICRATT R A %
VU, v LRERERE LT L2 VERELH YD 9 5.
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MHMRFRT

P PubMed, [EHIGEET, 4EBRAZFEITTICHRE L.
P F BB LML 223k A N Y B —F TR L 72,

PubMed

(“acute encephalopathy” [tiab] OR (“acute disease” [MeSH Terms] AND “brain diseases’ [MeSH Terms]) AND (reversible
splenial lesion OR MERS) Filters : English ; Japanese ; Child : birth-18 years

WREAR 51

& ik

((SERE /AL) and (IXZ2R KERAEZS /AL or MERS/AL)) and (PT = £3k#%Fs < and CK=Ji5)8, #rEM, FLR (1~
237 1), HE02~5), ME6~12), FHEM13~18)

MERRR 1714

ik

1)
2)
3)
4)
5)
6)
7)
8)

9)
10)

11)
12)

13)

15)
16)
17)

18)

Garcia-Monco JC, Cortina IE, et al. Reversible splenial lesion syndrome (RESLES) : what's in a name? J Neuroimaging
2011;21:el-14.(p LXV6)

IEAETF @RI TE R B BEE TR B SO IRITTE e HIE - BRI SEINGE O 9 KB & RS\ ST 7o gE (F
oA KT HE) PR 22 ARREERREE - S HRRZEEGE ., 2011 (b LRL6)

Tada H, Takanashi J, Barkovich AJ, et al. Clinically mild encephalitis/ encephalopathy with a reversible splenial lesion. Neu-
rology 2004 ; 63 : 1854-1858.(p L XL 5)

Takanashi J. Two newly proposed encephalitis/ encephalopathy syndromes. Brain Dev 2009 ; 31 : 521-528.(» L XL6)
Takanashi J, Barkovich AJ, Yamaguchi K, Kohno Y. Influenza-associated encephalitis/ encephalopathy with a reversible lesion
in the splenium of the corpus callosum : a case report and literature review. AJNR Am J Neuroradiol 2004 ; 25 : 798-802.
(»pLxL5)

Takanashi J, Barkovich AJ, Shiihara T, et al. Widening spectrum of a reversible splenial lesion with transiently reduced diffu-
sion. AJNR Am J Neuroradiol 2006 ; 27 : 836-838.(» L X1L'5)

Takanashi J, Imamura A, Hayakawa F, Terada H. Differences in the time course of splenial and white matter lesions in clinical-
ly mild encephalitis/ encephalopathy with a reversible splenial lesion (MERS). J Neurol Sci 2010 ; 292 : 24-27. (b L RL5)
LS, EEYE—. MERS. TR B ERIER, M. NERHERR Y 2 o2 280 SRR - APERE. R
HLEE, 2011 : 184-187. (b L~V 6)

ZMELT, WA —. TSR R £ S B BEN J¢ - . /NEAFE 2013 5 45 £ 366-370. (0 LXL6)
Hoshino A, Saitoh M, Oka A, et al. Epidemiology of acute encephalopathy in Japan, with emphasis on the association of virus-
es and syndrome. Brain Dev 2012 ; 34 : 337-343.(p L XV G)

Takanashi J, Tada H, Kuroki H, Barkovich AJ. Delirious behavior in influenza is associated with a reversible splenial lesion.
Brain Dev 2009 ; 31 : 423-426. (0 L XL5)

Kashiwagi M, Tanabe T, Shimaoka S, et al. Clinico-radiological spectrum of reversible splenial lesions in children. Brain Dev
2014 ;36 : 330-336. (b L NL5)

Yokoyama A, Saito Y, Kato F, Asai K, Maegaki Y, Ohno K. Transient encephalopathy with reversible white matter lesions ; A
case report. Brain Dev 2008 ; 30 : 434-436.(p L~ 5)

Okumura A, Noda E, Ikuta T, et al. Transient encephalopathy with reversible white matter lesions in children. Neuropediatrics
2006537 : 1-4.(p LNNV5)

Takanashi J, Miyamoto T, Ando N, et al. Clinical and radiological features of rotavirus cerebellitis. AJNR Am J Neuroradiol
2010 ;31 : 1591-1595. (b L X L5)

