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Abbreviations

ADP Adenosine diphosphate

ASA Aspirin (acetyl salicylic acid)

AST Aspartate aminotransferase

ALT Alanine aminotransferase

CAA Coronary artery aneurysm

Ca Calcium

CI Confidence interval

COX Cyclooxygenase

CRP C-reactive protein

CsA Cyclosporine A

DOAC Direct oral anticoagulants

FFP Fresh frozen plasma

G-CSF Granulocyte-colony stimulating factor
HAV Hepatitis A virus

HBV Hepatitis B virus

HCV Hepatitis C virus

HIV Human immunodeficiency virus
HTLV Human T-cell leukemia virus

HIT Heparin-induced thrombocytopenia.
ICAM Intercellular adhesion molecule
IFX Infliximab

IgA Immunoglobulin A

IL Interleukin

IVIG Intravenous immunoglobulin
IVMP Intravenous methylprednisolone pulse
KD Kawasaki disease

KDSS Kawasaki disease shock syndrome
MCP Monocyte chemoattractant protein
MMP Matrix metalloproteinase

MTX Methotrexate

NAT Nucleic and amplification test
NFAT Nuclear factor of activated T cells
NF-«B Nuclear factor-kappa B

PA Plasminogen activator

PCI Percutaneous coronary intervention
PE Plasma exchange

PG Prostaglandin

PSL Prednisolone

SSH Silvelestat sodium hydrate

TNF Tumor necrosis factor

UTI Ulinastatin
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JIIEE (KD) (&AL RICHEFE T 5 KR O M
RT, WHIRE KHA RS54V TRIEKRES GO
T CAA L EKFD) T EDLEIHERET e, /ML
DBRMEDEEDRKDIEIKTH 5. HAJIIRH5
et v 2 — L HIRER KR AR REEPBEICKDH
25 A EFEIC KT Y, KD OEREBIIEE 2§,
2018 FEIITBE R E D 17,364 NISE L=, NEAM
MEADLUTOWBDOTHRIERIZXID AWML, 2018 FIC
13 0~4 AT 10 HAX 359.1 TH-ot. FFAEICH
FBFE 1 WHLBEO.LEIHE, 2 RO 32,528
AD S B85 N 2.6%) ICEL, TDHE730 A
(22%) I CAA ZiB &1z, CAA DFAERIIFREN
IS LTED, KA RIA NTHED L AMERED
HHORREEEZONS.

2003 4, i S & & Uz AN RAEER 352
2 (K% HNEERIC K- T, [IEwRATELIE
BOHARSTA V| DREENTEY. TOHA RS
A&, PR 10~12 4 R A R AR R 3
A A EEZEHE OkPE SEEND DNRSRYEEIC B
% [ 3 5 0D 3 (A5 FH 0D 51 p D FEL 48 Ky O R B 4
B0 LW UTERE N, Er a7 ) Ve
(IVIG) DHEHE G ORI X 2 Ak - AROE
MAGRICEE U DWWz, 2012 i E L Uiz
AREELNBERICK > THEIENIHAA RS 4>
3P, TCFVALANVERUEARENE A RS A
VERD, U RV VORNHIHGEIC K B HFKR
BFEFIC K > T KD OFFRICKE R B 5.2 7.

ZO%o 8 FEMofEp, YL R=vrY (PSL)
DIfKKER (RAISE Study)® 735k U 72 il & Tk —
N#ZE (Post RAISE)Y, A7 1A RiCxtd 2 Rkm
LEa—57 271 %<7 (IFX) OiKitE >
ERFMLE 2 —1Y 2 rmAKRY VA (CsA) D
i PRAKER (KAICA TriaD' 72 & OBFZeHE RS &
Niz. TS OHFEANIMAERH (PE) & & &I KD
ISR BARBSE 2152 ICE > T, 55 25 B EHE
IV, IVIG LAMC PSL, AF LT L R=Vn
2V A (IVMP), IFX, CsA, PE 7% Effi & OiBED
KD OFEEERICHEHIN TS, iz, 2017 FEICT
AV A0S (AHA)™, 2019 4Elc I —1w 23uh
WY < F2¢42 (SHARE)'™Y KD OH LWA A R
TAVERE L. TOXDRMEEIEZ, AYs
KRB HA RTAVOUGEIEENRE L TN, KX

FICE-Tz.
TSANEE LT VAL UE, HAGRI A
DHARTANCHEC T RO S I L7z, A
DN & AR FH O A IS DWW TR MEE DY)
REFORU, RAENICIZPEE O AR & SR &
DOBEFHICK DIKREINIZEDTH S, T, B X
I IRHR ORERIFZED/KAE M) L TWa A, A
FEI/ N O M FEEIC LR, ERREABROFE T & 1X
WATY, LNV AIHY T SEBED RN, L)L
CICHY T 2L 2V, ATRERIR D B2 AR
BRI LIS, Fiz, KD T, ¥E5RBIEZD
NG ODIMIRRA] D IVIG R4 WA 8 7 a4
DFEFNEHNB LD, SEOHA FIA VI E
BB EL O ANz, 58, RKAART AV
TRUTETEHIERHEIE N Z & DT A L, B ER
THERRTH> T, EEHIZERE - Kkl L T
REDOBEZITOIEEBNRDOENIZNETHS.
Sk, NIRRDFER T NWEFRNE 286263 % H
As, HEICAT TEDOEWIE TV AN | Ehi &
HEINDEEMFFLEZD

{7 T KD
I AL FH - wmENAR - AATHS LS Y
TV AND B M AANILL —H LTV 5.
7T A1 FH - IREOHMNE - GHMECET 28
TV R B W RN —E L Tz,
75X ZECTF VR - RfhS6H - BTH
ZATREMEDE .
JIAMb: T VR - Jfgh 5/ - B
MZNUE ERTL TN TR,
7T AN FH - IGEDNAER), AHTERL, &2
HETHB DI TV AND S RENILL —HL
TWV5.

(ZEF VALY
LAV A L OB A A IRERER 3 7213 X & it
THIFENzED.

LAV B - B DR R T AR & 72 13
BEAER T A TRV CHALE Nz B D.
LAV C L SR OGRE, INERRIRIREAER, &1 & b
R ETEAN—HLILD.

JHRRIJFBIC RN, SAEA T ABRIRRERIE 5 > 2 L
{EEEBGER, X ZEHTIE AR 7 F U A LAETDH
%.
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A, REHBROBIE

1. #@hs

KD O Wild, 2019 FEICHET & Nz TG Wr
DFL|ZUET 6 Fj)™W 1DV TITS. 6 DD FTE
RS BRGEPIC 5IERMU EEZ 2T 25 51E KD &
ZWId 5. TOXSEMAENE, FEMNDNIL IVIG
ETAEY Y (ASA) ZEUHARARIHERE I NS.
FHlFlICENE, 4 FEPRTEMOEENTEEN
DII—TCAAZRETZHEEKD &2HiL, 4%
PUEIRT CAA DVa0h 3 FEUEIRLL R OGE 13 885
Wi o e TR KD & lid 5. A2 KD
& CAA B HtD U A7 I & A5 (2EFHE T
k0@ VS MELH DY, oRERET
& U Tz b CHURIE] & [ EEE AR 21T 5 T & D HESE
ENs.

2. JREEICED GREBE

RIS RAEMR T D E % Tld KD IR 41
DEENY, BRI KBIR - NEIIRIC & R S,
AR RIEI IR OREIIRIC A U 5. et 8RR OREAH
BEEIIREHT K NUE Y7, FERE 6~8 3K HICIE,
FEAVKIED 7z DB L, HER/~ 27107 7 — V% Tk
& U SEMIIE AR & MBS RIS L T . 5 8~
10 9% HICUE, SRAEMAIA NIE & A4 D S =1
L, BiREEREIC R SHEIRK 2 29 5. RIEMAED
PEAT U A MAA Y, BASWESE, EEBERE
IC& T, PSHIEAR O W0 H R 1 i D F VA
CTEM Mgt d 5. & 10~12 W HICE, Migsit
U7z 0, EIDSIEN S X 5 IR0
ICHEAR L CAA 2T 5.

KD 2 va#E O HENE, RIEE FHICKE S8
CAA OFEZEMEIT 2 T LD T, AJRERE D INE)
IRFEDUHE B RTOH 7 W H £ TIC IVIG 2535 C
ENEE L. IVIG RILTHED G - HIRT 25
BTERITEBIRIE DG E B RGO 9% H £ Tl
REDEYIT 5 LR HIET 2P, BhNARIE, CAA
DB U 721 32 U C S IR IR T E R0 IEam
HY, IVIG AFIOHEZ BHNITS T eI S
ns.
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3. AMHREOAS

(1) BED7)L3) XL (Fig. 1)
BN E NS RICH D &, [HAA RS54
VY IR E N AEIER O 7 )V Y X L& ET
Uiz, BGEIICH Tz TRSBRED 7 5 AnEia b U
KT T VAL, & SICHF R REH OA
WE2EL LT, SMEERICHT 55K (line &
FIR) OFHENTRIAE, HERT 2150, BET 5108
D 3FFHIC P LTz, IVIG & ASA I & % 41 iG i
DIsbcid, s - (AL - A GbE - HEOESIE
T HENL L TNz, EEROEHIC Y Tz > TIEAR
XHDY FARHRIE TV ANV ESEIC, &
RTCHBBERBEINT BT ENLEE LY. T, AAHA
RI4 0, BhiRHME ORI AL ETS T &
ZHIRT 2 & DTRERWVD, BT 255384 - K
RS NS EA LRSS Rl d 57200, &
FICH U THiIRI AR AR B MERERAREFD
HKRZZT TATOINETH 5.

(2) ¥EpaE

OIZEERE

YIHAIEHED 1st line Tld, FHEDHNIE IVIG 2g/kg
D pHERE & ASA 30~50mg/kg/ H OHERIC X 4
B2 TS (VI AL, TETVALN)VA;
IRZZ A, LRX)VERR). FEANEZTNIE ASA
3~5mg/kg/ H DRI G DA TE KW0D, HEEES
FOEBIZR L, MBADEFE - MkRE Lo RIER GO
b« DT I—MAE D CAA DR ERH N, v
b3 [{TROM| LB LTY IVIG DR5%
EERTLHENLEFE LN

YIENGRRICREL, BRALGVEGAIEX, ASA
% 3~5mg/kg/ Ik T 5. IVIG 54 114 24~
36 REDRF AT, FEEAN (M NIRRT 37.5 S L& 72
W GRERIR T 38.0 ELL ) =i 5 E I InH &
HELT™, 2nd line DENIGEETTS T L HHES
ENa. IVIG ALK, [HAA RIA 2T IVIG
FGR T 1% 24 BRI THIE LT, BEIOFERED
HZ R EREEIDE R > TOWABBIREHE 2, IVIG AR
Joz IS % 2 A X2 I3 ER T 1% 24~36 IR 1
AR S FAUAE 48 BFE O ¥)E) & LTz Bha
FEDORENEIT DN T, FEEALSL OFERSR it 2 7
EBMEL, BMAEMICHET 2 EHNEX L. o
Te AREAL T21%, FEUEIROEE - 28D 5/
BEIE, hOFEMERENTENTHIUE, Rkl &
[AEEIC 2nd line LARE DIBINER 21T S T L WM HEIRR X
ns.



S1.3

e NGFREZE | remtan
I
[ I
R IVIGFRIS 8 || IVIGREGF 8 B (AN
L EE 2a7i5U20 || 237@Yas || | i l LED
* RIGERS psL |[ csa |itvmpei | uTr |
GR || BtA || Bt [ BtA
1st line (B S
IVIG + ASAHREE VIGEEE)
| IVIGHE T 24-36E A AR LA EM
[

. I_____} _____ 1 Tt T T 1 I_____; _____ 1 ASA
2nd line LPSL LI vMP i IFX IERE
(BB BRTEI) N ‘ T

| SR REL AR Gl
[ EEEM)
Ny 3 Yo v Yo o Y.,
3rd linelf% {IVIG | | PSL | {IVMP*{ | CsA | | IFX |
(81 HBVEHETER) Cooaemy AL
BERE5FE)
Fig. 1 JIBE2EEREDO7IVI) XL

KEE (line) ITHIFBIFENLGRER, HETZHE TELTLIVWEEREZTRLIe. ZThZNDREDI SAGEEIET VALV

IFEXEE.

