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Abbreviations

An aneurysm

CAA coronary artery aneurysm

CAL coronary artery lesion

CsA cyclosporine A

EC endothelial cell

IFX infliximab

IVIG intravenous immunoglobulin
IVMP intravenous methylprednisolone
JIA Juvenile idiopathic arthritis

KD Kawasaki disease

MP methylprednisolone

MTX methotrexate

NAT n ucleic and amplification test
PCI percutaneous coronary intervention
PE plasma exchange

PSL prednisolone

RA rheumatroid arthritis

TNF-a tumor necrosis factor-a

UTI ulinastatin
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FETIE 7 <, CAL bFi Cld v, AEREGIOZ M,
W7 BREROHAELETIE AR L, Ml 24 DREROIE
DIFRDREE 2 5. 1EKMOILILIZBIT 5 BCG B
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I EIRBIIR DILFRIRZE % R T W REMEED D 5 b D1
MiTd v, EBV IEG:IME %%, BIRMELMERE 2 & C
H5H. FARICEES 2 b OIXEA OB ENE B
R, FEROANRRAEG: ETHIZASND DART
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An 235554 2O 7% H AL 5 M 550558 < 2 b
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B 7068 X RIS L 202 BE L C,
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NI L2 EEHHTLHOTIE RV, T4 EROR
i x FEFI45: 23R L, informed consent ¥ 7213 informed
assent {3 CHINSND Z LD F L (Fig. 1).
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1)Naoe S, Takahashi K, Masuda H, et al: Kawasaki disease.
With particular emphasis on arterial lesions. Acta Pathologica
Japonica 1991; 41: 785-797
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Table 1 IVIG O & sRsi1Em *°

l. FcZ&#2NT 31ER

- UMK EE
- #1#IME FcyRIIB D&

Il. RAEIER
cHERENT IREEHOER

CHREMY A MhADFE
- MM AR D&M LN

s 2704 ROPEMEERR
- MMP ZB&f

. B #lEEMAEADIER
- B85 B R DEEERED

« BURESE ORIRAVERET

IV. THiB~NOER

- THIRE X —/X—HR D
+ 7R b= ZOFRE

V. BHR#RADOHHR
- Mt - RADEE

VI. Z0ft
- REFHSF & DEEER

cFeyZRREO IOy (o077 —Y, T71752—#R)

*FcRn 27Oy 7 LERET) 750 Xk

- REEEHREN T IREDER

- MEMERE - X —/N—HREOFH

- FcyR #4919 % Negative 7 FJL

- ¥ Idiotype FL{AIC & B BRI AD B

s Helper THBEDY A A1 >, TEHA CEEDREE

CREWH A AL, TEDA CEEDBE

- MERREMIRICHT 5 B SRAEEIF

IR - v V0T 7 —IUNDREICLZREAOTEF TV UHR)
- RERBIRICRRT 5 HMEFEERT (S100) D mRNA D]

- %UA77—IPEET S MCP-1 28k CCR2 - Bx TR

5.

D2 g/kg/ H (H[AIFE5) .

@ 1gkg/ HE 1 HZF 721 2 HHf (a1 G408

(3200 ~ 400 mg/kg/ H % 3 ~ 5 H M (rE1#5).

EIBEIIZ, 2 gkg/ H O BRI 51355 % 512 X
T CAL DFIEHEDHS b, RE~Y—H—
2 RHINEHM L S, BERIR L S ERERS L Tw
249 1gkg HICBLTIE, 1 HTHS»RREAE
D HNTHAEICIE 2 HE OB G- 2 3L Lanwa
Ebd5b.

25 21 IR 2 EFAE O R TIE, IVIG T Hl O
#J 85% 1% 2 g/kg/ HHAIFG-TH Y, 1 gkg/ Hx 1 H
FoF 2 HORFIE, ENEN62%, 7.7% & AT
Z%of:.

REFPRKERERECOHGEORE N HEIZOWT
EEROM— % ATV,

B3 5 3 BA IR AREOLE T OE LD S
A, KETIE R2KEHTHREGE SN TWS, HEATI,

REHTOHRGPROONTWELRANLH LD, B
Brda 12 ~ 24 BT 2 ghkg % BHHEHET 5. 5
i, BMAERARICL 5.0 EOES L OV
KTFOBEIZTSEEL, HIGEEFEHEI VLD
ICHEET 5.

(3) ¥ & A (Table 2A, B)

B, BENTIRREES FRIGE 7 a7) VFEIE L
T, RBRPHELSNTWHEANL, 2EEHOKR) =71
¥ 7)) 2 —)V (PEG) MLELHR], 2V R fLEdH], pH4 (1%
TE) B BH O 4 S DY), NS ORI S 2
BHFEII B VE SIS, Table 2 12 RACEICHE S
R A RRAR L 72,

FHMESELTE, UTOERHIToNS.

OZ NV ALK (Rt =1 D, MmE7 V73

VEVEBEARALTEBY, NaiBE I 3AMAaiike
@ U 154 mEg/l TH 5.
@) PEG QLI B |2 1 Uk 67 15 5] (ki 7 1 X =

Frk24F12A 18 |

] 85




Table 2A IVIG &4F|DFESE
i gm~N=—O> — | #:8 EmyaN=>— | &xH
—fig# TRV KEARZEIOTY > TIREAR)IFLLT)aA- VB ARE/OTY >
SHt# (B85S - BR5T) LM -HFAT 7=~ AARE - KH
i RIGRIREE R IREE
ZIHREARZEITOTY LG 2500mg | KUIFLLFYI-IEBARZES/OT) G 2,500 mg
gy 1,125mg |D—~>=hk—Jb 750 mg
fHEE (2.5G 84#1) ANME7IVT I 125mg | U 225 mg
D—<>Zhk=Jb 500 mg |i&{EF RUTL 450 mg
BiEF YT L 450 mg

A% - RE

BE, 1 BICZXKAMEARET QT > G 200 mg (4ml) /kg K&
%5 AR AEAEE 2z 3 ERESE B L <12 2000 mg (40ml) /
kgfAE% 1 AREEET 3. 6d, FMBLOERICISLTSAE
BES 0GRS IGEEER, 1 BRS0HEGEERET 3.

BE, 1 BICAREI/OTY>GELT200 mg (4ml) /kg FE%E
5 HM=EMEE 2 3 BEEHE B L <12 2,000 mg (40ml) /kg
FEZ1ASFEHETS. 4H, FRBLCERICICL TS BAE
BEDHEIGETER, 1 ARS0BEEERET 5.

SRICERTIEMERT LRSI’ H2 BICERFABEH X J/OTUCNENEEICRIBTI ).

HE&EE :

1) B DRS5EIED 5> 304/ 0.01 ~0.02 mi/kg/ » TH#E L,
BEERENEERREI»RBOH >N i T hiE, 0.03~0.06 ml/
ke/ RETHAICHEEEREE LT TH LV, 2 BELIEE, #
BICHB L ARETHRS T2 ENTES.

2) JIER I3 L 2,000 mg (40ml) /kg % 1 @5 T 3154121,
HEAMICIE 1) OBREEEEMTFTILETEN, BREL
TIR12BEUEL T TEBETITEZ L.

BERE :

23y VSRR IEMB OKRSHEA 1 BELUA, F-R5RE
FETEBICERIZAEEMN HZ DT, ThdOBE®EICDOVTEHE
ICEET3C L.

1) MBO%RSEED S 1 B378E 0.01 mikg/ B THR5 L, EIfEA
ZNERFFRIPBOSIALITIIE, BellEEEZLEFTHLL.
=L, 003 mi/kg/ B EBA LW &, 2 BRI, #H
AL -RETHRET 3.

JNBRDEF I L, 2,000 mg (40ml) /kg & 1 BITHRST 3
BEE, EANICIE) OBRSEREEZETTIIEETEY,
SHRLEBROBBEDOEKRIEREL, 20ELUEY I THRESH
ATBI L.

N

AEIDEAHH LY 3y VOREEDS 3 8E

REIDEAHH LY 3y VOREEDSH 3 8E

#® =2
JNBRDEEHICH T 2BMNES I, ABFRECH T IDRA+5 (5 | IIFROEBZEICS (T 2BMNEES I, ABIRSICH T 2HRER+5 (8B
HOEFHE) TEROAEFRohanEE, DEEEOLIZIBO | 0EFHES) TEROAEFREo5htnEE, DEEBDLIhBIBD
HIITHZE (RBIDEBMEESICEAL TIEMMNE, TE2MIEHELL | #7528 (REOBMESICEAL TI3EINE, TEMIEILL
BELEEREE | Cwaw). TVaEW).
FREB 1.24% (165 / 13,339) 8.8% (79 / 893)

ElfER

s R O 2 A

1.08% (15 /1,389)

5.6% (9/160)

N DL AR I

1.14% (12 51/ 1,053 ) TEELBEERORERIZO % (O
0 %)