Hatanaka M, Kashiwagi M, Tanabe T, Nakahara H, Ohta K, Tamai H. Overlapping MERS and mild AESD caused by HHV-6
infection. Brain Dev 2015 ; 37 : 334-338.(p L X 1V'5)

Miyata R, Tanuma N, Hayashi M, et al. Oxidative stress in patients with clinically mild encephalitis/ encephalopathy with a re-
versible splenial lesion (MERS). Brain Dev 2012 ; 34 : 124-127.(» L RXV'5)

Kometani H, Kawatani M, Ohta G, et al. Marked elevation of interleukin-6 in mild encephalopathy with a reversible splenial
lesion (MERS) associated with acute focal nephritis caused by Enterococcus faecalis. Brain Dev 2014 ;36 : 551-553.
(rLxL5)

2E(C LIt REH

a)

JEAES G A~ 7V IAERFREE. A Y 7V REES A KT A > [ETH. 2000
http://www.mhlw.go.jp/kinkyu/kenkou/influenza/hourei/2009/09/d1/info0925-01.pdf



120

=] 7 = Z Dt D= MHERE

4 BRERmMEXEE (EHEC) BELEICHHT S
R D EZ I & in %

1. BEHMEARE (EHEC) BAMES, JAMMREBEMEREE (HUS) BEEABRIR LT
SUMEEEHT D ENDS. BEEICASNBERE, TUNALEREET
53

2. ZHIERFER S EHREZHTICE D, INEZ 58 > 72 ERPE CIRIBEIRIRE (CT /213
MRI) & pupzines QA E175

3 BB AT RERBET D

4. BFREYSEEE LT, 2709 R/SLRABEEDFHTERE L THEL

fEsH
W ML W (EHEC) [ SUAE 12 BFIE 3 2 IAE DRI & A2 B L TUd [ iR
TEREBEREDORBMT - [GHAT A BT 4 Y JGRIRES - R B W SR
THEOBW - BRI A FT A MERIDVICHER S 2 2 EpEBEERONL. AFA T
A ¥ OSBRI (2012 4 8 H £ C) IBEOER 2B L, —HeE L CRe#d 5.

X |

EHEC & 44E 1%, HUS F4E S MR L CaMEMEZ AT 80 5. mHEHEICA
BNDIERIEE, AL E#REETH L. BEL 5> 72 (F 1 @ Probable 1I27%24 L 72)
Be s CREBMI{SMAS (CT £ 7213 MRI) & Wit 2479 .

BIE DB [4 2 7V FREN A KT A > [D\2HE U7z, [ I bR i BB O
ZWE - EETA R TA v P oBEiHE (R DPEL L Ebhb
1 EHEC BEFIEC & (T 2 hiR#FAER & HUS

EHEC &44E (X HUS & & b ICHIRMRERIERZ LI LIZEET 5. AR ER T,
1970 FEACLABE X [BUAOEBHE] & LCHUS EFNCI) bt s 2 &L otz
LA L, EBRICTRAIEREZ AT LEEDIZLEALH HUS 2 HIEL, POEETH 5.
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=1  EHEC BRREICHFET SRAEDMIESE

Definite | EHEC RFEDIBD, FEROVWITNHICEZET 550
1) TUNAFZEEHESZELC, B CT /(& MRI TEEHMR (b
BIRESINBERE £z (3O EAMNEE) 15 5.
2) EEFEZ (Japan Coma Scale T II-10 BA_E, Glasgow Coma Scale T 13 52
BUR) A 24 BRI ERHR 9 5.
Probable : EHEC BEFYEDRBD, (TUNAFIZERH#BESzEUHE
AR FEEAEERE DM - (RIREAT A N5 4 SRR, M. A0k 5 A
HEOBW - IR A P4 . Ba0 fRlEEERE, 2014.)

HUS O & i 8 4 7% (i 72 5 DL AR RE IR S 58 L CHRE S 2B b DB A SN S
A B TH . HACHIFEER T HUS B8E & 0 D3 212N T (24 ~ 48 IREH LA I2)
FIET B T AL\, HUS ISHHRKAREEIR 2 &0 3 2 & 13 BB L2 10% Bt Th 5 75,
AT LD 3~30% Db ElEhd 539,

2 EHEC BZE S K 2 BifE

HUS O 2B O RHRHERIIZE TH L. T A (B 35T VlA), &
R (ERE F 72 I3, X2 &), R, BEINEERA LN, &) bR ET
ULoBHEIZRD SN L3578 FilkkEEOFERE 25 < (Japan Coma Scale T II-10 DL L,
Glasgow Coma Scale T 13 LAF), Ffie s E v (24 FEH DL E) 356 12 S ENE & #7235 I ©
&%. L7 L, EHEC BRYJEDHFAELSH LA THhIE, MEFIITH (T WA LE
REE) IO E RN [EDRE] L2 W% L CiBELZ G T 5.

