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(D—Z OO MIERIEE FoT—. KB AARERAE, 2013 :283-288.(» LXL5)

6) FLISCHE ZERE BE4A & B - B AEIIED ABC 03E. /NEERNSE 2011 ;74 : 937-944. (B L XLG)

SE(CLIEZRER
a) JEAERMARITEE A D6 CIT it - FFIERAERT TR ) BITE A > 70 2 2 O RRAEE TS SEAE T DI - INAE DT
R ORI B A WFTEHE Pk 12 FEEMFZERCRAE &, 2001.
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=) 1 =1 SMEREDEER L BF

2 SHEREDES

1.

TEOHARCH T 2RUMESFDBREE 1 FH7ct) 400~700 AEHESN

5 @il

1) WEFFECEA > TIVI 2, HHV-6, OI TR, RS TTILADIETH S

2) EREFDFETIEIT VN AEREE (TEM) SMERE (AESD), RYZRIZEARERMGE (MERS), =AIRIEMER
fif (ANE) DIET3 %

3) 127 I HEMERS, ANE DFETREREE LTHREEW
4) HHV-6 (FEFMFZE) (3 AESD DFATREE L TREHEL

fEsH

HATIEEMER S - E O BB EOZ R E N3 2 BFZEA% 1990 4R & BRI
7o) ERE S Az F 7o, AN (R EERNE * — & ) izoo3$®£i¥%ﬁ‘(£aﬁzﬁz
B L, HBEEOSBEEEEICET SN, EZL 520 =1 TV AhIT HhiTw
%Y. — RS SEAE I BRE L, RIS & R A & W2 AT o 7oA & LT
(&, RSB EER R B IR ZE [ EE - EEG TR SR INRE o 9 KRB & B SLLS A)LT
ToHFFEHE 23 2010 4EI2 50 L 72 &EADS, SNETO L ZAMHFETH—DLDTH 539,
DFIC 2 ofs R e i s 5.

COEEFREOERTIL, 2007 F£HE~2010 F£FISFAE L 72 2HRE (H © O 2 fEMFEEF
rEte) DIEF & L THE SN EBIT 983 ATH o7z B GEM), 77— b
MR (9 50%) & Z 5 &, HAREMNIZBIT 2 Z2MEMIED 1 4EH 72 0 G (R )
1E 400 ~700 NOFEFAP & HEw Sz HEBNEEIE 51%, L& 49% L I3IZFBTH - 72,
EW AT <, FLBH S BHEM F CRAZY, 0~3 oA BIRKb L o7 F
¥ a.05%, EERE3TR, PRE3IHTH o720

WREBITIEA Y 7V HH27% (1 5EH 72 0 HEE 300~500 N) &b %<, kT
HHV-6(17%, 60~100 \), T % 7 A )V A (4%, 15~25 N\), RS 7 A VA (2%, 7T~15 N\),
LY TA(1%, 3~5 N)DIETH -7z, IHERMEREE, Ve T % EOMED 2%,
RATATTAIDNR IZHA LNz Tz, EREGFMHHAV-6 L RSV A VA, T¥ 7 A
AL HVEUNT T =T E) B 1% IS T2,



SVEIE OREBERERTIE, AL A BRI (ZAHYE) BEAE (AESD) 28 29% (1 -8 72 1)
HETE 100~200 N) L b % <, R\ TR KEINAE (MERS, 16%, 60~ 100 \), 2%
BSCPERNIE (ANE, 4%, 15~25 A\), hemorrhagic shock and encephalopathy FEMEHE (2%, 7~
15 N) D7z - 7z

AESD OHERNIHBIE 41%, V2 59% T - 72, SEROATIZFLL BT (0~ 1 %) 1P L
Twz, P17, BEEEE 2%, RRME 1R TH o7z HEHITIE HHV-6 25 38%
DL L, RWTA Y IV (10%), HHV-7(2%), T % 74 VA (2%), RS 71V
A (2%) DNET & > 729,

ANE OMEBNI TR 59%, IR 41% TH - 7. E#5AR T FLLNIEHIIZ % vWhs, AESD X
D SRS T, P33 %, FERE34K, TRE2R TH o720 FFERT
A Y TV D 41% L WiIKE <, HHV-6(20%) 25 Z ALIZIRN 729,

MERS OPEBNEHEVE 52%, 10VE 45% TdH - 72, FEfoAmidin <, FEY - BRI
A7z, V56 k, BERZE3T7 M, PRMESEKE, AESD X ANE & V) S Th -
720 RERITIEA TNV OHN34% LB E L, Y TANVA(12%), &Y T A (4%)
BT AUTIRNTE, MR RGED 3% & o 729,

A2 7NV FRIEOHERNEE R 58%, I 42% Th o7z, FEaAidA <, FEY-
BEIICOALN, 63k, A4 THRME6HE, HFEMTHo72. N
RI%CTld MERS 75 20% &b % <, AESD(10%), ANE(6%)7%%Z ALIZ% 72,

HHV-6 JIEDVERNIEE 43%, IR 57% TH - 72, FERGMAIZ 0 e 1ICER LT
Wz B 0.8 %, BEHERAE 1L, POME 1R, RERTH o 72 IRELEITIL AESD
M 64% L b % {, ANE(5%), MERS(2%) 3D 7% 20> 7z,

MHEMRIRTL

) PubMed, EHEET, 4FERREZHITIICHREL .
P FoEmBELHM L2k E N R —F TR L 72,

® PubMed
(“acute encephalopathy” [tiab] OR (“acute disease” [MeSH Terms] AND “brain diseases’ [MeSH Terms])) AND “Virus

Diseases” [mesh] AND epidemiology [sh] Filters : English, Japanese, Child : birth-18 years
MERAER 99 1

o [EHik
(CCCRPERNE /TH or SPERNAE /AL) )and (77 A )V APEBEE /TH or 7 A )V APERE JAL) ) and (((REFEE /TH or IR /
AL))or ((F84E3E /TH or J84E38 /AL) ) or (B HL/AL) or (SH=£%)) ) ) and (PT = 2355 H: < and CK =G )8, A=,
AR ~237H), DR@2~5), AE6~12), HEL(13~18))
AR 16 1

1) Ishikawa T, Asano Y, Morishima T, et al. Epidemiology of acute childhood encephalitis. Aichi Prefecture, Japan, 1984-90.
Brain Dev 1993 ; 15 : 192-197. (b L X V'5)

2) WMEMSE, ZHAR, IR 2R - BEOEY. HARK 2011 ;69 : 411-416. (b L~V5)

3) Hoshino A, Saitoh M, Oka A, et al. Epidemiology of acute encephalopathy in Japan, with emphasis on the association of virus-
es and syndromes. Brain Dev 2012 ; 34 : 337-343.(p L N'5)
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a) WRIER]. AV A KRG BT 2 AR L AERE. HAVNUMRSSHERES, . DNEHREOMELRE
20 45, WU ¢ BT & EIEAL, 2000 : 2-19.

b) ARESIEHE NI S BENA - IEOFRE - BT - WSS AR, S 17 ~ 19 SRR e E A b 4 (B
HEF7E (A)) WFZE R Aok 555, 2009.

¢) KT M EAE - HEAVESVERGE ORI & SRR o ge. SR A S R FE R A M T IR 2R
¥ OEAE - MEATEAEINE ORI & SRS T 22T, SRR 22 SRS RIS, 2011 : 3-10.
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F1E SMEREOBER & BF

3 SRENTIE

1. EFEDOBRICE T Z2MEMERAEDIHIEEES 6%, HRPUEBEDEF 36% TH
3. TRIFEEBTRES<KELGSD 40l 2
1) [FUNAEREE (TABIE) RIERGE (AESD) TIRIEL BBV, FRFIEIEENS L)

2) 2MEETEMEMBGE (ANE) ¥ hemorrhagic shock and encephalopathy fEMEEE TIFFET & BIRFHI%
BREA E B2

3) BNREZABBAME (MERS) TEASHMDERNEEERS BMT B

7

slil:l

EVEED TR HE R - EEEEINCHAZFZE & LCiE, AR A HEA TR Bk
WHge [EE - HEG P S PEINAE O 9 R B & B3R IS TA) T 72 WP 983 ] A% 2010 4R 12 FEHE L
7o ZEFRED IR CHE—D L D TH 5.

Z OFAEORERTIE, 2007 F-H~ 2010 FFIZFEE L 72 SVENIE (H & 0 % EFER % &)
983 NIZBUT BHIEHEIL 6%, A HIEREIEDTR > 72313 36% Th > 7202,

FRIIEMEREOERBENICRE CRLZ L. TN AERR (A 270 E (AESD)
TR CNI D s, BEIED S . SEEIE I NE (ANE) X2 hemorrhagic shock and en-
cephalopathy FEMETEZ &4 4 b A A ¥ A b— 24 %) BVERNECTIIETE, BEENE IS
%<, THRAEG RO KEE (MERS) O P13 BiFC, REHANGREL,
FECHNE 22 (R 1) 12,

FRIIHEEATL R L. FlZIETe FAILRAY A VA 6(HHV-6) IME Tl 2 EAE DS
L, A VTV YHRE TR LT L IS0 (R 1), Zid HHV-6 JiE
IZ AESD 3% <, A ¥ 7 VI Y HINEIZ ANE X MERS 2%\ Z & ORIEN 2R L E 2
SND. BB, Ay 7IVI U FREOBIEEIL 1990 FEHZ I 30% L Fmro 7205, T
4 (2005 E L) 13 7 ~8% LAKTF LT 52,

MEMRFRTL

) PubMed, EHFET, 4FERRAZHITIICHEL .
P FoEmBELHM L2k E N R —F TR L 72,




F£1E MUMEOMREES 1

*x1  SEREOFTE

B BIBE | ®REE T Z At
(% - o) €)) N

RIMERER A 56% 22% 14% 6% 1%

IE | TUNAEREE (T8 29% 41% 25% 1% 4%

17 | AbERUE (AESD)

Bl | SMEIEARE (ANE) 13% 23% 33% 28% 3%
hemorrhagic shock and 10% 5% 25% 55% 5%
encephalopathy fEfE#F
AR A BIAMAE (MERS) 90% 7% 0% 0% 1%

|| 7L 76% 8% 8% 7% 1%

% HHV-6 50% 28% 17% 2% 3%
o991 70% 13% 8% 8% 3%
RS 71 LA 1% 18% 12% 0% 0%

(Hoshino A, Saitoh M, Oka A, et al. Epidemiology of acute encephalopathy in Japan, with emphasis on
the association of viruses and syndromes. Brain Dev 2012 ; 34 : 337-343. /7K M. EIE - #EME
SRR O R R & BHREE AL (SR 720 gE. IR AL S R R e e T R R T R T S S
TIE - WA TR SR INAE O R & BRI IS IA ) 7S, PRk 22 AR EERFZE A E 5, 2011:3-10.
b L)

® PubMed
(“acute encephalopathy” [tiab] OR ( “acute disease” [MeSH Terms] AND “brain diseases” [MeSH Terms]) ) AND (prognosis
[mh] OR follow-up studies [mh) AND treatment outcome [mh] Filters : English, Japanese, Child : birth-18 years
SRR 300 1F

o [EHEE
(CCEPERWIE /TH or ZPERWIE /AL) ) ) and (PT = 23 36kK: < and CK =AM, #AEN, FLWG~23 7 1), D2 ~5),
N (6~12), T4 (13~ 18)and SH=Tf&)
BaRiEg 26 1

SR

1) Hoshino A, Saitoh M, Oka A, et al. Epidemiology of acute encephalopathy in Japan, with emphasis on the association of virus-
es and syndromes. Brain Dev 2012 ; 34 : 337-343. (LX)

2) Mizuguchi M. Influenza encephalopathy and related neuropsychiatric syndromes. Influenza Other Resp Virus 2013 ;7 (Suppl
3) :67-71. (P LXI5)

SE([CLrRER

a) RO e FE - SEETEAENAE O R Y] & SRR I 72 0FE. TR AR S RS e M T IR gE g
¥ A - WEGMEANEINAE O NSRRI & SRS ST 72 RgE. PR 22 AREERFZE T, 2011 : 3-10.

b) TR g A B 4 (BT - FEEUEYETTZES3E) £ » 7V I v FOBREE I E T 2% - EDIEE R O
IREEICBE T AWIZE. TR 12 SEEEMTZE R a2, 2001,
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] 2 g RERE DR EARE

| REREOZMICHELBRERE, 413IVJ

1. BMMEERS RO, BRRE BRINRNE EE UL REEROTE, BHEE,
BORIRE, [MARE / RREETS"

2 HEICHSIBE, HIREEBES T CEEE - #arT> (I
1) FIBCHVTESBRETEENROSNT, HEOBETERPRERHNFIELT BRMMES
BET B BIRE, (FONABREE (THI) 2ERE)

2) FEPEEHDEDRRICKSBREDRENHL VSE(E, KOS EREREA DX Z K5
CE

3) tDEBREDERBLICHR T, [IEOEREERET BT

W0 AR TSR e AR M 2SO A RN 2 & TR D0 2 L Bb N B iedr | 2. EBI OREIIG U Ciil, &l
T E72I3IRE RIS B

f#

5“1"

SUBIEDOZI I OWT, BRE - BRREZ EOMFHEN R Th L Tw A il
X FEEDR, BURELY [ IXBEMEORRGIEIZE, Bt H 5 WIZHEITEO MR
JERZ SEICE T A EER] LILFRISERL, ZO%h THRFNGBEEZ 2 L7ER %
WM ELT, BAHMIIHE L72bor% v, —7, BRREE & SEEEGHT RIcE S (R
PERNAE DREBERE T EDO W TH R Z R E L, M 21T o oG AT 545, HBo R
AT ENAL LIS DDREHTH Y, Moy 14 TO2MREY & OEMT Wil AL
MOREBELKE LB DIFIETEA L.

ZOZEnDL, RIHTIX
OMFEF PR E 2 7% 9 S ENAE (RIS, EELBREELEZTLO)IIBWT, Hul /&
HHNC 2D TR AN L 5 % W1
@A 1 2D O FE LA RO SN AMAIEE (FF2, FERENEETDH 5B
PEF WA L L Q)

[ZOWTHGES L2k e i G & LT, BRNEDBINIC LD 2\ I3HH AT - i %
R, TOMRERLEL 2. BRE & BGT R 2 SEER SIS E DS W R E &
ENBD5, LT LRI B VTSSO L DTz, FFRIIZIE, TRAIIRER
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HEOBIED VB E1T) SEPWREL 05 2 LSRR ENG.

SHERIEDOZWIZB T, ERZOMME L TRIRENLZIOL ENTE-OIFEE
FEEA L TNV U FRHE RIS X S [ Y TV U FREST A T4 >~ [2GET
ThhHY., KRIIA VTIVI T A )V AKGSEINE ) BEREICET 200 TH 2208
AT NI T AV ALIOIRIFERIZ X 2 EGHEIZ B W CHIE L 7- 2 EREICB L T
— KAWL T WS, 4 YT VZ Y FRETA FT 4 2 TOEFKTIE, MBRIIER
FEE (JCS 20 P EdH %\ id GCS 10~ 11 BLTF) 223 2 b L < IFHHER CT M TAM D
TPRE A2 & 529 2 ] & S EINE S HEEZMT L TV 5. ZAUSEE L VW EEFIZEI L T
(&, EikbEE OB L, BEEE R R O MBI L CHBMMEE S0 CEHMEE T
C L CTEMMIEZ BT 5 HEIREN TS ICS 10 Db (GCS 13 BUT) o &kl
FH3 24 BEHILL Ef5E < b OEAEER], JCS 10 LLE (GCS 13 LLF) O EkkE A% 12 i 2L
e A B L UVICS 10 Adiii (GCS 14~15) OE#MEETH-> T, ZOMOBEDS
BEEASEE DN B A3 El). T2, BOSELL22b0L LT, WA (0 A%
EIRIEERDE, electrical storm, p. 30 &% 2 B -4 Z[), BHF MRIARAT, [MEARAS - FRAGAS (1M
IR A, AST - ALT b5, CK b5, IMpESRE, HEEE, BUN- 7 L7 5= k4,
BT ESTINE, MK - BAK) ZHITFTCDE. ATV UTFRETA NI 4 U i3A
PERIEE EREO X ) IAFKICE S 2, 20) B EICHRANHBEIEZEZT D02 B S
SO DOREIZEESE LT, KMERAHE 2 £ RN L 723 Th 5.

FHEABROSMRE (K38) 2 Pl 2 W1 & L CORMBRATT R, SRR OKE -
BELR EOMEDN R ENTWS (R, 72, BEEE) TORADRE, SMWHNE (L)
REET AP E Ll FROBIFLEIEARBRLBIOM CHEESY RO LR, W&
EANCHEHTH LRSI SN TS (F2), 2BEREDERER VLRSS E A
TOMERNRE L CRKOME 21T o2& b H 5 (R 3).

Dibas, BUREOZRICLED 2 WITEHEEZ ONLFEREH - MAEBIZIT
DEBYTHS.
OFEE, MR
o BilkEE

SN EMEEZE L T2 00CS20 LLEH B\ iE GCS 10~ 11 LLF).
clFWuilA

BRI T LA (BRI SETE B 381E) DBEH, 15 DL ik 3 2 561E, 24 e
CHBWVUWICHEBINES 25806, O3HHO 12U EEZb200), HEESEO L O
HARI BT WA T b BB EABIET 5 b o (42 1 FERIDLE).

o TOMOMFEFIIRF

Fr RRSEL.

BE S - TEBED 5\ VITELT A S o (4 1 BEEDLE).

OFERWITEET
KGO IFEHEIRE D RO LD B D,

0
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LR GBIE - F5#E, L)
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F1 TEIARCGIMMEDOFARTFORE - HREICHI RS

| IETY T .
Xk LA PUE 1&5% U7=18E &R
2 4 BHELEET | (TUNA HRZNTERIARTHL2RHOBKRAT(E, BEIEAED
WhAELT | BEES [FUNAER, FIE 6 FREIDIFR COEHEES (GCS 14 LAT)
ABTUZ2M | AST HBDWNIEHME, FAE 6 IFREF TORRTO AST(GOT) D
AXAE FRO ULLLE)D3EETHD. <O>55 1EBM =
Tz 9IBE, EBRIBICHRZNFENAR TH DEER(ERK
B 94.1%, FHEE 69.6% CTho7z.
3 4 (TUNAEE | (TLNA T ONABEICE USMERESRE T3 EMEREL - AST - M
THRELLR | Mk B - (TOUNAEEESE - BT L7F 5B - REBB
T RAE AST BUHAEEICEL, TOUITHIEASTZ100 UL : 7.23, [
M4 BILT7FZoBME 561, (TONAEEEH : 5.48, [M¥EE
TLT7FZ | 2200 mg/dL : 4.84, REBEGME : 4.76 Th ol
FREH
4 4 SUERNE MmEF k7 SUMERE & 20T L 72 BE TIEF 681.1 ng/mL, FE2EBXAERE
O—Ac T3 30.9 mg/dL.. Receiver Operating Characteristic (ROC) 7347
[C&KV), By NATE% 350 ng/mL [CERELIEEZ D, B
E64.5%, FEET.7% T, BKE(F AST(16.1%) ¥ ALT
(32.3%) L EEHN DT
5 4 SR - X | BER S-1008 | BER S-100B, glial fibrillary acidic protein (GFAP), tau Z2ED
fiE 85K GFAP BERBELTVURTCEOFABEEZENZTN %, 74%,
B tauEB | 78% ThlW, TNenNE AI7{LLBE, S-1008+GFAP
+tau ZEH T 96%, S-100p+tau EE T 100% T 7.
O

O F APEEIRIEGRIE,  electrical storm, A Ftfk 24 i DLN O #$E ) (spindle wave) O Hi31
(FREE), B % b 7 &R ME CRARIE § 9 - B3k o M) - PG (PRRAE).
@R - SRR
o« JWE, ERR OB TIRE / B ATI HE & Bb b MEr

IM{& AST @ EF-(90~ 150 TU/L DL 1), Iy LDH @ b5, Ifi{& ALT @ k5, RFEE7
¥ R— Y A0 QB DLE), HIER O A, o FA iE 2 L7 F =y o BR
MR IO, FEAEVE I PSR RE (DIC) O & BF.

R R D B A

PR B .

o BRI A RR AT 1 RS RS D F CEEI A A B & B b S A

MiEF b7 0—24 ¢ oS, I visinin-like protein 1 @ 5., I IL-6 O _E&. i
IL-10 @ b5, Ifi{ sTNFR1 O b5

HHE S-100B @ 51, K tau &£ O b5, HEWE NSE @ b5, §Eil IL-6 @ k5, HliK
STNFR1 @ 15, #6¥ glial fibrillary acidic protein (GFAP) ® -5,
D 5.

R - 37uarua7) v 2L7F= o R

H D INEOMEDZPITIE T RSN T L 2FER T & 2 WIRE, FHliAEE > Twaviid, 50
MM EREN L CEINTBY, ROBS TR OBITIZER L WHETL .

BB visinin-like protein 1
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=2 2MUREOCFRHZHIICERGREFMR - SRMRICEY 38RE
| IETY -
5 =tL7EIE 4t
Sk 2L~ POE &5 L7zIBE fBR
1 4~6 17T | IFnA BHABRME(TONA, BEITEHBIET 22HES, B
HBXAE REE SE) - TEHEBLESH D WEBIETDE0 (i 1 FEULD),
HEEF) CDOVWTET Y IINI I INEERESNEN D B.
6 4 SMERNAE [FLnA RPN EEEZ R IENTEYOFONADNRY, FE
BREEE [TOUNAZDERLOENEL, METEEREN DD, F2
Fixi oKz HOFLWNABEIRY, BREDEBNGS.
7 4 HECHEDT | B PHICEREERMUICIEE, ARtk 24 BSELADRKE
WnA, B FRELUTHERODHIREFRRERBEF CHhoIc. —7, EE
[EES oz fEDEVRRE - SIRIES K, ERRORES), T
BEEFFEARODERTH O,
8 4 HE(CHESIT | BESCT HAZEDBIEMD(TLONA - BHES - ATFREEZ
WnA, B | R L 7= EFICEEES CT TEE A RO SNEBH D7z 28 fiF
[=ES Mz 2 FD>5, ARERICERGNMERZE U7z 6 (A Ef) &M
FLEE EIRD A SNEH D7z 22 fERI (B Bf) Z B L ZIAR TS,
ABZBREDE L NIVICEFHR L, BEOD 3 EAZRLS 25 i
BITRREEN DD, MEECHOXRIFICRBET7 S K-
ZHRBH SN, ABTEHBXBOMSIBENS <
ARtk 2 BREIDIER THRHET > R—2 AAFHR L.
9 4 IRAEREIR | R po- 2 7 0 | FIERDPD - I7O07 07U > % 1~6RBICHE. 7L
EEUEER | 7O TFZULDRS B- 270707 > (ng/g Cr) (&, BT
223 WNAIL 5 BIITEYE 048 X104, (TUNAETRET 4 BITEY
0.46X10*, BB AE(E 3 HITEE 077X 104, 2MERAE (S
2 BTG 21.74X10%. 2EREE 2 Bl BLRF B- =70
707N BLLBET, CO>510ld1KEHNSS
BamUik.
10 |4 SMERNE M - BERY | A% 2 UL RMEMIE TE, TNF-a, sTNFRI, IL-6
181> FBERKL ) HIMETHRETH /. IEYI NAT>DL
NILIFF#ICHEE. BBRER, MEBUN, JL7FZ>
AST, LDH, CRP A" FEU7=.
1|4 1> 7T | INF-a RIRBEHCH VT, FERARDENIFMME TNF-o & F
HBYAE FhoO—A | NJO—AcREIIBETHO/.
C
12 |4 SMERNAE BRLANIL | BT/ RRENRIEE N £ U 2R DER Tl
EIEGATR | INTHEPER TCEEZRDE. BERABESNELETDIER
MRECRDEIGHABV. 2UREZ BT R T
BELQLOEEE, BRER, SHILNILTHOL.

RIEMREEFET AT A IV TIIDTOLEB)TH A,

O,

@WZEE S L <132 OR%OFEMS TEAMMNIEZ BTE TE 2o 28121,

) 7 e (R

FTEOWRRBIZ LY R s, BEFM~H) ORI FF L.
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AESD

visinin-like
protein 1

[M& 3 K OBER TP D visinin-like protein 1 Z [ L\ A EFER
(ZAEM) 2MERE (AESD) &BREMZEAME (T LN A THE L
7=. AESD CHER EFENASNIZA, FIE 1KEH TIFR
HoENBM .

14 4

AESD

S-1008
NSE
tau =M

BER P LOMED S-1008, HRIFENT /T — 1T (NSE),
tau EHICDWT AESD EFVEITUWNATHER L. INRT
DN—H—H AESD TERELTWE. HEORENS 2R
HET, IIJENSE ZRW\WEITRNTOY—H—HNLER L.
BE/R S-100B8, BB tau EHICZNZN 100 pg/mL &Y &
F7EELTRELUCES, BN 83.3% Th ok,

15 4

AESD

ERERATR

AESD Cl, FIE 24 BRELANOERES, FHEER, AL
HIREBEONEUNFEABRT Ch o7,

16 4

AESD

AR tau ZRE

AESD [CHWT, BERP tau EHIE 1 HBICFIER TH o7
A, YEE2EBDFTVONADETHZ3HENSEILE.
BEREENLHIRY 271(C tau EEN LRI DERIASH o 7.
NSE (& AESD O 7 f5llch 2 B CHAEHI L7z,

17 4

AESD 73 & (D
SUERMIE

PR R

BIEMEAM (TONAICSIESHEVTRIET 22 ME S 204
BfEZ FEAE L7a D o T BIEMZAME (T WNAZ R LTz & C
%, 2MMERECIEIEERIL-6 Y LRELTULED, M5 IL-6,
IL-10, sTNFRI (F ER Uah o7z, 2UMEMER TEER
IL-6 (FMIEL Y HSETH 7=, B FUONABTES
BTIEAEH D, MEEESICIMIBE LI-10 & sTNFRI (F EFE L
f=. B2 HEDOREENECTORWERTIE, F2HOFEME
A C7=fERI L V) £ IME IL-10 & sSTINFR1I ASETH o 7=,

18 5

AESD

NSE

AESD 7 BIDINE NSE ZAIE U7z, FEAE% 1~3 BLAIZE
Tz L6 TE, BSHBEEEEDSNGEH D,
REMETVNADRKEICZHITNSE AN EF U (FH 854
+ 40.6 ng/mL)

19 4

HHV-6 BZfE
[CBEELER
HERNE

HA AT

HHV-6 BEICESE U o 2UERE S 2 (T LW nA Z R U
f=. @B IL-6, IL-10, sTNFR1, BE IL-6, sTNFR1 A =24
MEB CEBICEBETH -, QURMERICHVTHRSE
WEBBENH 2712 DIE, M5 IL-6, sTNFRI, BEK IL-6 D
FRUTHY, MEIFN-y, IL-6, IL-10, sTNFRI (388K K
EEBETHhOIL.

MEMRIRTV

P PubMed, EHGFET, FRRZZHITIICHEL .
DT E AL 220l N v R — TR L7z,

® PubMed

(“acute encephalopathy” [tiab]) AND ( “biomarker” [MeSH])

R
o [EEE
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((ZPERE /TH or AMENNSE /AL) and (2 /TH or 227 /AL) )and (AB =Y PT = J5L3#30)
WG R 359 1
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FEDFEAE R T- DI & 2 HED CRERTRS M OIS T 208 J8E. 4 7V U WIES A FF A > [2
FIR. /NJERHEEIR 2009 ; 62 : 2483-2528. (B L~v4 ~6)

Nagase H, Nakagawa T, Aoki K, et al. Therapeutic indicators of acute encephalopathy in patients with complex febrileres. Pe-
diatr Int 2013 ; 55 : 310-314.(p L XV 4)

W WL SRR, L R 5 TR AERNEBIORE. AR 2010 114 956-960. (> Lxv4)
Mg, MZotse, EAIER, 5. MEFF M7 ah cllE*x v b OSPEREZITIC BT 2 BRWEHE. Ev s
$E52009 5 61 : 245-251. (b L~L4)

Tsukahara H, Fujii Y, Matsubara K, et al. Prognostic value of brain injury biomarkers in acute encephalitis/ encephalopathy.
Pediatr Int 2013 ; 55 : 461-464. (b L N 4)

F BT, RS, MEATR, 5. 2UERE 40 BlOBRRIET. ANERHERR 2011 ; 64 : 2215-2223. (b LX)V 4)
HEER, B & RO Ca b YEHAISE T =L AW % AT L 22 EG O BERIIMES. & SE
2012 ; 44 : 305-309. (> L ~v4)

ML, AREEE, BXHEE, 5. BERSET S 2 28 EO RINZ I OEE—REIET > = ZAh 2 1
BIFRGE Y B AEBNI VBB Tl v, HAVNERCGREE AR MERE 2011510 : 9-13. (b Lxvg)

MEREAE AR, ACIFES, BORERSE, RIPHSE. AMERAED M BT 2 K B2-microglobulin M 7E O F HITEIZ B 5
HIRET. & 5E3E 2010 ; 421 233-234. (b L~v4)

Morita H, Hosoya M, Kato A, Kawasaki Y, Suzuki H. Laboratory characteristics of acute encephalopathy with multiple organ
dysfunctions. Brain Dev 2005 ; 27 : 477-482.(» L X1 4)

Hosoya M, Nunoi H, Aoyama M, Kawasaki Y, Suzuki H. Cytochrome ¢ and tumor necrosis factor-alpha values in serum and
cerebrospinal fluid of patients with influenza-associated encephalopathy. Pediatr Infect Dis J 2005 ; 24 : 467-470.(» L~V 4)
AiEFETL, BIUWE— MK B 5. UV RAERTIRET 2 SUEREO F-HZ NI B0 2 BREIR & AR, H
JERE 2006 5 110 : 1550-1557. (b L~v4)

Hasegawa S, Matsushige T, Inoue H, et al. Serum and cerebrospinal fluid levels of visinin-like protein-1 in acute encephalopa-
thy with biphasic seizures and late reduced diffusion. Brain Dev 2014 ; 36 : 608-612.(» LNV 4)

Shiihara T, Miyake T, Izumi S, et al. Serum and cerebrospinal fluid S100B, neuron-specific enolase, and total tau protein in
acute encephalopathy with biphasic seizures and late reduced diffusion : a diagnostic validity. Pediatr Int 2012 ; 54 : 52-55.
(»r~ng)

Hayashi N, Okumura A, Kubota T, et al. Prognostic factors in acute encephalopathy with reduced subcortical diffusion. Brain
Dev 2012 ; 34 : 632-639.(» L~ v4)
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with acute encephalopathy with biphasic seizures and late reduced diffusion. Brain Dev 2010 ; 32 : 435-439.(p L XV 4)
Ichiyama T, Suenaga N, Kajimoto M, et al. Serum and CSF levels of cytokines in acute encephalopathy following prolonged
febrile seizures. Brain Dev 2008 ; 30 : 47-52. (b L~V 4)

FHLECE, AE O, WEHG, 5. Wi AFEBRISERNAEZ 31T S IMLE neuron-specificenolase DZEE). /M
BHEEIR 2007 5 60 : 1702-1706. (B L XL5)

Ichiyama T, Ito Y, Kubota M, Yamazaki T, Nakamura K, Furukawa S. Serum and cerebrospinal fluid levels of cytokines in
acute encephalopathy associated with human herpesvirus-6 infection. Brain Dev 2009 ; 31 : 731-738.(» L X v4)
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2 SMREDERD

1. 2UBEDHRIZHONRE LT, BPEDRBPICRMFRENEHESZELD
LRBEENSTEND | BENRPE (V1)L AMERK, #MEEERNGE), B
SRR, NMERES, SME HER, 5, REEiE T0Oft

HREIL—RERYEY

1) FULNASEREE (TABM) SUERGE (AESD) T, FAEEROHMBE(FEMEZE TV NA EXFITS
BOBIAE

2) SMEEIEMRGE (ANE) B EH 1 R ATV A N—L4, £BEBESEHIRITE, BEREAE,
RS S DREAEIC K 22 S HENERISIEIRE? (SIRS) Z #7519 %
3) Reye fEfEEY, RRLlReye MEMRBE T, LERRHRBAEZERITHT

T p.65 55 455 2 SR IFAEDO T & Hidt & 2

f#

5“1"

SVERRE L, EAUEOREE I EMEIE L EREE L T WA TR E T2 ERETH
L. L7zsoT, S\AZHICB WX, FUOBKREREFEHAT 2T 55 0REELD
" EEIZAND LB D DY,