6.62% (48fl/ 725fl) TEBLBEIFAOREREIZ 1.93% (14
%1 30 #4)

bt 2EMERAERE ZD56Y3v 7 0% OBIOMH), YaviErdyay IPgE | ZND563v7014% 1BINH), YavrErldyayy
bRBER (F7 /-, MEETFE) 0.28% (364 4) PEDNBER (F7/—t, MEETE) 207% (15621 #)
Y297, FFI15% S _RER (0.1%%M) Sav7, F+T45%SMEER (0.1 ~ 5%FH)
FHEEER®, R0 (SRR FrgtEIE®E, R (AR
WERMBIEL (EETH) EERMEIEL (EEH)
_ SMERS (BERE) BMERS (SBERE)
BXGEUER | g s B fMEE D (S8R
WAHE (38R E) WAIE (SEREAE)
AT (ST MRERTE (SR
LA (SRRERE) )
Ba | (01 ~ %), B, BB, € 5B, AEING (0.1% | %5, WS, WE, KB, T (01~ S%AR), MEML
i), Rk MR ki, TE (R BRRTI, 455k EHMES, 55 EB (0.1%%H)
. B, F® (01 ~5%%M), HEV, LUNE (0.1%%H),
R BHEE (EEAH)
o MEET, MEESR (EEE) BERE WEAN MBEEG (01~ 5%FH), NELR,
% R iF (SRR
b F B AST (GOT), ALT (GPT) N LEH (0.1 ~ 5%kim) AST (GOT), ALT (GPT), AI-P O EHE (0.1 ~ 5%kimE)
o - WERER, B (REAH)
f Ht® | BED B, A%E R (01%5R) B, B (0.1~ 5%%8), TH (0.1%58), 5% GBEH)
P a;mﬂ%ﬂaw, Fhns, FERES, BONAN AN GAET | GRRES, FHRED (0.1 ~ 5%, BMERN (0.1 %K)
7
W, R, BE BE (01~ 5%%8), BAE (0.1%F8), |5k &%, BX WE 0EF 0.1~ 5%FH), BEE (0.1%
ZOM | B HRET, CK (CPK) LR, WARER (BRAH) Fil), BIER, BP9, W CPK LB, BTV, THM &
BN, ERET GRREAH)
BOREE DREREI 52 L. 5% 7 KowmR, SRAEAL EOTEICE B - BALA DM
RIS - AENORS 5 156 OREALE LT &, Bl DRAEHEAG B L.
HEALEDEE —ERBLAEbDRTEZLIBEPH ICERERKBTS L. TEMDBEH SN B HDREA LAV &.
BAROBRRE, MEBROBINIHOTHEBLAIVC L. | —ERELAHOE 1 BELNCEEERATS 2 L
FHEOERRIE, HESREDEZIhAYPHI2OTHBFEALEVNT &
B ik SOCLUT RIS 7 B (T TIRTE

2010 £ 5 AGEIANNESR

2011 F 4 RSGTANNESR
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Table 2B IVIG &F|DiESE
Emf #my /7072 | H5%8E AR J0OE 2N 5%E:E
—fg& RYIFLLFYa—- B AREITOTY > pH4 LR ARZEI DT >
Rft# (BHE - BR5E) NExIX-HI=% AARF+F4

i AREE AREE
A®RZEy/O7T )G 2500mg | A&ZER/OTUCG 25¢g
D—VIE k=L 2500 mg | ¥/ h—Z2KFN¥ 5g

$HE (2.5G &) KEEES YT L HE | KEB{EFMUIL e

1B HE |BE HEE

Ak - AR

BE, AREI/ATY>GELT1 H400 mg (8ml) /kgfFE% 5
BE=EFTIEcRERENE bLARAREIOTIGELT
2,000 mg (40ml) /kg FE % 1 BAEFIT 2. 4H, FRBL
CERICIEL CEERET 3.

BE1RIC, AREI/OTULGELT200 mg (4ml) /kg fFE %
S HEREEE 2 IFEEEE L <132000 mg (40ml) /kg
HEX1ORFEFETS. 4, EMSLOCERICECTSAE
BE5EOBEERER, 1 AR50 5EEIEERET 3.

BRICIHIDEMERT LRI IR’ $ 5 FCEFAREH X I/OTY CMENBEICHIBE TSI ).

BE5RE :

2 av 7 EDRIERIBOHRSHEA 1 BEALA, /AB5%
EE LRSI 2TEMI $ 50T, Th>DOBEHEICOVNT
BIIFET3CL.

1) FBOH/SRAH 5 1 BEREE 0.01 mi/kg/ HTHRE L, B

BERE

1) MADHESFED 5304 M1E 0.01 ~0.02 mi/kg/ # TH#5 L,
EERSDREMRENIZD 5h A FhiE, 0.03~ 0.06 mi/ke/
PETHLIHREREE LT THLV. 2HBBLER, FIHIC
MELRETHRETHZEN TES.

miﬁgigfﬁgta ZNEEFENSBOSN LG ThIE, H4lOREE LT THEV. | 2) JIIERICH L 2,000 mg (40ml) /kg & 1 BEIRES T 31581214,
= 727 L, 0.03 mikg/ pEBzHEVWZ E. 2 BB, @R EAMICIE1) OBRSEREAEFTTE2EETE0, BREL
ICTRE L ARETHREST 3. T 12BELUEL T TRBEFTET D L.
2) NFRDEZICXF L, 2,000 mg (40ml) /kg & 1 BITHRET 3
BEIR, EANICE) OBREEREEETTIIEETEN, 2
HBEBROEBOEAISERL, 20 BELLED F TRBEFET
52¢L.
= FREIDEAMH LY a3y VOREREDSH 5 B8E KEIDEA ML a3y VOREREDSH 5 BE
== EBEURBEATRENEE
NBRDBEICS I 2BINES I, AFHEES ICH T BHRA+2 (F | JIBROEBE (ICH T BEIMEE IR, KBS ICH T BBDRA+5 (R
BOEFFGEE) T, EROUBNA5WhEVWEEVLBE LI N DG | BOFKEE) TEROBEVH#5hEVWEE, DEERDIIED
BDOHIZFTH 2 & (ABEIDEIMESEDEDMERVREMIIFEILL T | #2752 & (ABIDEMFSICAL TIdENME, T2MIIHILIL
BEEREFOEE | VELV). TLEL).
RO BE TIREFIC I BRBEOILDREICHSE L HE, AST
(GOT), ALT (GPT) LREESOHH#ERERBERISVVERNR
HE5NTVWBEDT, BERDBEEZ+NICITO L.
T FRAEB 11.46% (285 / 2,486) 5.11% (269 / 5,260)
5 7O &M - 8.30% (95 /1,144)

NN RORERARRAE I
b\ EMERRERE

10.96% (224 151 / 2,044 ) TEE L BEADORIEER 3 2.89% (59
il 84 #£)

ZND5b3v7078% (16H1184), Yavvxildiay
IHRONBER (F7/ -+, MERKTE) 2.74% (56 il 67 1)

8.97% (78l / 870 f) TEELEIEFADREREIL1.15% (10
11 #)

ZTD5523v70% OFIOH), Yavrikidiay IVE
bh3ER (F7/—t, NEETFE) 0.23% (26124)

Yavy, THI74 7% —HKERK (0.1 ~ 5%FKiH)
BFHEEREE (0.1 ~ 5%Ki), #HE (SEETEA)
EEMBERER (0.1 ~ 5%KiH)

BT ($EETHH)

Yav?y, TF74 7%V —HEHEK (0.1 ~ 5%KiH)
FTi#aERES, #E (0.1 ~ 5%KiH)

EEMBERR (SRETHA)

BEETE (BREAHA)

BAGEER | g umme GseRe) MBS (SRR
FKIE (SERERER) MASEASE (SERERFR)
MASTEASTE (SERETER) DF% (EETER)
DF4E SEETE)
N R, BRD (0.1 ~ 5%K8), EBAL BAMEZE (0.1%Km), | 58, BB (0.1 ~b%KE), Z5EZ (0.1%FMH)
EER LHRFRE GEELHR)
. R¥, m% (0.1~5%FKM@), ER 01%FK@), BRES, &
BEEER |5 aerem)
z EEE BERE WEAR (0.1 ~5%FE), IE LR, ik (0.1%%E)
(] R FHHEEERREED RS (AST (GOT), ALT (GPT), y -GTP, Al-P
% DERE) (5%LUE)
5l TRIREE B (0.1%%78), WMERER EHRIE (GEENH)
£ HqLss ED, B, TH (01 ~5%K@), 1 (0.1%F8)
A - RGBS (0.1%F8), AMKRD, IFHHKIES, AOMAN (58 | FFFEAD, FEIKES (01 ~ 5%Fm), BIMEAN (0.1%%KE)
RETREE)
GE, M, BE, WIE SEET (0.1 ~5%FK8), WEHE (0.1% | Em, Bx (0.1 ~ 5%FKME)
Z 0Ot *i), , FOEifE, EM, CK (CPK) L&, 1ETW, &
B AR
AL DRSS ERIBI L. A E DRAEHERIB L.
TENOBOSNB3bNELIGEBL TV OREAELTHED | RENOBO SN HNELREBL TV bORFEALENS
U &.
B DR TEREICRL AR5 T L. s L AERREE L L L.
s FRBEORRE, MEELEOBINIH3OTEFALEVI L. |BREOEEIE, GEFLEOSZNI 530 THERALEVI &
BIRAESCEL, BERAMEMCRNEVESEBTaCE (1
BRICHNT, SEEIHICMEANEN, BE5ESBE DD
B, EEEENH5DhABINBESNTN).
B & RIEEB T 1OCITICRTE RIEEB T TIOCUT CREFETRZE

2011 £ 9 ASETANNESR

2012 F 6 ASETA NN ESR
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1) &R (ki = 2 71 7)) v THS % HHE)
AP 5. PEGMLEEHNL, X ) EELEL D
IRENTWD, JIFE I NaiREEAS 154 mEg/l TH 5.
FRICHCREAN ISR RAE SN TV B DT, 54
WCIERRBEICR L T LHET 52 EDLET
H5.
@) pH4 MLEL(HARAEY 7o ¥ ¥ N5%) &, R L
AT, BIRIZERLTHLEGIRETHL. #IR
W GCE L Cld, SEFRIAIMEMIRNL R WL D
EEPLETHL. T2, SV F—=—ZAZ2HEMLT
W37, BEEOIMBERNERICEELY 2T 5
GDH #: % F\ 72 BRI e P L v & 9 i
B35,
WINOBKITL, 7F 74 F7F - EORIEH
I G-BAAG 1 RERIDAN,  F 73 G AT & X2k
CHU RN D B 720, $5-BAMGH 30 55~ 1 KEfE O
BRI IC DOV T, FRISEESRE S TS, By
T IUE, 2 gkg & 12 ~ 20 B DL EA CTHE5-9
5.