ASA:T7REVY, CSA: Y URRRIVVA, IRX:A427VF237, VIG: ®E/OTYVEE IVMP: X704 F/NVR, PE:

Mgz, PSL: FLF=ZvAay, UTI: JUFRE2FY

QA RBE

HATIE, Fil - ZWRH - iRy R 2
HEbE, IVIGIT X % ¥ H 5 KA1 KL HE IR g
DODRLMEEFUNTZ) A7 ZaA7BEBEINTY
% (Table 1) 22 IVIG ARG TMIF OB #E L L
T Kobayashi 2 27 % D&V A 7 filic 59 % il
H O PSL (2mg/kg/H A 5 B GG L)Y % 7213
CsA (5mg/kg/H, 5H D' o ff A, Egami A 3
72V, Sano 27 @ A Y Bl g B IVMP
(30mg/kg/[El, 1D OHFAICE > T, FISHIE
CAA DEIGEHE RS 2T EARE NI, BITHNDE
7% CdHBHH, UTL (5000 Hifii/kg/[A] 3~6 [l/[H) DH
FIC &> TERABOMEIREEN TS 2,

XoT, KAA RF4TIE, IVIG R TFHIFN
LT, RBREH DS % PSL (75 A1, L)L A)
HBVIE CsA (75 A Ta, LIV B) OFFH % HESE
5. RREISIHTIED B, IVIG RIS TRIBNT G
3 % IVMP (7 5 A 1la, L\)JUB), UTI (# 5 X
Ib, L)L C) DtHZERLTE XV, &,
NTIREARTHBEE NI THUA T 7 ORENTNC &
ML 755 TV 5. KETEYIAEREN O BRI
K (@ZAa720~25L 1) ZRElcXk->T6HED

CAA Z THlldT 2 5 EMEEE N, D& S &k
WS U CAEHEFR RIS PSL 0 IEX 7 1 9~ % W) HAia 1%
DEHMENREEN TS 27,
(3) &haE

2nd line DBHNTAERE E L TIE, IVIG FGHHERE
Nh3 (S5 A1, L)L C). PSL (IVIG & Dt
LLTZ 5 A1, LNV QO), IVMP (7 5 A 1la,
L)V B), IFX (5mg/kg/lAl 5 75 A 1la, L\)U B)
DI EH 2 VIFIVIG L OHHEEEINS.
PSL, CsA, UTI Z#IH0tH L T e B 1 A 572 fk it
i U TRUODBINARE 21T 5 a2 . HIHRGEEIC
CsA ZffifH L 7a o T BE I LTI, T ik
BFRVWEDD, CsA (75 A1b, LX)V C) 7% 2nd
line DEIMEFEE LTHHTE L ETRETH 5.
2nd line OBENIERHE TIRICHREAUFREA L W E
l&, ASA 7% 3~5mg/kg/HDIEXHREICHET 5.

HREDNFRE 2 I3 LS EE, 3rd line DB
g & LT IVIG, PSL, IVMP, CsA, IEX, [fifEssHs
(PE; 75 A 1Ila, LN)VC) 7Zi#iRd %. 2ndline T
IFX 72 Uz 341X, 3rd line LI TO RS
P2 BRETHD (VT A1, LXIVO). IVIG X
BIAEEOWT NORHTEEIRI L 550, VIHiG
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Table 1 &K% IVIG RIGHIFRRDT7

1. Kobayashi (B&) 227 20: 5 & b ; BE 76%, HEE 80%
RfE =t 4
M35+ + U9 L 133mmol/L IR 25
BRI (2B mA $4BBLE 2=
AST 1001U/L Uk 25
SFHREREEER 80% M E 2=
CRP 10mg/dL I E 14
/) v&Ex 30.0x 10%mm? 138
B 12 hBUT 1R
2. Egami (AE#) 27 2V: 3 AL ; BEE 78%, $HEE 76%
& =t 4
ALT 801U/L Ut 25
aEmEmn B2 wE FE4RBALUE 1=
CRP 8mg/dL X E 14
/)2 30.0%10%mms LT 15
B# 6 hALT 1=
3. Sano (ABR) A7 22: 2 MUk BEE77%, $RE86%
& =t 4
AST 2001U/L X E 15
®WEYILEY 0.9mg/dL U E 14
CRP 7mg/dL X E 14

##0 2nd line OBIMERETHA L TWARWEES]Z 3rd
line CEAHT 5 =#%ZH 5. 3rd line lcERILTHN
X, IBIAHA RIA VTHIRES NI 2 BHS
DREBITJSCTEIRT B EMEXLL

(4) HEHRE

CAA LAV T & 0%, DS, FRIE, SRR
¥ a v ViR EOMERERAIHENEL 22 2 WH D,
JRABIC IO U Tl R Hiseiia 2175 T L HHERE I N
B, DAL, FHEY, HIRIRAIVE 2 AEY) W
3R (SIADH) 1 KB MEF R W AIE > Z2 LT
WBEIE, AEEMEEIC A DRWVE S IS REICTE
B35, —J, BUKBUEN B 2550315 ik 7z B
5. BB LR, RS, RS, NS - E,
MERE BEERE 7R & 2L Ikd DB HHEIC KT 2 i
B EETHS.

Wb B 1B 3 v ZHERE (KDSS) 1 37,
I 2 EON BN E R B ER e EZ DN 5.
EEWR - LRI L, RAER IS S -« fRE
D RF MUY LAMER EZEL, IVIG NET CAA
LG0T 2T EME L, TS WIS LR 0O
RBENAREIE L ER S E SR E L 55,
COEd, FREEROWK, HTa7IUEE, A
TR 3R &V fe 3w 7 O—fRINIEEZ 1T HBAED
b5, WEFIIHCKNEARTHATIENT, AfEE
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PEHRLTOZ MDD D, KDSS DIAE LY 7%
B T ROBRARETH 5.

4. 2EREDLSHAMEABEDRE

525 1) IR 2 EFAA I XA Y, wIEaEE L
TIVIGIZ 94.6%IcHEENTWV. AT70A RO
WO 132% 17N, TD S5 B PSLIF 84.6%,
IVMP i3 17.1% T®H - 7z. ¥ IVIG &5 i 55
ZiBhniEE e LT, IVIGEMA 21.6%, X701 K
M 6.3%, IFX HY2.6%, CsA (SyEfiflFl L&) »
1.5%, PED 0.5% 7% EfEL DiBBENMEF SN TV .
FRE 1 D H RGO 2O RE X, ERE (0.1%)
RYEK (65%) & EFL CAADGE 7.6% T, i Bk
WAE « DITESE « FIEREZ ZH 2 L58.9% TH -
Too FEIE 1A H LB O OEZEER, B (0.1%)
RYEK 1.5%) % EFL CAADE22% T, Bk
WAE « DIFESE « FIEOREZ T2 L5 2.6% ThH -
Tz, FECHNE 6 61 (0.002%) D, LIAGICHEARFELE
I L TOEN, DEIENESFHFELTWE T LI
HETEIRETHS.

B. EEZE

KD OEHRICIE IVIG FO SRR AT T 5 T &N
2N D, N TIERMEHAREEERHICET S
WENZENTVS.

Belay et al. 13 *2 K[EICHT 5 1997 E~1999 FED
5L RO KD ABEER] 7,431 Bl g & G2 Lz
LA, HYLHED 6,169 RIVTH D, RS U1 VA
RS, FIRE, TR YA ZRBGYEIC BT B A
REHLDEEHETHo T EME LTV, LG
FAEOHE » LT, Ghimire et al. 1 % KEIcBIF 3
2009 F~2012 D ABTE F 10,486 il D A B AR &
AGiEEE 2P A LIz T A, ABHARIGEAR AR
L 410H, FHAB7ZE372HTH . CAA %
H92IERITIE 595 HTH D, HLERWVIER]3.76 H
KO EMN- . ABRBEHEER AR T 31,294
RV, FHABET 34,303 RV Tho7z. CAAZHT
BERITIE 56,089 FILT, LI WERI 31,178 FL
XOEEHETH Tz, NEREBREROMHIC K> T
B HECCBIEVD RO BN TED, KEDE
B> AT LG OFEMN RS S Nz,

R DIEFRRIG DR B LLIRIC B 2986 A 5N
%. Klassenetal. (3 A+ XICHIF 3 ASA DT K
L%, KAREDIVIG, SHEDIVIGD 3@ D
BB 2 i Le & T A, EHED IVIG Y CAA
DRI RE DR, ULHE EREDOHAHEN RS %



{732 LHEILTWD. EINGEREHRBEIRICD
WTHERF L72WIZRI3 500, Arj-ong et al. 137 &
BT 5 IVIG DEHHER I ZFML THED, &
MEHACE IVIG BEO D &8 L 7550, RIAMICIES
LAREICTZDE D EHEFI LTV 5.

FHVE D Sato et al. Ic X B EHERFMEICIN
1339, 1991 4E~1995 41 AR L7z B A 37 4 55
PLED KD #4145 %05 5 72 4D IVIG2 g/kg D 1
[ 54 C &, 73 %D 400mg/kg/H O 5 H % 54
I L, CAA OFRERMNEDT S & Lbic, ek
Hf e BB E A>Tz, Ogata et al. 13 %7
2004 4F 4 A~2007 4 5 A1 IVIG & 51 Rt D KD
B 27 W & xS, IVMPE KRS (146 &
IVMP #&1 (13 ) ZLti L7z & 25, CAA OFAE
FEXCBIMABHEICAEZ X G- 12h, %
HEEHI 4 918,300 [ & 290,610 FITH YD, IVMP #f
DITNERIE >z L ZRELTWVDS. —J7
IVMP ZOENERORNEIE DT, EFEEAEAE
FANTAS Y AR 1= Ko s PR

3 Tld Okubo et al. A% 2010 4 7 H~2015 4F
3 H®D DPC 57— &7 T 24,517 AD APt 7% &t
RIS, REHIBEAT A R oA VEARRICET % AT
b4 REMAMERAOFIFERIICHE D EREiE 8L, &
BEOWBZLBE LTV, ZOE, A RIA
VEAFNE AT EA REEEHZ L Thiaho e
AR FHAEH 2 BA U7z 17 8BRS DWW T AR
PEHRE DY 289,294 D 5 266,495 P I LTz,
IVIG AL FHEN s U, #IOE B ZT1TS T &
&, IVIGEE G CAA Gt RZH S I & TE
BEOBIKICH ST 2% L b s.

D EXb, KD OZMHBREEHEHTIED 2D, &
BENA KT A FICED E @YD DRRIN IR iB 7 52
i3 Lickd, 2MEHAICIT % EEEE xR T
HTENRENTVS. —7, EHNREHXRhRIC
B393RSO NTVWE T s, 513 KD A\D
BYRBEN AIC K D CAA DRERFDEEZ T L
IC X2 BEHD QOL RAEMTPEICDONT, SEERIRR
E3 EREANDOFEI DOV T E BITIFEZITL,
BEOARNIEICINA Z DfifEZ/R L T BN D 5
LEZLBNS.