SVERE 1 R ORE GEBER) A& TNLA, BE, TuhA, EbEEE, 1327
NTOFRANIH L TRO SN D, HAA )L 2 R0 Ml B 5 720 & 0 BE 3 P &GS iE
X, BE VA, BEREELYETLIOT, BICEBSNLINSEEHETHL. HEN
JEPEDFE N F T5E T & 2 WEIR T, B O UHZE L T O BRI (B IE & 2884, BE1L,
WP, JEER OBARE 72 25) R ERAT K (BEHE CT - MRLIC BT 5 SO O F A PENNTE <
BONENR) 233 6 N7 VIR D BEHESE RN X 2 BE A 21T, oKDY A )V A%
By - MR A (e, B8, LZI0 UIR, 8, SRR 2 &) % 51T L C bl %
DL, MEGEEIHHT 2 ETOMIL, WMELMEDELLTHoTHMHIETEL L) %
EHERREIT) S EDNERNTH S,

WA ERER (M) SERE (AESD) T, ZSEER IC BRI O A B T it A (B,
HETWNABERKE) DS LIELIEASNS. FELSH S B H AT TIE, AESD IZ4F#
1Y 72 BEES MRIFT RIS EE A S e vy, 72, AESD OFIEE Tl 5720 DN G~ — T —
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F1 SEREDERIZZHE

RAUE - MR 2. MEkES
v 2. UM
- B b, NENESIRESTY
FEANJL R JLA 18 N S o
ﬁgm o A;f] P c. FRREIRRERR
b RALRZS IR 65 d EPELLR
3. BXfER

E MR TIINATE
KEHREED 1 ILA
Epstein-Barr 71 JL X

RHMRR - s

. 1. =N3> R 77ANEREE - MELAS
"f\’l’ hADODTILA 2. B9 RZAE | Wernicke BXfE
MZEo1ILR 1son 75
BB LR 3. Wilson & \
= 4. BRIRET N7 R—2 R
7T/ oA -

Z ) SRR
TYFOY1 LBV i G
HABRA 1 L2 (BHEL - BERBAHIEERY)
HIZNFA IR RSS2 (WIS &£ 3B DEERS)

WE, v 13753V

B, SEmBE ;j Z;i
2. BERENS 3. IR
0. {LREMEBERERS 4 AR
b, EIRILBERE
c. EIEMBEREN TOft
d. 1)L AERERER 1. BEMEFONA
3. WEE 2 D - FER
s BETES 3. HebiE
5. BN 4 FLYNIPZRIRTEIRR
= BRI ES BE (ADEM) 5. EMERE
S FMB(LIE (MS) 6. MEREE

6. BORBEKE
2EMHTIFIYRN—FTX

BIRIE, EHIRVIENRAE
REEAE, BT

EENES 7. BRE ST T DMOER
. E &l
a. EEH%TDI[HE CE- el uSER
TERREE, R
b. HERRSVIDAE e e
IR
. B MERS %
d. <HLERETFEMm 9. DEILERSE
e. shaken baby syndrome

(FREERE, WMEEE, W, o, EASER e BBl 4 I - YRR [ 1~ 7 v v PhiED
FEREN T O & 2D C BIERB WO OMEN ST 098] BE. A Y 7 VU WBES A KT A4 v [KETRRD.
/NERHERER 2000 ; 62 : 2483-2528. % ELZE)

ELTERESNZZLDIE . Lo T, FBEFHICEIT 5 AESD # AT # 4T
WRADSIXHIT 5 2 EIFHREA T LIS LIEHEEZ W LA TH ), AESD OZ#NE
ZHHEDOITF WA (VW S late seizure) & MRI O JEFE 4L HL T (bright tree appearance)
MAHBLT 5 3~9 M H £ THEE L 2 WHlA L2,

BN E (ANE) , hemorrhagic shock and encephalopathy JEERE, 2 PEMMIEETY (Reye
BRIEBHRE) 2 & A M A Y A b — 4, &HBEHEEL N RETIE, £FER(T 3y 7,
WA 22 &) LM WL (AR, MRE R 2 72 &) 123w, B & BiE
BEED) ZENTE S, LaL, HERIEGHEMERMES, HBUmEZz &) LB % Sfho
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NIRRT

*2 MERERLUOERKRGEEZELDSERNHERLE
BERnERENX - B BRIE

2EMAINZF R, BILZF/VILI M )LERREEESR 1 (CPT-I) 148, il 7>
)L CoA BKEREBEFR IR, 7L JVESINAE 11 BY7g &

BREERCE

TOEF VEBIME XFIILYOVBIE - VEBRIE 7))L IVERIME gL
#EFCEE

ELEYBEHKRRREGHIIE, TILT h—X-16- EXARRAT 79 —EREBHE
TXEBAH - KRR

FINZFURNTURANDIVNZIZT—ERIE, HILNI)L CBEMESRNE 7IIL¥Z
J OANTBEREBRIEGE

[(Mizuguchi M, Yamanouchi H, Ichiyama T, Shiomi M. Acute encephalopathy associated with influen-
za and other viral infections. Acta Neurol Scand 2007 ; 115 (4 Suppl) : 45-56. % %)

FRIRNC & B 4 B P 980E BUGHE B 7 (SIRS) b MO & e R E A 23 50T, £
WS DERINERI LT D 59,

Reye JE 5 HE (H7 419 Reye JEBERE B & UER1DL Reye JEBERE) Tl, FFEEOMICET » €
=7 IGE, ARIAE, ERLRILE 2 O R 2 RE T A MAFT RALIILIEALNS.
D &) RIEBITIE SO I RACH B E (R 2)9 2 5§ 5 720 I B o - JR% %
he LT, SHEOEALENREL HED DLEND 5.

) PubMed, EFFEET, 4ERZ T TICHREL .
b o EE LRI L7230k R N R —F TR L 7.

1)

W N
= =

&~
z

wn
2

PubMed

((“acute encephalopathy” [tiab] OR (“acute disease” [MeSH Terms] AND “brain diseases’ [MeSH Terms])) AND “diagno-
sis, differential” [MeSH Terms]) AND “Sensitivity and Specificity” [Mesh]

MR R 9

[ Rk

(((BVERNAE /AL) and ( (5513507 /TH or #5172 /AL))) ) and (PT = £x#8%F < and CK =58, #HiENE, #LE(1~23
#H), HE02~5), ME(E~12), FHEM(13~18))

WEAER 5514

AEERE, BESEE, PAE, 5. EASER AT R G - FEERYEMEEI)[ 1 2 7 v YN
IEDFEIE R T O & Z AU D CFHERZ TS OIS 2. A » 7 VT O FRET A BT A >~ [
AT, ZNJERHERIR 2009 ; 62 : 2483-2528. (b L XL 6)

HWRIER]. A ¥ 7V T PRE—R RIS OB A, NEFHEIR 2000 ; 53 1 1739-1746. (b L XL5)

Takanashi J, Oba H, Barkovich AJ, et al. Diffusion MRI abnormalities after prolonged febrile seizures with encephalopathy.
Neurology 2006 ; 66 : 1304-1309.(» L XV'5)

Mizuguchi M, Abe J, Mikkaichi K, et al. Acute necrotising encephalopathy of childhood : a new syndrome presenting with
multifocal, symmetric brain lesions. J Neurol Neurosurg Psychiatry 1995 ; 58 : 555-561. (b L XL5)

Mizuguchi M, Yamanouchi H, Ichiyama T, Shiomi M. Acute encephalopathy associated with influenza and other viral infec-
tions. Acta Neurol Scand 2007 ; 115 (4 Suppl) : 45-56.(» L~ 1V'5)
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% 2 = SERIE DS S ARE

3 SR AE D ER I

1. 2MRIEDZETICEBRE (CT BULL MR) 2175 EAEHSNS

2. &R RGE (ANE) EE 2. (TN ASREE (TABM) 2MEMEE (AESD)
G700, TopMREABRKEEE T 5 BEMN - A (MERS)
C 700D TlE MR AREHBFIEEZ L, SHORILE 53

fEsH

CT (®1) J

SVERE 7 5t 7238, BRI EA U CERAREEITE L 2V & 2HRT 5
VBN S, ffEZLR CTHRESZEIIIHITEIND Z D%V, 4 VIV Y WIRET A R
T A OTIE, HHER CT A X B MEZ I ER & LTR1IDSOVHITLN TN 5.

CT AL EINIZIZ T RN COERMZ CREXICTTRETH ), MM THRITL ) 5729,
B AE D & I B BB TR L TR AT & 2 B ISR CTH 5. KK S 1B MERE
35 B &2 BHEAT R (IS CT) 25 S B L 72020 1B B0) 13888 % 08 L CIEH (%,
2HEPDIZAMIIER, 1 2 A RBICEREZRM, 35 (7 61) 1% 48 R DA B ERGTIE, 4
BE O B ZHAIIIER, 4 9% H USRI R R BT - 3258, 5 B (7 B0) 1R BRPERUR IR T
H5DH. AFEZT I AFEER (ZARYE) 2ERNE (AESD) 12, 5 BRI B EEIE I RNE (ANE) 12,
3 B3 Reye JEMEHE, Reye FREMEEE 22\ L BVERIERFUBGEY 12354 T 5 & E 25N D, 2

=

xK1 AVIILIVHBEES T RS ICEBWTRMRAEDHEES
BrODARBL & SN I=ERER CT TR

O'F AR (25, AR ESE)

FZBEIRSR AT

MER < HIETE - EDHSHEHIVE

[BFTHRIRINE] ERRER (RPERIEMRE) (K 1), —RIRRMFERG &)
MR FAE (A BE DBV L)

b
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X1 SMEREDCT
2MRE, 2. 1RBED CT B,
MEBHE f“??@TEH&?Tt PN
BORIRNE, M= - KE - KB
DL (REDEEEE) HERH 5
NEPLGRZENEET 5.

BEIZEERE AESD, 1 BFE O —HB 130 900 i 0 BRI 2 % 4 9 % BE N %€ - JAE (MERS) 12
YT L REMED D 5.

ANE |2 XS FRIEDBURRZ NI LFET, BMICEETH L. T4abb, UF AN
T2 C, RIEMEBAEIEIR A 2SR ORI IFE M) % & ©FEe O sk (GEEKAZ, M=
FEFRI R, AN IRAZ B, 8 - H i) (IS BRI AR © %Y. CT A& Tl
1~2 9% HICHURIRZ I ZERR I 2 2 L, 396 H DA e b 2 s U, #RRARIR IS 0
PRI LIZ LSS WIDURZE 2 585 5. AESD O BB T HE (U fiber) #7574 (bright tree appear-
ance) (£ CT TN & L CRADHHND T LA 5. MERS ORI L CT Tldail
AU THhAH. WA SIZL D E HAD hemorrhagic shock and encephalopathy JEMEHE (HSES) JiE
Bl CT 1%, FEREFH 5 2 HIRICKEERBRIN, REAESHARZ 2T 537,

MRI J

MRI T FL B B (A 2 T LA S5 A 72 O IE R L ICRE#fi T 5 (R 2). &
B ORIRO BB S Nv, @A L L CEE 2 M HENINE % (ADEM), it
EERIR B CHH S N TV 2 IEHGEF R, A0 1T OILHURE (ADC) 122 W TEKIZR
L7
1 SRS MERNAE (ANE)

ANE (&, BEEMRENFEEL2ZMEL & SN00 TOMREEERTH 5. HKONFR
léHﬁ%%fFﬂﬁk U, ZEEEA%, MR PRI R, AR, 15 - PR b
BrBD) b, BRIRE L F. L~75>%%°%°ﬁu75 Ti%l, SVEHNCIIERT 5 2 E 3%\,
ANE OBURIFZIIIHERIR T 2 2 L, FERICHRHEZ 2 L 9 5 ADEM (FLEkRE 1F FA-E
m) & OEHNCEH EEZ 5N5Y. MR score(@ﬁw%’fﬁ%ﬁ, @O, GFERITEM, @AM -
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F2  EBRER MRIPRRIC K 2 BEDE2kA

SIEERFEMERGEE (ANE) (] 2)

UFEAMERCFRECIIR, SFREMERIEIERZNRR (R (SEAK) 2 SCHEDREICEGNIECEL S,
1~2%WBE®O MRI TIIRZE(F T RES. 2 &ESZ2 L, EEEFE T I 2. 3mBLEEMHEE Lz RIRL,
BRIC TI BESHENBOARICEIRT 2. HBERHFEEER TE, [RRZEOPOE CILAAE EF (%3, M
ERELM, zOREICIREREE T (ZRERMIROZE, MBMOERK1L), <SICHMAICIARE LR (M
RRH) 2R B, HB2BEME, NEBMETL, BRREFBEINGVUHELT 3.

[FLNAEREE (T SIERE (AESD) (X 3)

AESD DZHELE (DFBSEMR) (CRHINLEEFARER, UTDEHTHS.

M1, 2F/BICHEITSINZ CT, MRI FEHETHS.

@ 3~ 14 fRBICILERFAER TR E TNEE (bright tree appearance) VUK EB(ICHESERH 2. vERH
FLELIEFERRT7EINS.

@ 28R, HIEEEE, BU5E-SRIRERIC CT, MRI CHRAFRZEL WV UEE%Z, /(3 SPECT CIURIE 258853,
FOVEAHEGUEUIERRTENS.

YRR AR &5 9 2 EAEMK - IIE (MERS) (X 4)

MERS DEZWIEAEICEHSNIEEHAREE, UTOEHETHS.
Q2R ICHREREBICHBRRER TRIESZ2L, TI, T2 ESEBRIERNEETHS.
OREINREAREES A, MRE2EFBV UHTMMEECIERL S5,
@2 HPRLUAITHRUESER - EREETL.

2 RMERIEMERNEE (ANE) D MRI
ANE, FLIE. 2/8BO0 MRI T2 BFER (), IEEERFER (b). HREK (K
B S ERREEESIC T2 BIES, MBRHBERSES R0 5.

ANKEVERRZE, OFMIEE %) & ANE QIR T RSB T 2 LE S Tw 52,
2 TOWhAERE (T84 SR (AESD)

SR THEAT L D A ILEGRIF I (S O K 13 AESD OZWICKE CEBMLTWAD. 1, 2
5 HAZHEAT S 4L72 MRIEILEGEF W% 2 5O CIEH TH 5100, 3~9 3% H CHLHEHR M M
RIC TR T HE S5 5 (bright tree appearance), T2 TR M{%, FLAIR [H{$12C U fiber |2
o7 BETERDL. RED T2 EHEFIX U fiber IZI L TRETH S, R IIATTETIE
fr (RTBEZE, AIHBHTEZE) ThH D, Hulbal - BENIEE S 1112 < (central sparing). 9 ~25
IR BERO R E THEOERG 7 IXHEE L, REAOWEEEFAm G CORES %
RODH DL, FEHIC T2 5EFHE R, FLAIR B CIXEE THEICERES 270 5.
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3 [FLNAEREER (CEM) 2MERE (AESD) O MRI
AESD, #1'%. 8 BEM MRI ILBERBER (a), T2 BBER (b). IHEGE
FEE CHE THESES (bright tree appearance), T2 5&FEER(CT U
fiber (DD T-BIESZERHSD. TDF] - ROFIEERENEL (central
sparing, KE[).

t

4 TEMRREAIREZE T SEMEMNK - B (MERS) D
MRI
MERS, #12. 3%EO MRILERIBER (), T2 MHBAER (b). ILER
HEG TRHREABICEES KRH) 2385 5.

2 B LIFERNZERE A5 AT 3 % . bright tree appearance HIFIF 72> U DURE I FE AL (R IZRRIRES)
HIRICHEZRD D T DD 5. 1552113 bright tree appearance |2 L THEETH 5.
ANE (25 1F B HIRIHLN AL D HITIMUICRED 5 2 L% »

MR A7 M H AT E—IZ, bright tree appearance HILH1#% 12 N-acetyl aspartate (NAA) 1K
T, glutamate (Glu) / glutamine (GIn) complex (Glx) D 5% 786 51012 Bl VWil A FEFE
& AESD ORI HIIC MR A7 PO AT E—=2FHTH 2 FEEAR SIS, bright
tree appearance {H R MI21E GIx (ZIEHEILT 545, NAA (TR0 FH BIFECIIIZIERE L
FT5DIx L, AEFATIHES T 5. NAA I~ -7 —ThHH, ZOFH
7S AESD OFHHEICHHA L ZEZ 5N 5. Glx O AL, BEEMHIC X 2 ERMEMIEA
AESD O EJ5E & 3 2 & T AT EE 2 5151012, SPECT |2 & A fiXifiifs ¢
AR IR M oI %, FE 10 H IBRISMmET 22 L, %2 H5» 5 84FE
IZh72 A ZEES 51,
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5  RUEBTEMEREEEX (ADEM) O MRI
ADEM, %2, MRIFLEGSFER (a), T2 38FER b), ADC map(c). T2 BHEBERTEEK S ASUC
BIESZRD BN, IEGRAER CEPTREBIIEZAL. ADC map TREFRES Th Y, IBEENTTEL
TWwas.

3 PR KERE ZH T SBRMEMK - i (MERS)

MERS (& MRI AT i, HRICIREm i m (550 < BRBEGESEECH ), WEAT IdE
HThbh, WMPERWER, ZHEHOIHEGERHEG TIIENLEE 7281281, A
T OIHEARE(ADCO) IFMET T 5. T2 MR TREfED, TIMHME TEHERET LV LD
TPIRETZE L, &EAIC X 2B RILFEO 2\t T2, T1 G g TIEIRE
WML ZA VW EbH D, BEELIZ—BETHY, 22 LA (72% T 1 AR LIN) I
HET D, WEOHEREZ W LRI Z & O \IRE % A9 % MEES] 2 MERS 1
B, R (D7 < & QIR % & ©) 1 2 e Rtk VB (RS H O R PR ) L WA &
A9 HIEGIZ MERS 2 T & FR§ %1519 FERERYIC MERS 2 BUOWEGHT 25 1 B2 T
NCOEDHET DREGID 1L, FUEINZE & G AR T U328 O B[] et 8 | 2 722
BP5HD, $OLHEREAIMERZICHRTHELRLT W LRI NS,

4 SMETEMRERER (ADEM) (X 5)

ADEM (&, WA IVAREY, 77 F UEMBICHOCRERT TREZ2LE25NT0A5
iR E CTh L. BABZOVUED LA T A, v L 2~ 3 BRI AR IR A
T5IEDL N, FIEREL ) INF DL B ORED D 5720, FFAER D FE,  FEET
BOEIR, BREE, WAL EORE - BEMRORERICMZ T, ZRLMEERERT.
SERIZEH BARETH 4. §Hifl myelin basic protein @ 5., oligoclonal band FEAs LIX L
EREO 5N L. MRITUE, ZEAIERFRIC T2 SRR & CTRMEE, ZEEA, /M3, B,
BREIZBERAARE 2 BER O B 518 % 720 4. BNIIE B M (blood-brain barrier) DA HE & S
W L CHEsg AR RS LIX LIERETH b, JLEGHER {5 Tl 3L HEe T (ADC = i)
RO D T LWL,

5 IhEREAER & &b T DILETRE (ADC)
PHGRF B (DWD X, KO FOWHBRT b bE &R S 2 HE L L72b DT, ik



28

MEMRFRTL

A ERICE L 72D D05, A0 OIHRI(ADC) Th 5. MNEH O K5 (LMl
7o &2 XD EEATHIBE S 4L ADC Kl (DWI B 15 5) 12, #Rgst 7K 557 1% Brown 1|2
X2 HHZIEEEITVR T  ADC Bl (DWI %72 W LIRES) 2 24 5. I 5 1 3 E
(vasogenic edema) T, ZKITHINBAHIBEIZIFR % 728 ADC =ififl (DWI %5 7% W LIRE75)
12, — A R S i (cytotoxic edema) TIEAIZHIIEIZIFE § % @ T ADC i (DWI
EEB) D, IS L CORSTEERLIZC W Es, BAEMNRBHBILIZMEN
ADC T LT <. REERPY (7 L BESH I IR 124 U 72178 (intramyelinic edema) & A
fabE EPERIE R AR IC ADC I (DWI B1E5) #8234, $L05 &, ADC K (DWI =15
) ERET AL L OB S RIE & B PRE, MR o &, ADC EiE
(DWIFE W LGS ) & 3 2 WEEAS S R E, KIS ERIE, BT RAS 4 (Pelizaeus-
Merzbacher J 7% &) 7 & & 72 5. DWILIZHRAGEER 235 (1 40 DA 2 L S FI50 1 D TH
% DT, MRIHGRIZIZVIHTH 5.
6 IERGEFEGE T2 MEAE SR, ADC OFEFIE DWI=T2—ADC

PLECE 5 (DWD OfF 558 EE L, T2 M & ADC T % 5. DWIAE 5 =T2 Wi
E{§E5 —ADC £ 35 LHBELLT V. 2005 ADC 122123 7% < & b T2 M %
TEREZTOMEIIDWI TLERETE %25, ZTOHSL% T2 shine-through L ¥ 5. —fky
W2 T2 AR E S CRESD (+) 223 5. MifaEFE & S TE T3 ADC
MR (=) 72D DWIEZIE(+) - (=) =(+ +)EETE % 5. —7, MEEMTE &
KEMEZIEZ & CTlE ADC 1L (+), DWIEHFIE(+) - (+) =(0) & & W E5ZL2H

LTI,

P PubMed, FEHIEET, 4ERZHIT IR L.
P I EE LK L2 E N Y B —F TR L2

B oW o —
2= =

W
2

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

aging” [MeSH Terms] OR “neuroimaging” [All Fields]) AND ( ( “ultrasonography” [Subheading] OR “radionuclide imaging”
[Subheading]) OR “radiography” [Subheading]) Filters : English, Japanese, Child : birth-18 years

AR 84 11

[& gk

(CCCCRMEME /TH or 2B /AL)) ) and (PT = £38%H: < and CK=JRJE, #rER, LB (1~23 7 1), (@2 ~5),
NE6~12), FHHEM(13~18))))and (SH = [E{FEZIHT)

AR 93 1

ARG, R, RN, o, BT RA . RIS D BENE 35 Bl o BRIR AR, B & g8 aE
1998 ; 30 : 244-249. (» L XV'5)

KE R BPEREEO S E P I AFERRL i & S8 2008 ;40 : 117-121.(0 LNV 6)

WRIER]., A ¥ 7 VT FREDEIR A7 b T 4. /NEAFEE2003 535 : 1676-1680. (b L L6)

Mizuguchi M, Yamanouchi H, Ichiyama T, Shiomi M. Acute encephalopathy associated with influenza and other viral infec-
tions. Acta Neurol Scand 2007 ; 115 : 45-56.(» L~V 6)

Mizuguchi M. Acute necrotizing encephalopathy of childhood : a novel form of acute encephalopathy prevent in Japan and
Taiwan. Brain Dev 1997 ; 19 : 81-92.(» LN IV'5)
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HHEESAL, 2007 :310-319. (b LAV6)
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9) Wong AM, Simon EM, Zimmerman RA, Wang HS, Toh CH, Ng SH. Acute nectrotizing encephalopathy of childhood : cor-
relation of MR findings and clinical outcome. Am J Neuroradiol 2006 ; 27 : 1919-1923.(» L XV'5)
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Neurology 2006 ; 66 : 1304-1309.(» L~ 5)
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(P Lx16B)

12) Takanashi J, Tada H, Terada H, Barkovich AJ. Excitotoxicity in acute encephalopathy with biphasic seizures and late reduced
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13) Yamanouchi H, Mizuguchi M. Acute infantile encephalopathy predominantly affecting the bilateral frontal lobes (AIEF) : a
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SEICLIcZREHR
a) BEFEE A v 7 VT FRENGYE. A 7V Y FRES A N A 2 [BLETH. 2000.
http://www.mhlw.go.jp/kinkyu/kenkou/influenza/hourei/2009/09/d1/info0925-01.pdf
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4 2MERIE DRERE

1. 2MMETIE, 2V AEICEET 28ABBERNESNDTEEEN G B7=65, BiK
BBEZTS CEMNERIND

2. BEKEH B L) (& amplitude-integrated EEG (aEEG) Z U\ /- RIS HE =Y
V> 7EEMATHY), THERERTIIBTT S LN HEENS

3 RMNECRMERENSECTHY, TREREARE L TR/ AR/ B
HEOWEIEN B FENS

f&

EHI:I

Wi, SEREIC BT TS 2t s L TR KO LTV A, Tid, EIZKH
DESZTEB 2T A2 EICL o TEOMEEREZ ) TIVY A4 ATHET 5 &) HT,
MIAED L VR TH S, T/, WEFMEETD TV 7 Ul - R—=8=L 2 fkshTa
YoXZ MY, Ny N A FTRERT 52 EDBRI o7z, BHINE Tld 4 SIREDs
ARG ) ERREPLEII LD 20D DD, TOL) RIGETOMEERHT LI L
EHRETH L. 3512, TETIXEERIED 5 I amplitude-integrated EEG (aEEG) % H
WCRKHFHTE= Y ) ¥ 721735 2 EARRICR YD, TOBERPELICHL 2%
NoD0H%.

R VIR L - TAEIZ BT BT RO EZL2HEO L LD ZRTHO. WO
HLWMBERELEHRICRO LA T—HLTnE, L72oT, MEEXHITTA2ZL12ED
SERE DB W IZE R 2 ERSMGONDL EER ENL. FRFFEIRIL, il it/
RS OEPAL, IRIESL, periodic lateralized epileptiform discharges (PLEDs), 22583k
WH R ETH L, Stk it BIEEORBEAIE, SUEIEIC BT 2 Bk o Few i i
ELTELSPBHMOEN TS, MHIERD® R SN b & afkttEofmiitz 2L (K1),
FrAMED 2\ IE R MIERLOBEE OB A3 ORI (R 2) 2 25 5. RIEMEORE
(LIS TRBEMEAI T 5 2 LA B0, FRROFT RIS ) BRESHTLRD L7
W, SERE 215 2> OH W LSRR H O F MM R 2 E 2 ZE L CGREMITAT ) &
B b, IRELIIEETE 2 =2 — 0 Y Bomd 2Rk d 50T T, FRARFITA
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2 5 AERRPS 14 PDERE TIFIER 26, R 2fl, SRR 246, 2%
RFF 2B, L+ ERMERER 4 6, FREE+2RRMEZRFR 1
#l, PLEDs 1 I
3 5 AERRPS 29 FAE 14 BLA 9 Bich 7 fl CEIRIBHRRIL
FIER 14 BRI © 29 BIDBITRIER, 15 I CLERMRER
FAERSRNR - 24 BITECER. BATHSBFE > TABICLAY, &5
[CTRMEEMET 2 DA BB R
4 5 ANE 41 24 TIIEIRREED BIR ZBRE2HITEMIED 1~ 6 Hz DR
k. FIERGED 18% (CZRFRK
5 5 FERTBEO= | 19 “HEMDOREE WS 7z 6 fFlldh 5 IR
4 RMEE FORE 24 BFRILIA (4 1) © 2RRMEREE 2 B, HRNMERIR(E 1 4,
BrEMERRE 146
FERER 2~ 3 HOORGRE (4 Bl) : 2R 1 6, FENERIRIE 1 461,
BIEMRREE 1 6, IEREERRE 1 4]
“HEEOEREESDLIRE OROE 4 4) - SRMEERE 36, AR
HERREAE 1 41
6 5 —RIERICHE | 7 2 (6 Bl) - REIFERDEBRGERREL 1 6, REFIROBEDIR
BREEIR T & £ BAE 4 B, FRERFEROEIRIEE 1 4]
S 2 ERNAE SR (7 6)  REEEROZBRGEEL 3 6, FREHEIROEIRIE
1t 4 )
OEHR (5 A1) REFEROEIRBIE 4 B, 1EE 16
7 5 HSES 25 22 Bl XK % 5817, isoelectric 6 ffll, electrical storm 14 #ll, ZEFK
EHEDIEWRE(E 2 6. BRERAEIR Z 4D FEHN R IR P ICH <
[CHIBULEED, B EDORFRE S DBERISHFS
8 5 EB VTR |11 9 BIICHETT. =MMEFRKIE 6 B, continuous nonlocalized abnormal
[iiiG7re activity 1 f3ll, 1EH 2
9 5 i~ 37| 50 DMMHRIEIE 24 B, FERMEZEFEIE 746, PLEDs 2 fll, FIRDA/
5 AR OIRDA 11 #l
£ BMIE
10 |5 SRR 50 46 BI(CHET. #IOTE 40 fIT, FBPTEMFICER. EE
DABE, EWRMERREEL - BPTd 2 WIEHRIEREEL - SaiEse
F£% - PLEDs - FIRDA / OIRDA 7= A WERM a4 L

ENDTENDHD. REEOEHFITFIT 05, R30L) ICHEHEIEATAZ LD
B. B, AR R R OBEALREIRIEILIE, BT VAR TADASE
DEBZICEERICBDOONDL Z LIERPLETH S, PLEDs (LHAEA)L R AJK I FE
BB EEZONTOLBHL D20, TOBEKEL AWM E - ETHRE STV
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1 ERMEOREIE
RORECERD A D 1 Hz FIROBIRBHRENGHTNS. 0RIFHDTHICFRD
SNEMREMFIRIDL TS, BIE(EHE 100pv, ###17.

2 RO
NS 8FEERELFNE, TOTDFEFEFINERT. EFINTIIEREDR
B 1.5 Hz BIRDIREABILSE, WEMO DGV, GHIKTRIRRIIFRD
PTREEDDERNICHEIELTWVWS. BIEHE 1000y, 1 7.

BICHBT 5 & W) A H T4 (B 4). electrical storm |& hemorrhagic shock and encepha-
lopathy JiE 55 (HSES) THE S N7zt i CTdh 7. ik / 80k BB By 15 B 23R 1 2 7 1
WL L 22 2% S Wk rg 1 MBS 2T R 238928 (R5), Z oL, Btk s EEz ik ) &
LTWRIREEHEHM S NG, RaR$ 2 L) 12, Wikeh9IZZ8E 2 M8 0 (R 9 IREE I EEG 4 01
73 SEVE AR T AR 78 (AERRPS) 72 &C b 52 51112, HSES IZHF R 2P A Tld 2 v,
T SE AR R 7L £ (58l (FIRDA) (3 i BEER A2 12 ] AR A LS T 0 TR A L B 5 B
BTN F T, B OWEILRBEIERLIC BT 5 58 R EE BT 7 v £ 15
B (OIRDA) &\ . SMER % - e & BIE S 2T R EZEZ oMb H o 7275, Th
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B3 EiRiEE
a~pBHEOEIN T NTOFETHIFRHNICHIREL THY, HRRERDEL.
BYIE (S48 1000V, 85 1 .

4  periodic lateralized epileptiform discharges (PLEDs)
HRO~RIEESA SBER A WIHTICHIREL TS,
(PeBenito R, Cracco JB. Periodic lateralized epileptiform discharges in infants and children.
Ann Neurol 1979 ; 6 : 47-50.]

DADEETOALN L LG SN TEBY), SWEIEICS T 2 BEER B T
T 7o\ 9),

SERRE 2 30T B B R, RLEE AT o708 A IV IR EOEIERE & L2 X 5T
BapptEbns. UL, MEZEL2SE CREL 20EE L O TRBECER
Jile ER LB LMRIIRE S 2w $72, A %8 A4 7O BT S BdpT 7
DEFITONTE 7275, SMRESERE LTI ORBRE - FeREZ & OB B ifE 2 B
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5 electrical storm
Day 1 (£F) &3 WE Day 2 (B EHLTET) OIE TS, EEINGERPHIEAER L THIRLT
Wa.
(Harden A, Boyd SG, Cole G, Levin M. EEG features and their evolution in the acute phase of haemorrhagic shock
and encehalopathy syndrome. Neuropediatrics 1991 ; 22 : 194-197.)

T AWM BITON Tz, Tk O BY) 2 AT RN B 3 2 DR I A I, & i 7 & &
DORIRIZBET BB 1T LA EHITEINTEH T, BWMED Y £ 7REKE & 7 5 REA
12 & BRI ROMLEICOWTHHEN 2. 2O L)1, BHIBATIEEMMEICBIT 5
RO ERIIFEL L TOARWEEDL I L2 250D, TNOAZRIE L TRHREDE
RETETHIERAHEYTHA ). & LAEHR SMIEICBT AMEOMEZERL,
L OELRFRT 52 EDET L. BEICHIRESNAEHEIDUTO L) 2 b 0hh T
N5, OSMEREDRINZHT, @8 AE L SMERE L ORI, O TESME Wk 5%
VEREZEAL % 3R 6 5 DSRRIRAE IR 2 £E b 72 \WWESHE, subclinical seizures) DIEIR, @WKk iT R &
e OBMR. 29 LET S 2T 5121E, Stk FEESLETH S I .