Table 3 KR % IVIG RISHIDOFRRIT

(DIVIG RISHIKHT 2 RETOTY BINES

IVIG 1 KD D4 1 EIGEEFTH S T L I3METZ L
TWAHH, BB 15~ 20% (55 21 [6] 110457 4= = 5
HTIE16.6%) 12, 1 H DK E 2 gikg D5 T
BIRAT 53T WIEEBI (IVIG ANISHE) BFFEL, £ D
SIS HENE CRE STV A, 521 [8])1IF % 42 E
A OKE R TIE, A IVIG RISH 3,231 Flic oW T
DEMEEO NI, IVIG %S %17 - 726128
91.5% L REZHTHY, RWTIVIG L D Z & D
TATHA F#5.29.0%, IFX %5 4.3%, 5o
G- 3.7%,PE2.2% TH - 72, IVIG DFHRGI12 L -
TARIBF DR FENATTEIRGEEN RS A LN D & S
2 14>_

D &9 7 IVIG Aol % KD @i 2 Fill 3 5 A
a7 AR Sz RE R D O % Table 3
WZRT. FNENHARIBLASHTFMA T TIZED
HE SN A ) A7 BN LTid, EGEHED?S
IVIG 2 ghkg A 5B X7 A ) Y2 T, /M
# 5 @ RAISE Study'™ 'Y T3 % & PSL(2 mg/kg/ H
Mo S HE Ol 2 FH 2 A, 72005, #h

BEAZ (M) DZa7 19 (5 SLIE ; BE 76%, 152 80%)

RiiE =
mi%& Na 133 mmol/I LIF 248
AR (R0 " A 55 4 9" B LA 2=
AST 100 U/1 Ik 25
FFehEk bR 80% 1k 2=
CRP 10 mg/dl LI E 15
[/ iR ER 30.0 X 10*/mm® 15
A& 12 ARLTF 15

ABERFCIES) D27 'O (3 ALIE ; BE78%, HEE76%)

RiiE =
ALT 80 IU/1 Ik 245
JAERA (B0 KA 55 4 95 B LA 18]
CRP 8 mg/dl LIk 1=
/R E 30.0 x 10*/mm® LIT 15
A& 6 ZALIT 15

AR SRIAR T IV — T UEBHS) DX a7 " (2 AL ; BE77%, H5RE 86%)

RME =
AST 200 IU/1 Kk 15
BEYILE Y 0.9 mg/dl K1k 15
CRP 7 mg/dl Rl E 15
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(%) HI0WAKS - HI0HALE

25
= 1
® 20 — 51
B ~——
A S — 162
= ~—
£
N
[=]
il
$
10
a
_""‘-—.._‘_‘-_-‘) ) 50
-—-F"--.___-‘-
C
2ERE 2515 2E16M@ E17E
(AERRE) (1997-98)  (1999-2000)  (2001-02)
IVIG 2g/kg R HEER 10.3% 21.7%

218M@ 2519M@ 2520@ E21[
(2003-04) (2005-06) (2007-08) (2009-10)
39.0% 56.7% 67.0% 75.6%

Fig.2 IVIG 2g/kg #%5E MR & BIREBIRRE S H=

5B X UMEE, WHEHS Y 5DMETIEAF LS
L K= (IVMP 30 mg/kg/ [al) x 1 ~ 3 [6] % fif
THHEPHERE SN TS, ChoDfHICEY, fE
KD IVIG 2 ghkg A G B LT AE Y Y IZX 5
BIZHART, AREICHBRZUESE, CAL D%
HERAET S 2 EATRENT. TNSERKRIIZED
MEEDLEETIEH 20, SHREIECIOEREE % H 5 H
CoRIMLL CHRABEYERT LI L1085 T
IVIG RSB & A &4, CAL DISERE X5 (KT
SHLENHFINS.

5. BRA%

IVIG i3 Zatd E <, BEn TR FEEOEW
HEETH A, IVIG OFREIZ T TICHALRCKT
JIEKRBHLENTED, ZLOHEBFICLELHS LT
2 2-5).

&9 1 7 A ToRMEIGEEDOEEE 9.3% (LK
7.26%, FELHZE 1.19%, % 1.04%, E KK 0.24%,
72 0.03%, HHEZE0.01%), F89% 1 71 B IR L 3%
1 B BEAEDEI A1 3.0% (JEK 1.90%, ¥ 0.78%
FRIEEZE 0.29%, EKIE 0.22%, $k%2 0.03%, LA
F£0.02%) TH Y, LEEEEDOFEAFIL 2 g/kg DH
E#G21EE A TR TR - 2B (1997 ~
1998 4F) & Ibig L T4 L I2iA L7z (Fig. 2). 72,
FENS 2 ELIADIETHIEL D, 1991 ~ 2000 4ED 51
A 225 2001 ~ 2010 D 19 ANEFG5LUTFIZEA L
f: 12>.

6. EIER (Table 4)

MEEA TH 5 IVIG (&, BIERIZIEF D2 L%
EWOFHEETH LH25, FHICEL L, BER
KT CHAL, AMEEZ#HL 2 EDUHTH L.

DOOVEIBWT, IhFE Traes g srar)
IZE BT ANVAEGEOFHET N, BRIE O I 2
DI, HBs fiLJE, $LHCV $LIE, $THIV-1 fLik,
PUHIV-2 PUE B X 0T HTLV-T JURFEPEC, 5D ALT
(GPT)ECAZ ) ==V T HFEHBLTE. X512,
7 — b L 72BN 122w Tid, HIV, HBV, HCV,
HAV B X 'k b 7SR £ )V A B19 (2D THEFRIE
IEARAT (NAT) 2 %06 L, A L7242 i L CTw b,
HEOKMKOMETHTIE, B 7V 4 &, v b
ISVART ANV ABIY 7% &, 45% NAT ORI RF LI
DA NARAI L DEFEOTREMEEZBETE W
B, WEORERT, GBI L2 s
W,

INFTHE SN TWAEWERE LCid, HEITE
WS, HEICEHHEERE, S av s (F7/— &,
MERT), 7F 745 F L —FRS, HEE MR
22 mmEEm?, RS #E ANEAR4
MG, BiKEEZ: &5 0, 2o 0 MBLUIR L
THORBENLETH . FHZ, HEEERIRE S
&, BGHEE RARIC, EERE EREE A,
Rk, 77/ —€, MEKT, >avroREBIOEER
THI el RMENIIEEN 2 LR ER OAED
TREMED S V), SR E OB K, /N1 & L
A VIEBE L D5 HiHEET 5.
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Table 4 %®&J 071 > D—EHIEIER >

=RE w

AR TRk, B, BEERF BE TFEIT4TFRY—

LHMEMER | BENIR, 55, B, BEER | BEER 7FT7«7%0—, REEFE

HIEFN EE FERE HFV BEMEMER, FHH BREEE

e Bih, & SEXERE Rk, #mmBEmmiEs, MhKE

DINER RmE, SMmE BE REOR, DERE

HbdR BHNR, BS, B, 8 TR | KERE

BER RipEREE, B2

A BiE, f1¥, BB, BEE ST B HIERIBE

%% A MisZRASAE, BHELERS, BMIKKD
ZOENMTERRE LT, RODDIITEREIHS NH 5.

T 5.

DIgA RIBEEDEE © PLIgA PLAZ AT % BHE
TS ERZITENDD 5.

QBBEDH 3BFE BB ELIEENDH
5.

O - DIEMNEEEX - IIZOBREEDH 5 E8E
KEFRGIZ X A IMTRED LA 72 &1 X0 IifisE
F 7O IE 7 O I FEARE e & 9 LS
H5.

OmiSEREDBRENTVEE - KEHKTGIZLD
MRS EE D b 577 E12 X ) AR TERE %k & 2%

Table 5 JIIBRORESTOT ) LT 2EIERD
EEREREER > (EEHH 7,259 fl)

FFHRERE = 69 1+
FHERERIERERE 40 1%
BEE - BE 78 1%
BHR 50 fF
R ImE 19 14
\EMBEIER 19 1%
1= 15 1%
F7/—t 14 1%
DAL 13 1%
Yavy 13
KT 13 1%
ik ES =il 41

GFMmE - KMEBAMDEE, REALEE - &&
HEIREDEE - v F2SVFR Y A1 )L A B19 DK
P Z TR EGETE v, EELSA
2iE, BEEVE AR A A RO BE 2 e HEIR
FRtogmzR§2e0d 5.

ODHEENET L TWAEE - KEKGI2LD, O
NE%GHE T 72ITEAL S BNA D 5.

JIEFR L 350F 2 KB F B Al L v, B

P A B %5 7,259 B b 484 B 697 14:(9.6%) T, E
BhAEEFRRIL 68678 14 (1.1%) THh - 72 (Table
5)25).