1. B8

BRSNS TRLEFETE 2 HREEET, BHCkE
DFERT TR IVIG ZFAMET % T & T CAA Z D
ERBTEHARETH B O,

2. 1ERKRE

PR DRI RNHIZ 7= DHEN T % HY, Table 21
R KD IEBEFIC K D S L RS 2 nRE D E
ZbNTNG #97,

3. #is (Fig.2)

CAA Z &0 2 nlBEMED B % 2 KD fEfl, 9
b B 2EHHEIRD W O TS [ ZWET 6 RS N
e W Rt U, KD & W& Nz SR 72 45 2041
BIEFERIEISTHS. £, BWTETORED
91, FEIEIRD 4 DL R TS ARA 2 &L CAA
RS NRNEES, 3IERLLFOEE T MRin
RSN TARRE L BTSN 2 HBE Tk CAA &0
THENHB Y 2, ERAZKEEE X nREAE
D BHC IVIG ZRilad 5 T L AHERE S NS, Fig. 2
WRT K ST, 1980 FARIL LI, 1VIG OfLG M4
FEMCE N U, S TRIZIERHNCEBENTED,
25 25 [A) 1IFHR 2 ERHE OAS IR TlE, REFID 94.6%
M IVIG D522 7= V. BHEHI ERICHRE L 7=
FITIE, BiiRTOEMEEELE® 2510 L TRYS

Table 2 IVIG DgsaBEER >

1. Fc RBHENT ZPMinA s LTOMRAEER

s WAEENT BEEERADER

c REEERENT DREDER

MRERT A M HA T DFEE

- INEREHROEE(LIH

- HEMER - A—/N\—HEDOHH

+ Matrix metalloproteinase (MMP) D&

2. REHERE L ENDIER

- THBRDY A bhA>, TEHA VEEDRE

- T HEfE 2R — \—HEDHF

- BPKHERR DML - FRFAPEE E RERY A bAAY, TEAHAVE
L DR

- EREHERRIC T 5 B A EE IS

CWFREK - /07 7Y ORERETE (FTVZUNR)

- BERICHIRT ZEREREF (S100) O mRNA #)
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100%

90% 86.1%
v 84.1% " 84.0%

50%

40% | 36.79

—o—|VIGEER

30%
—o—IVIG 2g/kgZ 1R (IVIGEHEE CXT )

20%
o VIGTIEHI O EI&

10%

0%

(1985 (1987 (1989 (1991 (1993 (1995 (1997 (1999
- 86) - 88) - 90) -92) - 94) - 96) - 98) -2000)

84.6% 843% 851%

12.2%

we% 935% 6%

89.5% 91.2%
.5%

86.0% 87.0% 94.0%
89.2%

95.5%

19.6%

(2001 (2003 (2005 (2007 (2009 (2011 = (2013 = (2015 (2017
- 02) - 04) - 06) - 08) -10) -12) - 14) - 16) - 18)

$9E  HF10E  Z11[E] F12@E 13ME 14l F15@E] HleE F17E $18E F19E 20 F21E F22[@E  $H23@E F24E F25[E

Fig. 2 2ERAZEICLS IVIG DRERE L UEEHRE ERBHIDEIE

ENTEVHIE DD 5.

4. Bt -B=E
(1) #5585

B 7RHLENC IVIGD B E NS T ENREE L.
FEIC CAA OHBINEE 2 L ENBHTOF 9WHE T
ITHEHEN B L, REVE SO RIENEIET 2 &N
HETHD. BAEMICIE, X0RIICHEAL, CRP &
CMERORIER—NT—BEFT 3 L2HIFET.

2019 FEDBWO T ZUGET 6 T 1V, Sk
FloEmZ KL, FEYERE U TORBADHIEICH
BORMEZHIRE Nz, 555 9% H LURT O iR B A5
&, 5 6~9 i H TOWBRMRHAHI & LR U T, a5
B B IREAE TORFIZRDEWD, FEAH 2k
BHEMEE N, HREAR IVIG OBINES O5E, ARt
HEIC#1375 <, TR 1 £ TD CAA BRIz D%
WEHEETNTWS @,

5525 6] 5 R E A O R Y T3, IVIG %2
LB E LTwmEZ2h - )HIC, H5%H
(34.8%), H4mH (252%), FHe6wH (16.4%),
H3WH (9.1%), HB7HH (7.3%), #8WH (2.9%),
2 H (1.6%), #9WwH (1.2%), & 19 H (0.1%)
Thol-.

(2) B (Fig.2)

SUEHO IVIG #5281, MICGEIROGHE Tl1dim
W ROV ITNHTH 5.

@®2g/kg/H (HiHH5)

BANRRERSRFERMEE $36% Supplement 1

(2 200~400 mg/kg/H 7% 3~5 HE (55
2g/kg/H DH R 51377 EF 51T LEXT CAA DFE
HERDH S MDA, RIES — 71— 72 RGN B
fbx, MEGHHREEN 2. Fig. 2 D IVIG 2g/kg
KHERD T T 7IRTHRIC, TO 10 4ETEIZIE 90~
95%DHITTDHENHOENT VS, [HHA KT
A ¥ TR LT, 1g/kg/H X1 HE720& 2 Hdt (f
[l 5-2595) 13 2 g/kg BRI G5\ OBITEE T11H
NTOVED, ISR ENTWIRVALE - H
HT, BUETIIHINNTH S, HRENKEHFERIIC
BIBZHRICOWTRERED @I L RS CDERD
—2 B TONIRVD, 2.0g/kg HER G TIHEINT
WBT ENZL.

B, SHIRICEEEOENEH 2D, —
FEIC HATIE 12~24 KF[E T, KIE T 10~12 K¢
T2g/kg 2 HllEHES N TV 5. IVIG 5+, 2
W ARAMIC K2 D AEOFIES X COBEHEEK RO
B REL, REFEEDEEERVE S IR
5. pERGMTONS5HIE, BE TS TH
TnEbns.

(3) BELERE

BIE, EANTRERD P77y V8HIE L
T, FHEENMESNTOBEH L LT 2 fED R
IF L7 a—)VILEREE| 2OV REEA], pH 4
(Ftk) WERSIHI D 4 TN D 2. WA TRHRICH
EMEEFRVE TN TS, Table 3 ICHIEIC
BN CREMZ Rk L7z
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RO T MENE LTE, URDOERHFEN

5.

OZ)VH LA, 5% DBHEEZ AT, miE 7 b
TIVEVPEGAELTED, SN LRSI
Bk EF LT 154mEq/L TH 5.

@RV ZF L 7)) a—)VIEEEIENC I 5% DEksH
ERBUH| L HREIE] % B XU 10%) BB B, HiE
&, 7YY LEEMN 154mEq/L TH 5. #%H&EIX
WIRRAF/RDT, FEEME LTRSS ERRE
WKRLTHhSIREL, ERMIZGICEE LU TEEERID
MEMTIRNEVK S TFEDIRETH S.

® pH 4 BEMEUEREIF] (5%FB KT 10%) &, HIRIE
BIFITIHPRER DT, BESNCIZEEAEEICLT
MEREL, BHRIRSICE L TIX, SEHEIHDMmES
KRNEVX D TEEDIRBETHS. £z, 5%HA
TRV E=AZHFMLTWS 70, RE5%OIMmEE
HIERRC 2 203 % 7 )V a— AWK EREEE %
W IBEIEE A LRV K 5 TR T 5.

@BIFN DRI DNT, 10%WHIHMEH & N T
B, 5%MANLLANTREGEENEDICKD, #
R 2/ 2 7D 1 i 2 2 LD ATRET, iR
BN RV E WS HIEL HBH Y, WA O
EIESBROMMEET S, THISEY, IVIG NS
BIoOHEIE, HERIE IVIG DR T 24 B TiTd
NTWED, KAA RTA T T4 24~36 IFF
e L7z,

WINOREFITE, 77 4 TF >~ EDRIWER

WG RALE 1 RIS, FRGEENEN & EiTk T

25%

——HBHRAZL GRS
(553007 H A )

20% 19.31%

15%
10%
5%

0%
#15m 16 #1706 18 #19mE
(1997-98) (1999-2000) (2001-02) (2003-04) (2005-06)
ENU) 12.1% 20.8% 47.7% 67.4%

Fig. 3

BANRRERSRFERMEE $36% Supplement 1

ZATHEMED B B 7o, 5 FUATE 30 77 ~1 RER DRE
IOV TIE, FHCHEREDEGE I N TS, BEN
U, 2g/kg OERICDOWVT, 5% WAL 12~24
HERE, 10%8UE 6~12 BERIM T THREG9 5.
(4) WIG Fflicxtd 3 IVIG ks (Fig. 2)
Fig. 2 D IVIG FIHID T 5 71 d & 51, IVIG
& ASAIC X B IEUEIR 1%, BHET R 15~20% B
25 [6]1I95 2E A T 19.7%Y) ICREAGI R+
DTHEWVEER] (IVIG NGB MFEEL, Z0EIGIE
15RO 15% BN 5L TNIEMLTETNS. T
N5k, —MRICIVIG OFERGICK > TiIEI N T
%. 5525 [ I8 2 EHAE O R T Y, #IE IVIG
RIEH 6,061 I DWW T DEIAEFEDONRIE, IVIG
HREEITS BN 91.1% & REMTH > 7. IVIG
DEHRGITE > T, FLBIORPEEIC TSRS R
BHLNZEEND .

5. A% (Fig.3)

IVIG 3 Zettm<, HENRATREEHEO®mY
HRIET, TOEHMEREHMNICLSREDENTE
D, ZLOBERERAA FIA Vit HWEN T
% 4099 IVIG I3 Furusho et al.” Ic X 2 JFEMILS
> B LU BGERBR D%, Newburger et al*»* 12k %
2DDHERT ¥ X LML & - THEYZ L
7z. Cochrane Library DRI L E 2 — « X X ik
L&Y, IVIGIE 7T RICHBE LT, 453095
HoO CAA Btz HRICHHIT 5 (et v Xt
0.74, 95% S H X [ [CI] 0.61-0.90). %7z, 2g/kg

s SHBHORZL (REE)
(CSE3LH H AR )

#20[@ ®21@
(2007-08) (2009-10)
76.9% 84.4%

#22@ #23E
(2011-12) (2013-14)
89.2% 93.3%

#24E
(2015-16)
94.0%

#25@
(2017-18)
95.5%

DIEBREEHEOREERL HARKEZRS)
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O H A 51, 400mg/kg/H O 5 H 7 #1451
N, CAA &2 X0l 5 (#itt v Xtk 447,
95% CI 1.55-12.86) T &EHDRENTUV 3.

KD X9 % IVIG OFHEOfERE LTiE, CAA
EEHCOAMEORERNREEETH D, 2EH
T3 Fig. 3D X 51 2g/kg/H DB [m]#% 56D H i
WCAEDVDEDHEE A U, 5525 R EFHAETIE, 5
309 H £ TORMEIHEBIIREEHOEEIX 7.6%,
30 i H LARE & 5847 9 % ek B IR iz e O &G 2.3% T
o Tz, HEBIRIN RN ZA & 55 3055 H LANIC 1~
2%, H31WHUBIC 0SB UL T TRHZDBE0T
5. IR OHEDFEAEZIT 2g/kg D H A 5 MV Z
EAEITTON T W T2 (1997~1998 4F) &
L TBBER 37D LI L.

6. EEA (Table 4)%%5%

HARIZBNT, ThETRes FHeE/ a7
XK BT AN ABROWME T E V. BRI O IR
ICDWTIE, HBs#HilH, HTHCV Hitk, $HiHIV-1 51
&, PLHIV-2 fiilkI X OHL HTLV-1 fivikgz it c, »
DALTHTAZ V=V IHEfEN TS, &5
iZ, =V UkidBRimAEl, HAV, HBV, HCV, HIV ¥
KTk FIVRY AV A B19 I DWW T KL IR AR 25
FHML, WA LIEMFEORMEFAETN TS, BIE
DOFRFNOBLE TR T, BET7UA e hOLKR
Y )V A B19 7% EMIB IR A O MR LU O
AV ZIRAIC X 2 BELOATREMZ THE L TE RV,
PEGRRITEDFE LTl iz 0.

CINETHMEINTVSEWERE LT, BEEE
IRV, REICKZEEE, Savy (F7/—
Y, MERT), 7+ 7« FF—KRIG, AT
B8 oY, vAMUPERm ), BFkEE, B9H, SRR,
MR, BlikiER ERd 0, +oaBIRMnET
HB. FHT, RTMEERRER & 58E FRRIC,
TR, RGRREE, AR IR, 77—, IfE

Table 4 IVIG O—fR#EIER °* %

KR, >av7OREICHEET 5. SPEICIZBEN

ROV FER O EORREEN D D T LICHEL, &

W fEER MR OW K, N1 2V A VICHEELED

O ET 5. TOELDOEENE LT, XOGE

IIFEEICRET 5.