B, WIEHAIE BV % Bt > 7 AER TR T A 2 E AT LS, HH
T EICHERMSAETH 5% EOMHPTRRERTIT) T e TERVEZRD D% R,
O YA, SRS o 2R THRNIHITT A 2 EBEE L. T2,
T RASRE RIS T 5720, #D R LBEEZIT) L DHHTH 2.

PR, WOKA B kb = 4 fRO CONBEMGEE CEMY T 2/ L, 5 v~
ANVFRE TA K E =5 ) ¥ T2 fTo TCMENTA I NG (F2)5Y. TN5O|ET
&, FERE= ) Y SIS E R RO D T ENH TR L, BAED D V) OEGASHE % i
RIERZEDTE= ) 2 72 Th W EER T E R WIREMEAVRIZ S TV 515161819,
W EIGEOIRIE L IR L OBBRERE L CWEHLLH LY. F7-, MEE=%1) 7T
BV RO THEG TIRERDPAR B TH o 72 VA IRES WL BENRELET 5 771 TldiE
TR LA L 2 WASRIEERCIREE GBI RE Wi I BT 2 KB & 4) 280 5 &
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S| S| NRCEAM | TRAWDES e
15 |5 GCS < 12 M7= HIEDSEE * 28 5 (30%) [CHBWVWTHREZFTRO]=. 11 H(FIE
PICU (CABEL 7z 94 4l [FTONAMREDART, 17 BITIEFONAMS
{EETEZ SR,
20 BITEZI ) TBABD S 24 BHREILINICF
TENHER LTz,
o R EDOREDFER, FAEREGREMBEER
Hic.
16 |4 REEENZOHPICU | MEETEZSY > | « BB EDFEIE(ES) ) 41 fll, BE EDOFESE
ICABRL, BfRET | 7REEFE | B (ESE) &) 43 B Th o7z,
IROREZ=Z9 7 | DER « ESE (I EEDENP LIOBVEGREABELT
% i1 T L 72 200 1) W=7, ES TISABEIZERHEH o 7.
17 |5 EHES DD PICU | FETARRE | « 59 A TRHEREE =9 > I HY I A N
ICABRRL, BHEET | TEZ9U7h | gEEr5xk BSHTEEN BN, 2146
TREEZIU T | BROTRIA | TRENEONIZANY MHFIETRLEHEE
% 5817 L 72 100 CNCEREE | U, 3B TRROEHRENMTONZMNES
& Inie.
18 |4 BEHEZEDNZ0H PICU | JEITONAMSE | « 46 BITIGE EOFEEEZSRDHZ. ZDD5 19 4l
[CABEL, HHEET | EOREREG | IFREERIRETH o2, R AITIEIRIEGEIC
TRREZ9 T | BRF FEFVNAKETH .
% 5817 L 72 100 s RIEBIROBBRRTFE, EFHTHok.
o HIEBERDIERD 87% T, TSIV TH
187 24 BERILIAICFIEA IR S N,
19 |4 FENEHSEDZS | MRETEZY > | « PEERIE(100—300pV) 22T 25HD(F, K
BEMETEZ9 ) > | 7HREERE | RIE(S 100nV) 229 2 HDLVERHIREF T
TEmTUE 26 | D% Hol-.

« 28 BICH LT 383 CDREIEHNEERIN, TDD
5 240 @FERRIEIR Z HEDEH D Z.
c RIEOHERP LOREERBIZNFNEIRAR
CEELEEESRDE.

BIRARTHD LWV MEOENALNL. T2,
WO B DORRIR
RETo>TWBHARIE
THEBNI AR L & F 208,
SERNEIC BT

VEe D, Tz,
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TARTRAY

MIEEDPH -T2\
SHERA M R0 ot I A5

—F, FERETAMEE=5) v 7 & ]
EBZS Y 2T ERAT) MR L ENERLERT A L KB H 2 EO THF SN Tw 5
E—EDAFNPEREND 120, Wk T HEE
CHRRHEDRHENH A v & — % v MalfEE /- L Tl % — 2R 5T L
THET LV AT APELIRHAEI N TV S,

FEA LR,
B AFNVPEREND D,

7,

i e > e

L ENE L,
FHREFARMEE=2) > 72k o Th 20 SNmAIR
VBEIIRDLEEDND.
T4 5121,
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L, AWBREICBWTAERELSZF v AR (EF ) MEE=5 ) 7 %47H 2 &
BTENL, BERHRICBWTHHAGERS G725 SN TREENS 5.

aBEG (3 AERIER A WRIEDE =% 1) ¥ 7O BT 1990 4£48 7 5 K L 7= 5
filE =% v FHEETH 5. aBEG I LHlH O TH L WEME Fv, —iiZ
i 1~2F % ¥ AV OFETERHEFHGEICFCET 5. £ OFERIIIIIESE) O IRIE I FHL
LCBY, FiEhzEH L C4RMEEZ | WEH CERT 200N TH5H. EMED
A TIE aBBG AT HL & Wi 7 &L OBIRDI D YIS 2o THE D, HAEDH
AREFHRETO 22D ER L TwE, BEE C/NNEOBMENAE IR 3 % 8 Ok i1X
TABICEEEF S5 TBYRDY ZOBRICOVTIIRMBHLIST VL. ZhE TOHR
£ Tlk, AESD 3B £ 1" AERRPS 128\ C aBEG |2 & o CTHIRIICBII T & 2 h o 729k 1T v
AN S FERGIRE GETEREDW I B L TV B IR08) 2780 T\ 5. 72, /MRE
HGIREE CTHEAT L 72 RIS K 28t E =4 ) © 7 % aBEG 124346 L CTHIFL L 7205 T
\%, aBEG 12 X 2 BIEOHIREIL81.5% TH o722, INHDOFERMNS, aBEG 12 L 5T
SR B 28k BEIICIET 2 2 L I3 —EDERDVDH L LI SN D,

MEMRFRTL

P PubMed, FEHIEET, 4ERZHIT IR L.
P I CEE LK L2 E N Y B —F TR L2

® PubMed
(“acute encephalopathy” [tiab] OR (“acute disease” [MeSH Terms] AND “brain diseases’ [MeSH Terms])) AND ( “electro-
encephalography” [MeSH Terms] OR Filters activated : English, Japanese, Child : birth-18 years
FRERAEA 224 1
(“acute encephalopathy” [tiab] OR ( “acute disease” [MeSH Terms] AND “brain diseases’ [MeSH Terms])) AND (aEEG [All
Fields] OR (amplitude [All Fields] AND integrated [All Fields] AND (“electroencephalography” [MeSH Terms] OR “elec-
troencephalography” [All Fields] OR “eeg” [All Fields]) ) ) Filters : English, Japanese, Child : birth-18 years
MR 21

o [EHEE
(CCCRMERNE /TH or ZEMNIE /AL) ) and (9 /TH or i /AL))) ) and (PT = 23383k < and CK=JRJE, #ER, 2
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FRERAEA 129 7
((ZUEEE /TH or ZPEMIE /AL) ) and ( (amplitude-integrated/AL) and ( (3% /TH or electroencephalography/AL) ) )
R S

1) LinJJ, Lin KL, Wang HS, Hsia SH, Wu CT. Effect of topiramate, in combination with lidocaine, and phenobarbital, in acute
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course is a common feature. Neuropediatrics 2006 ; 37 : 269-277. (»Lx5)

6) Okumura A, Suzuki M, Kidokoro H, et al. The spectrum of acute encephalopathy with reduced diffusion in the unilateral hemi-
sphere. Eur J Paediatr Neurol 2009 ;13 : 154-159. (b L XL 5)
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5THhbHE V) EYERILOMBICESE [RUML] k@ 30 MU Eob L5
BT ENL N,

FWALAZETEDS 5 43 I DL EAkSE L CRED S N2 B & 1T WILABTEDS HARICIHB LD 5
K&, 1577 EL RS L 7R Tt 2 a2 47 h 2 W& 13 30 7ML Lol wilA
WCEDLZEDRLE Y. S ETWIARIED RS b 7 & SR AIEHE I A3
BINDLY. 2015 FICARSNEBITAD» AERIC LE TR AERIKRE] ©
FEFNIFFHET B 1T WAL A K o THIREMRR A E L 9 2 K (30 0 DL E) & R#ER A A
FIGSHER SN DR (S D L) M2 ZE L2 TE o TwaY. L L, KiA
FIA Y TIIEHEORILZMT 272012 5 5L LG L TRRO LN LT WIAFEE
NTWIABIEIRRE | LEFRT 5. 5 EPEFIRE 2% 5% b ERREIFR T 256
FEERTET WA ERIREE LW L, S 5 IXRFEE 22 & OEE % 24 WRR % #5508 L 7285 5T
TEEIRED T 5 02755 % 789 5 HKEE (super-refractory status epilepticus) Tl&, fXIMIE,
DA, FANE, BAE, @EUERUS, R ANEERE (DIC), HRIAE, HEALH) RlfEAE,
AV AGEL VS kA LERELRAHEZ X2 LT, FRICELLE LD WY,

[TONAER - BIEREOREROBERER J

TN ABIEIREE L HIRT S 75 @Y Tl 2 512 X A 0GB A DBGRASNEET
H5. ZOWEIT LA OF IR R ALIE L 72 88) 70 8 H 08I & Z DfEHAARD H L 5.
Bl 21X GABA ZHMNEBIE TH LIV T LART TENALEDORY VT EE »R3
FIR Na F ¥ FVEMETH B 7 2= M I W AFVED LB A I BB L A 3h A
WD D 507, FNEDWEERED VAL L Vo THRAIBEZHT T,
HERROAFFI SR THERIIRD ) 5. ERIREOEBEIRT LRIV AN=T %
EORFE R, - MERER 2 SAMEEB RO SN GESH D, IS O
ERE - EBE T ONADFEI LRI NE TRV, TN AERIREGRESZOLEN 2
FHii e LCTNA &L E ERIREOIBIIREE TH 505, HEOFHEIE LIZLIEAHEE L
%5, ThOLERREBORTEHLZEAC L2 000, 2l dE
FEIREEA B Z R LWERLENEREICL 23045070, ThebERIREZOL DI
L HAREEREAR 2 O PO ENREETH 5 2 & b DR v, BERETIREOEBLO
HEREHICHES S 2 L, BEEAICBVLCIEABMED RSB OEE KA~ T
HY, VELEOEFFGIC L DEHEZIT) LRIV,

FORABIEREE I 59 3 IHESIREA A (1) J

IV T A OFERERES- (0.5 mg/kg)®?, BFEFES- (0.2 mg/kg) VI R T AL AN
BHETH L. ENTIEBEEISIMER & 7 5705, #IR)V— b OFEEISHKEE 2 IR Tld %
DOFRMEEE ., HHT A5E I IETREZ: 0.5% ESHEEH 2 HHT 2. 25T 4
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£1  (TUONABLEIREE - (TUNABRIREOEYEE

ERIL— N DREHNEE SRR TD (T VWNABIERE(CH T 2880RIL — MR TE ARV & S DIEREERD
JBEE

FRRESCIIVS A 0.5% THRDIZG :

« JEALRIR S50 L LEREAIRS (0.5 mgkg TRAE 10 mg)

o FIERPYEST (0.1 ~0.35 mg/kg BRAE 10 mg)

FE ISV ITA01% FFRDERE LR SEDBES ETELE TH .

(FONABIEREE - (TONAERIREICH T SRREIREEER

1) B—&R . xOOQ%EIRY 3 BASE CILETERIINIETES ICERIRNED).
D2XFVT 015 mghkg BEERE © 1 mg/ %) KE(CHRLET 1 EICDE 0.1~0.3 mgkg DEFETEIRS
I2H, YIRS SBINEEDHRES LT 0.6 mgkg B8R0,
@Y7 E/VA 03~0.5 mg/kg BT
IR BREMECFEINZIESIFFESIOR. LHL, ZOBROEHRLANILOHEN RS 252 &(CLo
TRUMEDZM A THERICHRDTESEN D D, TANAEBREOBEIGEEH DEIAIIVILD
,J“ﬁszilcaaék*n'(ué@rEEEﬁ(;ﬂﬁEf B 45 B ETH B,
2) BIER  ROORQOEEIRYT 2 @WERITEEL TLINHADEICHOETEZBINFERLTHLL).
®T17 T A 22,5 mgke B5E (RE 3 mgky FAT=7.5 2L E) HEFHESDHE 5~7.5 me/ke/ H
Z | @FEZEDBERE, RE | mgkey T BLL
T I A2 15~20 mglkg B85 GRE © 1 mg/kg/ DLUTF =159 E 1 BRAE 250 mg)
@7/ NLET =)L 15~20 mg/kg EEFE GRE © 100 mg/ DRATHD 10 ZLLEN T D)
OLARFZEY L 20~30 mgkg EF (RE © 15 DD (T TERIRAITEN)
AR AN EBILENDE, ARTIZNVE2BULEDTANAEEREICAND. LHL, 2ERED
BECBVT2HEUTDRICERASN TR DER TCH O ETIRADHEENHD. LNFTt
I LEERFTONABEBREDGES UTEBIONMEREGS. ULHL, BBFRLANF I LAZRE
OBSATDRECEVTI TANARERE UTERLULIRDH > 2155(F, BORSHATEEE Ko7k
BIHBETHNITRAEZROKRS I 5 & (FBEEHNDERSETHS.

BT VN ABRBRRREICH T 2 RERITEEE (RAIE L TAA A RS VE3E 2 (CRHBINTVLD LD
CEREZY—CZ3RETNCOENSEEBENNUETSH ), TRETHNIFE ICU BT THEITT D)

DIFVS A 0.1 mgky BH SEIE URAE 0.4 me/ke/ BBETOHBEAT, 0.05~0.1 mgky BT DEET S.
QF ARYI =NV LFT7IF—)L 3~5 mgkg (FEARKE 200 mg) 5T 5% 3~ 5 meke/ 5 AT

XA B L OVNEIZBWT T 7 ¥ AFHE (BN ARSETE) & RO &M L IBERIRY S
DI RNBIZBWT Y T U ARELFSET, L) RORIENH LY,

DT B A BIRER N 512 X D P WA BIEIREE IS A EE R AR T I E T VA
ZZ L, FREEICEIANRV YV TP VBERSICELIBENDH Y, EREEMICS
JAEEE LCdERS . L L, V7B 8A83E0.5 me/kg & /NBOE RN
B U734, 15~30 40 M TH#I (150 ~ 300 ng/mL) IZFE S 5 7209, KEERIIZAT ) G
BOBEPLIZ R 9 5.

[TONABIEIAR - 1 TONABRIRERICH T HRFFAMAVETE ( J

Hayashi 5ZENTD I ¥V 7 A O/NBIT WA BIEIREE - ERRREIZT 3 2 AR
DV T ORI LT AR EBANELHE L T 29, RRIZBWTa 7 E/54
FHEIIT W ABIEREE, 1T W ABERIREICHE LT 7 ¥ AEHE L FSEOFRIMEE b
oﬁm,w%@@oﬁ%@@ﬁ%ﬁ&&<,W%Wﬂ@ﬁﬁ%ﬁw.é%u,niﬁﬂA
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FEHE SRR AR W20, BCKFEEO/NBIF WA BERIREEET A K914 2T
TV ABIEREDGE I T 256 —EBIRFIRIE L o T B2 79 HARTIEIu I £
INAPMEHTE R\, BEEEOSE—ERE LTI T7ERL L I ¥V T 2@
MRS ND, HRICBITAIF VT A% T ONABIEIREER W LT WL A BRI
T 5 FIEHEIE L 5 5 BBIME T, AREAT VAR W L 50% DL E#ED)
I 80% Hi AT, WRULHIH]Z EOREWERIZ 10% LT TH 1Y), BT ETHER ZREERET
HhHEINTWVDHOD,

BBRIGEESR L L CERENNE O T A K94 Y TOHARTH 72 /7N ESY — )L L
RAT 2= M V(B L 722 M )PRMENTNE, BTENRAELRTTES A
DRRNZ O TEAELBIFEMRIN I Z AT o 72 R TIRFEFE ORI RO S ILOIMER~NDOF
ERHGOREL Vo722 LG SN TWBEY,

INBEER T WA BRIREICW T 2 3 57T AFGRHE L U7 B8 A SERHE O L
WIZETIE, WHERREBEREFRSETH VY, TURT 5+ — Ve F AR T = VOESH
BIRET ClE T Z IO EL D 25, TURT +— VIIHEIC TS EEE T2 2 L1
Lo THBWLEEIHET L A7 Lt I N T w5, NEEEETOIABRED Y T¥
ISK, IFVTA, FARYY =, RYRMNVEY =, 4V TNT L BEEICH
THAY - TF) AT, IXRCUGEIRD DL SO0, TT7ENLETM3F LD b
FoTHY, BMEHIERETH o7z BIERIE D TEI/NAD19%, XV FNVE Y — )b
B1T%, FHX YT —=VD31%, AV TIVTUH40% THY, 57 LRI
ThHo72bDDIEHNLFRD SN2 o 722627,

ERAMCBWTCTaR T =, I FVTA, FFRVYT =LY XLV E Y — i
BN DR T WA ERRIREEIC ST 2RENLEFFEL SNTWE, Wb [7aR
7 4 = VIEANERRE | 3SR EE &L, BIEESEV. HiThHHIVNE, A
HICBOON 5. RICEHE - BRHEG 2T 2BIOEZ )3 v, LEMNE=Y—T
Brugada BIZ LS HICEED 51 5. KREMEEFERFRONA T4 2 L5 LRI
5 T URT x — IV OFFREERE G 3RS L ENTW DY),
rxE B

IYVT AIEFE L FEIRO W AT REZ: 0.5% FHERHA & FHED RS REZ 0.1% i
FHEF DD Y, FHBICE o GERT 5.

FANRYE =)V, FTIT— VR EDONVEY L — FFIZ GABA ZHEKZ /v 58
DNEFTNANER ZHS 2205, BRNBERIROD % 72O BB O 025605 %
Z &, WRAGERIIGEIRIR D D ) mEICMERE N & 272 2 & % EOAFIREEIC T BCE L
TAT LI EHERENS.

2 #EosHER

FHARIRILL B 2 A5G & 72 o T WEHIORE OB COMISIMERIZ oW TiEdh
CETLEBHGEELL, FiREEAFEEE T3 ER L2 2T, EHFRICHLHERM
DERIZERONS.
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1. PEE~SEO2MMEICH LTS, 2BEBZTOLODEYGEZY —%EE%
AL, 2BREBZ TEDO3RINE - KT 2ODIZREEZITD
1) PALS2010 IZHEHL U =9 ERERE
2) ZRMEEERRRSVLZNICET DHERADRGE
3) MERIFE, EEEE (ICU)ANDAZE
4) MR, fERR, IR, OR, [ - BRE, REZzSTE5EE

i)

i 08 SR AE (MERS) 72 & OBRAE 5] % Bk < v 85 ~ FE O B ERE O B 12 B W T
&, A T b oY, EBRELY TE ) LR UE L oMY 5 20 0T FEE)
EHEMOEETH D, PALS20109 [ ZHEHL L CHIIBRAE 21T o 728, WERE~FREO AN
FARE DS EE A A7z & B 7 84 & ATV 0 D ZIRBUABE IR sk 70\ L 2 U HE S 2 Jifisk ~ o i#
Uik ZET 502, OB, e SEHICEE L EREOHELEET 5.
BVERED & A TRESEEIIS U & EHATONL 2 E IR S N, S HERIZILIT
WAEER PEBRASEE PR, NREE, A - EMEEH SREHESEING.

R ER J
MRS OE = —2EE SV AT F T A MY — & PaCO, E= % — e\ LA KR

EAREERE T, ARE - BENEI 2 &2 XD RFE T B IR MERNIRE & BEES 5729, GCS
8 LAF, JCS 30 LA ECITAE A IC X ) SUEREMR L CIPIRAE R 217 )Y, BRFRMAIE
94% YL FICHZET HRELY HIE L 32, @B 2 @mBEREIC L 2MEE~NOEEY T
ETERWVY, BREERESEZ T=5 — LAaNS, B LBREERS & N TR
BIERAT) . RIRT 5 &) e IEFRITIME 2 R TR T IS0 A & L GEIRSIGR %
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fromazhs, ZBRIUREDE 2K CROREBIIBERMITEDRT 2672532 L1
FURE L CREZATH . KUETRE R OMRIHER L, MMETGEREZ S 5 1E(L ST v =
TREESDUREDND L7720, T REEFTITo ThOREREL T 5 2 MRS
B, F7z, REWEICL 2 NTIPRGRER T CIIRE (7 2 > ¥ 2 v &) LfaFsE 2 |
G A EDHER SN D . FERERTEEE F Vv A58, A N L AR OB, ST,
BESLEOR, W% &) OFMIERL, SUIEEINTWD 2 L 2T 5.

EEEE J

EREHOE= —2E  LEMNE=Y —, IE - REE=F—, VAT FI X
) — (e CTHIUTHOEIRIEE = & —, HOEIRBEANEE =5 —).

TEEREEO HAZE, ME L PR SR L, A~ omEMEE LORE ol
WBEEELMRT 2 2L CTh L. HHIRIOE KAEIRI, OHA%, BMIMEFEFEmEERE,
JE, TUlER, KRG Ty 73 5% 85K RO TSR, T - IRIEOH
EIIZLETHNIREIIRT A V2L 2F25) 7 PHERESR, 1~10EO/NETIE
IUHEHAE T 70+ 4F i X 2 mmHg, 10 & %8 2 5/NETIE 90 mmHg B2 5 2 &EA5%E &
%% BEMETH B, T 2 IERTE 2 MR - B 2 B0 ChERTE (MERE (CPP) =
EIEIRE (MAP) —BHZEWNE (CP)) DE=% — %479 Z L0 dH. MLtz HHT 5
7o, WBEAGREE AT T L HERE SN, ARELRIKGHIRRLFIRER G 21T 2 L
RNz v, LEME=Y =2 X o GEEMISOCIHBEE RNEROGELY T v 7352
EDTRETH B, CMEB T IR 13 OHRE & A5 P I B8 % e A L 2 58 L AR 2 o
WCEHTH 5. #EMATS 258 12555 0B, M X AR SRS OOz E L 2 5.
MitAs & L CBIIREIRILA A, ~NEZ Oy, A< b2y Ik EHE BUN,
JVTF=r, ANT T LA, ARG EERNELEREHOOOREL T 5. £ OmE
BIEDS—ETH 5 EME L7286, BIIRFIREEEEZE O AL O EORT 2 RIE§
B NLMEZHER MESH, TouhADT Y bO— Ve EOBRICHH 2855, 4
g, PUTVNAEOEGIZL > TIEDKR T2 Z7:3 2 LA LIZLITRD 5N 700
BT 5. BT a v 7RO L NDGE, TOBERE % WEE HE L ZOEEEYIT)
EEHIT09% EBEIKD D\ IIHEE & F 2 Wl MR B 20 mL/kg & 5~10 47T
FET A 2 MRS NS, LEMEY 3 v 7 HEE T & R WAL MiIKEE O A BF R IR B
REDEALIZ T L %255 5~10 mL/kg % 10~20 73 CHHET 5 2 L 5 s s . @
WO 1R REOMER T E (mL) O2E L 25 H2d 10 kg LT 2 5 4xfAHE (kg), 10~
20kg 72 5 40+2x (fFH (kg) —10), 20kg LLE7% 5 40+ 1K (kg) TH 5.

i e J

AR E O = ¥ — 218 aBEG(FJRECTHIUIMEHEE =4 —).
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1 BRRE - MEENAR
HRkIRRE(JCS, GCS) LHEALEE, XGRS, MIEPCH, RRERBHA SR 2 & o e S & %
BEAIZBIEE 5. GCS<8 H A \WIFFHIFIIIZ 2 R A » PLULEOIKT, AOEREHE K - BEFLA
[l 72 EEER ANV = T BEDTRO BN AL EE I, RIS CT 2479 Z LA RS
N5, SEWROT- O\ MEIHREH %179 B a0 R 8 L 2 179 Z L ICRET 5.
2 BEHEANEITTEDEE
OEEFBNILICHE L 5D B A IBBAICHBNENE L T2 2 L 2 EET 5. Z0HA,
BHEMNE 1L 20 mmHg LA T2 7% 5 &9 I2HERE L, 30 mmHg DL 127 2 AREEAS 3 43 LU bk
BLawE)cary ba— v ENs I EPHELE % 53, BERIE (MERE (CPP)
=SEHBRE (MAP) —BHZEWNIE UCP)) 2 € =% — S h/z4, FLYJE Tl 40 mmHg
T, &) SERBTIESOmmHg LTI 52 WE )T ENEEIZR L9,
@IEABIFCTHIUTEE M % 30° EF S5 L)1y FOBE 2L TL v,
QML TTHEIREE T B L HIW L 7235 41%, 3% K% 6.5~ 10 mL/kg & Z0REHET 5 =
EDHERESINGY. BHENEDPMETE 296, 3% &K% 0.1 ~ 1.0 mL/kg/hr #JEET
B GBaiitd LCv XEBEMEAT 20 mmHg LT IC %5 &) ISP GECHEFF T 20
EH 4. MEEETE 320 mOsm/L Xl L 72X 92T 500K TH L5, i
JETCHEIRRE LA 3 2009 & LT 3% &K Z M L7234 360 mOsm/L F TIIMZA L 9
% EDHEND L. [ Na 25 160 mEq/L 2z A LIliE 7 L7 F = Ens 2 50 1
WCEATLEOHEVLH ), BEHIEIEET L.
@OD-~ = b= (0.5~ 1 g/kg) 2T 25613 15~30 70 CTiHHE, @HFI1L1 HIZ3~610
DR, IMFREEZMEL, 320mOsm/L 222 WE)THZL2HIEE$H2,
®Z7 ) £t —V® SRR HURIREE I > TV 2 LA, BRI ) AR E,
FREFIERHREE, 7V =R -1,6- EAK AT 7 % —+ (FBPase) KIHFEZL £12
BWCIMKRIEE, SIMIME, 7Y F—Y AR %2 ELTHE0H ) HEE L 2o,
®/ ey L— MI/NRIETIMEH OB NI LIS T 2 EH & L Tho FikIic L 5%
BOATHTHY, MEPLZEL TVEHEICRATIVE S NRZAMRNEC
BUWTHHEBROMIFES S 7215, ITWNAREKIKECHAT 256 L kO HE %
LT&w,
OEFIPUE % R T IETCHEIC T 2 H# & L CRIREIGHE 2179 561X PCO,=25~30
mmHg £ TIZ& &, HENEMELZ T5Z L 2EET L5109,
3 RRE=42UT
INEORBRBEIIBI A BBIECIEIMEE=21) v 7 %247) T LI L) ZOEEE
T 573, REICZORF 2 IR LGRS 5 2 &P IR 2 REE %2 B ST
BEWET L EIPIZONTORERTIT TR, L, MEE=71) v 7134 D&
FIZBOWTHRNEEOLEHE 2 RET H7200FHE L2637, 72, BMEMENEIC
BWTANTEDITWNADPRO SN TH, W LERIRED LD 52 5451330
RIHE LR TREART L 2 5%, L225> T, ANEEAMEREIC B W Tk
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BRIk € =% — 2 5HlT 5 Z L0 EBE N 5. aBEG XS aMEE=4r -2 L C
EFITH A, &0 FEHICIEORE 2 BT 2551358 T v A OVIREGLEEEE & F VTR
FEHRLERE HiTT S5 2 & WD 5.

4 BRAhOPIREEBERER

AR OFEHIFE G DOV TUEZ NS ATREIZ D 726 TH M & AR Z AT,
FORIFEEZHWT D, TH 740 ETT VY Al ZEEHEERIZE D TR A
HlAHET L REEND ), BUBEOREICHG T, I EPHBETER VY, LAY 3
ANIF AT A § 2 W EME TH 720, Pl A8 I VEDPPANNELT L
B35 3EF LAV EEZLNL). NV TUBEF M) T LAIZE>THT YV E=
TIE, RiE, FLBT > F—3 A% &R S 59

miE - EREEE .J

ONa BEOFHAE K5 M) 7 AMEB LU, NaDSWAET (1 H 12 mEg/L bl 1)
EFEZ I ZRITOT, Ihx#l)s.

QA V3w AR L CHAL A V2 ™7 A 20 mg/kg % REEHIRI S35

OFHIET ¥ F—3 21ZxF L, NaHCO; OF 51343 L & BB \»

OIMAEHIL 100 ~ 150 mg/dL 128D, H< &b 180 mg/dL #Z R\v& ), 1V A) v
EHEZEET 5.

e J

Ok, BN, BN, SAEER SRR A EEEEE LIET 2 2 e filgsn g,

@ /NRBEAE 12K 9 2 FREEEIC X BRI E AT IRICGE 2 2 BT 58TV Al
v L L, BRS04 OZERREE B B W CERR O A B AR
FHABRTTHLIEHHPLTWDL L, BRIRIC X PRI B0 T
PR TAVE—DWE, 7)) —F5 U hVEATUE, MEKE MO, METE, &
HEALTHE: EEBRTHR SN TWA I LD S, KEZEHT 2L REETHL L
BLONTWE, MBELXHHTL2HAETE N7 I/ 722 10 mgkg M % 4 i~
6 Bifil4E, 4 7707 x> 10 mgkg/ [0l % 6 BER]~8 Brf 12359 5. ¥V FIVEE,
Pou7xt IR AT FABROMHITEE L B,

@FEMAHEHEZ B & L CREMMUBER AT HE60H 5 (55 3 2 -3 iR - iR
FEOWIG L HE BHR).

SR J

NBEMERE 2R A RBEHIZOWTOIE T VY ADH L#iFId %R\, EiiEENY



50

MHEMRIRTL

B/NRIE T G REPMHE SN2 WA ICEBEREL IR LT, BUENEL, £
TeAMERIEDI AR TH 2 Z EDVHII L T2, #EREEICE OB IRRERICE &
NS HIET 2BHD 2V RHGT 22 L2 EET 5.

P PubMed, FEHFET, 1992 4F 1 HA 5 2012 4F 8 H F COMME CTHE L 72,
P BB L CHE L2 RN R —F TR L7z,

5]
=

~
z

W
=

=)
a3

PubMed

acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh])) AND (critical care OR ((whole [tiab]
OR general [tiab]) AND (therapy [sh] OR care OR management)) ) Filters : English ; Japanese ; Child : birth-18 years
MG R 154 1

[& gk

(((RPERAE /AL) and (42 58581 /AL or 453 /AL or 4 7 /AL)))and (PT = £7k8%Fx < and CK= /8, #rd:lE, LG
(1~237 1), HRQ~s5), hMEe~12), FEMA3~18))

AR 89

Pearson G, Shann F, Barry P, et al. Should paediatric intensive care be centralized? Trent versus Victoria. Lancet
1997 ;349 : 1213-1217.(» LNV6).