(TEFZALANIL)
MEEFE LTo VIG5 © Class Ia, Grade A
IVIG A~ o B 12 %+ 9 % TVIG 5 #% 5- © Class I,
Grade B
IVIG RN F il EHI 2 TIVIG - 270 A FEHbk
Ji#%i% : Class Ib, Grade B

X ®

2)Furusho K, Kamiya T, Nakano H, et al: High-dose intravenous
gammaglobulin for Kawasaki disease. Lancet 1984; 2: 1055-
1058

3)Newburger JW, Takahashi M, Burns JC, et al: The treatment
of Kawasaki syndrome with intravenous gamma globulin. N
Engl J Med 1986; 315: 341-347

4)Newburger JW, Takahashi M, Beiser AS, et al: A single
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intravenous infusion of gamma globulin as compared with
four infusions in the treatment of acute Kawasaki syndrome.
N Engl J Med 1991; 324: 1633-1639
5) Oates-Whitehead RM, Baumer JH, Haines L, et al:
Intravenous immunoglobulin for the treatment of Kawasaki
disease in children. Cochrane Database Syst Rev 2003; (4):
Published Online: January 21, 2009
6)Leung DY, Cotran RS, Kurt-Jones E, et al: Endothelial cell
activation and high interleukin-1 secretion in the pathogenesis
of acute Kawasaki disease. Lancet 1989; 2: 1298-1302
7) Abe J, Jibiki T, Noma S, et al: Gene expression profiling of
the effect of high-dose intravenous Ig in patients with
Kawasaki disease. J Immunol 2005; 174: 5837-5845
8) Terai M, Jibiki T, Harada A, et al: Dramatic decrease of
circulating levels of monocyte chemoattractant protein-1 in
Kawasaki disease after gamma globulin treatment. J Leukoc
Biol 1999; 65: 566-572
9)Bayary J, Dasgupta S, Misra N, et al: Intravenous
immunoglobulin in autoimmune disorders; An insight into the
immunoregulatory mechanisms. Int Immunopharmacol 2006;
6: 528-534
10) EA 7 @A BEasik - JIERZ Mo F51 & (SET4E 5 M0
2002
11) Harada K: Intravenous gamma-globulin treatment in Kawasaki
disease. Acta Paediatr Jpn. 1991; 33: 805-810
12) FeE IR ANGENE N B ARNEEIIgE 2 > & — GG 4
EFAHL 7V — 7 1 88 21 [ NIGH 4 ERRARGE. 2011
4 9 H http://www jichi.ac.jp/dph/kawasakibyou/20110915/
mcls21report.pdf
13) Tse SM, Silverman ED, McCrindle BW, et al: Early treatment
with intravenous immunoglobulin in patients with Kawasaki
disease. J Pediatr 2002; 140: 450-455
14) Uehara R, Yashiro M, Oki I, et al: Re-treatment regimens for
acute stage of Kawasaki disease patients who failed to respond
to initial intravenous immunoglobulin therapy: analysis from
the 17th nationwide survey. Pediatr Int 2007; 49: 427-430
15)/h#k B, ARES, IRE—  IERaEIEEOE
A PEBRAREL 2011; 69: 324-329
16)Egami K, Muta H, Ishii M, et al: Prediction of resistance to
intravenous immunoglobulin treatment in patients with
Kawasaki disease. J Pediatr 2006; 149: 237-240
17) Sano T, Kurotobi S, Matsuzaki K, et al: Prediction of non-
responsiveness to standard high-dose gamma-globulin therapy
in patients with acute Kawasaki disease before starting initial
treatment. Eur J Pediatr 2007; 166: 131-137
18) Kobayashi T, Saji T, Otani T, et al: on behalf of the RAISE
Study Group Investigators: Efficacy of immunoglobulin plus
prednisolone for prevention of coronary artery abnormalities
in severe Kawasaki disease: a prospective, randomised, open,
blinded-endpoint trial. Lancet 2012; 379: 1613-1620
19) Ogata S, Ogihara Y, Nomoto K, et al: Clinical score and

transcript abundance patterns identify Kawasaki disease

patients who may benefit from addition of
methylprednisolone. Pediatr Res 2009; 66: 577-584

20) Okada K, Hara J, Maki I, et al: Osaka Kawasaki Disease
Study Group: Pulse methylprednisolone with gammaglobulin
as an initial treatment for acute Kawasaki disease. Eur J
Pediatr 2009; 168: 181-185

21)Boyce TG, Spearman P: Acute aseptic meningitis secondary
to intravenous immunoglobulin in a patient with Kawasaki
syndrome. Pediatr Infect Dis J 1998; 17: 1054-1056

22) Nakagawa M, Watanabe N, Okuno M, et al: Severe hemolytic
anemia following high-dose intravenous immunoglobulin
administration in a patient with Kawasaki disease. Am J
Hematol 2000; 63: 160-161

23)Bonilla FA: Intravenous immunoglobulin: Adverse reactions
and management. J Allergy Clin Immunol 2008: 122; 1238-
1239

24)Nimmerjahan F, Ravetch J: Anti-Inflammatory actions of
intravenous immunoglobulin. Annu Rev Immunol 2008; 26:
513-533

25) Saji T, Sonobe T, Hamaoka K, et al: Safety and effectiveness
of intravenous immunoglobulin preparations for the treatment
of Kawasaki disease. Prog Med 2012; 32: 1369-1375

XFILTL R=ZVOVINILA

(Table 6)

1. BB

R A F V7L F=va v 30 A (IVMP) #iE1Z,
) CHE R IENHIER A L LT, A7 uA K
HOFTHLBMBEAERPL R AF VT L F=v 0 v
(MP) % K& 2 SiHiHET 2 EETH 5. HAED)
T F R BB AL EOFEEMIL S Hvsh,
KD T & IVIG NLFI R ARSI TR S B HIC WS
T3,

2. fER¥#RF

A 704 FIZMRENOHEE I VF 34 FEMEIC
WAL, NTNF-kB %2 EOBMGTORMEZ AL
PUEEM 2R3 (5 2ERD™ . KEO MP % #HE
4% IVMP Tix, #MilRENZHHoffIE % KiRic b
H %720, 77 AMERDAOMRE L BES532 L FHES
N5, ZOIET 7 AMERICIE, MBBENZEEEEE
AR T 2 EAEIC L A1EH, MlaEoE 2 )V 7
A N2 N4 2160, MREAOR A X 55
BERAEOERZILSH ), 7/ 2MEH LY b EHIC
%}ET 2 26, 27>‘

KD Ti, IVMP 3BT R 2L 2 &0 b,
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BETGEEITEO | (BX%10) 248 (BX%SG ~ 1'0) Y@y EXOHE | H /SN/8WG ~ ¢ : P
HETOA D IME | (HEHFU L) SF GWE KLY 55 EH2HEFVOR Y
BAATANLAPQE | YW Th SEHE SHEHH THE | OB2LAEIEIC H /84/8W 05 ~0¢ : HiE |34 <L45Y 0 L0 GHA ¥LL ZNHAYLL
< LEE
OHYHAUL— Ly "HEKEY FoEh - U (HEH9ORHYX) ¢ oHMERHC EE
- EE - ¥E Ty WHH-—-<X WMEZH G~ |
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‘FY 2HUE) HYEC UL C PIESE SHOVE | B HEEY /B0l | S LEHZWES VNA 21 3 EYUIHEYEE I—H¥144 ¥
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LRENBEEHOL QWHEL 2 2DHW 1
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(0 | MFOERE) FEHY Y /B

2 D-ANLYNSHIIYSE 0 -INL
€ (1 T I2EBIMTELHY

Y- RWEYYH 2 BIMEE ANL ESHE
Ufch 2 B GAF O O-dNL R&i2

L2 C7)

2 4

IFEERRIE UEHBETY ZeH HHEH
PR T 21N IHYEOHSS oLy
2% (9F22) ERETHOTE¥id

# (%+%) ZWES (FEH% ) FETH

c o JehFE
HEHG2Z L EH/A/BWG BEHS2ZY
B /3M/BW | UL IHFOUE S LT
EEHSLERIIBAYNUEECJHD 1E5F
IOBIFANERIENRET N Wi © B

# (%) TYNOPERE (YRY0Ws 5% [$IFOREEEOFLYEE
F) WREEI H W (%¥E) ERONVIBERY A ) L | DICHMEEEED € Y2 H /84/8W g 1Sd | HEWE | HERIN Y NLIYSES JCELUWCEH Zhi=d1L
ceGRMHCL

R EE T [T
¥ SHEG CSERR TR 2LI1IH

7 (O NCEEE~ L 15EID B /848w
g~ ) FEBOOASINLPLH W
BE~ ‘B +H I ZNBWOE <OA=d 1

SO~ L &N b AFITRE & Bl S

ENGEBOZ ) H1E | YIEOHTY JOLY ‘CSPILUR PO | LA£LX HESEHINGUV <N LOLEE | B PHYYT 7 L3 T 323HF4 O S EH IR

M PN LMET | 2% (%6 ~9) TWH (%5S~9) #WE E5E | 2 M/BwW O <O [$IFOREEEOFLYEE

By -5 -IREYV | (%I6~01) HWE (%28~ 9) WEFE | ZI1LW£L X - HEPOIANLOLBLEG | BERINCLUIYSEEN JCLUWCEH | ZOATI1LAEYX
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FEIZIET 2 2ERIC & o THRIZHIIL @) & 2 4
A MAA I 5 EHERSND. IVIG A flH
HVIEIAIRTFHIBNZBWT, KAER CAL IZHhhb 5
A NHA Y OREEY RBET LA DGR A
TT5ZENHESNTN S,

3. &
IVIG N FHlF), %7213 IVIG RIHB.
KD (Zx3 5 IVMP |3 off-label TdH 5.

4. BE - HE

B B R R R T, IVMP 20 ~ 30 mg/kg % 2 ~
3EEM 2T H 1 MaiEEEL, 3HHES 56K
RN TH BT, KD TIE, #EIVIG & D P
T IVMP 30 mg/kg % 1 [0 D 5% 1VIG A 1 12
My AMFHCIRFE=A1IHIRE, 1~3HMET 2
ST 23 935 IVMP ORI 3 B & )
ZEdB, ¥TRIZPSL OEEE( ~ 2 mgky HT
BAfG L 1~ 3 BT Tl 47 ) WiV b b 5.