O IgA RIBIEDBE - PilgA ik ZRA T 2 EHE T
BBBASERC TRNDH S.

@OHEREEDD 5 HE | B2 B LT3N DH
%.

O« DI EREEF 23 Z DO H 2 HHE 1 K
BHRGICX 2 MR ED R LIc kD, MFsEE
FASDPZE R & DIMARFARE L C T RND D 5.

@IfRZERIEDERRMED SV EE « KERGICK S
WAREEED FRA LIk D, MiRERELEEC T8N
Nb%.

GOAMMYE - RMHEEMOLE, FEAREE - i
FHREEDHBHE © v ROV RY A )V A B19 DK%
H I AREE A SE T E RV, BB LIEGAIE,
FEL 2R AINE & &5 D BEERESMEIR, i
Mogmzic I b 5.

@ OKEREDIX F L TV EH 1 KERGICKD, LR
PEFEIEXRITEET 22NN DH 5.

KD I B % KB pcisam & e K i, BIEA
W RR %K 7,259 fiil h 484 1 697 4 (9.6%) T, H
BhRAERERE 686 78 1 (1.1%) TH-ok®. C
D& 5 IVIG FRIERNE N TLED & RIEE
THBHN, MEEHITH 5 DMICE L T EED
FRIFICTICHALREZG5 2 ENRATH 5.

ISAPDEETIETFVALANIL
s _ IEFVR
/::”/f 77Xﬁ§§ l/’\ﬁl/
IVIG lc & 2 9HRAE | A
IVIG FisBllcxd 2 | c

IVIG |2 & Z3BINE%H

=RIAE Fh
wam RHR, FH, BEERK BE TF743F%0—
£HMEITFA BHAIR, fifs, BEENE, BOETRERR BEER, 7+ 715F—, IRRTE
FREEE BB, FEERE, HFELV EEMEL, Bh BRER
MRas BUh, &, SEXERE Bk, wMmmBEMEES, FhkE
DIER BMmE, SIME S TEMR, OEIEE
HEs BYATE BX, B, B8RS, T GHRER
Bl REERE, Bf2
4 EWZ, {3, &5, =EE Egigeh 2k
k% pri MRRASTE, BHEERE, BBk

© 2020 Japanese Society of Pediatric Cardiology and Cardiac Surgery
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II. X704 K (Table5)
A. LrzZvory

1. B8

11 I8 %8 72 8 0 75 HUARRENE ] 72 8D PSL 72 #¢
592 lic k> TR R-INCmiERZHMES 4,
MR LTHELZe#ROV €T > 72l 5
EMTELHNTHS.

2. ER¥E

PSL (3 & — RIS & N2 S kEIE R E RV E
VTHB. DVFV =)L REEE 2)VF a1 RIEH
Mk, MEICAFEST B2 AT 04 REZAREEZN LT
SRR E R FOREIEEZ I L, FiiEEN
PR F DGR TTET % T 212 & 0 s A iR IElE
H7%ZH9 %. PSLIFMHESEN T (TNF)-a, 1> X —
a4 %> (IL)-6, IL-8, IL-17, G-CSF &\ > 7z & D
RIEPET A S HA R EHA VMBS ) T DR
Az4HI L, lipocortin, IL-1 ZAKEEHIHE, B, XA
&, NF-xBEFOHMRIEMREAEDOEEZIHEETE S
T ko TR BT 5 7.

3. #ES

KD OZM (HEIETH D, WHIREEOHED
fERMN D 2 5 E) 1Sk LIRBREH A H 4. RAISE
Study*2” OEFEEICEED E, IVIG RISHilZ FHld
% Kobayashi 227 5 gilA EOEIEFNCH LT, 4]
WA 5 IVIG 2g/kg H A 536 K U ASA &5 &
I PSL Z {19 B fitis 2.

4. B%- A2

B EE L L CIVIG & 0f 9 % 55 &5 1 RAISE
Study” 1ICHE U7z ik - FIEZ V2 OB — N TH
D, IVIG RISHNCH S ZiBmak e UTHHT %5
BEYIARICHEC TITS . AEWNE PSL 2mg/kg/H
2503 CREIRINICIR G 5. fREAL &5 IR
S8 LT RRICHEMICZ 9 5. RAISE Study T,
CRP MR U 71 Al T 5 HERERT U, A2
PO EEGEIROE(L, RIEX—H—DH EAEE
DFROIRNE N 72T UL 1 mg/kg/day 53 2 7% 5 HIH,
0.5mg/kg/day 70 1 7% 5 H#& GRS 5. ik
I PR IR M5 72 5E D T2 i 5 13 i D R 1150 P A,
IVIG DB GHEDIERZ1TS .

F7z, PSLEGHIZ, AR CRP fili/s & DRAEE
N — A —DZFIC X 2 RO L WG L H

BANRRERSRFERMEE $36% Supplement 1

%. D7, PSLHEHUI MM CsiE R s
B XOBEICHMEL, HADEEDN S, EIEY) &
MAEITS TEDLEE L. HRIE PSL R 5 FMATR
4~5HH, &L <iE 1mg/kg/day \D k&% ICHEE
TEHTEMNZL.

5. 5%

PSL (% KD S x U TIA L i E NN B -
1o b, FELEHIDFEE A Tl PSL RGIERIHY 2
ICdH 7T & %Y, PSL HUMEIE CAA DA
ZHE LR LTSS Y, ASA, T7)LLE
a7 xY, PSL+YEY XE—)LD 3 BEREHC X 5
BRI S > & L iR 12 & - T PSL oA At
MAEHEN G ST R ENDELEREEINTE
7z.

2006 4T KD &2l 9 % IVIG+PSL H16f
FEEE & IVIG $Ei:D CAA TR EMGET % 5
A LEE#EAER 0 S & N RG> b
U —HREAAIC K O BESEREE TR L Gh > 728 D
@, IVIG+PSL #10f #1413 CAA &Rz 6 =
KA T BT LS LRz, £z, Kobayashi
237 2 BHWTERE M- EIE KD BFT LT
PSL & & D CAATE AT R & T & WVHE &
Niclz ), ThbDBFHERSE Lk IVIGHPSL
YOt L OB M Z RG22 5 > 2 e EigEk
Bi (RAISE Study)® #V4fii & 17z, RAISE Study O
fiti e, Kobayashi A7 5 LA D ESE] M £ 1<
X9 % IVIGHPSL #1HAF F 3B 41, TVIG ¥k & Lt
1 U C CAA B OH & B hG R ZE R O EIG %2 A B
WAELBHTENHSMETL 5Tz, Cochrane Library
ICEBRMINL Y 2 — - AXEN 7 Tld IVIG+PSL
PEAFELIE IVIG #L L L LT CAA &fifY A7 %=
TF% FEeAy X013, 95%CI 0.05-0.32) H1%5
EOICTVARAT S eiHMic Nz Fiz, KK
BRI 2 — R WI%E (Post RAISE)Y 12V Tk
IVIG+PSL i< & % #JHiG# i #13, RAISE Study @
IVIG+PSL DA & FIEAEFE ThHh oz b MEENT
W5,

IVIG RIGHNS 09 % PSL DA M #EY) 7791
Y DT 2R IMEGEABRD FAE S N TRz,
AN RGBS T TIE R, —7, Bhna%EE
L T D IVIG+PSL fJf F 15 MY IVIG #14%° PSL ik
EHEE LT CAATERKY A7 MEL, BITARE O H
PRI & DB T HIIBER © Dl EhTH
n, —EDEMMNEETZENMEEINTVS.
L, WHNEATZRETPSL Z2HRE59 % Lid
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LAY L3 BE S~ "FHERYE |
H1E6/0wosZO0ni=d 1LA£X

L1102
IO P LRI QBIIBS & P 21T
/LIS YNERFOHB G102ET

AOAZTA1LU£EX

G286

F 2P EY Aep/By/Bw | 21519 ‘H
H G~V BHBAEHRE N EEY?
2B VYULBERSHS U GYIE
CHLANETRNEEZ—CTIQE
P ‘@2 S @ FEH 2R O%E
SPANYZOL LT 440 A TY PIhEE

(932121

EHETHONEfchH (%01 ¥)
SE C(FE%L) FNEATHE (%)
EYH 0P EEH (LlEYOEsEh ¥
HHEHE (%) FROIERYAUI 4

T EXEBE G % L & ‘B/63/6wg0
B2 BHESZCE 'HONOWL R
VAL GEOWE WHEEG2LER
ANFANVHENG dHO BE2ANO0HLE
ENBRAYNSRIFEXESEH 55
2GHYHEEESD € 2 H/OM/OW T P E

THHREEEOED
EERERNIUNUZYSEES JOLY

AO0A=d1L

BIEET

EHAELE

EHEY - HHEH

EFEH)

ZH—

B HERH S ONYT DIAI

G 9|qel
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CAATEIRY A7 72 FIF I W ATREME Y & [alkEIc 5
FEN TR OFENNETHS.

6. EIER

SO KD B ICxd % PSL G HICHET %
RIS E LT, WAV REHSENDRE (%),
i H Bk BS540 D KEB57), iR BATE 1% DKk
%), EEmbEE %R, @EiMmE X
10%), WFHBRENIOFAMERIEZ (FIE2F) & EMN
RHHEND. INHITEY)IRGHE, & L < IdREEis
DHTHETZHMEILEAELETHS. IREEIIERK
IME & WV o TR EGENOREE (1% A5 BT
BENRETHO, JIRROERE 28R L ey
PR R 52175, BEGAER & L To®REE
BWE DD, PSLEEIC X BIARIR Y B R
LI LT ENIRETH .

ISADEETET VA LN
S, 55258 IE,T\;X
VIG RESFHAICHT 5 | A
IVIG+PSL |c & B FIHEAE
IVIG RSBl d % la c

IVIG+PSL I & ZEmNiak

B. XFILT7LFZVBVINILA

1. B®M

IVMP (&, 5877 Cilld e S J il « Hraie /e Ic
KXo TR ER 2L I E 52 & ZHAME L
T, A70A4 REOHFTEEMREERD Dz AFIV
TL RV Y2 KRICATRE S 2168ETH 5.
INFLD V) 7 F PR RSO EHE R R E O FSERINC A < H
W5 N, KD TH IVIG RIGHINDBINAES IVIG
RIEDTFRE N B FEFNCHNSEN TN 5.

2. 1ER%RF

AT HA FIIMITENZARICH S L, $%NT NE-
kB 7% & DM 5 T DT 2 R LHIRIEER ZRd
(&7 LYEFD. IVMP Tld, MU N2 A4k &I
BEKIEIC ERZ KEDATOA REFTET %728,
7 LMERUANAOKFE ST % & TRENS. 2D
BT 7 LERNCIE, MIRENZ A A & AR SRS
HEAEIC KA, MO X701 RZREZT
T BHEH, THICREREGTEATOA RO
DT & BBk EAEOBEEZ(EA B, 7/ L

BANRRERSRFERMEE $36% Supplement 1

TEF & © & 258U FEH 9 % 797,

KD Tid, IVMP iZ RIS Rz 5 T &5,
FISIET 7 LERINC & o THYZHIRE D) & D ASEMEY
A bhA 2 iifld 5 EHEHIE NS, IVIG ALK H
VIR THIBNC BN T, IVMP I X > TRIERH
BIREZICEID BT A~ HA DR ® s L
~NIVOIEGE ® ME RS 52 EAMEENTVS.

3. &S

KD I R 2 (RS H 1 2. IVIG RIS Tl
X9 WA IVIG & OFIAE, F72id IVIG Al
IR ZiEImAREE LTHWS.