IR, WK, AR @, 5. NEEERZORGIIE/NEETEREE NSO BEENPLETH L. HAE
HBBEF MRS 2008 5191 201-207. (b LAV6)

Pfenninger J, Kaiser G, Liitschg J, Sutter M. Treatment and outcome of the severely head injured child. Intensive Care Med
1983:9:13-16.(p L X1 4)

Esparza J, M-Portillo J, Sarabia M, Yuste JA, Roger R, Lamas E. Outcome in children with severe head injuries. Childs Nerv
Syst 1985 ;1: 109-114.(» L~ 4)

Alberico AM, Ward JD, Choi SC, Marmarou A, Young HF. Outcome after severe head injury. Relationship to mass lesions,
diffuse injury, and ICP course in pediatric and adult patients. J Neurosurg 1987 ; 67 : 648-656.(» L <) 4)

Kasoff SS, Lansen TA, Holder D, Filippo JS. Aggressive physiologic monitoring of pediatric head trauma patients with elevat-
ed intracranial pressure. Pediatr Neurosci 1988 ; 14 : 241-249. (rrxndg)

Grinkeviciute DE, Kevalas R, Matukevicius A, Ragaisis V, Tamasauskas A. Significance of intracranial pressure and cerebral
perfusion pressure in severe pediatric traumatic brain injury. Medicina(Kaunas) 2008 ; 44 : 119-125.(» L X1 4)

Downard C, Hulka F, Mullins RJ, et al. Relationship of cerebral perfusion pressure and survival in pediatric brain-injured pa-
tients. J Trauma 2000 ; 49 : 654-658.(» L~ v4)

Fisher B, Thomas D, Peterson B. Hypertonic saline lowers raised intracranial pressure in children after head trauma. J Neuro-
surg Anesthesiol 1992 ;4 : 4-10.(» L XL 2)

Peterson B, Khanna S, Fisher B, Marshall L. Prolonged hypernatremia controls elevated intracranial pressure in head-injured
pediatric patients. Crit Care Med 2000 ; 28 : 1136-1143.(» LNV 4)

Dominguez TE, Priestly MA, Huh JW. Caution should be exercised when maintaining a serum sodium level > 160 meq/L. Crit
Care Med 2004 ; 32 : 1438-1440.(» L~V 5)

Brain Trauma Foundation ; American Association of Neurological Surgeons ; Congress of Neurological Surgeons ; Joint Sec-
tion on Neurotrauma and Critical Care, AANS/CNS, Bratton SL, Chestnut RM, Ghajar J, McConnell Hammond FF, Harris OA,
Hartl R, Manley GT, Nemecek A, Newell DW, Rosenthal G, Schouten J, Shutter L, Timmons SD, Ullman JS, Videtta W, Wil-
berger JE, Wright DW. Guideline for the management of severe traumatic brain injury. IT Hyperosmolar therapy. J Neurotrau-
ma 2007 ; 24 (Suppl 1) : S14-S20. (» L XV 6)

Pittman T, Bucholz R, Williams D. Efficacy of barbiturates in the treatment of resistant intracranial hypertension in severely
head-injured children. Pediatr Neurosci 1989 ;15 : 13-17. (b L-~v4)

Kasoff SS, Lansen TA, Holder D, Filippo JS. Aggressive physiologic monitoring of pediatric head trauma patients with elevat-
ed intracranial pressure. Pediatr Neurosci 1988 ; 14 : 241-249. (p L X1 4)

Skippen P, Seear M, Poskitt K, et al. Effect of hyperventilation on regional cerebral blood flow in head-injured children. Crit
Care Med 1997 ; 25 : 1402-1409. (» L-~v4)

Curry R, Hollingworth W, Ellenbogen RG, Vavilala MS. Incidence of hypo- and hypercarbia in severe traumatic brain injury
before and after 2003 pediatric guidelines. Pediatr Crit Care Med 2008 ;9 : 141-146. (b L\ 4)

Abend NS, Topjian AA, Gutierrez-Colina AM, Donnelly M, Clancy RR, Dlugos DJ. Impact of continuous EEG monitoring on
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18)

19)

clinical management in critically ill children. Neurocrit Care 2011 ; 15 : 70-75. (pr~ng)

Topjian AA, Gutierrez-Colina AM, Sanchez SM, et al. Electrographic status epilepticus is associated with mortality and worse
short-term outcome in critically ill children. Crit Care Med 2013 ; 41 : 215-223.(» LN 4)

Skillman HE, Wischmeyer PE. Nutrition therapy in critically ill infants and children. J Parenter Enteral Nutr 2008 ; 32 : 520-
534.(p L~ 4)

SE(ICLIcZ_REHR

a)

b)

c)

American Heart Association (AHA)/American Academy of Pediatrics (AAP). PALS Provider Manual. American Heart Asso-
ciation, 2010.

Kochanek PM, Carney N, Adelson PD, et al. American Academy of Pediatrics-Section on Neurological Surgery ; American
Association of Neurological Surgeons/Congress of Neurological Surgeons ; Child Neurology Society ; European Society of Pe-
diatric and Neonatal Intensive Care ; Neurocritical Care Society ; Pediatric Neurocritical Care Research Group ; Society of
Critical Care Medicine ; Paediatric Intensive Care Society UK ; Society for Neuroscience in Anesthesiology and Critical Care,
World Federation of Pediatric Intensive and Critical Care Societies. Guidelines for the acute medical management of severe
traumatic brain injury in infants, children, and adolescents — second edition. Pediatr Crit Care Med 2012 ; 13(Suppl 1) : S1-
82.

INAFE, TS, KSR, o, NEo2WRE. HAREEGHRY > ¥ —, . EEEERENNE~Y ==
TVE S B R T HAREERRLE > 4 —, 2011:58-72.
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% 3 g E5EECREER - R

3

B

RER - FERFBEEDE R EFHiE

INBD2MRGECH T BRMEE - TRBEEDEMEICE T 3BELTIET > X (37

AR HESL— R

2. NEEMRECH T BRIEE - FREAD AL TLAL
T
BHECE - TRRCADES J

ANJRBPEINE |2 B\ ORI D FRIR DR B 2 A & etk 2R L2 Hom
WH T E T > Ad v, GHAE, EREFEICHTAHOBmWIET Y AN S 5Dl
BN DL ZEEAFENRN 2R B BEd b U5 1 IRRE LS B U 72 iR AR 1 0 S PN B 55 35 &
O E R DR RIMEIIED 2 DDA TH 5.

BN B B BEAL LI E IEIREEIC DWW TS, 2002 £ ICE O 2 KOG LHEDH 5.
VS IR ARTE &0 BRAE L 72 273 Bl RIS, BRI CARRE R ZTD 2 WL 24 KRR L
WOENIEE % 32T 25 34CTIZROBEE L, PHEROIECHEICEMAEDI RO Hi
TWwaY, 7z, OFIE L) BRAERICEBRDRS $EE 2 072 77 BlO NI L,
B2 TD R VEE L 12 K 33CITROBETEMG TRITEL T 5HY. [/, KE
L1753 (American Heart Association : AHA) X BKJH &% 4 175 2% (European Resuscitation Coun-
cil © ERC) I3 AR 2 e A2 BT B Ulifi 15 I ARTE A S BRAE R DR i & L CHEZE L 72,

F 7o, WA VO MRER SR R PN AE |2 D W T HE 2005 4E 22 6 2010 4E12 20 TRk, R,
FT =7 &I 6 DO RBBEHR AR IT DI TV 5. 2009 12 163 Bl &2 Kf R & L

Wi 33 ~ 34C & HERmZ 12 Fim A 2 72 e 1T L 72 TOBY Trial Tl 18 70 H & D3t
CE 72T EEREE I CEVENRO GNY. 20k, AR E ToOBBFTAET DR
FIBETI DL 2 7D T 5%, 2010 4212 100 Bl 2 5% GRAZ IR FHE G H T LRIHEH % 34
+0.2°C 12 72 BE #6497 L 72 China Study Group (2B W T h 18 P HEDILTRE L ONHEH

JEIZBA EZ RO Y. F 0%, 2010 4F 1213 EFE #F A2 374 17 7% 2% (International Liaison
Committee on Resuscitation : ILCOR) "CHIr A= Yo (& 32 14 12 U1k i |2 0f 9 2 M ARG Tm e 2 0 4



F£IE =HEEMDR - FREE 53

BINTN DY,

TO—J5, NEBVERAE LR § 2 B IRIRBEE O ARV & 7R L 7238 (SAEBIF S L~V
LEFD, KBBEOBRRTERSUIRZAHFIEEL v, B MFEILZ & 72 L 72/ R 38 B1C
xf Uit vk & AT L 72 BRIRIFFE CTld, T ORI R IIFERE S N o 727, BEEINAE
(&, OREERE SRR T 2 M4 22 Wi § 2 FHEIIAVAXY b T A2 6T S
Thb. Lo T, HAREMWNEIZBWTE, TORERLEIEREIIG UmETEHE
WREND LT L, JEBNS X o TIMPEImAREE DR AN X B A 2 AR D)
I L C REEATREM D MEIEI TE LV, ZO72OBREIZB VT, KA T4 v
TR 2§ R COBMERRE IV — F N ZHESE S 2 38 & BT v,

BEE - SFERFED A J

DLRIIR L7z X902, BIRESUC/NESPERGE 1S3 2 iR L Oz = v 7 v A1
FELZV. LaL, ERAOW L OHORiRICE W CREICHKR - SHREEISEA SN
TVLBRYH 2. MRS B RREED TR OV TE, BB 2 71 b
I— )VHEEY D H B DART, B L HEITEB L OREEIIHETL LTy, 72, MK
BN BNTHHT A R4 TH ), BIRIRE LA O FRIR R & PFHIE 2 F 72
Y5 ts DRIR % HBARET L 723805 b v,

FERRN /N B EVERE | N R L 2 B AT A1, B L T AR O E & £ DI hill
M2 L % 225, Wiz M EEIATR RO O 2 T ¥ 7 A3 v, BRIN, 4+ — A
k7)) 7 CHEM S NSRRI FEIE T, (VEIRRICEMERMEEE A X 72 L72EA 950 1
ARG EL, TV F A EEEHARE 33C L 36CICIRY 47 6 2 H O FHE LI L
TWb. ZORE TIIMHEOLGFRICEBMENPBO 5N ahr o722 29 LIEEAT—
Y e FA L72E R &0 ANBEERE OREEO 1oL LRz W LIEIRZ 36T A Il ik
OEFREL L TN Z W L targeted temperature management (TTM) 25T 4F,  —#R Dt
HTHALNTWDO, LaL, BURTIIMEEBICEEE-oTHBY, TIMIZET 2]
SOBAEMEEZRTZET Y AL TR,

— 75, /NROZVEIE R UM IR 2 FE AT A B IIE,  SEINE O FEA A & N R
BEERIGTAETOY A IV 7FREEMIZOVTH Tl 2 0E DN H L. NED
SERNE TUlE, SRR Ok 4 2 ZRIC X A MEMEEESEETHINETH 512 L, K
0 BN ZRVEOIZF M A OV F —pEAE - RIS, e, i s o iR
ER RGBT AEREDEL b, FOOEEDAMERIE B W TR AR 2
THIR % i 5 W HETE O & % W (therapeutic time window @ TTW) IZIEH (25 2 & 25 F I
END. TIW IZHT 2/hEE G (PICU) AT 5 BN 10 O fti T FEH S -
DB, BEMJE & BIEAED/NE 2 RIZ 33.5~35C I m AR E 2 v 48 B O
PRI % AT L 72 43 B (mild hypothermia 27 5, normothermia 16 1) Tid, #t
RIS X0 B ORISR 2 AT A 2 & TSI T ERDE I N D LR L Tw»
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B —J7, RENCIRIREE A T L 20O FHRABR O b H 1) BISAER] 0E R %
WUATCAT ) PSS HROEE 2 2. S 512, RBEIEEKRERGRZ 2 LEPHREZE LA
VAT IRIRETH 525, /NEICB 2 RREEOREME L RIFUSICET 2R b Z 1L
vy,

PHARIRAR I IC BT, PICU LNV OEFERPLEL ) 212, FEFIICE ) AT7a 4
RoOV 2, o~ ra7) v RERE, ST WIAEOEEREAEHE S 15 )
BE\, ZO 7 ORMRIRE L O BRRID R = RS A 121E, BRI L AR O 1695 & B S
EHWIRROBIRER L 2 BT THEI T2 2 e 0B L 2L, LoL, £ DM
WETIORMICHT 2MEPA T TH L. NBEEREIC B IR EIC L ) FE
HRGRDOR TTFHREM RS BE CHEET S I Lh s, BRIREEZ BN 2 B2 over
diagnosis [Z TR E L 2 ITUI R 54w, &%, MREREORRE FREHAET H720
128, WERROR R PAFEDOR R 2 R BINIZEHET 2 8T AOERPEENS.
I ESHER
PRACIRIFEE OB AL, BETHL/NRIEZTOREATEELTRIIH L7101 ~
T =LK Ty b2 T) TEEIARTRETH A, TOONRE L H/NEEEONHEE
&% o TEBIGELRAT ) BN (% O & I BIMES D IRFER) 106 L CIMRIREE DAL
AL TS RA YT A —AF -3y NETD I ERLETH L.

P ARIR R L O PR B B G F IR S N B BB A4 ORISR, WO #RA R 0 BE IR L
T, ERBEISCTUT T 12EMU LML 258G L0 3 HICRYVAETES | &
EN, Fro [EENEEREOHBNEAROLAEIFEECTCELV] LBERINTVES,
L7250 C, fRBEEIG & U CRRIRIER L & AT 5 /AN ERE & Ui, [0 Ik o #kd:
BIIE | 1CIRE S 512,

Bz, @8, Bk, SUEAL, AtkOARE, PO NRAERIRE, KRR ERE 2
EERTRIOHEIIRIEICH Y, #RAEBRO RESMINEICOREEDTREE 72 5.

NaMEFRIL

P PubMed, [EHFET, 4ERR%E T §ICHER L7
P I /-EBE LM LS E N B —F TR L7

® PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh]) AND hypothermia, induced [mesh]
Filters - English . Japanese : Child - birth-18 years
R 17 1

o [ErEE
(2R /AL) and (OB IEIF 5 /TH or BRI /AL) ) ) )and (PT = X #fk6%FR < and CK=JB)E, #HiElE, FLIE
(1~23 7 1), $HE@2~5), MNE6~12), FHEH(13~18))
MR R 411

1) Hypothermia after Cardiac Arrest Study Group. Mild therapeutic hypothermia to improve the neurologic outcome after cardiac
arrest. N Engl J Med 2002 ; 346 : 549-556. (» LNV 2)
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2)
3)
4)

5)

6)

7)
8)
9)

10)

12)

Bernard SA, Gray TW, Buist MD, et al. Treatment of comatose survivors of out-of-hospital cardiac arrest with induced hypo-
thermia. N Engl J Med 2002 ; 346 : 557-563.(» LNV 2)

Azzopardi DV, Strohm B, Edwards AD, et al. TOBY Study Group. Moderate hypothermia to treat perinatal asphyxial encepha-
lopathy. N Engl J Med 2009 ; 361 : 1349-1358. (b L N1 2)

Azzopardi D, Strohm B, Marlow N, et al. TOBY Study Group. Effects of hypothermia for perinatal asphyxia on childhood out-
comes. N Engl J Med 2014 ; 371 : 140-149.(» L X1 2)

Zhou WH, Cheng GQ, Shao XM, et al. China Study Group. Selective head cooling with mild systemic hypothermia after neo-
natal hypoxic-ischemic encephalopathy : a multicenter randomized controlled trial in China. J Pediatr 2010 ; 157 : 367-372,
372.e1-3.(p LNV 2)

Perlman JM, Wyllie J, Kattwinkel J, et al. Neonatal Resuscitation Chapter Collaborators. Part 11 : Neonatal resuscitation : 2010
International Consensus on Cardiopulmonary Resuscitation and Emergency Cardiovascular Care Science With Treatment Rec-
ommendations. Circulation 2010 ; 122 (16 Suppl 2) : S516-S538.(» L~ 2)

Moler FW, Silverstein FS, Holubkov R, et al. THAPCA Trial Investigators. Therapeutic hypothermia after out-of-hospital car-
diac arrest in children. N Engl J Med 2015 ; 372 : 1898-1908. (pLrxn2)

Imataka G, Wake K, Yamanouchi H, Ono K, Arisaka O. Brain hypothermia therapy for status epilepticus in childhood. Eur Rev
Med Pharmacol Sci 2014 ; 18 : 1883-1888.(» L' X 1L'5)

Nielsen N, Wetterslev J, Cronberg T, et al. TTM Trial Investigators. Targeted temperature management at 33C versus 36 C after
cardiac arrest. N Engl J Med 2013 ; 369 : 2197-2206.(» L N 2)

Nishiyama M, Tanaka T, Fujita K, Maruyama A, Nagase H. Targeted temperature management of acute encephalopathy with-
out AST elevation. Brain Dev 2015 ; 37 : 328-333.(p L XV 4)

Kawano G, Iwata O, Iwata S, et al. Research Network for Acute Encephalopathy in Childhood. Determinants of outcomes fol-
lowing acute child encephalopathy and encephalitis : pivotal effect of early and delayed cooling. Arch Dis Child
2011 ;96 :936-941.(» L~ 4)

Imataka G, Wake K, Yamanouchi H, Ono K, Arisaka O. Acute encephalopathy associated with hemolytic uremic syndrome
caused by Escherichia coli O157 : H7 and rotavirus infection. Eur Rev Med Pharmacol Sci 2015 ; 19 : 1842-1844. (»Lxn5)
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E] 4 = REERE (C K B2 MERE

1 EXRKHREEICK SR MEREDHFH

1. MRS BERICL > TR Y, ERRHRBECHSVTELELEAS
n, CWB(ifﬁ%ﬁﬂ'l‘éﬁﬁf(metabolic encephalopathy) E6WLWHND. LW<DHD
BEENZENSDN, TLELTTREEOFE N HFoNS

NIERACNEHICEREZZOSNTUVERDEBES, FIkABLI EAZW
2) BYEFHDY 1 > BEEDTHE(EDA T, [IDANBNIEEHL

3) LEUF2RISETL, BETHENEW

4)BRB LI HRAEREE2ES BV ENZB L

2. Flz, 2UENEICINZ, TEEDEKNHDLDOTHNE, BRICERRNBERSEEE
BE D TIRRZED TLW<KHENH D

1) BRUIECHERE DR 2FIREDRE

2)RENERSR - KEMR - AR - KRR

I)RHET S K= RCHDLIR, WHIRES

4) RRES CANES

5) IDAIE

6) AFEREE (BRED G VWAHER, PIRETTERR D73 WL EEE)
7)EEMDZ L WSHEES IC F oA B IERDFE

8) FEBEKR

9) SER B ERAE DR IRHE

7

Elull:l

B 1R T &)1, BRABREES L CRET 2 8WMEICIE, &7 ¥ T2 7 IME
T BRI, ARERAH R, RIS ERE, I M3 v ) TEER
WhRENEINE, INOOEBTIRERROMER 1. 12HE 1) ~4) D L) REMERT
ENL. F7o, BRICEROHERE 21255 1) ~9) D & ) RfER - A% & 2/hNETIE
£ ) FERR A IS R R HE % SIS E W RR AT ) LEH 1Y,

T/, ERAHERFTEICL 2 2EMEO R oL L CEIRE O A% & T/TEI R
RBTEEDZ LD H 5. BVECHIRN 2 TR F X FER/NBIC BT 5 R R EEIC



F4E NBEBICLDRMEME 59

FEfERES
WERRIET N7V R—2 R
K- EBFERE
S5 R ITHE
R
== ERAHER
KES — —
[FULWNA 57 VEZ7IAE
MmExES (RERYA U)VERIE)
PiEEDES 7= BAHESAE
SERMEDE (XA=T)b>Ow JEREE,
55 I M= ZABIE T U VIME)
BHREBAHESE
RERFER IR EIE
S NIV RUPESAE

1 SMREE ST 9 RE
(Clarke JTR. Summary of major causes of acute encephalopathy. In : Clarke JTR, ed. A
Clinical Guide to Inherited Metabolic Diseases. 3" ed, Cambridge : Cambridge University
Press, 2006 : 53-89. & & & 121

L EMNEDOEELBBED 1 D ThH b, 512, WHRERKEOEZ M) a3k
RAHEFEDOREG 2 RS 5. 20 L) REIIERBEEZ X Lo &3 BN 2 7l
ZHEIUS 2 2 EAPEBEIIR > TL 5.

B 1 H DORFRA 2 IE 2 2 SR E BT .

&7 B 7 MEICERT SRR J

ANRIZBWTET Y E=TIMEL 23 2B RABMETEIEL, RETA 7 VERERE, A%
FRACH A, BRIFRMAHETE I Pa Y FUTRFE ZEDVPHL. 20 bIREY
A7 VEEREB X O BEBEAHEEREIL LIELIE 1,000 pg/dL 2B 5EEOET V€=
TIWEX 2L, TYEZTHEOATID 2 O0OEEXXNTLI LIITER V. Z1LTYH
(M7 =720 LEA] L [7=F > F vy 7HIEF] © MEMAESZ2 W], 512 [BUN
HERAE] OBEINIRFET A 7 VEEIEOHFIED T FEbLD, S50, TYyEZTIEE
FEEGHE, W) - FWEIL W OPOERRHRFIENEZ O =Y AR L) 25D
TARRERE E 2 E OB LR T 5720, HROBRICIEE»ET L. 2, BRAHEE
BREOHEIXT Y E=ZT O LA TFEERESE I 20 LAETBRETH L Z LS
W,

ZNZENOFEMIZE LTI, HARERRBREFRICLLHERYAZ ) — = 75t
RIEBELIRTA T4 22015 DRFEA 7 VEFIE - A— 70y TIRIE - Kl
AR FREDTHS, HARI Fa Y FYTHRICLEI IV FY 7RSS~ =27V
(4, 2016 AFFEFTTE) % &b B S N/,

1 REYAVIVEERE

RFETA 7 VEEREL, RFEVA 7 VOREWEEIZHED , BB ORRRREEIC X
DVET7 YEZTIER R TS, REFA 7 VOMEZE 2R, REFA 27 VICED S
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Phenylbutyric acid
Sodium Glycine glutamate
benzoate A l
Hippuric acid NH; «——> glutamine Phenylacetic acid
7 R ' S
N—acetylglutﬁmagg‘ _ mitochondria Phenyl acetyl glutamine
R T NAGS - e c a_r})flfl-lf)yl phosphate ;
ornithine \ _________________________ ..., Excretion
N-acetylCoA transcarbamylase in Urine
+ I R
glutamate :
N ornithine
Aspartic agid
Urea !
N " | argininosuccinate |

N

Fumaric acid

2 REYIILIYTS

¢ & LT, carbamoylphosphate synthetase 1(CPS1), ornithine transcarbamylase (OTC), ar-
gininosuccinate synthetase (ASS), argininosuccinate lyase (ASL)and arginase 1(ARG1),
N-acetylglutamate synthase (NAGS), ornithine / citrulline antiporter (ORNT1) %% & IF & 41 5.
ZNZNOKIEIC L) CPST KIESE (MIM #237300), OTC RIBJE (#311250), = bV~
IMAE T (#215700), 7V F = 7 3N 7 BRIRJE (#207900), 7V & = > Il fi (#20780) ,
NAGS RIESE (#237310) R @ 4V = F Y MUE - &7 > F= T MUAE - KED V) ¥ REE
(HHH) JE B (#238970) % & 729, LLF, WS ODDREV A 7 VEERE % T 5.

FNW=F 2 b T Y ATN NI T —E(0TC) KIRJEIX X #HEHHEETH ), BIEILH AR
WICHEE CAMmICEREZ RIZTET Yy E=TIUEX £ 5. EBFEMEREE O E13/NE
BRINCAEE;EN L, BEEE, Wi 2B TRE, M e2ME2 2T 8095,
SVEMGE 2 F80E L, ST %2 7 A =V 22T THIOTEMICEL 2L b dh b, T2,
40 I ARV HEAT IR 7 > B = TINIE 2 23 5 MOASEAER!L OTC KABFED FET 5. ThZ
TECEFETH ), BELTFM e E 2RISR EMEL 2DV ETT L2 LB L0,

¥ MV CE (G 8ED 3R B RS TRETH ), FrERIICET Y= TIER £
T5I DL T I BRGHTITT OTC RIJE & DXFINEZ IO ¥ M) ¥ RIIE
A BT ATIE type IT 3 kLY P IIE (CTLN2) & LT, 34y, 70 a—
VU L) 28Us 7 > = 7 IMUE, SWEARERINEE G, KL%, TAZE BiE
ER D) BERIZEMN L THICW 2 b H 5.

VYV RIEE EANIE A R NE R ICE 7 Y= T RER R L2, W
RREE, R, BERE, WRESLCERELR 2N 72D 72890 2HE7 I /R
TYAR=E —ORETHL. MPT7NVF=r, F=Fr, JVIUPEHETL, R
M7 VEZY, FN=Fr, )V UHRERICERT B,
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L T J

1 x—=7>0y 7RE QA S > RiE)

A=)y TIREMSUD) ZFAERT R - A7) —= Y 7ORMGHEBTHY, A7
) ==V FRELUEFMOHBEZIZE A LR, FAERPICEMENES L TRET S 2 L8
HY, FHERSA - ZA7) ==V TORREMERT 52 EBUETH L0, FHRIMDH
IRET A ELH 5.

GREET I VB (BCAA) THDHNY ¥, uf Ty, Ayuf s i3ntsErI /s vo v
A7 T7—XIZX)T7 I BERBILE ST, SBHT MNBETHD o bAVEHEER
a7 NI TOVEE, a7 PAFNVEREBRICZNENERINS. S5I12, ST b
FRIZHSE 7 PR K EREREE AR L > TT YV CoA THDHA Y 7F 1))V CoA, 1V
NV CoA, oo AFIVTF ) CoANEZEWENL. A=)V 0y TIRIETIE, 4
Fegir NRIKFEHFZORFIZLD, FBET I VBR(BCAA) THH N ¥, uf v,
AvuaAf s RO NEEBCKA) ORHPEEI NS, ZOFEHKILEla, EIp,
E2, B3D4DDHEMEFIZL-oTa— FENLEEAKRTHY), WINORE b EOHAS
HEOBIEHRERT. B3 IZENVE VY MRBUKEBEEER, o7 M7V VEREKFERESR
BAERED B 722y N THH20, FORFETIEIBIME, o7 M7V Y VEE
DIALFED 5.

AR IR O A 2 VIBEEICHE T A2 2 e TB ), uA Ty BLUED
T EWMBEDO2- XAV T O VBEPERTAILICLAEELEZEZ LN TW
L. M7 I ESicTaA4 Yy, AvaL4 sy, Ny, FaA4vyaf v (A—F
Vi TRRAE B OB % 520 5

Ty J

WEIGR B FRALOBEEE 2 R 3 12779, BREFERACHFH 123D < SEMNIE X, Reye fEBAE
F 7213 Reye BHEBH: & LTRIET 5 2 L% 0. BIIBRBHEWED LN THLR LD
WZAZHEH T 2L CoA /K FEE#S: (MCAD) KIBFEA ® 5. MCAD KABJEIE, 7 )V CoA @
77T R (R FEF 4~ 10) DESH ORI % 9 %5 MCAD OKIETH 5. 3~4 %L
To, BWFET CTIATS FEBIPT RRBEA % b 72 VNEAS, R LA & 22k S 2k
B SERE / Reye REEMETEREDFEIRZ BT 5. VoL ARIET 5 LTHENE L, FLLhEsE
PRICIEBERE (SIDS) O—H & LTSN TWAD, Lo L, BIERTHRAIET 2B L,
¥ v NEESHE R VAR A - A7) = v S TRALSIUL, LERE LT S
ARRECIIIIERICETNCTEL. /2, RHEFRAMBEECTCHLIV=F
7 v AR—% —(OCTN2) KIBJE, I b3 NV 7 ZHHEEESE (TFP) KIBIE, 7V =7 [l
BAHFE(HNV=ZF VI AV T A7 25 —F - 1(CPT1) K3BE, HNV=F /003
MNVETF VAT 2T— 2(CPT2) KIBJE, WNV=F VT I NVANV=F VN TFT AT —



RHAEAHEL (LCFA) HI=F>
LCFA(C16) ————————— Acyl-CoA

HDILZ=ZF> Mito. outer
4 membrane
- ‘EE;/ N
PIWHIVZ=F

inner membrane

CoA 7 IHIL=F
73)-CoA HIV=F> —

\

“\

7t F)U-CoAa(C2)

-

ETF

Crotons se
M/SCHAD

% y
. J

X3 EERER BEEE~ v 7
OCTN2: ANZF> NSV AR—I—. CPTL: HILZFIILINAIRSVRTTS—TF 1.
CPT2: WIVZFVINLERAINKNT R TTS5—F 2. CACT: hILZF 7 INAILZF>
NZ>2OA—t. TFP: I NI R 7=GEER. VLCAD : BRI 7 )L CoA iKREESR.
MCAD : thf77 </ )L CoA Bi/KZREESR. ETF : BFmZE7 JE&EH. ETFDH : EFmET o
UEORKEREER. TCA : NJAILRVEEOE (7 T BOg).

£ (CACT) K3EHE) b Reye SEMEHE F 7213 Reye FRAEMEHRE L L CHIET 5. CPTI KIESELSE
& B OREIRD A HNE. FEHT ¥V CoA Bk EEES (SCAD) KABLE 3Hi Tld & 5 A7,
FARIIRHNET > F= A2 EZ 2T 5.

W4 EEEPSEETHAEIRY VT LAY A - A7) ==V BB EN, SHBREERNI

s, EURERICE DB T B2 ERFHEINLD, TXTHAZBMSNEDIFT
E7 <, CPT2 KIBEZ EIE— KA RHERICA-TELT, LT LI TRTEH ST
LTIV EIEEREIRETHD.

1 %% 1 : Reye FEfREf, Reye HRIEEE"

Reye JEMEME L 134 ¥ 7 VTV WK EE 2 EORBGEDEAT L, BFEIC X A0,
NA, FEHEEZET 2 EERE(TFESSENE) TH Y, AST - ALT - CK O b5, %
BiskE, &7 v EZTMUER EAA SN, EE Lo L3 2 EltEE ). 2
NOEI I FY THREAEZIGERL, 20883 LORKIILHRTH L. KFIZIET
AE) (TEF V) FUBICED DRI Tz BIRIIC Reye FEMEHRE & [XHI2
oMY, RAHEREE REY A 7 VEERE, ARRAHEEE FRERAHEEIE

S ha YR TEEERE)DVPEKNE D D DL Reye BUEMFETE L i/, F72, R
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HIIZ Reye SEMBERE & XSO0, HFORBAWRAIITHONL TR WEER S, Reye FRE
ERERPERIRIY Reye IEMERE 2 L L RX2 8H D, BBL L OHE - HEZHOL2IZ% 5
2o, w4 L LT Reye JEMERE, Reye BRIEBH A D) 2 BF/IIHENLO>OH L. 29
L 72EBIC 8 U 72 B, 55 4 3 -2 O first line, second line DA Z 1T\, e RACH R E
FEDFR & & L7 HERRREZ D TW T EDEETH 5.

2 f5E 2 MBZHO CPT2 Bz FSE & AR

CPT2 DBnT % HI(SNP) H11Z 3 ~4TC Okl EA TEINET 5, BURZLE R SNP 78
FIET D ENDbDoTWDH. A ¥ 7 VI Y FRAER HHV-6 INE DFFRE D 10 L HEE S,
W7 V7 OFLNE CHEMEEDE . HEAHICBWCHREZ EoERITA ST
CPT2 KIBJE & KBS 2 LEH D %55, BAUMELZTI SR THIEZFNERO1DE%D
9%,

S havRUTREE |

by TEEEIIEE L CHEE F 7EB L) B EOREEIC L D[ ERI S
N5, ZREWHAERE 2T 28 RKAHBEEETDH ), ARFFILS5000 A2 1 AEvwbi
TWwWa,

EMMEZTIESEITI bar B 7, BERIZIE Leigh SEBEEE, Reye BRAEMERE,
MELAS 7% E OEERZHIA % v, LA L, ZOMICH Mo EHEEZE-720, =
FIERER £ L7200 T 5 % SERERIZ RS R TH D, Leigh JE BRI - FLKH -
/NI A RO TR B O WA IR M, 2R, BERE, 7)) A — 2 A 7% L OISR EAER
BaA L, MBS, KIMEER, I CT TR, M MRI O T2 B L O
FLAIR [ {§ M4 C o5 518 % W AR 12320 2. S O B e YL ¥ v BRI K B
FORY, WRRBIEZORT L Vwol:, TALVF—FEERORETELTL 5. Al
BIEZ R ZTFIEI b a v N 7RO 2 TR Z . MELAS ([Z#EfE, CTADAB
SO E T bay FYTHTH LS. I RSEE R, T, 6
B, EHEE CTADPARETRET A I ENS . 72, BORZ I HI SR E
WELDLZENEL, HATERREE R EORRIERE A& U v, LS DI 5E
T5IZE0%L, KREFIIFREETH Y, BREGEREEICED. MEGEEE(CT R
MR I2C, APERNC M SRS — 3 L WK OFEERESHBLL, Z0H
ZEEL & R SRR I 22 220 5 DR TH 4. Leigh SEERE & MELAS b fthod
fE eI (HERE, OAE, PSR E 2 &) 2604 2 2 L 0h 5. KAl MM
OWRSAREREEZME L 720, R ES20Y (2 ragged-red fiber 2 K ZFEAAL -0 462 &
WX DBWT 5. MBREREYD ) EERE L WEST S 2 E2RAITH 555, Leigh HAE
T AR ML, FFEEL D Reye FHEBEIE CIIAFIK CZEA> 2L b %W,
FLEE - Ev ¥ VR (LP) HEfiE (20 VL L) O @ ABRMIE % 23 5 2 L A%\ s, EFLRRIME
EEDLLRVEEL B ) IFEESLETH L.
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NEMRERTL

) PubMed, EFEET, 4ERZZITTICHREL .
P FEE LMW L2k E N R —F TR L 7.

@ PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh])) AND “Metabolic Diseases” [Mesh]
Filters - English ; Japanese ; Child - birth-18 years
WERAER 466 1

o [EHEE
(B IE /AL) and ((FCEF I 8 /TH or FUBHESEE /AL))) ) and (PT= £ 3636 < and CK=JBJ8, #H4:18, LK
(1~237H), 9 @2~s5), A~E6~12), HFHEMU3~18))
R 83 1

Clarke JTR. Summary of major causes of acute encephalopathy. In : Clarke JTR, ed. A Clinical Guide to Inherited Metabolic

Diseases. 3 ed, Cambridge : Cambridge University Press, 2006 : 53-89.(» L XL6)

Initial laboratory investigations. In : Hoffmann GF, Nyhan WL, Zschocke J, Kahler SG, Mayatepek E, eds. Inherited metabolic

diseases, Philadelphia : Lippncott Williams & Wilkins, 2002 : 34.(» L XL 5)

3) A ZE, BREEF. ERERREAL OB RN REEO MM BEIRERISS T 2BHROES 2 b BT VEST

e, NERFSHE 2013 559 1 59-64. (b L~I5)

Brusilow SW, Horwich AL. Urea cycle enzymes. In : Scriver CR, Beaudet AL, Sly WS, eds. The metabolic and molecular ba-

sis of inherited disease, 8" ed, New York : McGraw-Hill, 2001 : 1909-1963. (> L X 4)

Wilcken B. Problems in the management of urea cycle disorders. Mol Genet Metab 2004 ; 81 (Suppl 1) : S86-S91.(» L~ 4)

Chuang DT, Shih VE. Maple syrup urine disease. In : Scriver CR, Beaudet AL, Sly WS, Valle D, eds. The metabolic and mo-

lecular bases of inherited disease. New York : McGraw-Hill, 2001 : 1971-2005.(» L~ 4)

ARIME. 7 A FEGRE. FFIHEE 2007 ; 55 : 229-235. (0 L XV 6)

8) Fav &k 7y FH OBEFE— ER ANEABEREY= 27V BEIH 2, Hal B L RHE
2013 :30-31. (b L<A5)
9) Skladal D, Halliday J, Thorburn DR. Minimum birth prevalence of mitochondrial respiratory chain disorders in children. Brain

2003 ; 126 : 1905-1912.(» L~ 4)

10) Rahman S, Blok RB, Dahl HH, et al. Leigh syndrome : clinical features and biochemical and DNA abnormalities. Ann Neurol
1996 ; 39 : 343-351. (b L X1V 4)

11) Pavlakis SG, Phillips PC, DiMauro S, De Vivo DC, Rowland LP. Mitochondrial myopathy, encephalopathy, lactic acidosis,
and strokelike episodes : a distinctive clinical syndrome. Ann Neurol 1984 ; 16 481-488.(» L X1 4)

12) R, A BREET LRORES, @AIER, KT Bl I b o N TSRS SRR EEIC BT S

EEOBIR H 'E%(ﬁﬂ? 12011 ;25: 69-74. (b L <1 4)

SECLIEZRER

a) HAGRMHEESS W ERY AR ) —= 0 IR BEEDIET A N4 2 2015, H a2l & EHEA,
2015.
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% 4 = RHEERE (C K B2 MRNE

2 ARRBREEDSZIERE

1. 2MNEZE /2L, BRAHEESBENRONDR(E, FIIIC first line B EZEMET
%

2. ZOEREEFTZ T, second lineBZEDH TV, Fie, FEEIC second
line & (CHELZRIE (critical sample) ZEFREIL THLZEZZET D EKW

#E7L—K B
first line %2 (I O -

Mm¥g, MRAR, 7>EZ7, HE/ EINEVEE, M7 AR/ RBPT 24K / iestishng

second line tR&E (a7 D)

1) IEFEIEE : 7S /B, AL=F> 298, 7YLALZF O (9> F LT R4 E2
2) IR IRPOBEHEBDYT, WE(CU ) RE T I/ BoiT
3) JEARID BRI Y > T AN AT

E 1 BRI RIS LT v

E2 IRV F U 2 e ZEEI N F O E TNV F U THDL, BN T T VIV VT LR
ZBUFACOHIDh. MIN=TF Y EBHEAN =T 2 EDED, TINHIN=T 2 (TRTO)IHE TS, T
VIVANZTF LV OFEME R DDD, TIYNHNZF VM (F T L AGH) Th b

ﬁ?ﬂ 1-4)

2N =
Frvﬁ‘\ A |

SERE 12 B W TR B EIE & 88> 72 B8 121E,  first line DAL 1T (1), first
line DM & (X IMAE, MEA A, 7YE=T, B/ ENVE VR, MH7T bk R
N R BEHERRIFEE CH L. NS OMANE, YV UEE EEEIRIEE % v CEREMAE
RBHF v b ETHITIRETH ), %5 XEDISHR LT/ Z T+ 5. 13-t
Fa & USRS b VEADOIREL LTEEETH L. 7 M MRIIRTIET & MEER %,
MACIE3- L FadUREEREZNELTBY, WEBICL > TS L2205 5. MK
BT bR BHETRETH LD, Ahek s SERETOIRFP T P U2 llET 5.
FHREOENEFR1IIRT.

first line DAL LAY, HH D

WCTE KRS 2 LNV BRZZEFHETH - 7256
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£ 2MBEICH T BERREEREEDER
REFATI | A=TIL> | BHEAH | BBIHERAH | ShI2R
e Ov JIRIE EEIE EEIE )7 REE
REMHET7S K= L + +H +
Mg IEE ERFEF] i I EE~
R N> ES Tt Tt ANV, AN
TUEZT ttt 1FS tr~ttt t 1S
B E% E# t + T
FH%RERE F® s s Tt 8
st L —F> EE IE® P I 1S
72BN e t BCAA touTy t75=>
BRBEDHT F® g8 78 78 8
+ kA + Y.t kA L KT BCAA L EEHT I /R
#F2  critical sample ®fR7F (metabolic autopsy £=E)

OIEFE(FMmEE  —20C U N CEEREE (0.5 mL L)
— Mth7 2 /BOW (ETHTEE), IEY T AXADM, My N ARDE / WEEERERHEE
@R —20CUTFCREBFRFE&EKo05mL UL, TENIF3~10mL)
— ROOEEESH, WMEICIHU ) RET7 I/ BO
QBRI e < &6 Ispot (TENIL 4spot), K<KEIBEIETH S —20C IR CHESHRT
— BRI > T AT DN
(B8R —20CLITNCHRBEREF (0.5 mL D, HAICHITTO))
— I - O E AT

metabolic autopsy D ¥ &l FRCIZINZ, JRELFEIREZ T RCO R EAT D .
o A/ LS mL ZERELL, FIERASL v b & = 20C LUF Calf iRAr
— BERIGMENE, DNA L - /1 - ER T2
o IF O - B EE R 2 — 70T DUT TR AT (5 mm A THUE)
— BERIETENE, DNA L - ORFF - BB T2
o BT % — 20 PUF Tl RAF (0.5 mL)
— T UINVHIV=F Vo
c RECH UL, FZIHEME ATV, BEE R 8 MM o7

(&, SERMAHEFIEZ SV second line DIEANHED (TR 1), TO2OIZR2IIRT LI &
critical sample % ¥R A LEEABH 5. second line DAL LC, M7 I/ BRHT, JRH
HIEER AT, & T LR AGH (T YNV ANV =F Y 55H) % &% 4T . critical sample % [
WTHEEZII A T Z 3% <, TCIMEZITD R WA THIHEN O critical

&

zA
Al

sample Z TR L TH T LITHFERTH 5.

SERNE & 2 9 AR 2 SR AR R E FE OB MR I DOV THB RS . FHE O
WCBILTIE, HALRKABEFEARICLDHERTY AR ) — =V TRREEELET A
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x£3 RRT1TINEBEDER -

7X/BEAR - RpA O MR - EIoR

i tRIT2Z7I . 5
B EAVIZVN FRA 0O N | B
Mmoh PRt
CPS1 AEJE a7 EZ7IE | FILIZ - AR
TINI I
OTC RIEE S7EZT7IE | 7ILIZ > H- XLR
TIG 2
SNUVUVIETR | &7 FZ7MIE | MUY > AR
FINFZ NI FURZFMAE | 7IFZ/ O + AR
FRAE HEK EEEE | N\TB
NI
7L = > MAE 57 EZ7IE | 7IL¥=Z> | 7ILFZY + AR
RN R o
AF
NAGS RIEfE S7EZF7INE | FILIZY — AR
FTNZFOT7I/E |7 EZTVME | AINZF> + AR
SRR IBIE R EIER N GBS
HEE

K54 22015 DRFEY A 7 IVEFE - A—T )0y TRIE - KNSR REE D

HR, BRI ha vy R 7TEE

%H%ﬁ%&%%%éﬂtw
1 REVA7IVEEE

REY A 7 VEEREIL, TEXA7210RDI1 J iR
ST a1

P E

ERIDEBYTHD.
a) M4 - RPET7I/VEBARICEIZIEET7I /JBBOR

ifiH - RT3 /M‘ﬁir%ﬁ%&#%@tb@ﬁﬂ %D,v
TNFEZ ANTERIRE, 7IIVF = CUE, &4V =F VIUE - &7 2 E =T IE -
¥ MV Y BRAE (HHH) FEEREL Z O# R % b & 1213
CPS 1 K4BJE, NAGS KIBIE,

OTC RIBFEDZIHIIZ

b) FRPEHEESICSH T BRPF O MERAITE

R4 o b EgAYE
PRAE, HHH JEMRTEDEE
W B\ IT L ERRE OZ
RBICBWTRFOF 1 MEEPEEASEE IS 5 28,

RED R

XY T

c) BRI H BV IERFEEN

OTC KHH5E, CPS1 KIBIEIZ

d) 2T LT XDH

WrERA ) —

YTIZBWTHOWONTWARAETHSD, ¥ M) VIE TR

BWTIZEETFS

. OTC RIHJE, ¥ MV v IjE 15,
bﬂé.ﬁ%@%mtﬁofﬁ¢inb%@%m¢é.mtkﬁ
W24 u MEOJESEH THL. 7T — VAR
BlEtEE b 2 8 7 L v,

ILMTE 5.
HETH 5.

BRI MU R THBEY =27V (4,

IHTEAT ) ED D 5.
TW#ﬁ/@&5$M%%ﬁ§Ei%.i&%%@@ﬁc

2016 £

Z OFERIZ
ZOWT

EdH B\ ISESE

SHIDBHERTH 5.

TIOF =

MV CIMEE TR,

RE

VY v OE X

J a7 lig

7
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FoaANIBIRIETIEZY V) Y OMMERO L. T2, &7 v E=TIEEZ & 7256
HRIMEOHENIHEHTH S
2 7I/BABERE
a) X—7n0y TREM@A > RKE) Y
A=y TIRIEOZRN, M7 IV BRGITZERLPIIT) T EPRIEETH
5.
@I 7 3 7 BT
LW EOMETH L, a4 >y, 4vaL >y, NYroEh 752 0T R
RODH,. TuA VA Yy OWBUIAIEIZEEBN7ZDS, WIETE Wi d S,
@R H A BRI 53 HT
GHEE o7 NEE, ok FOF RO R 5.
@F VY TFLTA - AT ==V T TRREINLGA
U FARAGHTOMETIIOS vy ViIERIENR T Leutlle & LT
KR D, DT OBICAEZ 5E .
Leu + Ile>350 umol/L (>4.5 mg/dL)
Val>250 umol/L (>2.9 mg/dL)

@EF G

) RER, FEERRHESEAING, SEOKMIRE, WEMINE 2 & OIS X B B N ERIBIK
FERESHREEOWEDTTETH 5.
OEETHHT

MEKEER T ABF%E% 32— N9 % Ela, EIf, E2, B3 DZNZENDOEMLETIZOVWT
FENTASLEETH ), HARNERNLRZRLZBO LN TV ARWD, ZHIZIZHwsNT
W72\,

3 BERFERRERE "

first line DAL BV T b AV b D IE~K7 b v RIBEcH 5. 72720, 7
b DEEICEMELT 2O TiE e, R, SFIREOREDN S FHRINLHiFH% T 0
LLEZDLRETHD, BAMRIMBEOBIIIR T b AREW T~ 1+, fihr b oAk
7% 1,000 umol/L FEFECTH UL, K7 N IR & Z 2 4. 1 b AR5 &[RRI 0
HolEEERRIGEE 2 0 E L, EEERRGEE /48 N ARV >2.5, EEERRIGEE /3- ¢ PO ¥
FEIRE IV >3.0 THIVIIRIEE p BRILE T 25D 5.

PRI REE 2 203 20 etz R d.
a) M7 I IVAHIVZF PR

AL MEAS VSN A, ERIITFERICHEST 2 2L LT LT ) 20, &iREFkIE
B =20CIHRIFT 5. F/2, BEMOY v F AR AT R CIHAEFENRE N Z LW
CLLBHLTLITHEBVLETHD.
b) FREPEHEEED T

MBS AR IZIED L IS M oY A VRV BRIR (BFI23- L FEF Y VAR Y
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Wxat) 2Ry, BRIz EIZFAP R WGENL W EBDbE.
c) BERFHIZHT

BRI 70 &2 W REE AT ) S &0 A%, REICL Y HEEZR S O
bdH 5.

d) in vitro probe assay (p B&1tAEEFh)

e ) 2 SERRREAE R R MHE MG 2 72 in vitro probe assay Tld, ¥ L7 &
WANZTF 2 ghii$ 52 ellL o T, MBOIRERAHEZ T 5. REFERNRT
YIVAHANZFTOT 7 AVEERTE, BRIMNCEL L.

e) 1L/ 7JOyrq>y

BRI 28R Ve A £ 70y 74 2 7 TE 237 ORIBOHS Ry 50

RO L DB 5.
f) BTN

K BRI A BHAE O BRTF OFNT 2179 .
4 IrIAPRYTRS

I IR TIEIE, BRRATR, BIEETR, BRGNS SoE A, s, E
B RA 7 & 2 A 0T 5.

a) BRRFIR

D Z L WHEEOBEREE 2 2 &% v (BB LFEZR &),
b) =FLELME

BRI CHILBIMEL RO D 2 L 0L V0S, IEFOZ b dH 5. MEHEFERETIZL/
Pito b5 (20 Pik) &£, PDHC RIBFETIEL/PO LA EA LN Z V. 72, MR
ANRY PHAITE—THELICHS 2R ARYE — 7 2380 5.

c) BESRERMT

FEREIE L, WA EI bay B 7EEEEOFHRT 2780 5. BERER KL
JERAESF IS 2 HVTIT ). 7 TV BRE MR LIISHE A 1T & O TR T 5.

d) RERE

B B 2 £ 721 HER D & A B OMIERARIZ BT b a >y B 7o
HPEMRE 2RO L. FRENS L, BBHREICBIT2EY 7 Vo, 721300k
12 AR (Gomori M) 7 1 — A28 G612 81T 5 RRF (ragged-red fiber)), = SDH {4
M (N7 BEBKREESR 2B A SSV (strongly SDH-reactive blood vessel)), 3 b7 O —
L e WALRE R RIBAME, BT HMERICEI2I bay N TOREENEE B0 L. F/2
X, BB UT O EEIRD & 2 Ea0MiE - MiRko I b3y FY 7 OB R &R0
5.

e) EBETRE

BHEIETFEI I P TEEFOREVEREE %575, NNETRIZEEFREDIT)
M, L L, B EBRREOMBEICZ L, BEEFREICED CBRRIECAH
W7 EOFHBALEEN IR 2720 F 5, I ba Y MY TREFREIL REEHEINT
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x4 BHOLZFUMEDEREH
R

EGMHIZF 2 RZAE (OCTN2 BEIE)
T

1. 7D FEIRTIVEE URPICERINDIRRE
a. PERFERNHIERIE
NIVZF o147 I)VEBHE (CPT1 RIBAEZ R <)
BERLES p BR{LEREAE
b. ZOMORBRE
BHBRBEEE RETIJILESE INIVRUTR
c. EHF|
ERFVINEE L DIEE
RIOY® XAT77K® JOFYIRY A5RRAY
MTALAE NILTOBF NI A
T BEFHBFNIIA
2. BR#EETOBRINEE  Fanconi fEEEE, RSN 7S R—3 2L
EERET FER - AR RER BRE, ERERE
4. ANZF 2 DOERRE
BRIILD, BIRRER, DOERTE
ERBRE, BEOSESEE
5. [RENT, EESETT (EGHNER)

(FBHNER, v =F A RHEEFE. /NEAE 2006 ;38 (Suppl) : 167, % 5%

hed

Wh, B LIEFFEHEN/ZI N3 Y K 7 DNA DR - T, SERLEZROL.
Bl2EoTC, BRERIBLBEETREEN KL TBY, BRENEHVL EOFFAPLEIC R
5.

5 W8 KAHI=FME

I e 77 v = F > OAKT (15 nmol/mL LA F) 1, RIMKE, &7 » & =7 MUE % 5] Xt
Z L, Reye SEMEH 2 EOZMMEDOFERICO 2D 9 5. EEUEINV=F VY RZETH D
OCTN2 HEERE (LGN IV =F Y RZHE) &, FsstEh v =F ¥ R ZHE(CPT1 KIEE) 27
Y, WREEIV=F VIR D L) A RERSSITONE. RBREsEFEDN
% BVEINRE DB, AR )V = F U IME & B A 72002, fiH s V=5 > 2 5 Eo#lsE (7
FEN=R), BLLETININZF VG (T 2 T A AGH) 2179 LEDVH 5.

MEMRFRIL

) PubMed, EHGEET, 4FERRAZHITIICHEL L.
b FEELHMW LB E N R —F THZE L 7-.

©® PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh])) AND “Metabolic Diseases” [Mesh]
Filters - English : Japanese ; Child : birth-18 years
WFAER 466 1F

o [EEE
(((ZVERNSE /AL) and ((FCE RS TH or ARABHES# /AL))) ) and (PT = &3 364%5k < and CK=JB1, ¥R, LR
(1~237RH), #hR2~5), NE6~12), HFEM(3~18))
MEAGR 83 1
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1)

2)
3)
4)
5)

6)
7)

8)

9)

10)
11

—

12)
13)
14)
15)
16)

17)

ik

Initial laboratory investigations. In : Hoffmann GF, Nyhan WL, Zschocke J, Kahler SG, Mayatepek E, eds. Inherited metabolic
diseases, Philadelphia : Lippincott Williams & Wilkins, 2002 : 34.(» L NV 5)

EMIIER. R AR B IR, MW NERERR Y 2 2 2 230 Rk WIERAHRE. R
W5, 2010 2-4. (P LNLVG)

Favr&ET7xr, FHOBEE— ER PMRAEEREY =27V BEIE 2 WA B & B
2013 : 1-16, 127-135. (b L~A5)

Clarke JTR. Summary of major causes of acute encephalopathy. In : Clarke JTR, ed. A Clinical Guide to Inherited Metabolic
Diseases. 3 ed, Cambridge : Cambridge University Press, 2006 : 53-89.(» L XV 6)

Brusilow SW, Horwich AL. Urea cycle enzymes. In : Scriver CR, Beaudet AL, Sly WS, eds. The metabolic and molecular ba-
sis of inherited disease. 8" ed, New York : McGraw-Hill, 2001 : 1909-1963. (»rr~ng)

Wilcken B. Problems in the management of urea cycle disorders. Mol Genet Metab 2004 ; 81 (Suppl 1) : S86-91.(» LN 4)
Endo F, Matsuura T, Yanagida K, Matsuda I. Clinical manifestation of inoborn errors of urea cycle and related metabolic disor-
ders during childhood. J Nutr 2004 ; 134 (6 Suppl) : 1605S-1609S.(» L XV '5)

BEFR, =W 8 REHRL, 5. X—7Viay TIRE « 5B PEREKRBEERERO S TR &
b5 1992 ; 64 : 67-82. (B LNL6)

Mitsubuchi H, Owada M, Endo F. Markers associated with inborn errors of metabolism of branched-chain amino acids and

their relevance to upper levels of intake in healthy people : an implication from clinical and molecular investigations on maple
syrup urine disease. J Nutr 2005 ; 135(6 Suppl) : 1565S-1570S. (> LR 4)

SO BRE, RIBE S A =TV ny TRAEOBE T EARREL 1993 5 41 : 484-491. (b LALG)
Morris AAM, Spiekerkoetter U. Disorders of mitochondrial fatty acid oxidation and related metabolic pathways. In : Saudubray
JM, van den Berghe G, Walter JH, eds. Inborn Metabolic Diseases. 5" ed, Berlin : Springer, 2011 : 201-216. (pLrxnsy)
Bernier FP, Boneh A, Dennett X, Chow CW, Cleary MA, Thorburn DR. Diagnostic criteria for respiratory chain disorders in
adults and children. Neurology 2002 ; 59 : 1406-1411.(» L xv4)

Kirby DM, Crawford M, Cleary MA, Dahl HH, Dennett X, Thorburn DR. Respiratory chain complex I deficiency : an underdi-
agnosed energy generation disorder. Neurology 1999 ; 52 : 1255-1264.(» LX) 4)

Thorburn DR. Respiratory chain enzyme analysis in muscle and liver. Mitochondrion 2004 ; 4 : 363-375.(» L ~\v4)

Gibson K, Halliday JL, Kirby DM, Yaplito-Lee J, Thorburn DR, Boneh A. Mitochondrial oxidative phosphorylation disorders
presenting in neonates : clinical manifestations and enzymatic and molecular diagnoses. Pediatrics 2008 ; 122 : 1003-1008.
(»Lx5)

Ohtake A, Murayama K, Mori M, et al. Diagnosis and molecular basis of mitochondrial respiratory chain disorders : exome se-
quencing for disease gene identification. Biochim Biophys Acta 2014 ; 1840 : 1355-1359.(» LN\ 4)

IR, V=5 A REE. /NEAEE 2006 5 38 (Suppl) : 167. (P LRV6)
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1.3 8O N U ZHEROEMEGEIIL TOEBWLA, REIRERCE MRS
NTW3. E5(C, FRRBRBELNORUMIECHT NS DBBEENEY
HOBMEFEFEALHND, EII B, ALZFIELEE, KARBOZHEE
HIDBERI PN B ENH S (F 1)

f#

gljl:l

2012 4F-® Cochrane Reviews TiZ 3 M2 ¥ NV 7 E2EAE I L CHEICHERIME L R TG
FiEE RS Tws, DT, BUEMDIL WL bary F) 7HFEETH L. H)
PR S Db LD, —FBOREGIRLRER 2B IS ARG SN TWb, METT
U R—Y R, BABBIE, RIERET7 v T TIUEY £ L7 & X ICHEES R S
5505, Mk LTS 2 I RABMBEEEITRICH L2089 », WELRZEZ1T)
VDD B .

423 B; J

Yy IV B IE, EWEYBEKERR o 7 N7V Y IVEEBKEREE &2 EOBE O
BRELTERL, EVEVBRORHE TCA A EEILL, I bay B 7E T mE
FNOBTBELRET L. ©F I VB SHE NV E VB KEREZEARETIET
Leigh B6E % 58 L 72617 &, Leigh iXiEZR &£ 3 b a > BV 7 BEICR KT 5 KAED —
IR RTWREMD D 5. WMREBEE LT, F7I v ORBEERL T VAR—F —
DRETREZIIET 2B0H ), F7 I VMR THET LD, SHICEL LEND
52 F /2, ¥H I VB, RZIZX D Wernicke IWIEIZ/NETD A 4 ¥ R 3 HUE) 72
ETHRIEBNID Y, WHEOEEDRTH 5. BUME~NOFMEL LT, €5 3 VB,
Yy 3V Bs &NV F VHERDIT I AERFR (ZAIE) S ANE (AESD) D FERE Y A 7
RS A W REMEARE ST 510,
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1 I PMIDRUTHRBOEERE

Leigh AEMREF PEFLBIMAR S b D> N PREEENRESNS EESDI 32 N THFRA

#EIL—FK C1

. EMRIE Y X B,

P\]HE TINRIFT7Z50~100mg 532

U BEE D TN RIILF T I AREEIE 50~ 100mg 532
2. WILZF 2 (LARANLZFY)

WAR : |IELARAILZF > 25~100mgkg/ B D3(HA15~3gH 433)

UOE B LARAIINZF > 50 mg/kg & 3~ 6 BRIEIEC 2~3 9HFT. 1 HEAK 300 mg/kg
3. JIH1 A Qu

IEFHAL /> 3~5mgkg 32

2ot bz ryrearnE @ A

4. 932 B,
UART7ZEVEBEI 7 I)UMRL 10% [V AZ]® 50~200mg 432
5. B93> CcligH), E93E00mg/ H), EAF > mg/ B)BEDET I E

MELAS D;&% (E52(13800 L CTER)

6. 7IFZY Al ¢
ANZRCPFEERS © L- 7ILFZ IBERIE 1 [0 0.5 gkg 1 BRI (T Crui@esix
FEFMEEE 1 L- 7ILF 22 03~05gkg B 93 WAR

X b R U T7HELADAEIIEER

7. BEHREIIY B, i AN

1) REH—)L1) B8 20 ~40 mg/kg/ H

INHIE, TRTI Pay B 7TREECIERE & L CORBEISIE A <, FHBZEEROMIGE ST 52 &

HIVZ_F> J

HNV=F U, MENORET 2V CoA LiEAL, I hay R 7TWICEET 5
KTHDH, HIV=FUPRZTHE, I by F)THTO BEEEAHIH S, T4V F—
R 2 & 723, EEMEA )V =F Y RZIETIE, Reye BHERHE A FET 5 2 & 0B 5.
F70, FBET, NUVTOBRPERF D IVEEHEPIEIED & EOFEH]R T TV CoA ik
FRERRIETIE, SEEINV=F U RZEXRI L, WEXFETL2HLHH. Zhb
DIRFEIZIW, DNV=F VWP ENTHD. INVZF XV I A VT AT 2T7—F
2(CPT2) KIBJER E O MIEZ SIET 2 ) A2 D), WIV=F Y OMLEIFLETH 512,
BURZVED CPT2 RN X V) BE 2 SSIE T A BN AT LT3 9, BIEEI 25BN 5 720 7%,
HN=F DHEPENTH o 72 &0 ) HiFid e v

B, ANZF SNV I ANV ENT VAT 25— 1(CPT) RIBFETIE, HV=F
OHHIZEZRTHADT, FEIVLETH 5.

AIHYA L Qo (AEF/ ) J

ETERT, BTOZSHEEELCT, BAKIBLCU2OE T2, HEK
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M ~NJES, B ERICITLHEOHRTTH L. T, ibEHx 2 L bk sn
TWh., BImERDOTNE L T5 2 ERPMILERSIfES, I bay FY) 7R
JECHERA SN TVLD, DHENERITH- 7260, I bar M) 7HEEREE Iy
g & B LIFBRREDSIE AL LIRS EDS R SN TV D672 EAHE SN Tn 5559, g
ANOGRIZHS 2 TIE R, Ty PAORKOHKRG T, MADOREZ LA Laro7zlw
VHEDD Y, MM % ) AT 5 2 LRI TV ARWnTE® Lo T, JihE
THHTLZIEF Y 2%,

E2XY B, (URT7ZEY) J

TS5 YTFZyUX LA F F(FAD) & LT, BFEERESART 2HHL TW5.
VR7 Iy RIeE—BEMEE R 7V & VERIGE T ELC, (K, 7 F—T R, BT
VEZTIMYER &R SRR E & EERE & 72 L2605 519,

E43>C, EXIVE EFFr J

vy3IrClgH), ¥¥IYE10mg H), E4F > (Emg H)Z=EDESY I VAN
PURRALVE, BEROWMMHAL 2 EOHMTHEHINDE 2 LD 5.

7ILx=—> J

REEXZERLT Y E=T 2HRT 2 RET A 7 VOFBEO7 I 7ET, MV b
BEND. REVA IV IVEEECTET v B TIMUEIC X AAETIZT v E= 7HECE
HaEns.

72, MELAS Tld, BEEIN TV L IMENKOERZ BE S, Mz < LT, #
EMFEELXUEL, FATPHT5R MG SN T2,

EX3X2Be _l

I TR R EM E OBHEONBHZEOMBERE LTEHLTB Y, West JEBREER
HER - FUBM O TADAD—ERICENMEZ R 75, FEM 2 EERTE IR TH 5.

SERESNOEREE LTI, € IV B &V =F v L DD AESD OF5EIE ) A
7 R B REEDRE STV 5250, HATOFEMEOHRE 1L 7\,

Z O J

VLY V) b A, EPL7432), 1) 7 2 W O DK THRERER T,
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» PubMed, [EFEET, SERRZ R TICHEL .
P -EEE LRI L7230 N R —F THRER L7

® PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh])) AND “Metabolic Diseases” [Mesh]
Filters - English : Japanese : Child - birth-18 years
TR R 466 1

o [EHEE
(((BMERNIE /AL) and ( (RO EHESE B /TH or ABHESEE /AL))) ) and (PT = £idkbk < and CK=JR1E, #z:1E,
(1~237H), h@2~5), Nae~12), HFHEWU3~18))
s R 83 1

co
kY
-
cm

Sk
1) e, T VB SR T 2D B L 6 MRS Leigh IIEZ SSHE L7 €% 3 ¥ B RUSHEE L E &~
KRR A EAED 1 B, N & 583% 2014 ; 46 : S375. (P L~RL5)

2) Fassone E, Wedatilake Y, DeVile CJ, Chong WK, Carr LJ, Rahman S. Treatable Leigh-like encephalopathy presenting in ado-
lescence. BMJ Case Rep 2013 ; 2013 : 200838. (rLxnh)
3) Ortigoza-Escobar JD, Serrano M, Molero M, et al. Thiamine transporter-2 deficiency : outcome and treatment monitoring. Or-

phanet J Rare Dis 201439 :92.(p LNL5)

4) Banka S, de Goede C, Yue WW, et al. Expanding the clinical and molecular spectrum of thiamine pyrophosphokinase deficien-
cy : a treatable neurological disorder caused by TPK1 mutations. Mol Genet Metab 2014 ; 113 : 301-306.(» L X V'5)

5) FRGRLT, R MR IEEEHG. 5. Wernicke BAED/NE 2 B /NERHER 2014 ; 67 : 21372143, (b LRLV5)

6) MM L, JEEME, mUBEUL, DIEEESE, A RIE EEFY. LEOA 4 Y EHEHEIUC X ) Wernicke i %
2 LFLB. FERE 2014 5 118 : 930936, (b LX)

7) FAREAE, HHIEL., A4 YOI L B €S 3 2 B REIED © Wernicke JiAE % F89E L 72 2 6. i & %%

2014 ;46 : 34-38. (P LAV5)

IR, REHT, HEFEN, 5. A4 HESHIC X % Wernicke BIED 1 . H RS 2013 5 117 : 1668-1669.