5. BRA%

KD & BZxf 3 % f0l IVIG & IVMP O Bf Fl &3 D
BRI STV WA, CAL &R & AL &
HEEENLRT =5 b Y, “EEREEA{CHE
BRI X A IVIG + IVMP B & IVIG + placebo B
WEETix, BBHE, IVIG BI04, CAL A%,
RIRBIRE 2 C XA BEETRBO o7z 2721,
IVIG BN @ post hoc fi#HT TlL, IVIG + IVMP #: D
CAL AHFRDPFEICA % <, IVIG NILBNZIZHFHHT
HAHUREL BB ENTWEY, T tora7, K
DA 3 TIZHED N IVIG A FRIFNHI & 3 5 IVIG
+ IVMP #I I OF 1, TVIG Bk 561 & i L
THENCHEE L, CAL AP EL RIS v E#HE
éﬂ’(b\é“’m_

IVIG NGB 3 5 HEHE & L TIVMP DRI %
IVIG BN 5 & s L 7236, MBI RITE
CAL & RS CEBRE VP LM TH L Z L HRS
NTW RN L WFROBRE T b LT
MEIZ £ % IVMP & IVIG BN &S IZFEH ST
W\, IVIG BN G- O ARSI IVMP %= # 5 L
PSL D EHER4T9H 2 & T, CAL A% X 1 1%l
IZTEZEVIHELH LY,

6. BIMER
KD 123513 % IVMP OFEIEH OME T3,
k(6 ~82%), MIME0~91%), = iMitE6 ~

55%), MRAKIE(6 ~9%) 7% EAHREMEINTnE, Lo
T, HATERIZE, BT —, MEMER EIZX
BIEEEVSNA Z VY A~ OBISESLETH L. Tt
PRIEO TR A% IV H, 70y 51— 7 EOHE
EH, MREOFICAS) V2T 285 H 5
A3 ZOMENRIIRES LTV,

(ZEF>ZALANI)
PGB E L CO IVIG + IVMP ffH : Class Ib,
Grade C
IVIG NG FRBII R 5 IVIG + IVMP #2365 H %
1 : Class Ib, Grade B
IVIG A5t § % s8R © Class ITb, Grade B

X

26) Stahn C, Buttgereit F: Genomic and nongenomic effects of
glucocorticoids. Nat Clin Pract Rheumatol 2008; 4: 525-533

27)Sinha A, Bagga A: Pulse steroid therapy. Indian J Pediatr
2008; 75: 1057-1066

28) Miura M, Kohno K, Ohki H, et al: Effects of methylprednisolone
pulse on cytokine levels in Kawasaki disease patients
unresponsive to intravenous immunoglobulin. Eur J Pediatr
2008; 167: 1119-1123

29) Ogata S, Ogihara Y, Nomoto K, et al: Clinical score and
transcript abundance patterns identify Kawasaki disease
patients who may benefit from addition of
methylprednisolone. Pediatr Res 2009; 66: 577-584

30)Newburger JW, Sleeper LA, McCrindle BW, et al:
Randomized trial of pulsed corticosteroid therapy for primary
treatment of Kawasaki disease. N Engl J Med 2007; 356: 663-
675

31)Okada K, Hara J, Maki 1, et al: Pulse methylprednisolone with
gammaglobulin as an initial treatment for acute Kawasaki
disease. Eur J Pediatr 2009; 168: 181-185

32) Ogata S, Ogihara Y, Honda T, et al: Corticosteroid pulse
combination therapy for refractory Kawasaki disease: a
randomized trial. Pediatrics 2012; 129: e17-23

33) Wright DA, Newburger JW, Baker A, et al: Treatment of
immune globulin-resistant Kawasaki disease with pulsed dose
of corticosteroids. J Pediatr 1996; 128: 146-149

34) Hashino K, Ishii M, lemura M, et al: Re-treatment for immune
globulin-resistant Kawasaki disease: a comparative study of
additional immune globulin and steroid pulse therapy. Pediatr
Int 2001; 43: 211-217

35)Ogata S, Bando Y, Kimura S, et al: The strategy of immune
globulin resistant Kawasaki disease: A comparative study of
additional immune globulin and steroid pulse therapy. J
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Cardiol 2009; 53: 15-19

36) Furukawa T, Kishiro M, Akimoto K, et al: Effects of steroid
pulse therapy on immunoglobulin-resistant Kawasaki disease.
Arch Dis Child 2008; 93: 142-146

37)Miura M, Tamame T, Naganuma T, et al: Steroid pulse therapy
for Kawasaki disease unresponsive to additional
immunoglobulin therapy. Paediatrics & Child Health 2011;
16: 479-484

38)Zhu BH, Lv HT, Sun L, et al: A meta-analysis on the effect of
corticosteroid therapy in Kawasaki disease. Eur J Pediatr
2012; 171: 571-578

39)Miura M, Ohki H, Yoshiba S, et al: Adverse effects of
methylprednisolone pulse therapy in refractory Kawasaki
disease. Arch Dis Child 2005; 90: 1096-1097

\Y T R=Y O (Table 6)

1. H®

KD I %% % 58 ) e Pr s E FH % ¢ PSL % % 5-¢
HIEIZEko T ) BRIICmME R EERL IS, SR
ELTHELZERBRO) €T ¥ 72 Wil 52 &
WELZEHNTH 5.

2. EREF

PSL (3 & — MBI S N2 SRR B B A V€
YTHEH, ANVT V-V ERRTHEEI VT I A FE
ADEC, MBEICHFEET A2 A 704 F2EEEL
THIEMER AV EE R ORGIEEZ PH L, PiiE&
HERETOBRE 2 I0ET 5 2 12X ) 3R] 2R AE
e %A %. PSLIIESHIER T a (TNF-a), IL-6,
IL-8 L\ o 72RO IJEMES A M A A 2R T ENA ¥
R EEESF O ESE T HH L, lipocortin,
interleukin-1 receptor antagonist, f2 &K, 1kB % & D
PREMEREOEEZTHES S 2 L2 X o TllE
R PFLT 2.

3. &
IVIG ANIGBI F 7213 TVIG AN Tl
KD (2% 7§ % PSL $5:13 off label TdH 5.

4. BE - AE

WEG#E L L CIVIG & BEH 9 55412 PSL 2 my/
kg/ H %45 3 TRERICZRS 3 2. ML a5k
EAUE L2 RICRIICEF L, CRP2SEMIEL 72
BICH= TS HE#GT 5. FROIRER 2T 1

mg/kg/ H552 % 5 HIH, 0.5 mg/kg/ Hr 1 % 5 H &
Gadibd 5. Wis s IR0 I8 & R 7235 A 1
wEOWIECTHEE, REST 7)) L oBENES R ED
HETITS . R PSLIEZGBGH4 ~5SHE, b
L <1 1 mg/kg/ HIEERIZHEET 5T D50,
IVIG AR BNCx 3 2B IIG#E & L CHERT 256
b AR AIFIGHE ICHE L TITH .

5. HRH

PSL ( KD FEBIZxE L TIA < fEH S 2R 288 -
72h3, FETBI DA Tld PSL ¥ GHE B A%\ E
BCd > 722 & PSL HE 1L CAL O FHE 41
R s L BRTRNEIEY, T2 Y, 7
Ve7a7xy, PSL+ VYY) FE—ILD 3 GEEEEIC
5 R I A AL B ER 12 X > T PSL O
FWDTEH SN 2o/l e R EPLEL (&R E X
NTE7. —HT1990 FMRIZPSL + 7 AE Y VB
BEOAH MM Z R L7255 R 238 <
ZFZOHEMEPHFMENDE X 5127 o 7. 2006 412
IVIG + PSL WA GF FI B & IVIG #6iE % i3 4 |
TR B e B AL B B ER Y S S, IVIG + PSL
B RS IVIG R IR CAL & PHEE A
BICWPT B ENWS Lotz T2, MDA
a7V EACCERES N ERERE IS L TPSL E
X0 CALMIHIZI EATE W 2 EAEE SN2 720",
HEIELE RS 5 IVIG + PSL #IABE i # 5- o4 FtE
e 9 5 AL I BB (RAISE Study) 233 fifi &
17z, RAISE Study DR, /IMMAOZA a7 5 5L EO
HREERE xS A IVIG + PSL #)#f §F J % 22 1% CAL
GBI & RERIRPU A BRI S 5 2 L ANEA
S, IERBIALOH FEA S & 572,
ERHOMRIZ L o TS HEHENBHEE LTSN
LU HEMEDSH B .

IVIG ARGz 3 2 8 0EH & L TH PSLITAH
ThbEvo 5 b d b —7, AISFIx L H
MHEATZERETPSL 259 5 2 &£ 13 CAL R % fi¢
T BTHENED S B L Vo 2 EY b b 5. FISHIIC
x5 BAEALBERBR DS E i S T wvwizo, Bl
BN TIE—EDRBEIHELN TV,

6. REI{ERA

PSL IZHEENT AENWER & L Tl EFICiEya v 7
(0.08%), TEBRVEMENE HEEARE), ANEEIR BHEEAEH),
JRYUE (2.54%), A ss RIS R B REAS 4 CBHEEANH)
HHRRAE AR, i B T3 (0.36%), B s
22 £L(0.02 %), HALEE M (0.80 %), WALk & B
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(0.02%), X A75F— HEAW), MiE HEARH),
SHEE NI TG HEEANEY) , 8 HEEANIH), RS iR
(0.06%), HEIRIE(3.95%), FrkPEEBHEAH), #%o
9 EFBE(0.09%),  H Lok 552 1 HE AR s RS e (B BEEAR
B, BE%(0.03%), 9 -l 0A4(0.02%), HER
GBEFEANH), FFREREREE (1.21%), #9E EEAB) 7%
ENFEENTBY, O ZIHEOHAE L 7 VI
YUiE, SHOBEREOBRY, QOFHRIKT B X o
BARED B D EIEBGIED BE, @AM LHIHLE &
CLBEFEIIEHIESE STV 5.