4. BE-HB=E

BHEESBER T, AFIVTLR=ZVrary 20~
30mg/kg 2 1 H 1[8], 2~3 KM CAifiEmE L,
3 A 59 2 HEDEHENTH S . KD T, ¥
8] IVIG & DBt Tl 30mg/kg 7 1 [l D 22470
IVIG RISHNC 3 2 H clklE%x 1 H 1, 1~3
El FEﬁ &?6%&% 37, 68, 69, 71-73) 7’3‘*%11‘.

5. BA%

Y27 EHIHEL TV WKD 2y 3 HEHE
Mo 2 LGB 7 T, FEEAHK, IVIGE
moE A, CAAGOHRIE, IVIGHIVMP B & IVIG
+T SR RBETR%SETHo . L, IVIGIEMH]
DHFEBEHN T, IVIGHIVMP BED CAA A BRI

Bl otz IVIG RIS PRGNS 5 IVIG
+IVMP #IHI0F R EIC DWW, Sano A7 (S
SR FEEFZD>, Egami 237 GEE#MILS » & L
(L iR B 2 ICHE D W iFZ8 Tld, IVIG UM 5
ELERFEHICHREAL, CAA BFRBERICDED -
7z. Egami XA 277 1C & % IVIG R FHIBNC K %
IVIG+IVMP #IAG F#EE O i 5 RN T R — Mgt
T3 7%, 2nd line IC IVIG, 3rd line IC IFX » PE % H
W CAA ZIil TE7z. PSL £72I1Z IVMP & R
T A R Y IVIG OO HEEEICHS 5 A Zfifthi ©
& %7, IVIG BT FX CAA DFAERDEREITIL T
T5IELMRENTWVS. Cochrane Library I K 5%
Z V2 LMEGEER O RMAI L € 2 — « X ZfiffTic B
7% IVMP D& (one-off steroid use) DKM T
137, CAA OHIFIENRICHE AN B2 R R
Motz (a4 XLt 0.56,95% CI0.29-1.08).

IVIG RISHNC R 2806 EE & LT IVMP O
R IVIG B & Lk U286, CAA GOFRANE S
TH5 T EDNEBOWHETRENT NS 738687,
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IVMP ORI 3 R T &h 5 7, KTk
IC PSL D%##E (1~2mg/kg/day ThHils L 1~3 JE[H
I THR) ZIT5WE ™ 25 5.

6. EIEA

KD IZ351F % IVMP OFEHEHZOMETLE, ARk
(6~82%), BIME (10~91%), EIfikE (6~55%),
KRR (6~9%) HEMREETNTNS 27, ko
T, IVMP EfERFICIE, OEXE=X—, MmERER
CICKBHEREEONA VT A VOBIRNEENS.
WM O FRGIC Hy 78w 71— E OHiiEEA
MARFEDF ISR V7% IVMP LT 25 S H
BN Z OB L TWRY., AFaA R
EROBWER & LT, BAYE, W EMEs, MebEs,
KERETUEME, RIS END 20, MRS

DIVMP TldEFheEZAENS.
ISADEETET VA LN
S, 55258 IiZix
IVIG FREFRBICHT e 5
IVIG+IVMP | & B8R
IVIG RSB S S lla B

IVMP |2 & ZiBh07E%

. SeEmFiEl (Table 5)
A, o8RRIV A

1. B8

2008 fELARE, T flflaZz S35 s fifiid Ca?t /NFAT
(nuclear factor of activated T cells) FEESICEHET %
W DBIE TH, KD e B2 M0 CAA R &
FIEEADOEEARE TN, KD MERICHL
T Ca*"/NFAT FRESIEMAL D EE AR E ZHS T &
RMENTUW S, Ca> /NFAT #4213 % 3541 3
CsA TH%. CsAITL D Ca*"/NFAT FEESHIHNC & >
TIMERPIMESHEZHIE T 2 2 EHAHNTH 5.

2. 1ERMRF

CsA OFEMFE, T Miflez &St bo
TR B W THER BRI 2ROV = a—
U VISHEE LT, #rEK NFAT OtV VERfeic &
LERABITZIAEL, IL2 75 EORIEWY A A
VRIS B 7.

3. &S

KD Oz (EETH O, WERFEEOREDE
M d 5555 . TVIG RIS TINS5 2 91 TVIG
L OPEIEEE, F 1213 IVIG ASHNC 09 2 B
ELUTHWS. BOWAN 2020 4 2 HIZ KD IZHd
DARBRTE DS S NI, 7 LR ERRANL S
HMEHTH 5.

4. BE-B=E

IVIG RJs T BN/ U T illss bz & LT
IVIG Ic I L, 5#%, CsA % smg/kg/H, 5%
DOEWIC 2 [FNC/ U TR S L, KRS H AR
3% W, 3HHOREHIC NS 7EENEL, 60~
200ng/mL DFEHEREDFPANTH 5 Z & ZHEd L,
WERZHEIT 2 ENRETH S, &, TINOZ
TEVED B BRI S N .

IVIG RGN DENE#E E L TE, CsA A%z
5mg/kg/H, 4 OERIC 2 IS TRIOEEGT
% 5080 B s HRCRIRZRD S5 & 5 THNIZ
CRP &Mkt U< 1 10~14 HiEZHZ & U Tl -
HIEd 250855 8, BIEH CsA ICDOWT, 3~
4mg/kg/day 7277 2 THHE® 3mg/kg/day THidE
L, EERECIT CsA ICZETET % 505 b S HiHSH
%.

5. 5F%

HIAEEEE LT, IVIG RIS THIBZ M5 e LT,
IVIG+ASA 1T X Z1FHE R & g LT, ARUEIRHEIC
CsA 2 hNZ % ik BEERED CAA FEEKY R 7 Z2 ik &
W20 EMGET 5T > X LEItigatE (KAICA Tri-
al) WEfES NIz, ZOME, (EHEGE+CsA BEDE
EIC CAA DIV A7 IMENT EWMHEEN TN S
(U 2% 1 0.46,95% CI0.25-0.86)'".

IVIG RIGHNC R % 3rd line & LTD CsA E& 5
U7=E NN OB TIE, £ < ORI TIaE% 5 HIY
DINICIREADE 5, CRP 7% & D RAEAT R U L
TV UL, CARSHIEFEEL, Z0k
B 3EEDIVIG AR TH B LA LRERE N 5,
4 I A ARTE RN BRI DI 82,

6. EER

KD WAO/EH T, B X CHEEZAINEH O®R G
7RO, FREIVERZ R T & 2 170 I REER DY
BOWOERENRETH S, MERIKTEAY ¥ Ll
72 1) 40% IS 788 % MRIERIETH D, MIEMAT
WEEED T, ks A1) Y LED ATREMEERT S 1

© 2020 Japanese Society of Pediatric Cardiology and Cardiac Surgery
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TV3 Y, {73 LEOWE €32,
BB IHIC L 8720 NEIRDME X 7RV, Zofth,
5% EOSHEORIER & LTE2E (EMMEH), 1%
M5 5% ARMORWER & Uit L5, Ho - HEh:
IREEDHE TN TS, CsA ld CYP3A4 TREIE 1
%iz8, [FIFEIC CYP3A4 TRiEhza~< /o4 R
RIVEVE L CsA DM EEZ LREESTENH
BIO0CRERNRETH . —), ARFUE
DOt TIZAZF > DIl 5 DIERHIEILT % & &
nTtws.

CsA Z G Rig R Ic il 4 288, BT 7 F v
B O OZZ M BT 2 AR R . FRE
MERDNIT ¢ b« ) AT BEEICHK L E
T, BYYEORBIC TR L TARIZHR G592 08
WbdEEZLN5.

B. XV IiLFt—F
MERZIHIT S L2HNE L, IVIG ANSHICK
HEDO XY FLFt—F MTX) DaITHolzn
SHEMENTH S . ZOFHKFE, 1D 7Y
ACH B REE O], 2) T MG L], 3) 5t
R BRG], 4) AFIV TR T 2 T7—BiM%
DI ENEZSNBHDFHNEHS N TERL, HA
TIEKDICH LU TCIE#ESHMERTH 5. hEXEED
720 10mg/m® (A 16mg), #2445, 1 [67%fi
T 2FETRET 5. 72X LMELERER O A 13 7%
<, PEROBEH I TNEE RN TH 5. (K
= MTX #:5.1% 24 R DANICH B i@ AR SR
L, CRP I3 5% 1 HE CHREIE F LS. Wi
HOMIXICE-T, KLEDENZREIEH (BIfEk
A, RS, BSEONR&E) &, KA TED
TRWVHMES « WEHEAEIC IR 5 T EWdD 5.

ISADEETIET VA LN
SRR 55258 IE:;Z
VIG RS FABICH 5 I .
IVIG+CsA | & B ¥IHBAE
IVIG RISAIIHT 3 b c

CsA lZ & BiBINak

IV. E¥FesE (Table 5)
AL 12790F2%7T

1. B8
I IVIG RISFISLESEFNC AV SR, TNF-a &

BANRRERSRFERMEE $36% Supplement 1

FICHE RS % T &I K o THRIERESZ I U s 4
LS8 5.

2. 1ERateRE %

IFX 3Pt b INF-a &/ 70 —F LA TH %. 1
DIHTOITADEHABEZR 25% G728, HiF
AUk (Fffus) HBBLs4a40% THIHL, 12
PG TIEBIR O T LIVF— e EC 5 T &
Mo 5. ZOEMAKTE, AR TNF-aNOFSE -
A, ZAKICE S LTz TNF-aDfi#d, TNF-afEt
HITDEEIC K B TNF-aDfif| & TN T3,

3. &ty
RERE A, BHERIE CRIRA T 727 KD O2MEH
THY, IVIGHSHICH T BEniE#EE L THWA.

4. BE-HB=E

W, IVIG ARG KD IR LT 5mg/kg /LB
50~250mL CTHAM L T 2 K LA BT T riiidaiiEd
%. B THK 2R TIhEER E— 2L, F
I 8~10 HEEW. FMEREGICE 759 H]
TEHOBISN S &, KB TH S KD I L Tid
HEREDNFETH S, KETIE, 2nd line icBl) %
IFX 10 mg/kg H[EH 5 & IVIG 3BID T > & LEE#g
#ER (KIDCARE trial) MESHSN TS 7.

5. 5%

IVIG BINC &EARISD 3rd line LI TOMHAMN T T
H%. 9510 % HAIC IEX DMRE ENNUE CAA &
PEOBEIMEL ¥, 5 9WHLADERGHEE L.
#120% TIEX RIS TH D, NLDGEIFHESNITIE
IiEHE%475 . 2nd line THEEMEDARFTE 205,
S%ORFEZE L, 3rd line DI E AL 75
iR TITORETHD. 2005 EM 5 2014 4D 4 [H
AT TIE, 2nd line TOEAE 434 I 2.8% TH -
F=hN P, 2015 4F O (RRASE F DA% 0 5 4 FH B At 7
(SAKURA Study) Tl&, 291411 11.3% %% 2nd line
TH- 7%, [FEX REGEMEAE TOTHFHEIZ 16.6
e &<, IRX %X 51% 48 R O fRERIL 77 4~
83.6% TdH - 7= %, 1% HIMNWI%TH %D, IFX
PERHIIHRGRECHNT, ZD%D PE DFR)HR Y
> CAA O RHLEHR OV MW afREMEA R E N TW
%. 3rd line TD IFX & 4th line T® PE Z Fifi& L
ToRREIC K ARV R CAA B OERDS, D% )T
HIRICBWTIRE S hTWvg ™ 2,

2nd line TlZ 1st line @ IVIG Ao H9 % IVIG
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BANE IEX %5 7% Ll U7 8D 5 > 2 Ll
BRICBWT, IFXBEOMBERNEGHNE DD, CAAD
RAERICOWTREREEDN TV EAREI AT
% 599 2019 £ O Cochrane Library IZ & % TNEF-
oBHEFNCRT 2R MIIL 2 — « A ZFRHTTIE 10,
IVIG NBNC X9 2 #5513 IVIG :8n & g L T,
RIEDV A7 72 FiF 5 (it A7 0.46, 95%CI
0.28-0.76) XKWL VDI F U A%ZEL, CAAD
B XA 71 DWW TIEBIR R THREHAN A B AR D
T GREY A7 048, 95% CI 0.11-2.06) & #FHiff
TNTVS.