(rLxL5)

9) Lallas M, Desai J. Wernicke encephalopathy in children and adolescents. World J Pediatr 2014 ; 10 : 293-298. (b LN V'5)

10) HFEESC, IDAREAY JEE & SHBlF SRR O, ACREVHEW. BEEICH1T 5 AESD SIETHIREL LT

FMES IV Bi/Bs BLUL ANV =F Y BGOME. k& 5EE 2014 546 : S365. (P LALG)

FEILRFR, Hd ®, BEHET, 5. ERF OVEEHBRE 3 HE G2 X 20V =F Y RZHBG L 724

FEO 1 H. FAYERE2014; 118 : 812-818. (b LAL5)

12) Hori T, Fukao T, Kobayashi H, et al. Carnitine palmitoyltransferase 2 deficiency : The time-course of blood and urinary acyl-

carnitine levels during initial L-carnitine supplementation. Tohoku J Exp Med 2010 ; 221 : 191-195.(» L XV'5)
13) Kobayashi Y, Ishikawa N, Tsumura M, et al. Acute severe encephalopathy related to human herpesvirus-6 infection in a patient

8

=

11

—

with carnitine palmitoyltransferase 2 deficiency carrying thermolabile variants. Brain Dev 2013 ; 35 : 449-453.(p L XL 5)

14) Sakai E, Yamanaka G, Kawashima H, et al. A case of recurrent acute encephalopathy with febrile convulsive status epilepticus
with carnitine palmitoyltransferase I variation. Neuropediatrics 2013 ; 44 : 218-221.(p LR V'5)

15) WFATHESE, ILWHEART, BRAR . MELAS BXZH#£3E1E1C, Edaravone, CoQuo KEJEILEAE#)T 7% { arginine 1%
DLW L 721 N MELAS O 1 ER]. fEHFEE 2007 5 25 : 310. (b L<A5)

16) Kaji S, Murayama K, Nagata I, et al. Fluctuating liver functions in siblings with MPV 17 mutations and possible improvement
associated with dietary and pharmaceutical treatments targeting respiratory chain complex II. Mol Genet Metab 2009 ; 97 : 292-
296.(» LXV5)

17) Naini A, Lewis VJ, Hirano M, DiMauro S : Primary coenzyme Qo deficiency and the brain. Biofactors 2003 ; 18 : 145-152.
(»Lx5)

18) Bentinger M, Dallner G, Chojnacki T, Swiezewska E. Distribution and breakdown of labeled coenzyme Qo in rat. Free Radic
Biol Med 2003 ; 34 : 563-575.(» LN L6)

19) WIS, ERAMN. VAR7 7YY RSt @MR AR 7V & OVERIIE TR0 1 H. RSk 3V 7 TR BRI
SUEAEDIGRTT) 2013549 :39-43.(p LAIVG)

20) Koga Y, Akita Y, Nishioka J, et al. L-arginine improves the symptoms of strokelike episodes in MELAS. Neurology
2005 ; 64 : 710-712.(p L XV5)
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21)

=

22

23)

Koga Y, Povalko N, Nishioka J, Katayama K, Yatsuga S, Matsuishi T. Molecular pathology of MELAS and L-arginine effects.
Biochim Biophys Acta 2012 ; 1820 : 608-614.(» L XV'5)

Martinelli D, Catteruccia M, Piemonte F, et al. EPI-743 reverses the progression of the pediatric mitochondrial disease-geneti-
cally defined Leigh syndrome. Mol Genet Metab 2012 ; 107 : 383-388.(» L N 5)

WEWE 0 I b3y B TMEHERROB L R AR 2014 5721 175-184. (b L<U5)
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] 5 g EERIERINIC K B2 MERAE

1 REOST—H—

1. REDT—H—E LT, BENSIORENGIEENMRIESN TV

3 BENEREENERIDDBESZZOEERT V—H—, BENERE INECKSEBES, E
BEEDIEEERI V—N—%ET

1) £5MERIERITIEIREE (SIRS) DFEZHIIEE (FRIZNIERE B2

2) 12 T7NIT U HRHED FRARETF(EBENERE LD

3) BLBTA RNOA I PBEERFARSEINTUND

f&

EHI:I

YA MIA DA — 2RO SPERAE TIEARER 1 U U4 B itk 480 BUIGE 3 7 (SIRS)
ETLHD, T F o WHHE X\, SIRS &AM, EEER EOREIIH LT
BRINDEEY A P A A Y OBFELE (DO LYT A M A YA FN—2)ICL 25
RIS TH A, /N SIRS OFHi#EZR 1, F2I1IR-F1?Y. SIRS DZWHH TH S
R, BRI, MR, FIMEREUIEIBE R REO Y — I — L 2 ) 25, AMMERETO
T—=F1E %\, 7)) F b SIRSOEREEDIRIEICR ), RIEO~Y—T—L W2 55
Z b EVENE TOMEIE 2 VY.

A2 T NVIUPFRIETIEFEARRRKT & LR T Hb 14 g/dL PLE, /MR 10 15/

*1 N\EEEMURERIVEREE (SIRS) DIZEIEZE

T 4EEDSE 2IEEMUEDEFE. 220 DA 4D 1 IEEFEBZITELED
1) FEMARE* 1>38.5C H <36T
2) SERRAOVERAR: 2
3) ZIFIR* > M AT IFIREIEIARE
4) BMEKEBZ AR 6 U <(E>10% $hEEMmEk
k1l BEbE, DR, sl -7 Vi
%2 F2BMW
CHEREME AR, TEHFEYS, ROARZRSE, KBS 2MEREDZENIC B 5 RH Brmi-
croglobulin {I5E DA FITEIZBE T 2 Bas. & 363 2010 ; 42 : 233-234. H L%
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F2 INEEEMNERIERE (SIRS) (LB BRI/ I LT > H LU BMmE

HEBEDE#E
age group heart rate, beat / min respiratory rate, leukocyte count
tachycardia bradycardia breaths / min leukocytes X 10%/mm?
0 days to 1 wk > 180 < 100 > 50 >34
1 wkto 1 mo > 180 <100 > 40 >1950r <5
Imoto I yr > 180 <90 >34 >1750r <5
2~5yrs > 140 NA >22 > 1550r <6
6~ 12 yrs > 130 NA > 18 > 1350r <45
13to < 18 yrs > 110 NA > 14 > 1lor <45

NA "’ not applicable
(HEWRME R, ACIHT, AR, KEHZE SMREDBRIC BT %R T Brmicroglobulin 5 D
AHTEICBE S A HET. i & 565 2010 ; 42 : 233-234. % 0%

pL i, AST - ALT 100 IU/L DLk, CK 1,000 TU/L DLk, IiHE 50 mg/dL i £ 7213 150
mg/dL LLE, PT 70% Hiii, 7 =7 80 ng/dL L b, JRAA TR, &EROHFIENTR
WENTVEY, TS RBEBENRREDY—I—EEZONE. KRB, 370707
Y EALETA M A VMEATE I H SN D 5.

T/, BN TIE RS, A M A VA D= ARORRERRICEETHLH A 7
AV RHEERTATFHRARRTLHME SN TVE, INHD) BRIEONS T —H—L
Zz 5NAIHHE & LTI interleuikin-6 (IL-6) &9, [L{# tumor necrosis factor-o (TNF-a.) ™,
& ATAEME TNF 5225679, I IL-1079 2 E05h 1T H s,

MEMRIRTU

» PubMed, EHEET, SEBRAZEITTICHELL.
b F-EELHMTL 22T E N Y —F TR L 72,

@ PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh]))AND ( “inflammatory marker” OR

(inflammation AND biomarkers OR cytokine) ) Filters : English ; Japanese ; Child : birth-18 years
MR 68 1

o [EMEL
((CEPERNEE /AL) and (485iE~ — 71 — /AL or ((%4iE /TH or 484 /AL) and (FE¥)# 1~ — 71 — /TH or AWM~ —H1—/
AL))or (Cytokines/TH or Cytokines/AL))) ) and (PT = 7#%Fk < and CK=J8JE, #rAlE, L0 ~23+H), L2~
5), /M6 ~12), FHEM13~18))
TRERAE A 45 1

ik

1) Goldstein B, Giroir B, Randolph A. International Consensus Conference on Pediatric Sepsis. International pediatric sepsis con-

sensus conference : definitions for sepsis and organ dysfunction in pediatrics. Pediatr Crit Care Med 2005 ; 6 : 2-8.(» L X6)
2) BAIMRL, il Wise. NEFEEL 7 F v — 20135 3:316-322. (P LXL6)
3) Sudrez-Santamarfa M, Santolaria F, Pérez-Ramirez A, et al. Prognostic value of inflammatory markers (notably cytokines and
procalcitonin), nutritional assessment, and organ function in patients with sepsis. Eur Cytokine Netw 2010 ; 21 : 19-26.

(rLxL5)
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4) Nagao T, Morishima T, Kimura H, et al. Prognostic factors in influenza-associated encephalopathy. Pediatr Infect Dis J
2008 ; 27 : 384-389.(p LN5)

MERRAE AL, AEIRESS, RARTRIE, KBl BUERREDRZITIZ 1T % FRA B-microglobulin il 7E O A7 LI B
DI, & 567 2010 5 421 233-234. (b LRL5)

6) Aiba H, Mochizuki M, Kimura M, Hojo H. Predictive value of serum interleukin-6 level in influenza virus-associated encepha-
lopathy. Neurology 2001 ; 57 : 295-299. (b L~ 5)

Ichiyama T, Endo S, Kaneko M, Isumi H, Matsubara T, Furukawa S. Serum cytokine concentrations of influenza-associated
acute necrotizing encephalopathy. Pediatr Int 2003 ; 45 : 734-736. (b L XL 5)

Ichiyama T, Morishima T, Isumi H, Matsufuji H, Matubara T, Furukawa S. Analysis of cytokine levels and NF-kB activation

W
=

~
~

oo
=

in peripheral blood mononuclear cells in influenza virus-associated encephalopathy. Cyfokine 2004 ; 27 : 31-37.(p L XL 5)
Morita H, Hosoya M, Kato A, Kawasaki Y, Suzuki H. Laboratory characteristics of acute encephalopathy with multiple organ
dysfunctions. Brain Dev 2005 ; 27 : 477-482. (b L XL 5)

SBECLIEZRER
a) EEGEEA 7V o FERIZEEE. A 7V O RES A BT A4 2 [SETH. 2009.
http://www.mhlw.go.jp/kinkyu/kenkou/influenza/hourei/2009/09/d1/info0925-01.pdf
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% 5 = EERERIGIC K B 2 MERE

2 BIBRERATO FOER, @it Ak

1.1 MM AN—LBITREBHRERTOA RDBEEZEET DLW
#EIL—RC1
1) 2MEFRIURGAE (ANE) TIEPRENES T DI ENHFTID

2) DY A KA1 2N —LBDEF TEMRIEFEINDS
3) X704 RNV AEEN—BNTHS

i)

INBOEVEREEIC B W THISES BN L2247 ) B, BB E A 704 N3
HERREER & RO A SHER SN L VPEE LR LTV Ad R\, A v 7 )V HNE
R A MEEIE I INAE (ANE) 12 8\ CHRHE 24 BE LN O AT 14 % S S 9 2 1T REMEAVR
BEINTW5HLY,

ROBIGE 2 AHEITFA A A > A b — A BIEWETSH 5. 450 FUSRE R
(SIRS) DIEF Z i 723 7% KRB (5 5 8 -1) ORIE~Y— 7 — L ) RIEDHFAEDRIE I NS
FEGI CIERIE R AT 04 FEHORRIMEETZ 2 RMELSS 5. BIBEEATOA
RBEDO P TIEAF VT L F2a 2SOV AEEDA 7V FRGET A FF 4 212
BRESNWECERLTWSD, AF V7L F=v0 Yy 30 mgkg/ HRARE1H 1 g) % 2 I
20 CRuEEiE S 5. FHIE LT3 HM¥ES-3 5. BRETTEIC & 2 TR TRi& LT,
WOV ZAFEF T T T8 2 100~ 150 [U/Kg/ H % Fifse s+ 5. BB g
ATHA FREIETELR) FIICERT LI ENEE L NEZEZLNTVD,

NaMERIL

p PubMed, [EFGEET, 4ERRZETTICHEL .
P - EEE LRI L7230 E N R —F THRER L7,

@ PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh]))AND (Adrenal Cortex Hormones
OR corticosteroid *) Filters : English ; Japanese ; Child : birth-18 years
MR 125 1
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o [EEE
(((CEPERNIE /AL) and (BB F2 B ARV E > /TH or AR E A )VE » JAL) or (RIE B B ARV E > ITH or RIB B A 7
O A F/AL))))and (PT= k8% < and CK =18, #EE, #LB0~235H), B2 ~5), AE(6~12), H4E
W (13~18))
AR 731

D) AR, BRI, KO HE 5. A 2 7V WREERSRER O AEFAE. H IR 2007 ; 111 659-665. (b LXV5)

2) Okumura A, Mizuguchi M, Kidokoro H, et al. Outcome of acute necrotizing encephalopathy in relation to treatment with corti-
costeroids and gammaglobulin. Brain Dev 2009 ; 31 : 211-217. (b L XV 5)

3) i R T B £ A 72 S, Neuroinfection 2013 ; 18 : 74-79. (b L XV 6)

SEICLIEZRER
a) EEGEEA 7V o FHERIZEEE. A 2 7 VI O RES A BT A4~ [SETH. 2009.
http://www.mhlw.go.jp/kinkyu/kenkou/influenza/hourei/2009/09/d1/info0925-01.pdf
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] 5 g EERERIGIC K B 2MEMIE

3 A2y EmEMENES, B, Hik

1.7>~x7070) o BESEMBHEBEICDVTIE, 1M1 ARN—LABGER
TENYRREIC RIS I 22 MR CIRIBSR LRPHRF SN S D, TET > RERZW

HEIL—RRL

iy ra7) o BENL RS O G AL SRENEY A N A A &
X D PURIEER % 8 225, TERET & L CREAHZES b H 512, Bk, ¥
A MHA VA= LARBMERE 2 & RIEDTREEIZBIS-3 2 BERE TR T 2 B8Rt d
HLEZOLNDH, BRICBWTHBAET T2 ET Yy Ao Tnivey, b
TRy~ ra7) YA ~2 gkeg & MEENET A, HGRIEBEOREIZG U TE
AT, BICHERBGOIUICT F 74 9% -2 av s 202 bbbz, &
TR LR SCE ORI, EEIRVBIRE LN IV Y OF 2 v I PLETH 5.
M LRI ME R O A M A VR EREEMEZRET L2105, REZH
s EEANET L5 OMMIEREICBNCTHENEE R RO Lo @G H 2. 7
yeru7) v LR, B ERAEAYREE G- 5 SERE I LA AR S B
A EIETyARELNTW W, BIEREATOAL FR A r~r7a 7)) YIZiL,
RIS BB O 720, REREE R CThORIE OGO A TR L Bbh
B FE R RAEIRREDFEBNC IR ) R S N A WHREMA D 2 AT B 7 v Ald v, ML
P F R IS E T (CHDF) & A28 H#5: (PE) A Th LT\ 5. KIEVET A b
HA VBFIFEEIREBICBWTIZRY AF IV AF 27 1) L— b (PMMA) €7 5 7 5 CHDE 7%
AT 4 L= —RERIENDL L EN5Y. F72, CHDF & PE % #lA A bE 72K
BRIM K L2 (EBP) O A MM b iy ST\ 52, CHDF O IR 7205 #% 12 L
TZWER RS SN/, PEREIEICS% TV T I YERE VA, BEERE RS
BT RS0 M4 (FFP) 2 35 2 LA/ Y E AV VEBS 7 7 EAY v MIC
L 2 PrEEEEE 21T . | H oM scH s 13 E BRI & = A E (kg) X 1,000,713 % (1 —Ht
(%)./100) & L, @MmiEERO7zo3 Hl%Z 127 —ve LTE/RT 5.
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NEMRERTL

) PubMed, EFEET, 4ERZZITTICHREL .
P FEE LMW L2k E N R —F TR L 7.

® PubMed
(“acute encephalopathy” [tiab] OR (acute disease [mesh] AND brain diseases [mesh])) AND (Immunoglobulins OR hemo-
diafiltration) Filters : English ; Japanese ; Child : birth-18 years
BERAEA 142 1

o [EHEE
(((BVERE /AL) and ( (Immunoglobulins/TH or immunoglobulins/AL) or (I /L3 /TH or If{{Z {51t /AL))))and (PT =
KREAbR < and CK =R, FAENR, ARG ~2345 1), DE@2~5), AE6~12), HEH(13~18))
WA R 63 F

1

-

Ichiyama T, Ueno Y, Hasegawa M, Niimi A, Matsubara T, Furukawa S. Intravenous immunoglobulin inhibits NF-kB activa-

tion and affects Fcy receptor expression in monocytes/ macrophages. Naunyn-Schmiedebergs Arch Pharmacol 2004 ; 369 : 428-

433.(p LRV5)

Ichiyama T, Ueno Y, Isumi H, Niimi A, Matsubara T, Furukawa S. An immunoglobulin agent (IVIG) inhibits NF-«B activation

in cultured endothelial cells of coronary arteries in vitro. Inflamm Res 2004 ; 53 : 253-256. (pLxh)

AR, RARIEA, KT R 5. A ¥ 7 vy FINEERERG R O AxEIFA AR, H JERE 2007 ; 111 : 659-665. (> LXV5)

Okumura A, Mizuguchi M, Kidokoro H, et al. Outcome of acute necrotizing encephalopathy in relation to treatment with corti-

costeroids and gammaglobulin. Brain Dev 2009 ; 31 : 211-217.(b LN V5)

Matsuda K, Hirasawa H, Oda S, Shiga H, Nakanishi K. Current topics on cytokine removal technologies. Ther Apher

2001 ;5:306-314.(» L XL6)

6) Nakae H, Asanuma Y, Tajimi K. Cytokine removal by plasma exchange with continuous hemodiafiltration in critically ill pa-
tients. Ther Apher 2002 ; 6 : 419-424.(» LAL5)

7) Payen D, Mateo J, Cavaillon JM, Fraisse F, Floriot C, Vicaut E ; Hemofiltration and Sepsis Group of the College National de

Réanimation et de Médecine d'Urgence des Hopitaux extra-Universitaires. Impact of continuous venovenous hemofiltration on

0o
~

B~ W
z

wn
=

organ failure during the early phase of severe sepsis : a randomized controlled trial. Crit Care Med 2009 ; 37 : 803-810.
(rLr~n2)
Matsuda K, Moriguchi T, Harii N, Goto J. Comparison of efficacy between continuous hemodiafiltration with a PMMA mem-

oo
=

brane hemofilter and a PAN membrane hemofilter in the treatment of a patient with septic acute renal failure. Transfus Apher
Sci 2009 ;40 : 49-53.(p L N5)

9) FIAIEFRS, TFRIESE. Mg bAE HAREK 2011 ;69 : 534-540. (b L XL 6)
10) SPEP#E—. g biEs. AR 2013 ;45 : 242-244. (0 L XV 6)

SE(C LI ZREN

a) PHERC, H ANREPRMEEEORE~ = 2 7). HO  EEEERE, 2002,

b) EAEGEE A 27V FREIZEEE. A 2 TV WREA A R T4 2 [ETHD. 2000.
http://www.mhlw.go.jp/kinkyu/kenkou/influenza/hourei/2009/09/d1/info0925-01.pdf

o BHEFH—, FIHMmLL, H NESMRmMRE LR Y BTy o R RRESE, 2013
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% 5 = EERERIGIC K B 2 MERE

4

2.

i

SEIRIE R E (ANE) DE2HR & iak

SUMEIRIEMRNIE (ANE) (&, ERFRAEIR - REFTR - ERATRZHAGHE TREGHIC

%%?%.ﬁﬂ%%&@ﬁrrzﬂﬁMWT@éﬂ,Hﬁ@ﬁﬁmﬁﬁzﬁéﬁ%
EDEBIETONENS
ANE D8 E LT[R, BERFHOXTOA R/IVILABEENMERESINDS

¥EJ/L—-FB

A= 707) Y REBEEPHEE - TREEDVRFRRR CTEFAECZO>TY

2L

EH

¥

. |

SEEEIEVERNE (ANE) 12, 1995 4E 12 Mizuguchi & 33208 L 72 2VEIN 48 - e o #i AL C
HHY, FRALANL T =T —ZH SN T WAz, BERAEIR - AT - W% i
RHAGDOETRENICZNT 2. — N ZZHOBLER1IIRT. ERD ANE Ot
HiE, MARZOHZIZH > TEWMENTWE EEZBNA. ANE OB & 70 % [EYE &
LTIE, A ¥ 7 IV )5 % T HHV-6 [EGHEDSZ MUK Y. ANE O IZH AR - HE -
HEZ E/T D TIERLTB DY, WokiEE D S OE I, TS 00 AERYE
FEVFEICHG LT el NG, —F, Fokh» 5 IEREES 5\ IZAENY ANE O
S AYHUL S 1L RANBP2 B {n T ORG-S 5 2012 7% > TV B 0%, HAROINFEN: ANE T
|Z RANBP2 IR TAEROHE T % <, HEFTRIZEML T CHMHE TR L LHETH

LETREED D 5.

ANE&:@@’C##?%@&@ HRFT R T 5. WX HEOBIRHE LT T, ANE O

BCBWTEETHL (R 1, ®2). FEEFHOBKHZZ, CT TIHMERINEE L (K
1) MRI Ti& T1 EHEE TRES, T2 dHEG TEET 223 2 (R2). JEHGHH 4
THEESEET LD, FBE2LOHEAII—MMIC T2 WHRERICBIT2EESHLID b
P Z L%, BIRRZ RO FL2 5 RRH 3 D IAE L, 2R
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F1 2MHEFEEREOZIOBER

L. FHEEHD VI AMERRICHRFE U 20EE | S L ANILO2RG
’T, [TUNAZRDHS.
2. BERMEES ZERDEV. BEREEREERUEFUELERTS.
3. BREBCT, MRI(CKDMABIFRME, SFMEMRZE DA | mRARKR
ZIWMFETHSB. ULFUEAMANERRDE, NS, #HR E50
BE, I\ NBEECHREEZRDHDENDHD. ;nbu%@ PEIIC
[FIREZFRDELN.
4. MENTVRAT7IF—EO LR BEEFHRS) 2RBDH 2D, P77 E
Z7DLERFERDIEN.
5. FELURZBRDRRS
a. ERPRIVEM D S DERIZHT | BEDHE - 71 )L ARPE, BIE
X, &M 3 vy, BMERSEEREES EDERICERT
DL, Reye fE{ZEE, hemorrhagic shock and encephalopathy JE{REEE,

b. MEHRZH (RIEZN) Bithh S OIARIZZHT © Leigh BXERED I b
OV RUT7EBE. 7IIVIIVBIMAE, XF/IL~O>EMmE 22
RIRRSEAAIRTE. Wernicke INE, —BRILERFRPE. UEBEMENE
BEN, RMEBMEDBMRG EOMK, MMER. BIFRIE - BIRIE
DIEZE, (EEESRAE - BEEIMEDFE.

1 SUHRIFEERFED CT R
PR - BiErE Al - B E IS A GRFE DRI % 586
(Okumura A, Mizuguchi M, Kidokoro H, et al. Outcome of acute necrotizing en-
cephalopathy in relation to treatment with corticosteroids and gammaglobulin. Brain
Dev 2009 ; 31 : 221-227.)

DEREDPERK L THET A2 L M TRV, BREDSHMB T ERBT 5 & MR Z IR
MIROFTRARET A2 LB A, CT TIE, WEOH.LEHSEWIN, 2 O 2558 KK
INAEEL, S5I2Z0OFMITIZPERIINE 29 4 (F3)7. MRIILHGRFEE T, R
BEOHLECIRILEEED EA %, ZORMCIIEWLRIEHEEDOK T %, S 5I1I2Z2 04X
ILERRED F A% 720 % (K13)Y. FREAYICIZIRZE O OIS0 B - C i E B i 2
2L, ZORMIEEHRCIFE S MBOMBRILEREL, 51220 FFILFERIAL & Mg
SrOIME RN 250 5 2 &#i&iéﬂfz‘ob WG &G T 57, FET
EHE, ANE DS ORI - BHETOHKRHE L GHT AL BHL L)L THD.
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2 SMEERIEMANED MRIFTR
HEK - MEFEDE - S T1 EHEER () TRES, T2 25BEK (b)
TEESZEI 3 EENTMDREZRHS.

3 SERIEMEREDRFRRE
a! CTHR. WEDPLEASIN, ZORENBMERNEZL, E5ICFDIMAUTIEIRUMER
NzE29 3.

[Mizuguchi M, Hayashi M, Nakano I, et al. Concentric structure of thalamic lesions in acute necrotizing encephalopa-
thy. Neuroradiology 2002 ; 44 : 489-493.)

b c:MRIFTR. MBEERFER (b), ADC map(c). REDHDLETFILEED LRZ, ZDEET
(FZESIBBEDE T, S5ICZOHMNAFIEEEED LR ERH 2.

[Albayram S, Bilgi Z, Selcuk H, et al. Diffusion-weighted MR imaging findings of acute necrotizing encephalopathy.
Am J Neuroradiol 2004 ; 25 : 792-797.)

SRR #E% (ADEM) T, SURIZIRZE DI T LIZ LIS FRIEBLURIZ % 72
D29, AT WILA BB EEERT * £ 9 5 2% ME (AESD) T, #HIKRZE &
WAMICFRD A 2 LI TRV, Lz > T, Wl HEofKmE 4RO Th, |
HIZ ANE & ZH L Cldwid v, SURDIHMIRAE 2RO 56 e LT, KINEE -/~
B - Fls X OB HET S H TN S, KN ERZ IR OFF B & O E IS
WEARRIR L, AESD TA 5115 X 9 7 bright tree appearance'’ % 23 5 Z & 1d 72\,

ANE DJERIZ, BHEL FWNRA L DPBO TERTH ), ZFLFHEL Vo TIWY, HE
R TR 7% EOWEALEER D SR TH Y, BHREGTIIFERTENrS6 T a v 7 2705 2
EDDAH., BRESHIROLREIH T E L 20D, RHICEREE BT L THEBT 5 &
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F2 SMRIEMRIEDERORS

IEF>
ANV

5 5 6 TERHAIV > mFERLZ3FTE, DEERES 24 - BT
1BITH1=. AFILTFLRZVOV/ISINAEEZTLRE3
BT, BESGU 1A, BERES 14, DEERES 16
THholz.

13 4 34 AERRZE E DG 174 - FERER 24 BEALAO X701 RO
FRUCEMNTFENERICRE CHhoz. ERBICHITER
FO4 ROFEA, 2700 R/NILAEEDRET, H>~707
) REBEICKDTEDETERDEL.

WEREZHED 176 UTOERICLDFRICEREZRDRE
V. 2RBICHFTDRAT0O1 ROER, FAEE 24 BFEILKNO X
FO1 ROEA, RAT70O01 R/SIVAEEDRT, A>~707
) REEE.

ik AEBIEL R

DEEDLH B,

MEAEATIX, AST © ALT - LDH @ F 5% H=IZE0 %Y. CK O EFI3AFEIZFED
LY E7 B TEGEINE LTEA L2V, MICLEA T2 L0559, M/MKR
DIEKTRT74 7)) METBLOBRERMOEREYBO L 2 L2H Y, FHEME M A&
[ (DIC) # 5052 b dH s, BilRAE TR, MBBEOMLIROT, ¥V EED
FERAEH3FO 2 OERICED EY. BREIIEF L TWAE I DL, KNk CTldEiRE
B EORF 2 mEISRD HY.

AN
/A R

ANE 3 2B CTH VIEBIOERDVNETH 5720, HRICHETL T & F -8R
B (F2)5Y, HROBITHRMIIZETIE, BERZE % b % WIS I 5E % 24 FEH DL
WIZATHA Fef5 (FXH A5 Ve A7 04 F2OVARRE) T4 & FHRFR
FChHsbILPMESNY. A704 RSV ABEORITORESR T v ~7a 7)) vk
BREOREEIZL D2 FHROBNIED o7, BEO6HIOr—A2 ) —ATIEATH
A RSV AIREZITL 2B TT R 25 v HEGRICENTTFEIBVENZ R L
729,

INODERPOIE TR T Y AL L TS, FERREIICATO A X
WAEER T T A EDHIRENS., o~ ra 7y v REEEICOWTIE, BlAT
GAEMEDTEH STy, DETIEH L5, MEELE T SN FHREBIFCH - 720E
Bl STV B9 SRR - R SO RERES D Lo LD
D%V, ANE DEBITH TSI ND LB FHENL. TNENOEFEREHS 22
L C ANE OiEEEZ ZBI 2B E b > THE T 5120%, EROERPLETH L.
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MHMRFRT

PPubMed EEPHLT ﬂiﬁﬂ% b)"ﬂ *ﬁ%tf’
P FEBEE M L2 E N R —F TRER L7,

©® PubMed

acute necrotizing encephalopathy Filters : English : Japanese : Child : birth-18 year

WERAEAR 1351

£ s

(((RMESEBEVERGRE /TH or SPEEEFEPERE /AL)) ) and (PT = £3785%0: < and CK = J5J8, #iEW, FUEG~23 7 A),
R @2~s), ARe~12), FHHEH13~18))

BegaER 101 fF

ik

1) Mizuguchi M, Abe J, Mikkaichi K, et al. Acute necrotising encephalopathy of childhood : a new syndrome presenting with

3

4

5

6

7

8

9
10

11

12

13

14

15

=

)
)
)
)
)
)

)
)

)
)
)
)

=z

multifocal, symmetric brain lesions. J Neurol Neurosurg Psychiatry 1995 ; 58 : 555-561.(» L XV 5)

Hoshino A, Saitoh M, Oka A, et al. Epidemiology of acute encephalopathy in Japan, with emphasis on the association of virus-
es and syndromes. Brain Dev 2012 ; 34 : 337-343.(p L NL5)

Mizuguchi M. Acute necrotizing encephalopathy of childhood : a novel form of acute encephalopathy prevalent in Japan and
Taiwan. Brain Dev 1997 ; 19 : 81-92.(» L X L5)

Kim JH, Kim IO, Lim MK, et al. Acute necrotizing encephalopathy in Korean infants and children : imaging findings and di-
verse clinical outcome. Korean J Radiol 2004 ;5 : 171-177.(» L XL 5)

Seo HE, Hwang SK, Choe BH, Cho MH, Park SP, Kwon S. Clinical spectrum and prognostic factors of acute necrotizing en-
cephalopathy in children. J Korean Med Sci 2010 ; 25 : 449-453.(» L N V5)

Neilson DE, Adams MD, Orr CM, et al. Infection-triggered familial or recurrent cases of acute necrotizing encephalopathy
caused by mutations in a component of the nuclear pore, RANBP2. Am J Hum Genet 2009 ; 84 : 44-51.(» L XL 5)

Mizuguchi M, Hayashi M, Nakano I, et al. Concentric structure of thalamic lesions in acute necrotizing encephalopathy. Neu-
roradiology 2002 ; 44 : 489-493.(» L XV'5)

Albayram S, Bilgi Z, Selcuk H, et al. Diffusion-weighted MR imaging findings of acute necrotizing encephalopathy. Am J Neu-
roradiol 2004 ; 25 : 792-797. (b LN V5)

Tenembaum SN. Acute disseminated encephalomyelitis. Handb Clin Neurol 2013 ; 112 : 1253-1262. (b L XL 5)

Kurahashi N, Tsuji T, Kato T, et al. Thalamic lesions in acute encephalopathy with biphasic seizures and late reduced diffusion.
Pediatr Neurol 2014 ; 51 : 701-705. (b L XL 5)

Takanashi J, Oba H, Barkovich AJ, et al. Diffusion MRI abnormalities after prolonged febrile seizures with encephalopathy.
Neurology 2006 ; 66 : 1304-1309.(» L X1V 5)

Okumura A, Mizuguchi M, Aiba H, Tanabe T, Tsuji T, Ohno A. Delirious behavior in children with acute necrotizing encepha-
lopathy. Brain Dev 2009 ; 31 : 594-599. (b L NV5)

Okumura A, Mizuguchi M, Kidokoro H, et al. Outcome of acute necrotizing encephalopathy in relation to treatment with corti-
costeroids and gammaglobulin. Brain Dev 2009 ; 31 : 221-227.(» L N 4)

WHE—, RWFE, SEEE, BIRE, RERITW, Hhd. RS, BAea 0fo SrHEeIEL R~
FEEMEIE S ENTH . HIEEE 2002 ; 106 : 81-84.(» vm»5>

ANIEEL, HBG, #HBEE, o HWRFERERE = 5 0F L SRR E O — Bl HAREHREIES
#2013 ;20 : 285-286. (b L N1L5)
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] 6 = (TLNABEZ 52 ERIE

1 HUOhASERER (ZH#H4) 2R (AESD) 0

iR Eia

[
1. FVNAEREER (ZEM) RERIE (AESD) (3 BAD /B2 MME TR & S5EE (0
30%) T&H %
2. WG AL DIRERG S BB BERATRICL 5
BRI AEERET D
4 BERRTIET Y ANG SRHRIVEE - BHRERIIFELEL

7

al:lg

W AFERER (A 2PEREE (AESD) 1, HAT 1990 £/ %0 58S i L
D728 LWBEREBERETH 5. AR THEET WILA & ESSTEIL I 2 23 5 S
JiE (AESD), F 7217 Wil A ERE R A MERNE (AEFCSE) & L CTHtE S 7278, 2015 4RI [
WL AR (A M) SVEINGE (AESD) | & L TR BB S 08 B HR 12788y S
2 lbd ), REMTRET 5. SUENNE O 2 EFREF A (2007 4F 4 H ~2010 43 A
D3FEM) LB E, AESD IEHARD/NEEMMIED ) H 29% & bHEDE L, F
17 7% (PR efiti 1 7%, B8 41%), 4ER 100 ~200 % OSIENTEE SN A, FEEL L Cid
A MHA YA b= 2% FHRET D EVMIEIENNE (ANE), hemorrhagic shock and encepha-
lopathy FEfERE (HSES) & 1387 ), BUEREVEIC X 2 BISTEREIIRIE O 9 g ST w5,

1 R

a) BRRRI&

O/NRT, BRGSEDOFBINFERES 5. BEIIME 7 SMMOFFRIZEED <IRRE, Mo e
BB, MIZBRAN 5.