SHEBH G AS (CT F 7213 MRI) & M AEDSZIWTICEH Ch 5. BHES CT - MRI X iE
BITIIEREZRO LV, BEIEFI T E AMERGTERE, W RS R 2 RN A
FEHRR)ZET DAL (BRI D, AR TIEEAES] T b JE6E O Bk (TR
1b) % 788, BEFITIIREILORENEE 5 & & D12, FBIEEEER D BT 52,

IR II G OEEBERB LOREEY A M A VX 5 MINE ORBEREE L ) bl

AN

B PETCHE (MM B P O BE) AAE T, THIZHANIZ A - ZEEHBROBEREH, 21
HEIC L AR, ERERE, WEREEBEY (R % &) % Eh 4 2 LE TR S

oL s By,
3 EHEC BZE (C K 5 fEzE

—HRD HUS BE I ZEZ G0 5. FAERE X HUS O ZE# 2 & M £ Tk~ T,
FrRRiE, JGER, AMEEER) 2 & OMEEENRITERE 29 4. ZRTIIEEE CT-MRIIZ X 5.
CT - MRI T ZERRED I &, NE % T 7 FHEP LK E R BIMMHES TELET
& 581510 FEAEA B AR MBI A E (TMA) 253 C, 2 AU MG AN & 2 HE e
MIRPHTE L 72 fE 2 E A G- L T b LHEl S 5.

EHEC BIYEICHFFT B REDARE J

1 EHEC BZfEIC K DREDZIFEE
EHEC |2 £ B NIEDHHRDOFERIE, HHERETH 5. WFE L FIEWTVILA) DEEE
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1 EHEC O111 BRUEICHDORMMEZRED CT, MRI
10 SO 1588 CT (a), MRI T2 525 E R (b) TRIRERITKZE (BKREN) 2530 %. 2/WED CT () TIIH
RN, ANMBE (KB, RK(BXEH), REK (KEH) OEIRIREED 5.
FELIROD 2 %mE MRI T2 5838 EIR (d) THRR (BKED), 42 (KED) , 185K (K8R) [CBIES €58 5. ADC map (e)
(%A% (BRED), SVl (RED) 3&MB, 1RAR (RIB) (JEILEICTHD. BEOH/IRM L NIL T2 SRER () T
BEAICHES (BXH) 25336 %. 6%H MRI T2 RFEER (g) THI (RED), Az (BRED) (CHAHFEIC, £
KREIR (KR [CEES %58 %. ADC map (h) THE (KED) (FEIREL, RK (KER) [JEILBCHS. 2 DBED
T2 3FER (i), ADC map (j) TEREZZ2 T D, BHSHBRREZRHEL.
(Takanashi J, Taneichi H, Misaki T, et al. Clinical and radiological features of encephalopathy during 2011 E. coli O111 outbreak in
Japan. Neurology 2014 ; 82 : 564-572.)

HigE L7z, &8 hMEEROGHEZAT ). S E I L ) I - TEER %2 208 &
&, WL DB & CRIE T 2 MIET 5.

2 EHEC BZIEIC & 2 RIE DS ERERE

EHEC BESEIC X A BEIZ TFHRARD Z LA 7% 7, BIREE TR L 721G DS
Z2\A,

EHEC O111 EIEIZ X D BEEZE ISR L, A 704 2SOV ZAFEEOFREITR ST
W58, EHEC EYUREIC & D BERE ISR L C, Datkt o I, RO % Mas
LTH L,

MEERPIREOENMEZ R T E T AL E T ws, IESRE 120 LT,
ZEWEHERO L, FFEEOEBIOVWTRE L TH L. &b, FEEEII 5% EHRE
BRO B DRI BV TERT LI ENEE LW