Ist line T®D IVIGHIFX IZ & % ] iE pE s b g i
3, YR LLHBRBRORERISZ2EDD?,
CAA OEPRZ BRIV T @RmE TR, I/
T KD JERNCHERES 5B F7 > Rd7500.

6. EIER

IFX O F5FIEM%Z FidicRd. KD IS % IFX
W7, SRR BE S B e-learning IC K D il
PR RS Rz PRI U 7o/ NI PR & STy
5.

(1) Infusion reaction

KD TREHIE U THEHRREGTH B 72t A% 3
VIRE ORI OFBUIHRIC K D Bx 5 h, K55
ARSI OBILR, N1 X)LV AV DOIEZEREITS T
WFRETH 5. FEEMABGEEHE (SAKURA Study)
T3 infusion reaction & 294 | h 4 1] (1.4%) TiZ
Wiz, HER T 55 fl R L RIOmE T Y,
R NIC infusion reaction & 1.8% TH 5Nz
W, FO1ENI)NERERICK S 70 ARRTO 2
EHDIFX &S5 TH-o 7. BREOME TIFX OH
REZITSHER, BOEEMREEEbN5.

(2) REFEEE (B VAIVAHERFR)

FERBG R RN T B 128, TWRWARRTZ &L
VT UREZ IEX R GENCHEMT 5 T L AHESEE
N3, BRECIGUHET CTiIREEEET 5. 12—
7 =0 -plEERBR E 71y NV U U RO RS
Rz 29 2728, IEX REMETNZEHITEH
HNCHRET % T LWV E L. HBs Fi5, HBs fifk,
HCV HitAtid 2 IFX 51 EMiT 5 T & DHEREE
N%. 758, IVIG REBIIHUANGIZL I % A hE
MWD %128, PUAREIZ IVIG iBERT O IMEIRA T
o T ENEELL.

(3) DALSEE

MATE =2 —3—27.00EHE (NYHA) OFERE
SR IV E T IEX 251 K 2 01, JEC

DOMERH OV BZEEINTVS. KDIZBWTELAR
27 L & S SERI T IFEX &R 538, thoibgE
BMAld 3 e EENS.

@) 1 BEBDOERE, £79F >V EORRICOWT
SGETIE, 1RO E SR e Uz ENE
Rkl HiEE N T ViR Tzd, HEMDNEEINT
WA, Fiz, HARNRHRZES, HANIERIRES,
HA/NRY) 7= FE2ENFT U TREFRE TRIRA
T i 2 NIRRIC N 24 > 7 ) F < T DOHHE
AR EALEDFR| % % Tld, BCG #Mitk 6 » AR
PR, Zofiod:T 7 F ok 3 AL RS
HYEZ BT EMHEREIN TV 3.

(5) zofth

e IC B % IFX RIS O &1E, FkES
DOFEE, BIETERZOME (iR boE) LGS
NTV3H, HIEOL T AKDIZHT % IFX O H[E
RE TN ORIWERIEIE X N TWwixw. IFX &5
JIIH% 2 14 Bl D sibRE i (FPyLfi 23 2 A %) IS
¥ MRI Z il L728E T, B boEERZH SN
TV,

B. Zofth

KD IZH g B2 RBEMIZ A TETF VAL AT T
HBHM, EWHNEEFIE LT, aJTATE TNFaSZ Bk
Pk (&2 x v 7 b)), Piil-6 ZAMAGUA (b
A7), IL-1 ZRMEETEE (7 FF0F) HHEEH
TW5., TEX)VET ML, EENEEAER &L
TORGYEFRBR) A7 MEN T EDFHTH S, T
PRI RAER T H % KD IC BV TS BAMN TR
BRI O—D &2 B [ HEM D E S N TV 5. 2019
FEITHR E N7z Ist line TO IVIG Hilt & IVIG+T &
IV T N RO Z G L —EERT VX L
(LHGRER T3 Y, MARICIEEAZRD RN T
EDO0, WEIREOZIZ IVIGHTZ Z X)Lt T FEET

Bl o7z P2 XTI IVIG RS KD O 4
e Eh, 2RI THRERELNZEDD, 2Hlic
EABEZECEREENTVE?. 730503,
RIHNS BT B HRIMDr— A2 ) — X THEENT
W3 0 7 IR SO EAREICHIT % Phase
I/11a 75k (ANAKID trial) A2KETHEITHTH % V.

ISADEEIETVALANIL
NS = TIEFYZ
BEE IS ANE LAY
IVIG RISHIIC 9 % lla B
IFX I & BEhniak

© 2020 Japanese Society of Pediatric Cardiology and Cardiac Surgery
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V. BEaomEEREEA (Table 5)
A. DUFREFY

1. B#
grhBRA B & N B EA D IERP RIENEY A b
AA VML, M N R O 5 E 2 BT 2.

2. FRkRE

7V FA2F> (UTD dt MRYE trypsin inhibi-
tor T, & MRS EEREEN, trypsin ZirH & T
BRiR DEAD R (WERER) 1O U THEFEENZ
A9 %90 1= 67,000 DEAFFEAEFA (LU 71
TT7—EA R —) THa. HRIZMH D inter-
a-trypsin inhibitor TH % EHEZE5NT V5. &
ges (AF, B, B, W, O, &%, B, Kia, B K
B CTHAEDHREN TS,

(1) TNF-a #&I/EF

Z DY A M AaA HGWERZHS 5. Bk
5@ TNF-a, IL-6, IL-8 DA %. HERN 5D
TNE-aDFEE L3I % 1%, %72 TNF-alc &
D IHMEEE NS IS N R | D ICAM-1 D38 7%
L, NEZHIlRZ (RS 2 HED D 5.

(2) KIS R 2 —EHEE

FFHPERIN IG5 A 2 —E 213 Uik DEADF
BEEMVBIEENS. UTLIE S 1V YV — Lz 2Elk
S, HERD D OR RO M ZMEIT 5. X
7z, BB E NIRRT S X 2 — L OARNEICBEH
L, #RMICTV—F I IVORRE GiEILIERD,
YA LAY - HEDTFOENRZKTEES. £/
TNE-aZz ST AT 7O R FEH, RS E
EREHT % 1.

3. S

KD I3 U T&/NRITH U T e RBEEH 7R, 4]
JiaEE e LT IVIG L OBt ZEET %13 h, 1IVIG
FIFIOBINEEE LTREGEINE T EHH 5.

4. BE- A=

INRDOHE - ARG SN TRV, 5,000 H
fi/kg/la7% 3~6 [al/H (1 H¥ 51 30 ;RN 2@ A
TV THRIEETEST S T ENZ . P, 30 5
HAA/10mL #HET 40 7 TH 5.

5. B4
SMHAKD T, WrHERTT R R 2 TS Yy

BANRRERSRFERMEE $36% Supplement 1

H, & b YRFH 2 A, O mRNA O SUE 2 i 4
%100 X BICHFhERIC & DB E NS I R
DREEZBEHET 2 1. 1993 I BT 2 gl O fdi
A0 D%, FEFEREAHRE, (DBEFTO
IR, QPOFHICK % IVIG OERE, 3)
IVIG Ao B O —E8 TR ESENHRE T N
T3 7, WENEDEBIOKRZTH Y, #iHIN
IR ERIARRABRIIAAE LW, JEHIICIE ARSI g
BERARER e TR SN Y.

Z D%, WMBE¥E L TUTI & IVIG & % §f
THTEICKD, RISHIE U TEIEREOBEE D Ik
b GAEEA » X030, 95% CI 0.20-0.44) L, &
7z CAA FIER & KV G A v X1 0.32, 95% CI
0.17-0.60) T EMMEE NP, £h, T HIL—
T Tld Kobayashi A 37 7 silll EDINA Y X2
BT, XOZMENE N (CAAFIEDAEEA v XLt
0.21, 95%CI 0.08-0.57) T EAUREN TV 5. IVIG
RISFNSHTT ZIBIERE T, T—AT ) — AW &
LT, IVIG B#51c UTI Z0fH L7z 7 i C CAA 3§
SERFRDIEM S T T LR ENTVS 1,

6. EIEMA
HEEKEGOMGE LT, (1)FEAEPOEE 2I1EZD
WHEROH % 84, Q)RR EH, )Ll
UTI D 5% 23 I BE PR SGEICREE S Tw
%. BWERICIE, ERELDELTTF T4 TFv—
Tawvy BHEARH) HdH0, ZOEMAEEERR
(0.5%), HIMmERILD (0.2%), FE, BEREED
WEGER (0.1%), TFH (0.1%), mERH 0.1%),
—i Pk AST « ALT L5, WrEEERME 2, 1SRN M
ERhd . £z IVIG WAL OF—— b DR
HiEz4E U570, EROBIREZ#ES 5h, UTI
B GIREE —RFINIC TVIG 5 24511 U C UTI % 51
B AR EE AW THIREEZ 7Ty > 2357k
EDRENNETH 5.

B. Zofth

UTI AN DB RFEEAER & LT, Fheko
T AR—VEFININS, KON ET B INL X
2oy b MUY LK (SSH) A& 5. 5#EISEE,
EEMESEROSIERERC & & 755 2UEfilEETH 0,
KD i3 L TEGIMER T . #IGEHERICBIT %
IVIG & DffH, IVIG NRBINOBIEREE LTD
S OGN D 2 110 I NRO R - RN
ENTVRWVA, 1KYz D 0.2mg/kg Fifvi i it
FETORSMENZ V. JEIS, AR, K5Oy
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T, BRI THOI LIz BT 2 R37E0.

ISADEEIET VANV
roms ik IETVR
aEE IS ANE LAY
IVIG+UTI IC & 298865 Ib C
IVIG RISHlcXE s % Ib C

IVIG+UTI I & BiEhNiaE

VI. migcegeE (Table 5)

1. B8

KD DJRREICBI G- B RIEVES A b Ao T €A
A VMR R D EEREA TS LICKD, @YA b
A4 VIMEZRIES %.

2. 1ERRE

TNF-a, IL-1872 EDRIEMET A F A A &, W
ZIRF ORI ET IV K D, KD ORIEHE
DERZITT T EIRENTVS. PEICEKD, TNF-
a, IL-1B, IL-6, IL-17, G-CSF iz B fREE N, REHR
SER SR EEE B M. g, S EERO IR
* regulatory T #IfldDHIINEDIEN & MG TN TV
3 112>_

3. @R

IVIG RISHIDES TH B, PE DEAEICH D,
GRBAER & ZIC N TR ORI = TOE ML
HEE L, RENGORICHET Z2NETHS. Lk
Mo T, IFX AT A RZ2EL IVIG TISHIANDE
HRBENE LR, HEWVIEHHTERWG], =
YYESHH, KDSS AR EICTICEREINS.

4. B%-HE

BRI 5% 7V 7 2 & U < 3 i sk ifn 5
(FFP) ZHW, fERMm%AEE (mD) UkHE (kg)/13X
(1-Hct/100) X1,000]) : (Het=~\< k7 U M (%))
DI 1~15657Z2 1 [HH7zb OBEHE LT 5. S5
Ik, KBEEEAR, S5 FERa 1, NRBENHX 7
e V=AU A T—T)VEEE L, 2 RFERE THE
9 %. KDSS DB, #IERGHRIFICIZ R,
S IEERBIRE DO LT 2B 1Ed . HiREg L L L
T, BABREFICANRY 2 F R U Y L (15~30U/kg) %2
L, % D% 10~30U/kg/Rf T, ACT (activated
clotting time) 7% 200 P& ICHERF I 5. (K 10kg
KON TRIMENMEZ TN B HEE, WERIMERE

5%7IVT I aER TR LR ThIEZATAL
FABICBAES 2 Y. FRPICIE 7 TV MU LA
GEINTED, 1IC FFP TEMT % &, KiE (11
B, FROENRE, HO, WErL, R, EEREE) &
&72L 9 %. FFP Z M\ /= PE Ojiifrricid @ imic
AFAEEREL, BB T YV 3V Ca THILE
T5. RANELNDE T, A6 Hibiki THET
5.