(TEFZALANII)
IVIG ANt F Il 126§ % TVIG + PSL #) ] §F FH #
5. Class Ib, Grade B
IVIG AIGFINZR 3 2 B 0ITA# © Class ITb, Grade C

X

40) Stahn C, Buttgereit F: Genomic and nongenomic effects of
glucocorticoids. Nat Clin Pract Rheumatol 2008; 4: 525-533

41)Kobayashi T, Saji T, Otani T, et al: Efficacy of immunoglobulin
plus prednisolone for prevention of coronary artery
abnormalities in severe Kawasaki disease (RAISE study): a
randomised, open-label, blinded-endpoints trial. Lancet 2012;
379: 1613-1620

42) RNEHE R e, MIRTEME 13 2R BRI ) >
7B B E (MCLS) 38 B O 5T . /N JE 59 19755 38:
608-614

43)Kato H, Koike S, Yokoyama T: Kawasaki disease: Effect of
treatment on coronary artery involvement. Pediatrics 1979;
63: 175-179

44) )N =06, % GRS )RR o S0 W G oE (55 3
#) - Aspirin, Flurbiprofen, Prednisolone + Dipyridamole @ 3
H 12 X % prospective study. H /N V2 23 5 1986; 90:
1844-1849

45) Shinohara M, Sone K, Tomomasa T, et al: Corticosteroids in
the treatment of the acute phase of Kawasaki disease. J Pediatr
1999; 135: 465-469

46)Inoue Y, Okada Y, Shinohara M, et al: A multicenter
prospective randomized trial of corticosteroids in primary
therapy for Kawasaki disease: clinical course and coronary
artery outcome. J Pediatr 2006; 149: 336-341

47)K0bayashi T, Inoue Y, Takeuchi K, et al: Prediction of
intravenous immunoglobulin unresponsiveness in patients
with Kawasaki disease. Circulation 2006; 113: 2606-2612

48) Kobayashi T, Inoue Y, Otani T, et al: Risk stratification in the
decision to include prednisolone with intravenous

immunoglobulin in primary therapy of Kawasaki disease.

Pediatr Infect Dis J 2009; 28: 498-502
49) HILTPf— | SEHSESE 5K W, 132 JIISHIGaH I
¥ 5 % Rk RATE . H/NESRE 2008; 112: 1227-1232
50)Millar K, Manlhiot C, Yeung RS, et al: Corticosteroid
administration for patients with coronary artery aneurysms
after Kawasaki disease may be associated with impaired
regression. Int J Cardiol 2012; 154: 9-13

v BESEEEIC DR SEP)

(Table 6)

1. B8Y

KD TIdIfiH & TNF-a 25E T, CAA & HFHER] T
HEICE L, EAERER L CAA FIEME A E 41
s 5 EMESN TS, IFX 1 TNF-q & A2
AT A I LI X o THRIERMS & J0H) L 25 % s
L5,

2. fER%ER

IFX Tk b TNF-a 2~ 7 ZI2%EL TEL N,
~ 7 AHRIFRENPUATH D vV EI(Q25%) &, B b
IeGi k S5 C HHIF(75%) 2 A L TEL N2 " F A 5
BE/) 70—FWHEK THEH 15TH)< TR
DEHE %/ 25% et 7280, P A Pk (hAiE)
BB 40% THIL, 1B5EES TR0
RTUNVF=FPELLZ B 5. HE) v~F
(RA) T MTX & $ 5 2 & THE O A )
WHI SN D, IFX IR CHEAIC TNEF-a LRSS
%75, TNF- B IZIEA L v, Zofarkig, (1)
WA TNF-a % #1 L TNF-a & TNF L& 7% — (p55
& p7s) L DA HRHET 5. (2) TNE-a FEA M F
R EN TV BEEI TNF-q L Hi& L, Wikén
CDC RPufE L ® ADCC # /- L CT R b= A% FHiE
LEAMIEZ HET 5. (3) A A4 G TNF-a O i
TERAH Y, FERIIZEAMOEEL IL-1, 1L-6
HREDYA ML VEELREEHIHIT S,

3. &S
IVIG ANe.
KD 12%F 3 5 f# I 1 off-label TH 5.

4. % - HE

HAEIEX 13, DAETIEHRAT()RA, (2) BRIV
i /B (Crohn 9%, 1EBEVEAMI2%), (3) Behget 95 O HE G
SEI R, (4) 523, (5) MmEERHER CHRAFIRTO
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RHAGEENT WA, Wk Tld/NE Crohn 9% (6 M BL L)
THRBENTWEY,

ANETIE S mgkg % 1 Al G= & T 5 2 LHBE0D5
Crohn #%§ T3 3 mg/kg F 7213 6 mg/kg AMEH X LT
L. BHRBEEIRFHRYTHY, KARATIEI ~
10 mg/kg % 8 MBS 1 BICTH 5. ML o5 H
T, #E 200 ~ 500 ml O A B A KSR, 2 B
Pl ClmdEHET 5. KD Tk, 2R ETH 5
ZER, FBEEMIXRATOAL FeffHL 2w
L ENPLD, RALELD 1 ROADHEHILET
Y THA .

KENZ B 5 R CIAERO TR E SN T
VWA, FFICHAYENOZEEIIEL SN TR
Wy,

5. FHA%

2004 4E Weiss 5 &, IVIG & IVMP Rt o 3 i W 12
XL CIFX #8545 i HICH, 2O % &I
L7222, ZO%IVIG & IVMP AISHIT, AR
et SEYMIZIEIBBOAMETE 2SR
ENBII R IL-6 A5 TFX #5512 X DR T LY,
X512, CRP RN INF- a 54 1 72 SO RSENH
< —7— b+ 5. FEET b 2009 4E F TIZ 39 Bl
(17 A5 5 135%) M S 7225, 22 61T CAA %
HERFLTBY, FD% {13 IVIG ANIGR IVMP A5
THHY. kO EETFHEIZHB T S HETI,
IVIG AN LT IFX (& 4,811 fEFIH 1% T &
M, 2001 4D 0% A5 2006 F-D 2.3% ML TET
W5 EIED Review I BWT ., IVIG AIBFIC I,
IVIG 3B 570 3 HE O IVMP £ 721X IFX 5 & @
HAEHS B 5. FEERIY KD M 45 T b 1 TNF-a
BH| OB REARENT VST,

DASET D IVIG A3t LT off-label & LT
FHENTH SR 6 £ R L 722, HANB RS
752006 ~ 2011 FEDOMIZET 6 MO SR L E A %
fToT&EZD, FHREFATHEAIN TV 209
HLEBLRBWILL TIEEMBH A4S, 10 ~15%T
IRE L T hr o7z, EEZRIERIIERIN TS
59, MBI ZEICHEH S CTwz, AR5
109 B R TH UL, CAA ZIHT HEHEN KRV &
THERPTEDLEN TS,

6. BIfFA (Table 7)7

5,000 I K SDBEO KA RA 2B A THTEAR
#TIE, B5%e 7 HFETORIMEREEEIL 28%,
HEEZEIEN 6.2% T, Al MG % 2.2% (108 1),

Za—FEY AT AMiS0.4% (22 1), BfidE 0.2% (10
Bl), #E#%03% (14 1) T, EE P58 G (infusion
reaction) (£ 0.5% (24 f5) TdH > 7=, FHFHIFFE BT H
#K(JIA) TlE, 22 > T3 mgkg DT H H 6 mgkg &
D HEEHAS ok DI TOHELH B, L
L, EYENEAOMBHIZBT 5/NEOREMEDHR
HF037% ) ERIT L OMIG & risk/benefit AAMESL S 1L
TW5.

(1) #5085 s (infusion reaction)

IEX (ZHFI2F 2 SRIPUED 720, TF 74 F7F 2 —
FOBASE S D R\, R, 58, %98, 3&F
&, B SIER L, EHENINA Z IV A v R FERR
T 5. 5P L% 2 BH UL, EERT S
TATHRY—FERTH 5, IR, SE SR,
MEZEE), MmEFEE 57—, KEEk 3, =
k5 7 OB OTREED D ) 0 EE T 5 7.

TF747F v —SHETOZDOT T 3
)7 xRN A Y I VEOFKRS IESTH ok
WS TwD™, E#S TIE, JIA 163 ] (IFX 68
B, etanercept 95 B : “F-IJAF i 17 %) D 6 4F [ D%
IZBWTC, F35229 4 ARG 71 BlORIFEH
WhHY, TDRIBIIIFXEHBATHS. LorL—
KT, BETMEUEPELRIERL LR E OHE
bH5. JIA T, 1EBOHEGH%IC 3 mekg %5
¥ 3.3%, 6 mg/kg $5-#Tld 7% T infusion reaction 2¥
ALNTHBNTY, Z2D% { TIEHFAMPLIE HACA 7
HE L Tw7, /NEM Crohn T 7.1 ~ 12.1% TFE
HHENTWEY,

FHRGSOEFEEBUEE LT, 5% 3 HUEQ4
F [ DL ~ 3 G DO R 74 12 E ST B BOE (A
W, 55, EE, BRI, SHETE, RE T HEE
OIFHE, WeNRE, FMZ, WEEHE, B L)%
He a2 ePHESNTWAS, HIEDOH TNF-a HL5)
O/NBI O3 %R % Table 7 12787

(2)DAeHEE

A TlE NYHA I ~ IV TAEZEBREE 50% LT (2
ETLTWAIRETIHOAEDHEE TS, NYHATI T
FHEGIFEEICT 5. KD 2T, EEN RO
2%, URRREINT, (OIERITR, BE s EAYETE
$TB720, OANLAY—H—Tdh5BNP A LA
LTI ZE R 513 B RETH L™,

(3) BRRIEEE
F#IZ2BCG A L TV WiREMED H 2 FLAI RIS

s16 [
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Table 7 #i TNF-a 81%I00/\ 248 ¢ DEIVER & 227

. ERLEEA

- RS EUOBERIRIG
- infusion reaction

- KE R
- FRAERIBERE (MS & &)
- FEARHEREIER

- BIEEE
- RN

- BIREAIC & 2 RRIE (Toe 5 &)

CEBR, B HEV, 5D, AR
- FEfRIEIEAEIREE pain amplification syndrome

. ERRR

(1) #add 2=
- TREMERRE

- BERE - KB Toc
- SRMBILE, SRR

(2) LB R
- R, 1R
“HIV, HBV, HCV BiE

© RIEMERRIE & B RREDRE

- anakinra (i IL-1 ZRFERE) OHA
- EENE A RRIT (B 10 F) OBRMES (KREESLS)

WEEECTHL 7474720 (QFILTB I —
)vwﬁﬁd,mn%ﬁ PURTR G DB % 52T 72
WS, BEOEGOE L T S, NI AR
%ﬁ?:tﬁ&w# HRO L WA TRV, EE
BWMZ, RIENBEOGE, RGO BCG #H
DA, EE CT, MES X MEHE % &2 X 2 MET 0 E
Wl F2ETrF UoBEERKIZBCG A (T Y
JoFrE)TIE2HHA, MR, &Y TAKETIEI
B HOWFIUELE SNTWE, IHEIEEIEDS &
FERIZEZTH 5.