& @ J

1 EHEC BEAEIC & AREDZIFEE
a) EHEC BEIC L AKEDNBEICSVWTEETNEZEIE
EHEC EHEIC X A BIEDIERIE, BIE(TVWNA) L EREESETH D, HIEFTIL,
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SHEP G2 (CT & 7213 MRD) TOVE AERNEIE, TS0 IR B 28 RIS & 72
FHR) 22T 2L, TNHORFH - WL HIET 2 B CHFHREI M THhILT
5. EHEC J&HEIC & BINAEDIEIREIZOWTIE, T ¥ & A B sk = 5 5t IR 72
PWEIITON TR, TET Y ALV OEWEREIE R, L, BRI
A Y TNVI T AN AR ED T A IV ATERGE P ) BVERE & FL L 726 g C X
WeEz 5NAY, 72721, EHEC IEGYEIZ X AIEDR S, 13L AL DEFE THUS 12X
BEMEREEY AL TWA7D, WKSLEMERE, BIREIC L 23O igEE
BINORENLEE 2 5. F72, FFE - O SRR O IR GEESEL D 555, A
¥ 7 IV Y R O i EAEFNZ JLRAIUSZ OFEFE X, F 72, EHEC EYYEI X 4 BNE
X, HUS O EELREKRTH 57, ZO—J7 CHBEMIZ D 2 BRI OEEZICRE L7248
BOWEDH YRR ORI R G BB T S

b) EHEC BUIEC & 2 BNAE DT ik

e O BEHRAROFEHNE, £—IC&gREOEMLMbT 5L TH A, FITIIL -
TEBROIRREZ A L, Wi, SEWRE, SNRE, WIREEE % & TR - iR % ZEfl
5. BIRMZEILREDSEZ EFEBICRS, FRERELEIEICERL, K - Fkz b
5. BATIZOWTIE [EMERBEEEREOZR - IGET A 74 v 0 e hizn
PRERLR (R - A O RE DS HIUIHIET 5. BICHRRMRIEROBETH D, B
MR L BIEWTVNA)ZE=Y —F 5. BIEWTWILA)ICHT 2EFIE, FiFwilAS
DEFEEERET D, RV TEERER (VT E/RL, 35T L) THIHITTREZR S
BDL VDS, FEWTONA) DB E72IEER L, SV EY L— bREH] (FF RV =)
ORKBEFEREE 2 ZTH2HEH L —EICh 5. BEGTVNRA) OFETH O OHIT»
NA(ITEISL, IFIFL, T2 /)NNVEF—), T b  FATxz= A
Y ), MHREEETE=Y — LD o595, /2, K- M) Y AMEY &OER
BRI X D FE (T WAL EET S, HENETGEICH LTI, EEFew
REBTHEEGREZ) L) - B 24T . BB, vy = b= VEEEEE O TH S 2
L, BAEERWETLEMRESD D05, HUS ZE) BNEEICR L THESEL v, &
FEFICIIBEENEE=5 ) v 752 EZEBT L. BKESD 256, GHIL THAZE LY,
2| EHEC B4E IC & B AE DS EIYARE

EHEC J&GE 2 & 2 AE 20§ A HERIEHR E L TA T A POV ZARER MBS 2
EWBHIFONLD, ZOFRIZOVTHRF ENZDDIXITZEAEINIETHY, 5%
IUETF Y AFELN TV,

a) X704 K/NILZEE

2011 4EICF IR % vt & LT84 L 72 EHEC O111 4£[Hj&3 (86 44) Tl&, HUS % 34 %
W2, BREER 21 ZBICHAEL, S ADBHEIZ L DT L T b, BsUIEIT T 2 BE I L
TAFIVT L F=va v 7OV AEED AT Sz, FRARKI(6F, 5 bS5 HF) LT
BREEFF (15 60) &l s, ZA7a 4 R0V ZFEOF R (Class 1T evidence) 2578 &
NTW5Y, B, ZOMRBROFATHNICHRE SNz [EIMEIREEEEREOZW - 16
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WA FITA v T, WEICHT 2 A7 04 ROV AEEOHEIRE T L — Fid [R%447
Thotz. LHL, KIHARIA VIR LOPTRISKE SN0, #E7L— %
Cl & L7z, —7J5TEHEC EISEICK T 2EIEREAT O A FOFE 22T Perez 513,
HUS IZR L TAF VT L F=u ¥ 5 mgke/ HD 7 HBEREORG T WILA OF B R
MDA EDOREP R EHE L TV 520,