@FEBYH F 3B I WA (early seizure, £ AT WA FEFRE) THIET 5.

@ 3~7WMHIZITWILA (late seizure, % {IIEFIAEDOTESE) DFIE, v LEHEED
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HWEZRO L.
b) EMEFTR
@ 3~ 14 35 H \ZBL 8 30 ) {5 T B2 BT F & (bright tree appearance) 7\ L B I E B 5 %

DL HLEREFIE LIE LIEA T S35 (central sparing) .
® 2 WP, FISEES, WIUH - BIEGPIC CT, MRI CREAMZ R\ LEM%Z, F 7213 SPECT

TIMFAMET 2520 5. FLERIL LIFLIEANRT S5,

Oz TE@ED N &7z L7236 AESD & ZHiT 5.
c) BEmR

O KFFEA L LTHHV-6, 1 ¥ 7)VT Y ¥ A )L ADHEDE .
@ early seizure 2, EEEIVo-ALEMEINE 2 5.

O 1, 2K HICHIAT S N7z CT, MRIIZIEH TH 5.
ORISR 2> O HE OB E £ TPRIIKA TH 5.
2 AESD ZHIC O\ T DR

EAE - HEETESEINE O R ERE & B 1A 7o ISR EE (WFFefEeE - KT HiE) ©
fl/ L7 AESD Wk e 203, HEBY 2 MR, BHEFTR25E L b0 Tho7. £
Db, BRIGE LT early seizure & late seizure, {72 & L T bright tree appear-
ance & F7- A L Z B LZVER L7z, QOBBBEDOIT WILASIEIZLAEIE &
L 7z. late seizure 7% subclinical seizure Td A& 1%, EFEMUG~6WH) DERL NIV
e LTSN AN D 5720, B late seizure 2\ LERHR L XV OOV
e L7z, EE O - SFREE, SHE NV E Y L — MEERTH OB IRTIEOH 8
HINLZWI L, WEZWEZHEITLAZW(@OPHONEW) ZENHY ) L. TDkD,
BLWEODWITNDPAHIUXAESD LML) 52 &k L7z £72, AESD IZ/NEDEGIC
PEOIMAE T U, bright tree appearance ZHL DO WIRET L A2 2 L 9 5 BHEAME, EFE, KER
TR, BERAIM O BERERERE, MM ISIEBRIN T 2 L ED B 5 2 & 2 OICEL# L A ZHIH
H&L7z.

AESD DR (R 1) 1%, B2 tE ) BEIINCEL LT W AERTRAEL, WK
fk& L CHHV-6(38%), A ¥ 7 IV ¥ 7 4V A (10%) DHEHNE . early seizure 535
3L FHVIER b i ST 59, early seizure 25 VER] I, early seizure & late seizure
DI, 7\ L late seizure (2 D Bk EDEH 2 W UBREE CHREEZK I 2V L H 5.
early seizure %1%, ERFEEIIV o7 AUEMENE 22D, 20~30% OFERTEHIZIZITHE
BHE 7 5. late seizure (X 4~ 6 HIZZL L IEE D HIEOREE L LTHIEL, BE#EED
WELI 5. late seizure (ZIEIF VLA D subclinical seizure O Z & 255 )10 FEERY 72 A
WEZY —DEIOOLN D, late seizure %1%, BT IR 4 ICHET 5. 2 ORHIIARE
EEECHFEE A LNDL Z L b\, BN EBIFRRE I L CHIMRE E 255 < 5%
LTV, AESD BIER S BAARBL T, TAPAREEZRITI LY, LIFL
ITEERETH B2,

AESD (SRR IR 2 BT R (B 1~3) 2 29 %39, 1, 20 HIZHEIT S 1172 MRI
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1 AESDO>r—V

WFILFGRF WG 2 O CIEH Th 5. 3~9 9% H THLEHR 1% 12 T bright tree appear-

ance, T2 JRFH {5, FLAIR BE{RIZC U fiber (2> 7-EE 720 5. HEAD T2 &E T
EHERUCRRD H LA A, U fiber I L CHETH 5. AL ATSEIE L (RIEHEE,
RISHBHTHZE) TH b, HUOHET - #2ENEEE S 412 < v (central sparing E RS 4L %), 9~25
3% H 1213 bright tree appearance (X{H2E L, ILHGEF G CREDEE T LD ) 5. [Hk
W T2 SREH IR, FLAIR B CIIRE THEIZSE 720 5. 2 BPIRINZEHE 2 7R AF
%, SPECT |2 & 2 I CIL 2NN IR M O ¥ 2, 84E 10 H DX
mﬁﬁT%%L,ﬁ#ﬁ#%ﬁﬁ:btbﬁﬁiﬁﬁﬁﬁm.M@m%mwmmwﬁﬁﬁ
Zo\w L DRI SR RAE (BRI B IRA%) WCRERFRD B Z L03d 59, 552101 bright
tree appearance |Ztb L CTHEETH 5. AESD OHIRIHZ 1L ANE 2K D FIHICEED 5 2
EN% <, ANE TR LN MIMHEE LR EIIER L ET 5 2 L3z,

Okumura 52 & % &, central sparing ® 7 \* bright tree appearance % ia® 7= 5 SEBIL E
T B E (2 /5 BT early seizure 2372 \) TEIEL, 4/5 FITMEORELY & 57,
BOARE G5 FIHIEL) EME SN TV A9, AST, ALT, CKIFH L @<, A b
A VISERETH LI EDRBENTEY), TNOHDIEFIZ AESD IZEH 5 2 &1
A3 A ) . central sparing DE L% Z 8 LS Wiz E@OO®IZNz 72,

e iR TlE, AESD I E IR Y 2o v L2580 L2 12T 2B FEO 5397280,
BT WNAEREOENICER b S, FRICHITETEN OEIIE AESD @ 2P
WZH TR EE 2 5N %W, amplitude-integrated EEG (aEEG) D5 Tld, late seizure
DEEEAIZ W 12 subclinical seizure 2SHBL L TW 262035 010, [HIRBIZED A T late
seizure % WAL T BEIEDSH V) 2. 5.
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H1RE #3750 #omE

£16%%H % 50mE .

2 11 HPALRE, HHV-6 {1 (REMRE) (LD AESD

HEZ 2BFET, | BERRIT 2 TVNAEREZRE. ARHBHE 0 RE) D MRI TIIEE(FFRHEH D/ (a,
b). 2REDERESIEETH >/, 3RBICIERIEIHEE FTHEDILAGEAERSES (bright tree ap-
pearance) (¢) ZE36H7z. T2 WIABG CIIREILIEH LA RH /2 (). BEABRREHAHRELEZ 5HEEIC, 8L
(TUNAZ 2058, EHEENEEZROEL. 9 REHDILERRABR CIIRETRICBIES () ZRH1.
T2 RFAEG CIIEETEHEICKVSES () #5267, 14 mBO SPECT Tld, BIEEESROITRIET (k, 1) #57
Hi=. 16K, ILECEABERNSESIEHK (@ U, L% T2 @&, FLAIR BERIC CRIIELNE FEET
KNBEES, EME%ERDE (h~j).
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& 19%/E £8wH = 185%H

3 1®%ER, AESD (JRIE{F(FAER)
HEYBICHERM T VNABERETARL, SHEESMBLELL. RBEICHITS N/ MRI JILBGRABEGR =
SOTIEHR (a, b) THole. 5KBICEMEDFEIEOTFHZ5R, 8 KwH CILAmRABEGRIC TRE FTHESE
= (bright tree appearance), T2 3RFEHR(C THEE U fiber (CIAD/TZEES (e, d) ZERH7z. dUDE] - 2EIE
1EERENE ) (central sparing) . 18 WH I (FILEGCEFBGEORE TEHEDBESITIHK () L, T2 @R
THE, FETHEICEES ) Z3RDk.

BIBEEE 2 B & L CRET 2 74 IS WME (AIEF) P, EEMILHGEE T2 29 2 &%
BMIES 72 & H AR S FEME S N7 SERGEEERE 1L, BHAEIR - WG R & 2I2HEET 5
MDENTH Y, FFRIZ AESD & [Ml—EEZ 55,

R ORI IZ@@®S late seizure HIFHLFEOFT L CTdH ) AESD OB 12
FHELTWaWnwZ & Thsb, FHZMNITRURGRICHER T 5720, AESD L#EITVWilA
EREOE~—H —HEIE E N5, Shithara S IZFEHE & 7 B (F#k#EZR~ — 7 —) % S100B
(7A a4 b~—A—)RWZWQHMH ET)ICHHEHRE L TV 5257, Tanuma
HIX 1HH TSR Y 7 &AIZIER S S L Twa® . oifse= L <L o R (1L-6,
IL-10, STNFR1, MMP-9, TIMP-1) |28\ T FIAZBHIICEME T 2R EME SN T i
U219.20),

Nagase 51, BHERIZWEIT VLA OFLHEZ i 723 BIROFHBE 25 ()60 552l Loty
WILATERE, (i) 384E 6 FEH 2 GSC<15 or FRRE, (iii) FEAE 6 WEf DL O AST>90 TU/L %
FHRABRRTF (1D TH HAUTKE 94.1%, FHEE 69.6%, ML 43.2%) & L 722,
FHAEREE 17 B 11 1A% AEFCSE (&3] AST<90 IU/L) TH-7-Z L5, (1)38.0C LI L
DFEBUAE S FE, () T WILAER (60 47D E) or F4E 6 BRI GSC<15 or F Rk, (iii)
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AST<90 IU/L % S PE R INE @ inclusion criteria & L CIEFE L T\ 52, b ki
1, BEREOREREMEVZOBIARD ) 27 PHYEH L Z L ICHETNE LR
BB, WINIZE L, HEZSETES I L 9 %, AESD ORIWIZ NI H H 2 R -
MAEHBOWI KL END.

SN W L R PR B9 L3 AR o> i AiE AE B B (ANE, HSES, AERRPS 72 &), i 4& (N IV 2
7%, MREPEREER 522 &), TAPABERIREE, AHMERGE, B{511213 bright tree ap-
pearance & £ L 9 AHRE & L TIREER MMM LRIV - BEEEHITo N 5.

VAN
/A s

AESD |Zxf 3 AR R 2 W LEFRIGEL LTHA 2T T Y AR ENTZH D%,
ZOZEEETREE LTUTZRET 5.
1 AESD /aEDBIE
a) XEEEA

AV TNVIZYHFRIETA BT A4 OIS N TS LHERE L T3 5. FFiZTwih
ABEFRIREZ T2 RIICHER S ENEETH L. FELLIEARN A RS U8
3E -1 xR Ennv,
b) $ERERE

BURTIE, A VIV VHFRIETA R4 RSN T 2 F V7L K=y »
IWVAFRY:, Hr=rua7) y ReERERIT 2T 2w, FLIERTA FI4 V8ES
T ESsEIEZZRENLY. FORA YT r—2aF-arkrrobl, WO
HERLMITL R VERELHY) ) 5.
c) YEHiAE

AV TIWVIYHREET A KT A UOZELER S LT 2 5Bk (IR - Pk, ~
TR VL, 7)) =TV ANVEERNDICMAT, €Y 3V B GV ERINSD.

AESD DJRREIL, 1T WAL ABERIREEIC & 2 AR & RGE (FBEHOIC L 204 Mo A >~
RELDVHE > CTRMEEMEMBOEEEMBANFREINDL LHEEIN TV
B34 1523 A A N A E B (B8 TL-1, TL-10, sTNFR1 §-XCEfE) &£ D,
AESD Tl IL-10, sTNFR1 O EH 2D IL-6 O EAPHE SN T2 AESD 12
B 5 IL-6 LAIE, BAEBMEIC L 2 MM E 0§ 2 £EBEOS E b HEESINT
BY, VA M VIEIZT/DWELITEZ SN TR,
2| AESD AFEIZ DWW T OfER
a) XEFEE

WA ERIKEIC L 2 BEFEEAIREL L THESNLTBY, JWhAERYTE2
PURLCIEODAZENTFETHSL, A VTNV UVYRIET A F5 4 VD E—RIRNTH S
NIV TTEE(TTENRL, I5VT L) ICEPEOBGEE T WA BERIRETIE, 3
F T MRS, BROIERIRO 722 M YW LEAA 7 o= MV BEH 7 =
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JINVE S =)V, EHIINVE Y L— NERER W LERREHEICRBATS 2232 BHEM T
JNIVE Y = VIR L NIVOFHINCEZET 2B endb), 7= b rhwlLARA T =
N UHEF L. AESD Tl early seizure, late seizure & & | subclinical seizure 25 L (X L
FROOND 20, FhEt=% -2 o s,

b) 4FEREE

HIRTEA Y IV U HRIETA RT A NI L TAF VT L F=va 280 A
WHEAT SN DBIEBIDEL\ . AESD K LT AF VT L K= 0 2SO0 AFEDA R Tld 7%
WEDIF A= b Y= F VIEEA S 1149, Hayashi, Okumura 53 A7 04 K5
EFBICIAEEYBO LV ERE L TWDLDS, EFAHESD R G —E L Twih
V2620 — BT FEENIAE ) I WL A ERE 4 8 R T JCS 2 MLl b, 12 R C ICS 1 AT EL
BN B FH (8 ~ 12 BE[EIF2) A F LT L F=v1 ¥ v 2B TR (2 O i T
AESD DFFED A L7z & OFE D A SN 5%, JEHIICIE AESD ORI IAWEETH
528, A ML VIERINEY BRELZ RV L, AESD ICHT2AF VT L F=
OV 7SOV AREOEMEATEBIITE LW E0E, KRFA NIV TEAFLVTL F=
VYNV AREORAT R 2w EORBIZE EH7z. 72, AESD IZAF VT L F=
VYOV AREERAT L T Wik A BB L, AT L AWVEIUR LI 9 5 2 L AR
WLz

c) YiaE

AEEEOHGRYET W AEREEICN LT, BERIR - PR 2 RT3 2 iakhs
B2 ©5DO3 5% Nagase, Nishiyama 5 (&, (i)38.0C i EDIEEIZLE D F81E, (i) LWL A
HAE (60 47 DIE) or ZIE 6 BRI GCS <15 or Fr R, (iii) AST<<90 TU/L % B AR i i
? inclusion criteria & L C, MR - “FRBEEREATHE (23 61), RAATHE (34 1) OMGE & i
HLTWAED, KR - PEBERATE CIE el GEELY 20T, REITETI 34 Flh
10 BHCBREEZ RO TB Y, MR- FRELEOFENELREL TWwD. L, BNEE-
%m{’%&ﬁkﬁﬁﬁﬁ 4B (EFIXF VT L R=vya v VAEE:, Fr<ra7) v K
B L B ITRIETT) 24 FEB (70.5%) (ZSCFHREDO A TEARBE L TH Y, A inclusion crite-

. i’%‘%‘I@”Hﬁiﬁﬂl%@%ﬁhi&&ﬁﬁ%é % (AESD DFEFFAL 2 Tld 70% 12

RBEIEZ D D). KR - SFREE I AESD ~OMR 2 151, FHELEL ) LIEE
B LTS0S, BRIEEL & THEILETH L. 72, IR - FREEIX
RS E B RIEE R CORITILE L\,

7 U AR VLI NMDA ZBEREMETHLTF A P A MV T 72 (X T a09)
LA CTH o7z L DL D H 2%, FEFIE (n=4) H3 D%\,

A TIWVEYIRIET A BT A4 ARSI N EHIERMUINTIE, €7 3 ¥ B lED
MESN TS, AHBHIZE AL, AESD 9 #lIZ early seizure % 3 ~36 FEfl TE ¥ I » B
(1~1.5mgkg/ H) % ¥e5-L72& 25, bright tree appearance % £ L 725 D 8 BT late sei-
ure #EROT, BEIEZIF(D B2 HIE—ER) OAEHE L TWAE?Y, E¥ 3V Bk
TV 3 B EERE R (GAD) ORiEE CTH ), vy I VD S WK E Y E
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TH b7 3/ (GABA) DL AT 5 Z & THRERZERT 2 D Tlx L HEH
SNTWD. BWEHP w2 EbH ), FEknHRIZHERL L.
NEMRERT

p PubMed, EFEET, SERRZETTICHEL L.
P FETEE WL E N R —F THREREL 72,

® PubMed
“acute encephalopathy” [tiab] OR ( “acute disease” [MeSH Terms] AND “brain diseases” [MeSH Terms]) AND (status epilep-
ticus OR biphasic OR reduced diffusion* ) Filters : English ; Japanese ; Child : birth-18 years
BRFAER 149 1F

o [EHik
((ATERIE /AL) and (ZAHME /AL) ) and (PT = £378% P < and CK= 510, #HAER, FLEU~23 7 H), 4
N6~ 12), FHHENU3~18))
MFAER 411

E<A
D) JRES BRI 4 BRI BRI e S I - HEE VR ST O 5 KR B & RS S\ TR T 75 (R
FeRFEE RO ) PAk 22 FEERREE - S EBIZEIE R, 2011 (b LRAG)
2) 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. (b L X V'5)
3) Takanashi J, Oba H, Barkovich AlJ, et al. Diffusion MRI abnormalities after prolonged febrile seizures with encephalopathy.
Neurology 2006 ; 66 : 1304-1309.(» L <1 5)
4) Takanashi J, Tada H, Terada H, Barkovich AJ. Excitotoxicity in acute encephalopathy with biphasic seizures and late reduced
diffusion. AJNR Am J Neuroradiol 2009 ; 30 : 132-135.(» L RV'5)
Takanashi J. Two newly proposed infectious encephalitis/encephalopathy syndromes. Brain Dev 2009 ; 31 : 521-528.
(»Lx16)
6) Takanashi J, Tsuji M, Amemiya K, Tada H, Barkovich AJ. Mild influenza encephalopathy with biphasic seizures and late re-
duced diffusion. J Neurol Sci 2007 ; 256 : 86-89.(» L XL 5)
7) Mizuguchi M, Yamanouchi H, Ichiyama T, Shiomi M. Acute encephalopathy associated with influenza and other viral infec-
tions. Acta Neurol Scand 2007 ; 115 : 45-56.(» L X)V6)
8) KT . BEBEDSEE T WAL i & 565E 2008 ;40 : 117-121. (0 LNL6)
9) HERIER]L. A ¥ 7 VI U FRHEDIRKR A Y &7 A /NEREE 2003 ;350 1676-1681. (> LRV 6)
10) Komatsu M, Okumura A, Matsui K, et al. Clustered subclinical seizures in a patient with acute encephalopathy with biphasic
seizures and late reduced diffusion. Brain Dev 2010 ; 32 : 472-476.(» L RV 5)
11) Saito T, Saito Y, Sugai K, et al. Late-onset epilespsy in children with acute encephalopathy with prolonged convulsions : a clin-
ical and encephalographic study. Brain Dev 2013 ; 35 : 531-539.(» L XV'5)
12) HIEFEDA, ARV / Wi A BRI EEINEE. /NERFSHE 2011 574 : 950-954. (b L~V 6)
13) Yamanouchi H, Mizuguchi M. Acute infantile encephalopathy predominantly affecting the bilateral frontal lobes (AIEF) : a

cO

(2~5),

—

W
2

novel clinical category and its tentative diagnostic criteria. Epilepsy Res 2006 ; 70 : S263-268.(» L XL 5)
14) EFGE—. PV A BRI (CHIE) SPERGE - BEEE MRI TR &R NERFERIR 2012 5 65 : 1953-1958. (b L XV 6)
15) Okumura A, Kidokoro H, Tsuji T, et al. Differences of clinical manifestations according to the patterns of brain lesions in acute
encephalopathy with reduced diffusion in the bilateral hemispherers. AJNR 2009 ; 30 : 825-830.(» L N1 5)
16) TRIEEANFE. SEFVEILENT 2 23 2 OWER M 2 iaE. NEREL 7 F v — 201252 : 883-889. (b L~V 6)
17) Shiihara T, Miyake T, Izumi S, et al. Serum and cerebrospinal fluid S100B, neuron-specific enolase, and total tau protein in
acute encephalopathy with biphasic seizures and late reduced diffusion : a diagnostic validity. Pediatr Int 2012 ; 54 : 52-55.
(P LARL5)
18) Tanuma N, Miyata R, Kumada S, et al. The axonal damage marker tau protein in the cerebrospinal fluid is increased in patitnes
with acute encephalopathy with biphasic seizures and late reduced diffusion. Brain Dev 2010 ; 32 : 435-439. (b L XV'5)
Ichiyama T, Suenaga N, Kajimoto M, et al. Serum and CSF levels of cytokines in acute encephalopathy following prolonged
febrile seizures. Brain Dev 2008 ; 30 : 47-52.(» L XV'5)
20) Suenaga N, Ichiyama T, Kubota M, Isumi H, Tohyama J, Furukawa S. Roles of matrix metalloproteinase-9 and tissue inhibitors

=)
=

of metalloproreinases 1 in acute encephalopathy following prolongaed febrile seizures. J Neurol Sci 2008 ; 266 : 126-130.
(pLx5)
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a)

b)

Nagase H, Nakagawa T, Aoki K, et al. Therapeutic indicators of acute encephalopathy in patients with complex partial seizures.
Pediatr Int 2013 ; 55 : 310-314.(p L~ V5)

Nishiyama M, Tanaka T, Fujita K, Maruyama A, Nagase H. Targeted temperature management of acute encephalopathy with-
out AST elevation. Brain Dev 2015 ; 37 : 328-333.(p L X 4)

KT HE DI ARG (ZARIE) BRED 4 — 8 — € 2 — . /NERHEEER 2012 ; 65 : 1941-1945.(» L XA5)

MR, APEE O - DRERATH REIRAT & T eis. i & JE3E 2011 5 43 : 118-122.(p L XV 6)

Fhilifiiiz. “AHMESENE & BRI & 25 5 SUEE. /NENAE 2013 ;450 362-365. (b LNV6)

Hayashi N, Okumura A, Kubota M, et al. Prognostic factors in acute encephalopathy with reduced subcortical diffusion. Brain
Dev 2012 ; 34 : 632-639.(» L X1V 4)

AL P IA TR (AR E 631 AT a4 FIZAR2 2 ANERHER 2012 5 65 1 1965-1969. (b L~V 6)
WHM L, WS, A0, &, BATFOA F2OV AEI & BT Wil A BRI AMERREZSFE TR S oM
S M 58 2014 5 46 : S304. (b LANS)

SPEHTEME. AR BT B MR W0 &R OFER. ANEAF 2012 ;44 1 1457-1460. (0 L XV 6)

ARG, P OCIVA BRI (AR B (A2 IR TR 2 ANEBHER 2012565 : 1971-1975. (0 LXV6)
Matsuo M, Maeda T, Ono N, et al. Efficacy of dextromethorphan ans cyclosporine A for acute encephalopathy. Brain Dev
2013 ; 48 : 200-205.(» L'~ V'5)

HHLCE, NH O, BNNET, TTHHER, KA. TN AERISHRESNORY Y 5 3 2 B 5.
HA/NEf AR S HERE 2009 ;82 35-41. (b LAL5)

AR AT (TARME) SEINAE.  METE e > & —, 2015

http://www.nanbyou.or.jp/entry/4515

JEESBEA ¥ 7 VT P RERRRIE. A > 7V RS A KT 4~ [SETHR]. 2009,
http://www.mhlw.go.jp/kinkyu/kenkou/influenza/hourei/2009/09/d1/info0925-01.pdf
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=) 6 = (TLNAEEZ + 52 ERE

2 BB S RIFERE SR % (AERRPS) D
aSHf LR

1. #:E5EEE D RIEEFEEL 2RSS (AERRPS) DEHA(E, FEERICH<ABH THELH D
SBRIDERITVNAEREE VD BRNEH EBRBOBRACE IV TN S.
BER - BOK - BBE8 MRI TR (ZEBICEENTRABVEDDZMNDBSE RS

2. BEENLEY L —rERDET IR TADARECLZEBEAPLERZH, NI
EY L — NORIRSICEZEENMEHINT VB -HRSHEEEIE< T3

EEDATS

3. —BOBITYT N BEENEN THZUREMNHD

=A u
=7
az |

e 5 %8 0] 30 45 56 1F FE ARG B 2V AN 25 (AERRPS) 2 13 B1] 44 febrile infection-related epilepsy
syndrome (FIRES)?®, new-onset refractory status epilepticus(NORSE)¥ 72 & & & XX, i
LIFETOENIH S b OO —DOEEMSLEEZEIONS.

AERRPS (3 ZEFEIZH & D 2 i A BE 2 F S 2 WNBIZIIE TS 5. FSEE#IT L) -
FEPICE -2 2B ), BRIZEWEAEH L. HRTIEA R L SEM 3~5 FIOFE
D EHEE S NDY,

AERRPS Tl UIE LIXYeATiEGe 2 580, ¥ 5 H M ORI & i TR E IR MBS 5.

THEIEM & U CIZIRERRAL - BRI &A% <, SISk ESkibz 9. 1w
NADOFHRII BT L DS, E— 7RIS~ 15 7B THRO THET 5. 1Twih
ANIHED THEER T, BEOPTADPAIIZE LB Z RS, T AHGIO7z0121%
AR ORI NV E Y L — MRS X 1), BXdE % burst suppression 2 5 complete
suppression [ ZAERF S 2 LED D 5H. BPENNI— M ICEOEM 2> 5 Fo A Fife 3 5.



102

Fpl-Al
Fp2-A2

C3-Al
C4-A2

P3-Al
P4-Al

O1-Al
02-A1

1 AERRPS MFE(EREIREFRG (SUEHAICER) 5N 2 ERAIEINE)

(Saito Y, Maegaki Y, Okamoto R, et al. Acute encephalitis with refractory, repetitive partial seizures : Case reports of this unusual
post-encephalitic epilepsy. Brain Dev 2007 ; 29 : 147-156.)

BBIEL LT TADPAIZIZIZNIETH Y, SN SE RN 2 £ 37IC8EG TAD» AN
BT 5. F72, MEELZERICEHL, PEE OEFIPEMEIR L 72 5 72 &Pkl
RETH5.

BEUARAS LB EE OB EE N (— % (2 100/uL i) 25580 SN 5. Pl Clamamiicy
O AED BIRIEBERIE DS A DL D5, HEBEFEIIC CAPAEREES T 5 2 E05%
V2 E A EDREGIDLERN - MR RE ZRT. ITWNAAEE T 2L, B
BBELAONL Z WD L (R 1)9. FEVERRMNE L8 0 FHis Z . & 3 2 8Lk - Bl
WD/N—=Z b TH Y, NI 2 51E 2 SOu U CHSERIN M & BLAIR 7 I3 & 2k
g RS i MRI“C“&i‘?ﬁ,E%@ THEEFREDS LIELIEA SN LA, TR OIEFRT 1)
WILAERRIZ L 2 ZRERAE ThH 2T REMEN S 5. WAIFTRE - B2 O T2 EEHZ (K 2)
i% AERRPS [Z4FBMEDE S —EOFER] TEREISHIEED T2 ERIREDN A SN D.

AERRPS / FIRES / NORSE O [E[BR 1 7 iZ Wik M (X AFAE L 2 WS, DUT O v ho
FEMSICOIEL TROLNS.

FEHUHE T WA TAMESIE.

Tk CTHEEG 2> DBHB DT VLA

BEIEEL L COHBETANA

BEAIOFhERE E D R4

CODPTHHE 2. IZ2WTIE S SIZFHM 2RO 5, T 513 AERRPS |2
M RENl S VIR TH 5

OFVERNIBAI % Holb & 5 T3 E 2 & N RS RIED S .

—

el
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2 AERRPS ® MRI FLAIR
R FIRORESHKE)
(Saito Y, Maegaki Y, Okamoto R, et al.
Acute encephalitis with refractory, repeti-
tive partial seizures : Case reports of this
unusual post-encephalitic epilepsy. Brain
Dev 2007 ;29 : 147-156.)

@ENT WAL ADEIAR I MBS 2 R W AER.
AW AHIFNZIZEHEO N NVEY L— M5 E2ET 5.

F72, HE3 OBRANTREERL L TR A VAR, BEAIOZ2MRNYE - BE
RTANAEER, RBEHERER EDRDHITONE. —FHT, BTN ARTEEREED
BEE, AT L LCO Y AV ABRGHE XD L 1373 5 %\, SCNIA = EDF b
) AF X ROVBIE T B L AERRPS & OBFRIZOW IR H TW .

AERRPS TA LN LA E LTUTOHERH T HNE.

Bl £ D — PR .

PR ORIEMET A S h A ¥ - FE]HA OB S
Jiig F BB, RIS LT 5 SEERE R
MRI L DEE - BEFHEZE - BUR - Bk - KINEEEE 7% & OBAE R A
PPN O KRz B % vl & L 72 2.

INHD) BLIHHES. 6.9. 1% AERRPS DKERFTRRO LN S, —75T, HH 7. 8. 13464
IR HILD DT TIE R\ A5, AERRPS IZ LB RSB VTR CTH 5.
NS DHIRIZHED T, AERRPS DB WIFLEDSER S TWb (F1).

O ® =N W

A J
/A

AERRPS |2 BT 51T WL A RS THIE TE K OVLTAPATEICIRIMARY. IhE
THROARESINTEZOIFINNIVEY L — s OFHREHTERETH 57°, #@FEOKT=ETIX
BIRDBZ L IFWIAIIHNCZE L 72858131 4 mgkg R @ESINTBY, K2
N EDORKERRG1Z L Y B FT L C burst suppression & £ A (R OFEEES LT & 7
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F1  HOEDERD FIFERILTIERK (AERRPS) MEZHIESE

A.

AEIR

1)
2)
3)
4)
5)

FERERS (7L N A EEEEE) DR

BEZPIDE T 2ERFEE (RERRA - BBEER - MIFERGZE)

BHERETONAER (1522 1 EL)

[FUNADELWEESIHE (NNILET — VB E - ER VI T EE Y RER DRSS ENEET D)
BHEHDOTAD A (FIER 6 hBLIFRE T T 218189 FE)

B.

HREMR

1)
2)
3)
4)
5)
6)

BRI LR

BRI RA ST - A9 —01F>2 6 BEDREY—H—DEIE
FAERI RIS CRIERME DK

FAEISACK (RISRIECHE) CRHNAREDHIR/Y —>

¥ MRI B85 - EREREE - B - 51 - ANEEKASE(ICESESR
(=l OPNSA=ADES

C,

sl 2l

PR OERE%ERIT 5.

AR, FORMD T )L AEERMME (TOWNABRBEMER L), BCREMEMNK (RIMDERM
X, JINMDA ZEEKM), RHEERSE, WMERX, ZOMDTAD A (Dravet FEIZEE, PCDHI9 BSETAD
ATRE)

EZ#rnhT 3 —]

Definite : A. DDE SIEEINRTHB. DO5 2BEUEEERZL C. DFERIITRNSEEZRMNLIEZED
Probable : A. DD 5 4IBEL E+B. D55 2IBEEL EZEEL C. DERITRESEBEZHRALEZHD
Possible : A. D D5 4IBEL F+B. M55 1 BB FE®ETED

B2 IFVITLRIZLDETEINY YT LY Y REEED —HOESTHENTH B A
FORBIZ NIV EY L — MR TH S,

BIINZD72550 €Y L — b OREEERESIFRAGERINE], A Lo A, B,
MRS EOAPHER I SR L1212, FIRES OEFICBWTEHENLVE
VL — MEEDPD»Z o TP HREZELSE RS ER S T2, Kramer 5 & FIRES
LB E NIz 77 BIOREE O 7% 5T, EIRIIZ472 1) burst suppression |2 % $Hi & =1 72
HEClX, WHIMOMEE LB L CHIRETFEIFBEICARTH o7 LTWEY. L2 o T,
BROAY y hETFTA) v FEEELZVEONVEY L — oG58 & 5% L8R
IRIZE EDDLENPLETH 5.

FIRES |2%F5 % 7 b BEFREOENEDE SN TB ) EFEEH 2B Twsb. 7 by
FFREI L RINFEE % HUL C FIRES OFEBNIC R L TRA LN TEB Y, 9flFIHITHII CTH -
TEWMEINTWEY, F72, Al TchH-o TLBAEHM CRIEZIHIL) 2 &h
T\, AERRPS DR THEIER 7V — T L TRHEDBASNL 5 E D) 2 IEAHTH
%75, EINTH AERRPS IZX 3 2 HRIBIOMEDVPH AL EIND Z A b, RV CT—k
EATH LWIEETH D, RIBEICER L 25 R b U hhbtE e 7 % L 5 F 72
(TAHEB 2 AT\ 24 FER TRIRHFE T B & V) HEPRBEIN TN 5.