(4) BHEEE DRIE

JIAIZB W T, etanercept % fHH L 72 1,200 B+ 5
B CEMAEERE DA SN Twb . ZONFIE Hodgkin
% Non-Hodgkin ') > 7S, HURKERRE, JNdERE, +
S dysplasia, THABH. L L, @piftio i)
EEPHEINTHY, 95 26id adalimumab, IFX b
PER STz, R L Tidto 2 & FED
VETH B, F72 FDA OEIER#E Y A7 412 &
UL, $UTNF-a BH O IZ/NE T 48 Bl E
HOMEDVH ) 11 HIPFETL, PERITEME) >3 E
Thorz FREHTIE, 31 61E IFX 55, 154
%% etanercept %, 2 {512 adalimumab % T&H 5. RO
88 % X SR I (azathioprine, MTX) % ffH ST

7o VRS O SAESIE LB LT, BRI
GRS LTV R,

(5)BEIB LU CRFFRF v+ 1) 7%

ASHIE D) 7~ F A TIE, HBV O 8 F14
F o) TREBEITFRICBIT S FEMALR de novo T4
DIIEDHE SN TV 5B 7280, IO HBs HUE %
5 UNIZ HBs $ifk, HBc PRI LETH 5.

Btk AV AR, BEIFFR YA VAT v ) 7T
R Tdh Y, TNF-a HEHEEKGIIHE 74V R
DOIEHALE L O RELPIE S T2, FHHIZES
THh DB EEES 22, FHTRETERY, EHAE
)R FEEDPSDREVHE SN TNET,

C RIFF 57 A v AREGeE VR L TR I3
24T\, HCV OIEEIHEEREN S NIIESTTH L. W
HEINTEBRCBEILETH L. —ED LRI
LNTWRWA, A THHEOHRE IRV, wih
2L CH/NBFIRE M E I T 2 2 EDEETH 5.

(6) Z DAth
Bl L, BEBIEER, BEEREEGD S .
KD TlZE I i@&%fﬁ&%i&( IE RS
rwéwim@méﬁw#bﬁ A PHEDSEE L &
IR E BN B A, FEFERDS 1 sl & BRAYE
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IF3SHAACH Y, EE R BEIGHRE & RIS LT
HbH. FERCAAIHEH ZDHO B LEEED risk
&, IRX fERICHE D BITER O REM: % 143 1238 L
HHZRETLERETHA ).

T 7 FERBEOHBICOVWTIE, TEF Y AU
ZLWw. BHEROEBRELT2~3 7 HI3EFTCw
EIPREEZEZOLNTNS,

(TEF > ZXLANI)
IVIG A9 5 181G © Class ITb, Grade C

X |

51)Breda L, Del Torto M, De Sanctis S, et al: Biologics in
children's autoimmune disorders: efficacy and safety. Eur J
Pediatr 2010; 170: 157-167

52) Weiss JE, Eberhard A, Chowdhury D, et al: Infliximab as a
novel therapy for refractory Kawasaki disease. ] Rheumatol
2004; 31; 808-810

53)Burns JC, Mason WH, Hauger SB, et al: Infliximab treatment
for refractory Kawasaki syndrome. J Pediatr 2005; 146; 662-
667

54)Saji T, Kemmotsu Y: Infliximab for Kawasaki syndrome
[reply]. J Pediatr 2006; 149: 426

55) Stenbog EV, Windelborg B, Horlyck A, et al: The effect of
TNFalpha blockade in compicated, refractory Kawasaki
disease. Scand J Rheumatol 2006; 35: 318-321

56)0" Connor MIJ, Saulsbury FT: Incomplete and atypical
Kawasaki disease in a young infant: Severe, recalcitrant
disease responsive to infliximab. Clin Pediatr 2007; 46: 345-
348

57)Oishi T, Fujieda M, Shiraishi T, et al: Infliximab treatment for
refractory Kawasaki disease with coronary artery aneurysm.
Circ J 2008; 72: 580-852

58) Girish M, Subramaniam G: Infliximab treatment in refractory
Kawasaki syndrome. Indian J Pediatr 2008; 75: 521-522

59) Burns JC, Best BM, Mas PD, et al: Infliximab treatment of
Intravenous immunoglobulin — Resistant Kawasaki disease. J
Pediatr 2008; 153: 833-838
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UTI ix & »JRVE trypsin inhibitor C, & N JR2> 5 &
FELE N, trypsin & 4G & 51 4 o & PR (B
B 1 L CRHEER 263 2 40 F& 67,000 D2l
FHEHR () »yTur7—¥Af ey —)Thb. H
Jel I H @ inter- a -trypsin inhibitor Tdh 5 & & 2 5T
Wh . fbaElEdy OF, B, OB M O, BIE, B, K
Wa, Mo, FGH) CHEADSHRIN TV,

(1) TNF-a #1%IEFH

% OW A M A VERWER AT 5. SFHIMmEk
5@ TNF-a, IL-6, IL-8 D% #z 5. HEKH»
5@ TNF-a D FEL & 53 % Wil 5% % 72 TNF-a
12 & D E AL S A I R A (BC) 1o ICAM-1
DFEBZIH L, EC R#EREDSD 5.

(2)FhHKI S X2 —tEHEE

YR IZIF R BRI/ M S DT 5 A & — B O FHE
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HNVOEI, A MhA Ly - EERTFOEEEET S
D, T4V = AEOZEANERIC L) KHED &
IRBEFZ OWEEEE IS 5. F 72 TNF-a 2 &80
IHIE T OWEBERECER, SEHEFET L H 5%,

3. &t
IVIG AN, #iiGH# & LT IVIG & OFEA.
KD 12X 3 A i X off-label T 5.

4. % - BE

N E RS S LT W eV, liE 5,000 BT kgl
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THHSNE Z &A%\, RN, 30 J7HA7Z /10ml
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5% OGS, 1993 4£TZ D% 90 4F
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nr=".

6. ®EIfEA
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A >7OXKRY2A
1. BB

A7 = NV=20) UEEERIRE LTS VR LEER O
1 VFE CUTPKC) H° KD & EEZFTh D 2 &
2008 ElCHEE N, ITPKCIZH VY =a—1) ¥/
NFAT (nuclear factor of activated T cells) 7 A7 — N2 &
% T AL O WAL % 3 3 2 BEfe % #>. ITPKC O
BWREDPHZ ON/I-BETITIIL 2R DY A A A ¥
FEENEE L. TD LI, ITPKC X IVIG A%
CAA B HFICHET A V0 ESOHEIZHHET EEZ LN
TWh, Iy =a—1)  OEEHELY A M4
VLTI AFEHIDCsA TH 5.

CsA 13 IVIG RIS HZ ERSs il & T & 72957,
ZOEMEHTEE S NS kB SENAL T b
N, et BEWEIEE S TnB ™,

2. 1ER%F

CsA 1E, THEMHALD Y 7 F VEEICB W TEHE
GEREEHSTWAE ALY Za—) VIZKEL, F0
HHb 2 HEST S, IL-2 BT 7% & OfE. KT NFAT
DFLY) AL & 2HNRBATRZHE L, IL-2 & E0H
A NI A TP 5

3. &t
IVIG AN .
KD 1253 A1 off-label TH 5.

4. Rix - BHE
BOMICAT —IV® % 4 mg/kg/ H, T4 EHIIC2
W25 THS$ 2% BARRGIZIE, 1 ml OFSEIC
1 ALEEE 2RI L, RS2 EE O RN AN
FIHGT 5. ik, BHHMoOWIULT 2 £ L
T, BEEIRATIZ 3 ~ 5 mg/kg/ H % 2 01481 5-CRAG
fRBFA IR & 4 — T )V ®10 mg/kg/ H % 12 HEfH
fIRE (1 A1 5 mg/kg) TG LTwWa™, EHIE LT,
SHEGRHE)OHGHIC NS 7HEZHEL, 60~
200 ng/ml O EFHRLEDOHANTH 5 Z & 2 fEET 5
A, BEENZ IR THEER L T niGaid s ~
8 mg/kg/ HIZHET 2. HGHIRIIMZ STV 2
WS, CRP OEMEAED LI 10 B2 56 2% B &
ZOH%ET D, W AHEIEENHES L 2.
T A VIIREADHER I NS F TIRIRERORS
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(30 ~ 50 mg/kg/ H) %477 .

5. FHAM%

AR EE A LR OB I ER S LT,
2 WD IVIG AR Bz CsA % 325 L 72 EWNAL O BLE T
FeTIE, % < OBITHEDGH R 72 R LIS S
M, CRP & EDRIE~—H—HWET L7, Ll
A, CSARILBID & 513 [EHD IVIG 2AER T
HHBELRBMENTNEY . 47 AFKilOILR~D
R ERIT R STV >,

6. EI{EA

KD TOff T, BAE T CEERBIHIZHME S
T, MUEBERIZ X 55 K MEDH 40% 123
513 ~7 HIZRRO 2 EEREETH 5. MEEHIAT
3 K IMAE LA S s, ks K IMAE O W] ek &
2% Mk~ 7 AT AMUEAHE SN TWEY, EiE
BRI REIRIZRE S Tnavy., ZomE
FHTEE, MELEAPVEBITHE SN TS,

(TEF> XL NI
Class I, Grade C.