5. 5%

PE OfFEHIEH <, IVIG OB 2 Y. 4
EFHEIC U Y, IFEX BREBAICEA T NS XS
o lHIEE, M 60~80 %D KD WARIEE 22T
THO, MOBELENEN R ORAIFE L LT
MALND T EMBV. ARGFITEIEFNCIRE X N
IRETH O, HNMEOMGEE B & U5
BRRABRIETF RS, AN R— Mg EF
% S0 R 21 Y 1= 125 %D IVIG RISHEE D
95, PEBHUARFIC CAA 238> 72105 %D 5
B, ZMEHNCIE 21 %I CAA 2RO TN, K1 E%
DEbFYTld CAAIZ 0% TH - %z, PEBIMARICHE
BIRIGEZ RO T2 14 %1%, 2HEWHZE R 1 4525
9 3 S LR 11 ICERD A, mABHIC I E R
LRSS 1 UISRDTZORTH T2 —J5, BibhE
T CITEZTER LTz 6 %413, EEIATIE 2 %1
CAA D Z LTeh, 4 %I E KB EE LY.
PE fifTHE O RfEIZ 3 H (1~6 H) ThHoiz. K
BRI E T3 HEEZE L, ZOMIC CAA
WHBI® 2 WEHEITS B ATREMED D 5 728, DTG
L ERRIC CAA ZE U SHIChthdT 2 2 EARE L
V. E Tz, IBIBIEDRIENL TH B IVIG At KDSS A\
DAL G TN TS 117,

6. BIER

WHMEERRIC E &2 5 KIfE - >3 v 7, i, &
i, EfRiR. 77VT7 I EBIC & 6% S REEREE, Hr
fEBRARSMAEIC & 2 7 LIVF—RIS LK Ca IfifiE, &G
JEZR EDIED, 717 — 7 )V AMLE O AR TE e
15, EHMBHC L 755 GOHENL U S alREMED H
%.

ISADEEIETVALANIL
NS = TIEFYZ
BEE IS ANE LAY
IVIG RSHllcxd s %
Ila C

PE I & 23811765
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VII. #um/)REE (Table 6)

A. 7REVY

1. B8

PISRGEEf 2 i e U TSR Z A% EIH £ TH
WV, OB PUMRCE R 2 5 U TR RIS R
L, KD 3JE% 2~3 AR T %. CAA 2% L7z

BE TG L, BN 2 iAo E L
fiiE7%Z Hd T3
2. {FRKRF

ASA W, vrutForr—¥efHEL, boy
RFETVARTOARTS VY VE, (PGE) &l
9%, ASAWYr7atForr—EE72F UL
TRIDAKRDODIEETH ST T7F RVBEIESTE
9, FaYRFY A, OERIMIHIENS. ASA X
~aYRFY A, DS Ix N g AE 2 ]
L, TOMRIEAETLROENS. —F, KH=
O ASA TliZ PGE, FEAEIZNHIE iz,

3. &I
IARTOFNT) R OHIRRIC K 2 00 E BEE
ZE8) IS UTIRRERDN S 5.

4. B%-HE

HATIE MR (30~50mg/kg/H, 1 H 3

MorEPEE) AHEEE N, T OV - &R THRBEH]
N5, PUVIMIRIHMEART 59 TH 50, Hix
FERNIRE B UTCHERETH D, KETHREINT
m5m~mm@kga®mm§f@,E$A@ﬁ%

BERS A C SRS E O - HHER S Nk, Ak

Tl ASA OWINAEL, JISIEFH & LTid 70 7%
mﬁ%ﬁk&ofm&w&@hﬁ%%éb.MA%
FAWRWN & 2~4 3FEIC 5 N B I MR RE D TTE
MY 30~50mg/kg # 5 F Tl NG 1Y,

WEEE, READ S 48~72 RERTREGHE UMEAD HERF X
NTVBEEITEME G~5mg/kg/H, 1 H 1 [[#5)
IR 5. EREYUL/IMEEE LT 2~3 A
AT 5.

5. EA%

1970 EfRIC ASA WAL fibNB X5 IcE>ThH
SOFEEROWE Y BIU, 1980 (EATLED
HEIRFZE 22 12 XD, ASA OZAMEHAD 5 3abR AT A
FTD CAA BGHICHTT 2 EAEDN L E NI, WU

BANRRERSRFERMEE $36% Supplement 1

COX-1 ME A ZF DHIAIEHE DO 7))L T 7 o
VA TREEN S > T2, IVIG iBFE DL SNz
1980 AL LUK,  ERIRERBRICIZT ASA D E
NTWV3 02 ASA B TIZ 2 MIIC BT % CAA
IHIEHRIGFEHE N TN EVWE DD, TVIG & DHH
IZ & > T CAA WM E uEpRIIc BT 52 L WVWH F
A RENTNS

A, 2MEEICEB T2 CAA IR IVIG O Lt
EAE L Y, ASA IEHIA SEETEVET S
WENHRENS 121 RO 2 DDARTF
AT, EHEEDER - SHEICE U THEIRM
(7 0.30, 95%CI 0.02-0.58) 129 58 & E D |
& (FE) A7 1.39, 95%CI 1.00-1.93)'7 1A
T RHREATHSH, CAAEGHRI LA LAY e
U 271,15, 95%CI 0.93-1.43)29, (U X7 [t 0.85,
95%CI 0.63-1.14)'2”. 5O i/ HEITEERO K FIC
£ T, HHREEOHBIIOWTHEZ I NS A[REMED
H5.

6. EERA

BPRRGICHRRNiER LA H > TH, KD OHER
FHEICK 29 >R EFEICLE2EDTHD, ASA
EHHALTEMEITRVWEEZ SN TV, [IEHAD
B OLEFFAIC AR RO FRDERD BN AI
F, T - R ETEYNS IS T .

ZOMOFEWER & UTHIM, MEEESERH 0, M
EO&SHMPEEAMEE L TROENS. FHEIEAHRZ
N TERERL, HEDAREZET L ENHS.
Reye JEGEREO S XA LW, KigRA Y 7V T
VYRERIICBO TR EBEENLRETHS. 1V
TV, KEDOMEEPE KT EIEIC KD 2%
JE L7236, ASA XAV IVIG High, &%\t
OPIRIER, Pl IMEETIHEREITS . KRS &
Reye JERBEDFIE R MEMN TN EENTLBH 12,
ARAFF DY H UTIEFREICA > 7 )V oY 7 F
Y OERENEE L.

B. Zoft

TERM D R R 2 UM e LT, YEY XE—
WV GRAKRY T X7 5 —BHEIM/IMIAN cAMP
R, Fruvevy, yuav¥ RZ L)L (L& ADP
SRR E= VMY 7=V 7 5 — BT R —
M/RN cAMP IBE LH) Md2H, KD TOLE
TV AV RBEICN TH B (VY XE'—)Lik
RREEEZITZ T EMNTES). CAA DEHFITHL
T, ASA A THUl M2 & 5 1A S %0,
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M LHEFEHOE\ FENEHOVY
HOHAYEH 202 @YHMHEH N EE
RN LLAG CHEEEIZE Z%SC
~0Ld YLy AOY ‘GZ~0C YNILd

A (HekEEG) BHE - SR
H (HEE) WEE (R EE) WH

ExE L H L %H
[B/BWOL 0~70'0 PIQLE¥W Gl G @T
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VYEH P T
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LB YHYEH UL 22 F2H%
EFEEX2ANFLNUZ N AZAAAOY £72L

(ZNNINvLALE)
ZNNNEST
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% (HkEE) MH
< =M (HakEES) &3 T(B¥%G~10)
SRBFH " (HeLFE) HCEINTRE
203 (HaEEG) HYEOYEGIH

TP R 2L FHEEIRH X O/
0G AN @) FEEULEZ £4/05/T) e 0¢~0L

Sy A EH U YRR Z (1LY)
MAZA20N £/2.LS R FTTH]GHE
FO UIX IX X XEUA D) EEHEH

Z NN INEEY

WYRERERIRN NG EIMEOTREE

"o Y TGS Tk
TN - TR B R Eh W

BRREA—<4

. WOY VURER TR TR L& B/BNBWL~T0 ABNTLLENTE PALEHERIAY U144 204
TEE A EH3 20726 ”
T BB \TACGANGE Lo Sl S e L o TS
%L MREH LX1%| MRS TH
e BRREA—C 4
BHHU ETCRAETNT2WE o SEEVEE B G HOYBUG~T ABUTLIMITYPAREBSEIQY  AEADLE
TR ST C L Y BN N R e S 2 [ T
e
% v EW SWTE @¥%10 ¥ fHA—CLY TREY
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(FERSEBGNIARBEIONT g ovarang2 1 2 BAELYE (%970 e& "BAPue~ pgE iy 0 (A6
~r0) BYUH U (% y~60) ¥
EEN e
ENH - HERDK DVEOES R BH2N | & BY/Bwg~g
B - THRMENENES — 4 NS8O WD B BBRE 7 SH-A— 4 FROLA AhAYL
FEIL4L GAEL (GURE W ~8y G GHH TE B/OVYBWOG~08
REVH THMEE TR SHBWH
M EE BB T B - W ) T

YT
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Eg/EE

WUBEK PRI H SRR W L AO0EH T ‘BZH L E/63BW0L~G0 S FME 'Y YeEg A—oosN ¥
YURWC C ‘4 A E AT (HIsk EE)
RE (%6TL) B
‘@ EYREZ (Bwor) BEXEOYY
GEHEY DN EABLIRBOY B HMMM .mwwwm_mww ww_mﬁﬁv\owm BRI >CHLRECH L B/BN/OWGO Tl A—OEY
- . WY () A (] ~1'0 “EEE G 651/6 .
BRHYHETY (QEYFTYEE LD S WEOELY (hE) e L0 NHHSYECHL E/OYOWSO0
R (e
- (S UFHTH ) wwomw ME@NEM& M.Mmmmm aomm 20%YEE
(REENS LY BEHET W it ° T BwosH | EE R BBWOY H L _
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MERC 07 YUBHY B T o B0 SR oo vy smmemyem  TooR GRMEETY) WER Amo/ecns
(L —A 4B \ e ) ) ‘BRI GG E B3)/BW () Z~G"
GG A= RSB SGEHEY T T ey, HHOGEESR OIOU0Z~G0E L
W (WEOZRUR) SLURTc
R (WE%G~10) HEIEH
(ML EEG) YT — AL L LL - 4
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BE (¥%G~10) YWEHHED - YL STOMEFF PR —CLLAL
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‘Y (BENOL~%L0) HE
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BB VIFPURERREZ T 50DV TR, IR
HHEDY Z IR T 4y b EEDIEIET VALV
DE VIR IR,

ZTNZFNOME - HiE Table 6 Z&IRE N0,
JEV XTI D SHHREDND O, HEDL
WEWER & LTEIEAH 5. Fruey g, etk
MR PESR B, MR ERAE, B AATREE &
Vo FZRIWER D 5% 2 hHUNICA BN S T WD
D, EEIHHATS. 70 RTLIVIERADORSER
PEEB DM TR T ASA DI E 72 AWE
BEnTHy, NAOHBREORELH S 2. f§
RFIETF 7 u ey BT 2 DR IE X 0Dk
V. RAIZEBWT, ASA L OB IO EEZE TG
BRI H B DA XY S EBEINL, DIMEETD
THRBICIES Ao 1.