COMIZNEST =k, BALA ) YA, LARF T EF 205 EOHTAD AN R
B THHEEZEZLN TN,
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AERRPS 252 MM KD —TETH D L V) E X FICEDE, REFEREIRAAONLTY
LA, FORPIWRETELLOTIE R, AFLVTL ROy SV AEEZ I LD &
THRIEREATOA FRAr~707) Y ReEfEika ERFIZEASNTVE L D0,
BN EZRTIEF Y AR ESR TV RV,

MEMRIRTIU

P PubMed, [EHEET, FERZZRTSICHMELT.
P F B LMWL 2R E N R —F THRER L7,

©® PubMed
(“acute encephalopathy” [tiab] OR( “acute disease” [MeSH Terms] AND ‘brain diseases” [MeSH Terms]) AND ( (aerrps

OR refractory OR repetitive OR partial) AND seizure*) Filters : English ; Japanese ; Child : birth-18 years)
MRS 91 1
o [EHEL
((Z2PEMNAE /AL) and (AERRPS/AL or #fE i 1 IFI 5 53 56/ /AL) ) and (PT = 2305 < and CK =58, #r4ld, LK
(1~237 1), 9EQ2~s5), MEe~12), HFHEH(13~18))
ERAER 6 1

)

1) Sakuma H. Acute encephalitis with refractory, repetitive partial seizures. Brain Dev 2009 ; 31 : 510-514.(» L XL6)

2) Sakuma H, Awaya Y, Shiomi M, et al. Acute encephalitis with refractory, repetitive partial seizures (AERRPS) : a peculiar
form of childhood encephalitis. Acta Neurol Scand 2010 ; 121 : 251-256.(» L XV'5)

3) van Baalen A, Hiusler M, Boor R, et al. Febrile infection-related epilepsy syndrome (FIRES) : a nonencephalitic encephalopa-
thy in childhood. Epilepsia 2010 ; 51 : 1323-1328.(» L X L5)

4) Wilder-Smith EP, Lim EC, Teoh HL, et al. The NORSE (new-onset refractory status epilepticus) syndrome : defining a disease
entity. Ann Acad Med Singapore 2005 ; 34 : 417-420.(p L N'5)

5) RN E. ARG SV FER BN 4 T O B R OFG L ik & 565 2013 ;45 : 110-114. (P LNL6)

6) Saito Y, Maegaki Y, Okamoto R, et al. Acute encephalitis with refractory, repetitive partial seizures : Case reports of this un-
usual post-encephalitic epilepsy. Brain Dev 2007 ;29 : 147-156.(» L XV'5)

7) Okumura A, Komatsu M, Abe S, et al. Amplitude-integrated electroencephalography in patients with acute encephalopathy

with refractory, repetitive partial seizures. Brain Dev 2011 ; 33 : 77-82.(p L XV 5)
8) Kramer U, Chi CS, Lin KL, et al. Febrile infection-related epilepsy syndrome (FIRES) : pathogenesis, treatment, and out-
come : a multicenter study on 77 children. Epilepsia 2011 ; 52 : 1956-1965. (»r~ng)
9) Nabbout R, Mazzuca M, Hubert P, et al. Efficacy of ketogenic diet in severe refractory status epilepticus initiating fever in-
duced refractory epileptic encephalopathy in school age children (FIRES) . Epilepsia 2010 ; 51 : 2033-2037. (b L XV'5)
10) Ueda R, Saito Y, Ohno K, et al. Effect of levetiracetam in acute encephalitis with refractory, repetitive partial seizures during
acute and chronic phase. Brain Dev 2015 ; 37 : 471-477.(»p L X L5)

SE(C LI ZREH

a) EASTERFIIREMB S HRaRE ﬁﬁﬁ&ﬁf‘m%ﬁ(%dlﬂiﬁﬁﬁﬁﬁﬁ“$¥> S E AR A A0 S8 AR AL 2NN
P DIFRERRIH D 726 O WIEIIIFZE © SR 23 EFE~ 24 £ BATFZEME S, 2013,
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E] 7 = Z DO MERNAE

| Dravet FEREf(C &4 U 7=BoiE DRZEAR & AR

1.Dravet fEEEHSZRHAICEIEE L, RECHHRETERIND ITUNAEEZRY
R TADAMERIE T
2.Dravet fERE CIR2UMEDESHIHTEL, LTI EEELHD

3. ERAEEMHT 2 ENTETHZOROEEODEN BV E Z(C(F, 2MMIE
DEHERVEDEEEZITONLENH D

7

5“1"

Dravet fEfZ8¥ & & J

Dravet FEMEHE L, TERIFEIETLIR I 4 7 1 =—TA D A (severe myoclonic epilepsy in in-
fancy) D ZFETHI S LTV 7GR PINED TA D AMRE T, B2 % A7 L 72 Dravet
DETI % 5T B AT D S 7.

Dravet JEBBE OB 2R 1 1R TV, MIBIOFEIEIZER 4~8 2 HEIZHHT 2. #IH
DENEL, FRAEOZ LB L b H L. FBMOFEEZIT AT 2 LA0Z
EAETHDY, TWNAREGHEOEELHL L, FHURERMOZ LD 5.
Dravet FEMEREDBHZE 2 UL, FEIC L o TERICEIEIFRESINL I LETHY, Lard
LIFLITERICHS. BEERTADPAZEITT L THE LW ZRL, ERe 7T 5
CEIIWEETH B, FERFIMOMBIZIERE T, MRIZOEEZED V. L2h > T,
RATFT R 2 O Dravet IEEHE 2 2T 2 2 L IIWEETH 1), & < T CTHEIRI 2 FEED O &
VED L. FREE TOIEIIER ThH05, FBERIIFEEDETT L. £72, LI
FFRE D E B E R HEAR PR 2 E ORI S 222 7% 5. 1 ~4KEORMIZIE, 3
F 70 = =5k - SREEURMTEAE - BRI R EOfkA ¥ 4 TOFENHBIT 5. 2

\\\\\\\\

FHSN TR, 5EEEE L EREOEEIILRMAD LT, HWBWLE L RREIC %
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%1 Dravet [EIRE¥ D45FH
%A~ HBICHLDREEZRDHD. EEFTONAZHEDZENEFEALT,

 HBICL > TCERICHRENFFRIN, LILUITEREICES.

c FIEECTORERJEETH DN, FERERENERT D.

- RERFPHOMRIEET, MRICHEEZROEL. $IRIBLIEDKE TER4<
BRFH 7w BH B, Dravet FEIREHCIFRMNBATRFAISNTULRL.

s I ~4BBOBICHLRI T TORE(I AT O —FE, IETRRBRE Ex
HFERE)HAHIEL, WITNEMTANARICEIMETHS.

« KR DBENDEZZ5RH D Z &L,

* 70~ 80% DAER(C SCNIA BIGFDEEEZRDHS.

DN TH 5.

Dravet FEMEREILE L WIHFRIRTIME N CH L. BHAET THIMEPH SN TV DI TA
PAFIINNLTAfRENRY VT EE R TAPAIETHY, ATy b= - BAL
HI) T L NETT—= R ELEMTHLEENTWE, Lo, BE2IHITLZ L
1RO THEETH 5.

Dravet JiE i # T3 70 ~ 80% D EBI 2 SCNIA Efn T DE R Z B0 52, HIFH T
SCNIA BIZ T OEREEHEN—ATHN T 5 LIETER VD, WIFEHE ST % KIE
LI LN TH S, 72721, Dravet FEERELI D TADPATY SCNIA B T2 5
AL LTWEZ EAHLNTEDY, Dravet FEREFEOZMIEH < F THRIERIZZED W
TIT)LEDH 5.

Dravet fEf&#f & 2UMERTE J

Dravet JEERED BRI TAPADEIRIZHRT, JEET L) A7 0552 &3 LI
P HHB ATz, Sakauchi © 1 HARIZ BT % Dravet SEMGEHE D FHIFE T2 D W CHE A
HAEIT, 23BD) B 3B 130D 24ETIHELTWDL I E2MELT
WHHY 2D B 59 BN DWW TR O 2T DAL, 31 BIAZEIRIE, 21 BT witA
EFZE) BMRE, 6 FI2SHKIZE 2 TETH 2 EfEmI . SWME T LR
T, EHOERIZI~8EN L 6 ICE—2 2B (R1). Th5DEFTIRSE
PEDSIH S 7212 % 2 b B 3 Bl A & 0 3 18 N BE [ (DIC) O A B % 67% 1272
O, T OEH Dravet IEEREOHEDOITWNAE R ERKRE (R L >TW Lo T,
HREOBENRLABIPIET EFHE L TW5E EIEE I,

Okumura 5 | Dravet SEfERFIC A0 L 72 BMEREIC DO WT, BRI AE LTV 15 BIOER
R 2 s LT %9, BMEREDSTE L 72 4R fn (3 b Jefil 3 7% 8 2 H (#ERH 8 20 H ~ 15 %)
TI1~4RDIEBD 9B TH o 72, BUMEITEFI T NARERTHE D, HLTADLA
FCHAEDHIH S N2 b b TIHREHEICH > T, RESEZEOD, ZHME
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B

6,

sk B 2HERE
B AT

) B

0 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18<
LD (%)
1 Dravet EREFOIEER 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

%o 72 ) F B AEGILAF T d o 72, WFHAERESE 2L CK 0D L FHEFEC Lo
VST A BB 7RI A 0o 12, KT 5L C e AL A2 (DR 1 L

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

N
HE

.

I

N

HEREEIHITHY), FEARTHS.

NS DOFHENS, Dravet FEEHEOBIBIZBWTIZRIEDRIHI SN2 b b TE
BOEPENIGEIZIL, BUMEDCEHEZZEET 2LE N H L L EbNE. BAEMEOLE
1LIZH 2 BEOR B L T O T 5720, SMUENEL BT 2 13 E#EER &
DRI RS EZECTH A ) . BEHRARLMERAEIIAHTH 2 WREEYRD 5205, T4
BRI SN TR WO BT ZOBKHNERIIAHTH L EEDI L2 22\,

Dravet JEEHE I G B L 72 BEINAE (203 2 3G H 12OV CiE, BIRE R CIEARR 2 ik
HMoNTWARW, TWNRAER TRET 5720 EOMH % +451247, THETHhIUTE:
BWIEE=5 1) ¥ 7247 o CIRFTONAMTADPAERO A EZHERT L0 I wEERD
NG, ATHA R)OVAEER T v~ 7 7)) v REFEEIZOWTE, ZoFEORE
EREINTBLTHAMAMEEIARHEELE L2 22\, BKE - SFREE 2 & O
EIZOVTHIED LA, SEMFSNDIREBETHL EEbNS.

B, SCNIAZZFE & BVENIE & OB 2 7RIE§ 2\ O D38 5. Kobayashi H
(& 15 Bl ZVERE O BEED & 5 /NBIZH LT SCNIA BART- % AT L, BEA IR 561
EEM SRS (AERRPS) ODEEDOH 2 1 HIIZI ALV AEREZRB L TWAEY. ZOIE
Bl AERRPS O FIEFT I ITBEIT VI AR TADPARIEZ RO TV h - 72, Saitoh 5
(87 BIOZBMERIEDBERAED B % /NEIZ BT SCNIA BIa T2 L, 3FIICI At A
BRAEBBLZY., 209 b 2N EMMIEDFIERIC TAPARIER AL TWzh, 1
BHIBMEREDOSIE T THEET OV NAR TADARELZRO T sz, TOLEHI,
SCNIAZEFIITAPADEEII A PD O TEWIEDY) A7 Th L REMELND 5.



F7E ZTOMORIEMIE m

2 Dravet FERE(CEH L RIRIEDTES MR L84 HE
[

+ b KEINKZE - FREK - JNFIRICHESEZRD 5.

¢ BIEEEPAY SABESDOAMNKE - MAIRKS - L > AKICEESEH%E
DB,

d: AFELH SEIBERESOAMYE CSESHERDS.

e WETHE2ANSESEZELTVS.

f  FIEERS LOREFNANSESZEL TV S.

[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 L2k E N R —F TR L 7.

1)

w
g

~
z

wn
3

N
~

oo
=

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 ((TADA - 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 ~5), 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 XV5)

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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5] 7 =1 ZF DthD 2 MHEBNAE

2 RXERIERE BRI D RAEDET & Ak

1. ERMRIB BB RIS BIE 3 A RMER B R EBEMICH W\ TR BIBRIE
REZHICRHBIBAL ICHEVRIEET 22MMETH . BHEER (3 IFTT 0 T
PHICBBREZFRD D ENB L

2 FERICE T NUESHEENBIEKORRERS, X707 R/LREADE

FEZEL LN G

fEs

b

*P& 70N J

SETRPERE M HBTEARL B\ TS ﬁvwﬁrrag%@ﬁﬁkrﬁ%a&tf LR
RGP ST B AERNAEC, BRI T T o C b BTG A0 el
X7 LRT OO TH .

5 A |

O RERIE B BB OB I FET 5.
@%ﬁ%%@ﬁ%er%£%tTé%@ﬂer IO AR ERHREEE CIIET 5.
@& R TA®m$%ﬁof%mrrhi#T@mf&éL&w

(9 MRI IR 3R 15 TR SR BTS20 v U A 8 70 #3545 5 3k & 70

O TRIBTE 7 v UL SRR R0 FRe i 70 28580k o 13 % 72

ZEICERLRE J
M A b F A & L CIitE, Na, Cl, K, ACTH, I)VFV—), TIFAFOr, I
HL = Uitz e 50,
JEF Na, K, ZLT7F=v &lllEdT 5o,
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PEHCGER I (& MRI, i de s & fifT9 52 9.

F%EIJE%E J

AEIURE P o, AP SR A R ML PR i

A J
/A i

INFEFTHOETAH, HBICHETAIEFT Y ADH LR TITHE SN TV, ZHEIE
NEO G E RHPOMIEICAT) T &, BIEOTRIZ % o LBGHEDIRE 2 1TH) T &, &
T 51 WHADEE I ZFDERET) % EOTFREEZ TV AN S EHEH % LT
CEDNFETHL, BWMREICT LT AFLVTL Ry vV AEEE HW 53,

I 2MEIBARLDEE
O#fIE © 20 mL/kg D 5% 7V 3 — AEH AN EEKE 1 B CHEES L, 20k

24 FF 2217 C 60 mL/kg % B 53 5.

QORI REZ © 50 ~75 mg/m? & KT 3 )VF > a7 BT A7 )V O A NTE S

ATHY. BRAFER S AUX, AF VT L F=v10 Yy 30megke & 3 H#EHIZG5-9 5.

NEMRERTL

P PubMed, EHFET, 1992 4E 1 A5 2012 4E 8 A  COMM TR L 72,
b FEELHMW L 2R E N R —F THREZE 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 11

o [EHEE
((CRMEREE /AL) and ( (BB HEFEAR T E /TH or BIEFEAEAL TE /AL) or (R FEAEML T E /TH or B A" 4 /AL)) ) and (PT
= SEskbR < and CK=JRYE, #rAERE, FLB(G~2347H), 98 @2~5), AE(6~12), FHEMU3~18))
MR 41

D) BUBAR, fEARE—, KT Basi—, i 3 SRR B S IR O WG HE I & S L7 PSS OFE (&
PEIRRE - R EAR) O A A, AV E > &K 2002550 1 1165-1169. (b L<14)

2) & Pk SERVERIE B BRI D B, NEAE 2013 5 45 2 390-393. (b LXL6)

3) BERE—, LTI e KRR R E AT D BE. ANERMAL 7 F v — 201252:918-924. (b LRVE)

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 X1V'5)

SE(CLIZRER

a) HANGWFELHIGEREES, M. BIE 7Y — P2 SRl BRI TREOZM & i6H IC B3 2188 (58
—%)2014.

b) HANENGWES YA - A7) ==V FRRS HRYA - A7) —= v 754, 21- KERALEES KIBIE OB -
BROIA FF 4 > (2014 FELETH).
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5] 7 =1 ZF DthD 2 MHEBNAE

3 I RNREABRELE T T SREML - BiE
(MERS) Da2HR & ink

1. TR R ATIRE 28 9 DEEMRA - BIE (MERS) (FBARD/INEZ2MRE T 2
EEICEEE (16%) TH3

2. PRI BRNSE CPRRBIFGHRER S, BHHNLEGRTRE MREAZ DT
HHREREIET) (2B
CEEESTREAEEBETS

4. BERTIET Y 2052 RBEIEE - HIHAEEFFEELRL

5. HAEERIC(F, X700 RNSNLAEE A7 07 ) D AEEEENT LENE

CRSYZE-IESANRNN HER T L — K C2

fRER
MRI $I5 B [ 5 D 3 AR I G KR D W] iR 28 70, Tk, $10C A AR D Hi,
E s, NERS, FEMREEE BRI MY o AddE), fGIHE, X #EHME Charcot-Marie-
Tooth J% 7% & TRt £ 41, reversible splenial lesion syndrome (RESLES) D Z A% & T
WDV 2T MEHEIRDERE TP R B 2 M - BEI, W R KR R
T BEIEMN 2% - BAE (MERS) & L CHRiE &N T W 529,

" J

HAE - BEATESVERNAE O R KRR & 3SR AT S 7 ZeRE (P ge R - kT HE) 28
WEAT L 7295304 TR S 72 MERS O Wk #EY 2 — L2 L - W R dE 2 SR 1 IR T,

SENAE 0 43 E FEREFT AR 10 (2007 4F 4 H~2010 43 H O 3 4E[H) 12X %5 &, MERS &
H AR D /N BPERE D 72 2> Tl Wil AR (T AR M) 2 E (AESD) (29%) 12K ¥ 2 &
HAZHEEE AT (16%, 1537983 44). WAL 7 B (B 52%) % 520 ¥, FIE
Z5.6THY, FH - BHREHIZLLALNS. MERS OBATEGGHRER T A~ 7L
I (B4%) b %<, OFTANVA(12%), LY TATAIVA(4%), W EAE (3%)

W
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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 ]
LEfEGEE—IZEL, AT OBRB(ADC) KT $5. Ihs 02 bid—#@%ET
HY, 20HUNT2% T 1EBLDA)IZHEET 29, WMEORERE 2V LIERTE &S
JE) IR 2 A3 5 BAEEF % MERS 1 8 (R 1), MDA L dBREEET) 12

e
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1 MERS 18!
THRER, 17T A ICHED MERS. 2REHNSERES, LB, 4 KWEIC(FERERRLE
4 JREDYLEGERAEIR TR AERSIES (ADC (FIET) #5260 3 A, 10RBICIEHEK L.

RRPRPE N (FAS LB RS )[R 2 A3 5 4E6] 2 MERS 2 (X 2) & i3
2791304 EREEGIZ MERS 2 BIOWEHRFT R A5 1 B A R CTT R CTORREDH LT IR
o, FUEIRZ & I RGN TR ORI EGEICER D 5, T2bEFER
ZRIIMREIRZNZ HERTHER LR T W EAVRIBEE N5,

MERS OZ W AZBEF O EDOBENDEZETH LS. MERS & 5T AHEIEAT R EZ15TD
AR (a8 T ANV AICE L, BEREERREORS - MEEES )Y, A
Jixi 8 9¢ (ADEM), AESD'®, #fi6 88 [m] 35053 S 0F AR B SR %€ (AERRPS) 72 &2 AE 2§
H5TENHYHBHOT, BIK - BEOFMLBEILETH 5.

B J

YRR E R (R 2) BTN, TETF Y Rk, Rk L UMD
SR & 2L, AR O SR & B, (AR OB & % [T 9 5. MERS 54 SEFI O
T, FRIGEE LTATHA R 16810 F2S X F V7L F=va vy A, 6
BISTHIF AT )N, Hr=raT7) v RefEd 8 Flicifr S Twnsg, —H 19 #l
(35%) \&HFHRED AR TH - /2. Z O TIRIAEROUTIZ 0 b 5§, EBIAEEAE 7%
(B3 LT 5%, RESLES 22 f(9 & MERS 6 #) 52 Cld, A F L 7L F=vnr
7OV AT B (H B MERS 6 ) 12T S22 Bl &f2sse &mE L Tw b, SERE
DA EEREF A 10 TlE, MERS 153 %, G 90%, RO HEEREDBRBEIED 1%
EENDH, BN LRIGHENFIIAHTH 5.
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2  MERS 2 8!
10ARER, 7> 7 I BICHED MERS. 5 RHOILEGEEREBEIR CMRE
KEEWFMEBEESIES (ADC (HET) 25863, 10 mBICEHEK L.

&2 MERS OBE
1. THEA

TV TINIOYES 1T RS 1 ICRHSN TV B AE (TS 5.
2. BEWLE

XFIITFL RZVOV/ISIVREE, Ao~/ 07)  RKEEEIEEDIREICL -
THAITUD%. ERDIBVESICE, XFILTFL RIVOV/ISILABEEICRZTT
HAIVUERE, 20 URBERKEEZETUSVLEREGHY) D 3.

MERS #fi Ot C IL-6, IL-10 ®_E5-(3/6 f51), 8-OHdG (DNA FE{LA F L A~ — 71 —)
(476 B) G SN TWE7®, ¥y BAMIR~— 7 —), MEMERENT ) 7 -+
(NSE)IZZAL L 2. BEEEY A MO A VIS LT, ATHA K, Fr=wru7) v
BRI AMTH 5 REMEIE D 5.

WIIIZE X, £ { O MERS FEFOFEIE, (GRENFICL LD TR THL. LAL,
MERS # Wil (MRI JEAT i 7 &) (2 IE O R R ITGE R 2 BT 2 LEDP S D6, WL
FIHREDEE EHIR L2258 A T a4 RoOV A, Hry~rn 7)) v KREREE fT
LThEDbRv, —HTERPBEWIAEGNIZIX, A70A F2OVAEE, Tr~rua7
) Y REREEZLTLOMITT ALEIIR V. ATOA RV AEEICRATTF R A %
VU, v LRERERE LT L2 VERELH ) 9 5.
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MHMRFRT

» PubMed, EHIGEET, EBRAZFZITTICHE 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

WEMR 51

& ik

((SEMAE /AL) and (X208 KEBAHZS /AL or MERS/AL)) and (PT = £8Pk < and CK=Ji5)8, BN, FLE (1~
237 1), H02~s5), ME6~12), FHEM13~18)

MERMR 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)

JEAETF @RI TE R B BEA TR B SO IRITTE e EIE - BB SEINGE O 9 KB & S5 R I \ZT 7o e (F
o KT HE) PR 22 AREERREE - S ERRZEEGE ., 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.(» L XL 5)

Takanashi J. Two newly proposed encephalitis/ encephalopathy syndromes. Brain Dev 2009 ; 31 : 521-528.(» L XL 6)
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)
%L, EEYE—. MERS. FTE B ERAER, M. NERHERR Y 2 o2 280 SRR - SERVE. RO
HLISERG, 2011 : 184-187.(0 L<L6)

ZMELT, WA —. TSR R & A S B EEN J¢ - OE. /NEAFE 2013 5 45 1 366-370. (P 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.(» L XV 6)

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.(» L X V'5)

Kashiwagi M, Tanabe T, Shimaoka S, et al. Clinico-radiological spectrum of reversible splenial lesions in children. Brain Dev
2014 ;36 : 330-336. (P 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 ~XL5)

Okumura A, Noda E, Ikuta T, et al. Transient encephalopathy with reversible white matter lesions in children. Neuropediatrics
2006537 : 1-4.(p LAN5)

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~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.(» LR V'5)

Kometani H, Kawatani M, Ohta G, et al. Marked elevation of interleukin-6 in mild encephalopathy with a reversible splenial
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4 BFERmMEXEE (EHEC) BELEICHHT S
RS (D RZ I & in F%

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

2. ZHIFIRFER S EHREHTICE D, INEZ 58 > 72 ERBE CIRIBEIRIRE (CT /213
MRI) & popzines QA D E175

3 BB AT RBEET D

4. BREYSEEE LT, 2709 R/SLRABEDFHTERE L THEL

FgsH
W ML B (EHEC) [ESUAE 12 BFE 3 2 IAE DRI & RIS B L CUd [ kiR
TEREEREDORBMT - {GHAT A BT 4 Y JGRIREAES - R & W SR
HOBW - BRI A BT A AMERIDVICER S 2 2 @B EERONL. AFAFT
A ¥ OSBRI (2012 42 8 H £ C) IBEOER 2B L, —HeE L CRe#d 5.

X |

EHEC J&44iE &, HUS FiE & AHAT R L CRaMMELZ 6T 22 80 5. EHEHEICA
BNDLRERIEE, AL E#REETH L. BEL 5> 72 (F 1 @ Probable 1I27%24 L 72)
BB CHREBE (5404 (CT %7213 MRID) & il 2479 .

BIE DB [4 2 7NV FRIEN A KT A > [D\2HE U7z, [ I bR a5 i BB O
ZW - GRTA T4 Y P OBMEEE (R DEL L b,

1 EHEC BEFIEC & (T 2 hiR#FAER & HUS

EHEC J& 44 (X HUS & & b ISR RIEIR 2 LIS LIZEHET 5. A i iE R,
1970 FEACLABE X [BUAOEBHE] & LCHUS EFNCH) b b 2 &L otz
LA L, EBRICTIRAIEREZ AT LEEDIZLEALHHUS 2 HIEL, POEHETH 5.
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=1  EHEC RRRUEICHFET SIRAEDMIESE

Definite | EHEC RFEDIBD, FEROVWITNHICEZET 550
1) TUNAFZEEHESZELC, B CT F/2(E MRI TEEAMR (b
BIRESNBEERE £ /2 (3O EAMNEE) 15 5.
2) EEFEZ (Japan Coma Scale T II-10 BA_E, Glasgow Coma Scale C 13 52
BUR) A 24 BB ERHR 9 5.
Probable : EHEC BRFEDRBD, (TUNAFIZERH#ESzEUHEE
AR FEEAEERE DM - (BT A N5 4 SRR, . A0 R A
HEOBW - WIETA P4 . Ba0 fRlEEER, 2014.)

HUS O & iy 8 4 7% (il 72 5 DL AR RE IR S 58 L CHRRE T 2R b DB A SN S
A B TH . HACHIFEERIE HUS B8E & 0 D3 12BN T (24 ~ 48 IR LI I2)
FIET B T &AL\, HUS ICHHIRKAREEIR 2 &0 3 2 HI A 1B B L2 10% Fift Th 5 75,
AT LD 3~30% Db ElEhd 539,

2 EHEC BFE S K 2 BifE

HUS O 2B O RHRHERIIZE TH L. T A (B 35T VwRA), &
R (ERE £ 723, XIR2 L), R, BEINEERA LN, &) b ET R
Lo BHEIZRD SN 53578 FilkkEEOFERE 25 < (Japan Coma Scale T II-10 DL L,
Glasgow Coma Scale T 13 LAF), Ffie 3 E v (24 FEH DL E) 356 12 SEINE & #EE5 I©
&%. L7 L, BHEC BRYJEDHFAEL S A ThHhE, MEFIHTH (T WAz LE
R E) IO E RN [EDRE] L2 W% L CIBELZ G T 5.

SHEBE G A (CT F 7213 MRI) & MRS ITICEH Th 5. BHES CT - MRI X iE
BITIIREZRO LV, BEIEFI T E AERGTEE, W RRERIK R 2 RN A
FEHR)ZET L AL (BRI D, AR TIIEAES] T b JE6E O 2k (TR
1b) % 788, BEFITIIREILOREYEE 5 & & D12, BIEEEER D BT 52,

IR II G OEEFERB LOREEY A M A V12X A MINE ORBEREE L ) bl

AN

D PETCHE (MUK BE P OBE) A ET, THIZHANIZ A - ZEEHBROBEREH, 21
HEIC L AR, ERERE, WEREEBEY (R Z% &) % Eh 4 2R ILE TR S

NoHLOEHWIN L1319,

8 EHEC RAZE (C K 2 fifEzE

—#RD HUS B I E L 069 5. SHERYIE HUS O 2485 5 BIEH £ Cik~ <,
PRk, KRR, AREEEE) 2 & OB FINRBAMERE £ 5. BWHILEI CT-MRIIZL 5.
CT - MRI TIIMERESFH SN, NERT 7 FHEPSKELRHIMEMEF TELET
B A8 1510 FEREEAE I AN IS FE (TMA) 25 C, 2 AU I/MGRA 2 & 5 H I
FRPHR L7 R ARG LT b Ll S s,

EHEC BIYEICHFRT B REDARE J

1 EHEC BZEIC K DREDZIFEE
EHEC 12 £ BIRFEDIREOIEARL, THRFEETH 5. iFE & BIETVWILA) OiRES
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1 EHEC O111 BRZUEICHDORMMEZRED CT, MRI
10 XSO 1588 CT (a), MRI T2 525 E R (b) TRIRERITKZE (BKEN) 25302, 2/WED CT () TIIH
ARG, ANMBE (KB, RK(BXEH), WEK (KEH) OERIRIRE D 5.
FELIROD 2 %WE MRI T2 s830EIR (d) THRR (BKED), 42 (KED) , 185K (K8R) [CBIES €580 5. ADC map (e)
(A% (BRED), SVl (RED) 3SMB, 1RAR (RIB) (HEILENCTHD. BEOH/IRM L NIL T2 SRER () T
BERICHIES (BXH) 25336 %. 6%H MRI T2 RFEER (g) THI (RED), #Hax (BRED) (CHAHFEIC, £
KREIR (KR [CEES %582, ADC map (h) THE (KED) (LB, RK (KER) [JEILBCHS. 2 DBED
T2 3FER (i), ADC map (j) TEREZZ2 T D, BHSHBRREZROHEL.
(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 dMEEROGHEZAT ). S E I L ) I - TEER %2 208 &
&, W UENEE 2 & CRIE T 2 MIET 5.

2 EHEC BZIEIC & 2RI DFFERERE

EHEC JEGEIZ & 2 BIEIZ FHRARD Z L5370 % <, BRI CIIHME L 72 GHREH
Z2\A,

EHEC O111 EHHEIC £ A BERF IS L, A 704 ROV AEEOFMEI/RENT
W58, EHEC BEYUREIC & B BERE ISR L€, Datkiiilo I, RO % Mas
LTh L,

MEEZRFEOF R Z R T LY T ¥ ZAIFEL ST W2V, IERE 0 LT,
ZEWERHERO L, FFEEOEBIOVWTRE L TH L. &k, FEEEIIT5 %GRS
BRO B HHEICB W TERT LI ENEE LW

& @ _|

1 EHEC BEAEIC K AREDZIFEE
a) EHEC BEIC L AKIENBEICSVWTEETNEZEIE
EHEC EHEIC X A BIEDIERIE, BIE(TVWNA) L EREESETH D, HIEFTIL,
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SHEP {52 (CT & 7213 MRD) TOVE AENFEIE, 10K B 28 R I £ 72
FHR) 22T 2L, TNHORFH - WL HIET 2 B CHFHREI M ThNILT
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 OEEZICAIE 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
YO, MHREEETE=Y - L2 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, BAEERWET LRSS D 05, HUS ZE) BNEEICR L THESEL 2w, &
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
BREEE (15 6) & ol s, ZA7a 4 R0V ZFEOF R (Class 1T evidence) 2578 &
NTW5Y, B, ZOMEBEROFIATHNICHRE SNz [EIMEIREEEEREOZW - G
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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=8 ¥ 5 mgke/ HD 7 HEREORG I WILA DT Bl 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 B O A R 4 O & F AU HED FIEAT TR TH 5 729, & 512, EHEC &
YeRELZ & A BNIE O JRREIZIX TNF-a R° IL-6 72 E D ZIEVEY 1 b H A 2% <5 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 DT DI/ N EHEC [EGHESRE 16 4D ) B 5 A1 (31%)
L, EfiL 7227262095 5%40W 1L (83%) L7-Z & a#ii L722Y. F 72, Nathanson
S, EMIICEEOMRAIEEZZE L/ HUS BE 52209 b, FRIHREIRASSH L
T 5 24 W DA o RS I EE S 4de ik & fiAT L 728 & AT L 70 20 o 72 BE O #R)R & 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,

MEESSEFREOF R EEZ R T T E T ¥ RAIFETL SN TV WA, FREBRE 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
WIERTH 27 ) A3 TORMEL LT 2 G HR S N7z, FEFRIICB)
% 35k — MFZE CPI 4R 47.7 i) TRARIMEIZRO 532, hRHEERN OB T
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HOENPZHmoTWwew, 72, Varerr b hbarREY ) YEANCE LT, 20H
PRHIE L HLISETE 20 & HUS 126§ 2 AR L2 RIET 5SS 03 75, D EBI OMET
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T L CRIREISN 3 2 Fr 72 2 G fRiis & L CTHRD S 5 2 2R LS L& 2
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