EHEC JE4SEIC & A HUS (X, £812 TMA %5 X2 3HRAETH 475, EHEC JEHIEIS
L BBERE O TIX, WHERLICHBIT S TMA OFF I HIL72 9, N5 & @Mt % 7R
I JE B O AR 4 O & F AU D FIEAT TR TH 5 729, & 512, EHEC &
YURELZ & A BNIE O JREE I 1X TNF-a R° IL-6 72 E D ZIEVEY 1 b A A 2% < B5- L Tw
B3 2D, FHOZ 70 A 70OV ZAFEEDIEI S LER T o o 72BN D 58,
EHEC JEGE 2R L TiTb Nz [AEEIC & 2 R EIVEH Ot i3 7 45, EHEC 40
FAEAL, MREROBE, IME EF 7% & HUS OFET CREE 2 £+ 2 2 L2kt
R BIEPLETHD.

EHEC JEGEIZ & 2 BIEIZ FHRARTH D LD, MESEZICH L TE, %
EEHRO L, AT70A F/2OVZFEEBET LT JweEz 6Ns. FEEICOWT
ZE 5 7 B HBRREBROER & SR TSRO S5,

b) MR HAREE

AR NSO A I S8 B |6 % IMAE A IRAE OB/ RPEEFE. L TB Y, D
V> "C HUS O FHE B (57 12 Hr AR RE & BRAE 1) (26 L C Il S g ik AT AT S T & 7z
Dundas 5 (L MR BT DI/ N EHEC [EGHESRE 16 4D ) B 5 A1 (31%)
L, EfiL 227262095 5401 (83%) L7-Z & a#ii U722V, F 72, Nathanson
S, EMIICEEOMRAIEEZZE L/ HUS BE 52209 b, FRIHREIRASSH L
T 5 24 W DA o RS A2 S 4de ik & fiAT L 728 & AT L 72 22 o 72 BE O MRR % i
L, A FPRLEBEEICHEEEND 72 LT L7129, Colic 51X, 0104 : H4 12X % HUS
5 X IMBEACHRFR D & FAT L, SR O IG5 13 & LDH,  Ifil/IME 7 &
ALY EIICSEL, SRICHRENBEELZRORP o2 ME L2, LarL, i
NS LEFITOBRTHEOKETTH 1), FREOELERETIIH S 2 TiE R v, 512,
MR PN ATUERANT & AR, MRS 20 D RGeS m A 2 IR B 7 & ORE
b,

MEESSEFEOF R EZ R T T E T ¥ RAFFEL SN TV WA, FERE I LTI,
GEWEHAO L, FBEORITZHRF LTI wEEZONS. &b, FHEICOVT
5 G HRRERO & 5 ik I BV CERT 5 2 L E F L (IR BIEEERE O 2
Wi - IR A K9 A oo IMEESEDH % Z) .

c) Tt

2011 4 K A 7 0104 M EH\2 8\ T, EHEC EYIED FHUEICPLCS £/ 7 0 —F
WK TH B 27 ) A TORMEL LT 2HED D HR S N7z, FAEFRIICB)
% 35k — MFZE CPI 4R 47.7 i) TRARIMEIZRO 532, hRHEERN OB T
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HENPIZHmoTwaw, 72, Varyerr b bayREY ) YEANCE LT, 20H
PRHIE L BLISETEH 20 & HUS 120§ 2 AR 2 RIET 5SS 035 575, DEBI OMET
T, toziHiizr S Thzv, PRMEERNORIR O S~ TE RV, 20
T L CRIEISN 3 2 Fr 72 2 i fRiis & L CTHRD S 6 2 2R LS L& 2
EN%.

3 BEHALEDCT7 +O—-T v

HBriTe, REOERE T2y 7 §5. £72, MEEREE, SREEREEE, HEEEE,
AT EDOMIE AR BIED A LZEE TIX, TOHRBER)NEY T —2a r&217).
LL, BERICRERENZWVEZHINIEFTY, BRI THEERERITEIRE S
BTEALS 2 2L b 2720, FMEERNTLRIMO 7+ 0 =7y 7PULETH 5.
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