JSADEEIET VA LNV
SRR 55258 IEZEZ
IVIG+ASA | X #8858 | A
CAA ITXd % ASA %5 | (o
CAA [ZXF9 % ASA LIAD b c
i IMRER 5

VIll. ZofsnDmERESE (Table 6)

A. IEEE

S KD T, MVIMROBEZ LiGME(L, REERRTA
ZOIEHEDROH ENG. CAA ZEHHF LRV
FERNE UTHRESRIEAETH . L LFHICEKR
B (ZAa7 10k, FEEA 8Smm UL E) OJE
B, FUiIMERISINZ JUERESE R T 5 2 & B
HESEE B BB e % <13 KD I 2 (ELIANIC
BUBEHEENTEY Y, OB OTIRE S
BEEICTHINETHS. KD TOFiREHKE LTk
LEZMFHENZDEZTIVT 7 THY, T)VT 7
VOB LVE ZITEANN) UHAHNENS.
HLUWPIEFEZE E UTE R IV KIRIES 91 B
K72 FHE T 2 EER OIS (DOAC) MV L,
ADOEMENCHNSN TS D, KDICHT 3T
T AR HEOIMERTH 5.

A1, TIvT77IY

1. B8
CAA BT % TR TB.

2. ERERF
Y22y KAEAEERER T TH 5 11, VIL IX, XA
FOERKREHET % C & THUREIEHZRHT 5.

3. &S

FURH, (OBEZEORITE, BN OIMARTER R & VE
JETH . DL IRMARAE R & O MifRZERRE
WL TE, NETERBREHADD 5.

4. BZE-BE

12 MH A TE 0.16 mg/kg/H, 1%L EAS 15 5%
A Tl 0.04~0.10mg/kg/H7Z 1 H 1 [ 59 5.
TIVT 71 Y ORMRIEMANZENKE L, FRHT CYP2CY
& VKORCI DI 2RI )ILT 7V > DG RIC
KRELFBRIIFT T EHREETNTVS Y, [F—
AN TERRICEBZRD S 28, EMc 7o o
Y EVEE (PT) OEEMEHEL (INR) Z W TH
S RZHET S, HAERESEEDOHA RS A2 13
T PTINR 2.0~2.5 B HIZ L & 5.

SMEHORIERISTRNE ZIET VT 7 ) yDay
Fa—)UEL L, TV T 7D Y ORMRPFEE -
LHET % E CICIIH O Z 89 5. ZEHICHEH)
IRIEDERR & NSRRI HURERA R EIR G 51E, N
I8 Y DFHGEHEZ T o IR TV T 7 ) VIERT
BEINEETHHLTHMELHB 1.

TIVT 7)Y OMBRIEBHROFGEZZITIRTL,
AIVKMNBETMNE, &, yals, ex3v
K 5#{b D N T TEEEED G L, RFLAEDHER
EOIRRETIIRIEM T 5. FKHITILE, TEHBERT
5EDELT, STHAlL, 7R N7 /7x2y, PIH
(L) Z2aA T URE), PiEEE (T)Vary—
Wiz k), Z2YNRIEILATOA R, 73iAXay,
ARF VIR ENEENDS. EHZIGHT2HF e LT
&, 7o /NVER—)L, ey, V77V
VUi ENHS. TIVT7 7V VEEMEER Y 2
BEICE NI,

5. 5Ak
SMEHICBIZ VT 7 ) AT 2 AR
B RRBOME R 5. BEAEICBVL T,
BITRNIZETIZH 2D, ASA LTIV T 71U Ol
FEEDDA XY FEBICAE RN TH % T & hé il il
TRREENTWVS B2 NETOTIILT 7V VD
HRIZEND SN0, IR T O OIRDN
ICE D EHMNERENS 125, BRI PERLLT
IBMES B G1E, TV T 7 ) UEf Ok EEE
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Nz 2 LhL, Y77 kBT
FiORRFE H b 132139 7= i ke ORISEE 5 %
TENS Y, EMMREISICE L TIEY A7 L%
T4 R EMREL TERERET HRETH 5.

6. EIEH

RAOEIERIGHINTH 5. S, bEp A
2L, HTRARRZ ZED 5. HENHIMm, B
JENHMICE TERENRETH 5. LGS
BH Y, MR 6~9 EOWIRICTILT 7 1) > ZNIRS
% B, ETEROEY, /NMEER ENED 5N
BLEN MW, EREUERERZKS%T, E5IC
1 HED 5mg L FTIEY A7 MEVEHEENATY
2 141)'

A-2. ~AN\NYY

1. B#

CAA ICBT B IMREEK . CAA Z&IFL, it
ERDEHIcERENS C L 2EHT 2581, £
AN Y OFHERTEEREZITD . T D%, RIEDHE
LL7RICTIV T 70 YNIRICEATT 5. 445D
VT 7)) VEBET B X DR VRV EIE S DR
BTH-ETHMELHB 0.

2. ERRF

KIS AR E O/ NMERGRE, BF, ik
D ENTZEDTHS. rrrEy (Ia) &7V
FharE VI (ATID ICisE LT AT ZiE (b
L, MaZzid U Xa~Xlla HFHBXUT AV Z LAV
ZMHEHET % T & TiliEEZ 8 5. KD
U IR 2 EEBRIC ATHTICHE S 50,
[a & IFHEATET, ATHI Z/T L CH Xa KA HE
9% & THUREEH 23T 5.

3. &S

FURHE, (CEBESEFEIERY, BN DM R &V
JSTHB. BETE, NRICBT 72t A%
PR L TOW AN ERHENTVS.

4. HE-FHE

RTINS 1 10~20 HAi/kg/ Rz Rt (7]
WIT 50 HiAi/kg 2 HEEHE L TH KW)™. iGEL
o ba Y RT S AF Ve (APTT) & 726 ML
REERER (ACT) Zx0fBfED 1.5~25f5L 952 &
DRI NS.

BANRRERSRFERMEE $36% Supplement 1

By 8y L NEORG RN L THED
(T~ VDO AORGEE, FFPEME A
WRIREISIE LR LTl 75 Hifii/kg/ H 72 24 R THRE
PaiE, MBI B AT B AR IC 15~20 HAT/kg
P b54%, 7.5~10 A /kg/M 2 R ET) .

5. BBk

L 10D CAA 7Z B R U T IERNC K4 5 )L
770 VR UTER &~ S I BBHER L, TV
TV VCRIT UTERZ R LIz T A, EHER
IV T 7 ) EFNCZh > T2 8T 2 MEND
2 136)'

6. EIER

AN VR PR MR AE (HIT) ICiERT 5.
Hif, AFEERERE S, BB, 7%, . KoE~N)
Y E DR FAR DIE S A HIT R iz
LEInNs.

A-3. EEEONEEZE (DOAC

1. B#
OB ME, EIRMFEAEC 351 % ARTE R T

2. 1FFMRF

EX IV KIKFET, EEFOER Xa KT
ZRAET S & CHUREIFRZ BT, tuorey
[HERTHZXECH T e XalFIHERTHZ Y
IN—RFPNY, TEFYRY, TRFPAVO 2
SIS,

3. &S

RN TOEIGE, FEFPBYEIELEMENIEEICBIT S
i Mk i 2R Hp R Y4 B P SEARE O FRREHIH, A ER IR
MARAE M O ZERRAE DIGHE « FFRIHI L 7E> TV 5.
BUR T KD I R BE A & 7x . BRIz o L
T 7 RN O LR BARENN D B .

4. BHE-BE

ARG X EH T2 150mg Z 1 H 2 [E, U/S—
OFY N 15mgZ1HLE, 7EFHP /N2 5mg
Z1H2[0, T RFPNY60mg (hE 60kg A&
30mg) Z1H 1. /Lo - HEIdLL T
AT
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5. 5A%

JEFBYEME OIS, FHIRIERIEIC BV CTHRNM,
ZRMEEBICBEBRDOACHIILT 7Y KD #E
NTWVB L ENE W\ T FpiE kg oEflic
BIL T, ke, Hifn& &1 DOACHIIVT 7Y
VIEHBEREENTWS W, ULT ) Rk
D, BRICKZHEEZIIALSEZRY VT EAH
TH2LEVIFHEHZD, HEhoe=21) > 7 hE
Lz e, U770 A HERTERAEE S, S
ST K OFIENEIT BT L &, BERFO RS
BN LRI THB 1O,

6. EER
thifn GEAERE Hf, BAEEA I, BEPERZ, 77
TT7 4 oF—, AR REE.

B. IMmi2iARREE

1. B8

CAA ICAE U Tz DVEME. KD FEAE DOV %
F2HELMNICEL R T ML, ZOHERDE L
WEIEANMARIC K 2 2 BIIREAZE TH 5. DFERERE
BOFPHERENL, OHEEEK N 28T 2 HNT,
IOV REZEFEIE 12 W DA S0 I PR E 2 17
5 IRANTIRBEIEEIRA > 2 — g
(PCD I & B kW5 [BEENM b N B D, NETE
PRRS 72 RIS A S HHEDV D R 149 e v il
KeVARRENEIS E N D T EMWE L, HAERSS
DHA RSAVTEHREEN TS . RAIBWL
Th, FIE 12 BRI DRAI O Hfilh 5 2 KFELL
WIC primary PCIWMiifT T E AW EICIE, Mfeys
REENMERE N TWS Y. 7z, CAA WITHESE
IR DEE SN, DFEEOFENER I NS
B MRTARREEDEIG S N 5.

2. {ERF

MARTA RIS HRARDOTE L ETH SH T T A
J =7 IR (PA) ICIET % & 287 BT
HB. MBROWEMCE, TIAI ) =T UETITR
SUNCT BT ETHIREN, 79X VM ORERR
W THsBT 47V U EDIRT BT & TRZTART
3. MfyAsfsKIcIdsl— MR chrrynFr—8, #
TP TERS NN TS A2 /=T
HHEAEI 7 ((PA) DB D, tPAICIXH AT IV T
TI—, HoHRUERPADEY TS T—EH
HB. vaFF—vid 7« 7V VEREMK FRAR

EMEEHTZ0ICH L, 7IVT 7 I—BIERKRMD
tPA T7 ¢ 7V VERMENE L 7 40 7)) U Ik &
LT EICEKD T 4T Ve E TSI AI R
bEg, 74070001z IAREE5.
EVTT S =B PA DT I/ EECH 2 B Ui
HHAEEL LTW30T, BRGEONE L 2
EGHATRE & 7> T 5.

3. &
SMEOAIFESER KT CAA Wifke. /N CRFIE IS
NTHS.

4. HE-HE

MRTERDORNFIE, FIRAIR S LEBRNR S L&
ZIFFRRE L END. HEIRNRGOEISHED 5N
T30+ F—EDATHS.
1 vaFir—+t
RN G 1 1.0~1.6 /5 Hifii/kg (K 96 /5 HLATL)
% 30~60 73 C A E
BRI S 1 0.4 77 Hifii/kg 2 10 7RI THEA. &
K4 MEFET.
Q) TNTTI—%
ARG 0 29.0~435 77 Hifii/kg (0.5~0.75mg/kg)
FRED 10% %2 1~2 77 CHE, 58D %2 1 T R
1
3) EVTISI—F
FRNR G- 0 2.75 1 Hifii/kg 72 2~3 53 CHiE

5. 5K

KD BETE RN C 2 M i B %2 & 72 U 72 50 fil
case report review T, BRI IMARIAMERIED 11
Blictrbh, 9BIOFEMENRET N TS . &
7z, Harada et al. OZ[EHE 0 Tl&, MAREIREE
ZATo 7220 B 14 BN R 258D T & &N, wiik
WGP 10mm LR OIEFNCHZ T, Bk
WG 10mm ZHBA 5 CTEAMTH->TzE LT
V5.

6. BIER
P, HfPERESE, (R, Wi, 7777 ¢
TFT—, vavriE.

C BROER & EihRE

RIERHISRERZ E e T LidFENTHS. LA
U, JEIESHENC MARPE DO IS 2 & To I RGPS FEIE
1 D HLANICHE C 2 BRI 2 E 729 T & il &
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NTWV3 B POEBEISH LTI, D7 B
T 5iER COABOIKT, #if - BEAMOBR, il
D) 2K 5 EMNRYITHD, TDRHICIILHE
Wik, Cafifids, mEEIEETS. £z, 2%
HICB O THBIRBEEADNYBEL TS EEZ N5
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