B. XL FH—}
1. B®Y

Lee TI 575, IVIG RIS BI~NORE B X O 45K
ToH 2 B9 & LT 2008 FI2FEFR L7
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AL, ERERTH L. ToEAEHIZIE, OF
) RERREE, @7 7/ v v EEEEAE, O RENE
YA M A CREERH], @V o SEREEHE L P ER O i
E - B OWIH], ®MEREs a7 ) LR EhE
%773, AR MTX 23 90E 2 01l 9 % A 71 = X L OFE
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KD (2573 21 off-label Tdh 5.

4. RE - AE

10 mg/ m* #0456 5-C, A 1AITH 5.

WA TIIT DRV, BT L THEG T 5. Lee
5 OKAE T, BGHEE HE 20 mg/ m® ($e5-1 5%

2[0)T, 10 ~ 50 mg/ m’, x5 %L 1 ~5MmTHo
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5. FHAM

B A 2L BRI L E R S LT v, 17 B
D IVIG ANJSBNIZ T L 72 5ikE i, 17 Bl 3 Bl a8
MTX A7 B BIZ, 1605514 0 BIZFEEDFR L 7.
LL, 461 HICMTX @2 [[H F 72133 [ H#KS
RS LTS L 72, MTX W IR O FF5EENE 72 2 o
7z.

6. ®I{EA
HEEO MTX 2L 2 8BS, FE, &5z
EORIERNZE, BAEEMTX I X > TEEO SN0 o
- — R EERCE, Yavy TR T4 TF Y —,
HREEIH], BAUE, FFREREREE, BUBEALLR LD
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A IHA R ENA 7RI L) EREREL
BV A M4 VIMEDO R EE 5.

2. 1ER%RF

REBICMERBLOETA MO A Y IMEXRES- LT
WwWiheEZON BETLHILIZEST, IVIG NG
DN FIERL H HF LT 22 & Th AL, MHPH A b

AR ENA L, IL-6, WEM TNF 54 H
PE ZICEHIZIK T4 5.
3. @t

IVIG AN,

4. A% - HE

B Z 5% 7V 73 v e L, MEERMEREm)(E
# (kg)/13 % (1-Het/100) X 1,000 : (Het =~~~ b 7 1) »
ME (%)) DR 1~ 1.5 e scifim &3 5. KBk
SR TERIR, - AVSHERIR, 6-7 Fr /NRENTH 4T -
V=AY AT =T IVERBET L. HATHIZIEA) ¥
(BAMGHE 15 ~30 Ukg 7 > ¥ a v MEHEL, ZO%
5t T 15 ~ 30 U/kg/ Ff) 2 PisEE$E & LT L, ACT
(Activated Clotting Time) % 180 ~ 250 F2 123 % & 9 12
T B, T2, BRI T O REELTO LESH L.

5. FRA%

NREBTORTTHENEIEALABIIFER S LT
v, REEBOAENFIEE SN TWET Y K
BIIFZ213 2 HE5 LA H T 22, Villain™ 13,
FIEFA 15 H LU O 20 BIZX L PE ik 5\ 13 TVIG
FEE 2 AT WA R RARILE 7 s, &JERI T CAL @
FIEIL A S NT R EMITOWT b I A 5 72 & H W
LTwWa,
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S RRNT ORGSR, PE FREEIZ IVIG B & i L
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2. 1ER%F
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EFLHLTEIZLY, PO rEFH L A(TXA,) DA
ZRHE L, M/MRESEIEIER 2R3, /MU B
% COX-1 FHEMERIIATH#BTH S, /2, THA
57507 PG)DOEBRBETT IXF N VNS
PGE, %2 EO &R A HE L, PLEFEH %R,

3. Bt
FTRTOIEFTHEE SN TN D,

4. A% - AE

BOTHSG T 5. kETIE, WPEEELTIVIG
WZBEHI L C 80 ~ 100 mg/kg/ HOEHEX WA Z &
ALV HASETIE, 30 ~ 50 mgkg/ H O & &
43 HCIVIGIHRE LT 5. 20k, 48~ 72
B OB AR L 3 ~ 5 mg/kg/ HOERMHE, 71/
HIZH&ET 5. CAA DS WEEFIZ B VT 5HERk 6
~8EFTHUTLHZ LD TH 5.

5. FRA%

LT CAA SR LTI, 7TAEY Y0
P 5ETIR A < IVIG D54 X a2 S
HZ EDITRENTWAS,

6. ®EIfEA
BERZEWER XN, W ESIEORES, FFrERekEsE,
HALEES (WSRO HEA). Zofie LCrtm
FEINE, BB (WIS HEARH), BFRIR0.1 ~ 5%
i), BEEE01% K % ENDHDL. ZDRMPT,
FrRSRERE 12 X < BT 5. 7TAYY) Y EEIIICHE
THYEILEE, FERREEZIT). BREISROLN
A, E, R SEYNCRHE T S, KER
A2 7 )VE  FRERZ BT Reye JEBER O SHE IS
EEVPLETH LS. KD ORBHICEHAET ALK »
ZEWIRA LT 2 BIEH L DR Reye JEfE IS
DIVRTDVHBENEITET VANV, FHMWIZA
YINIUHET s F OB RO 5.

(TEF > ZALANI)
IVIG + 7 A Y1) > of#AiEHE - Class Ta, Grade A

B. ZDfbDHrmm/ i
(Mzre7Ooz7z(7axX2"®)

3 ~ 5 mg/kg/ H% 3.

NFRSRERE Esim G, 7TAE ) Y oRERSEL LT
HWONEGEDHLBFOFPEICET LTV
Alx 7. KD S o IFf e E 1L, £ < I 1VIG
BERIZE D% QIIRT 5. BIEH & L CHEARBUK
(1.56%), EHAIE1.03%), 3£950.24%), il
AN 233 5
@)SEVZE—IL (NG LF L8 T XEF—ILO)

2 ~ 5mg/kg/ H% 3.

CAA GBEBIICBVWCT A v B EN L 2 &
b, FEREIWERE LT 091 ~4.37%), L%
JUHE(0.43 ~ 0.56%), ERZEIWER & L THOEIRD
AL (0.1% A0),  MIE R HEEARR) 72 &3 5.
@)F7aEY L (NFILTLE)

2 ~ 5mg/kg 77 3.

CAA BBV THWON L Z DD 5. BIE
& UCHEEZARB 228, ik PRI MR 8 A P 4 B
(TTP), MENFRIERE, FEZRIFREEI 5% 2 4 AL
NIZALNDLZEDHY, FEICELFOHFESNT
W5, EIGFEEICRSTAIENEEING. K50
B2 2 B & L MRS L 7 D
@)rvaERILIL(TIE Y U X®)

1.0 mg/kg/ H45 1(0 ~ 24 71 HifG 0.2 mg/kg/ HA3 1).

CAAEGPRHIICB VW THWONE Z D 5. 1EH
WX F 7 u ey PS8, IFREXX AR
V. 0~24 7 HOFLAIRICHT A28 ClE, 0.2 my/
kg/ H O$ 58 T+ 43 7 M/ IMEEIHIRD B 435 5 v 7'
25 7 ALLEO/RNRTIE, FEROWIZEIE% <, 1.0 mg/
kg/ HOSHW T WA ik S 5.

58 NS (1)~ (4) D 4 #iZ off-label TH 5

X ®

104)Newburger JW, Takahashi M, Gerber MA, et al: Diagnosis,
treatment, and long-term management of Kawasaki disease.
A Statement for Health Professionals From the Committee

on Rheumatic Fever, Endocarditis and Kawasaki Disease,
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Council on Cardiovascular Disease in the Young, American
Heart Association Circulation 2004; 110: 2747-2771

105) Durongpisitkul K, Gururaj VI, Park JM, et al: The prevention
of coronary artery aneurysm in Kawasaki disease: A meta-
analysis on the efficacy of aspirin and immunoglobulin
treatment. Pediatrics 1995; 96: 1057-1061

106) Terai M, Shulman ST. Prevalence of coronary artery
abnormalities in Kawasaki disease is highly dependent on
gamma globulin dose but independent of salicylate dose. J
Pediatr 1997; 131: 888-893

107)Li JS, Yow E, Berezny KY, et al: Dosing of clopidogrel for
platelet inhibition in infants and young children. Primary
results of the platelet inhibition in children on clopidogrel
(PICOLO) trial. Circulation 2008; 117: 553-559

VGl T DfthDIDME RS

A. EREE

SR KD CUEEERUE R OHELDSFED bt s D
T CAA TR L 72 EBNI BB EREN LIS R 5
—77, CAL % &P L T WIEFNIZIZFHI & LTt
BEREFII VIRV, B E LTV 7 7 Y5 H
WhHi, BEMEET 256 TREFIR IR E A<
)Y EES L, FOBRIVT 7 BT A

A1 N7 71>

1. BB

BEERA R OTEMEILTTE I ) CAA WA T
Bh.

2. {ER%RF

TIVT 7)) VIS BWTE Y 3 v KRS
BEFTHLET VI, IX, X HFOELKE HE
T5.

RIET V7 7 ) ACHTEE R O R E A TR I &
D, 2L OBEETERPR S N7 I RHESR
CYP2C9 DL TIE LTINS S A 0OERT L IVH
WhHEENTWDE, ZORTELREMTHL 2/ 37
TNV T 7)) rOFRGRICKE CREEE RIEY. A
NIZIE 3 TIDL |, ZORERIEEDTIN T2, TV T 7
1) > olfnEREANRA L, AR AR O F 4
BENb0T, %GEZVHBICTHLENH L,

3. S
FF~EK CAA, MG ESIERAS], CAA N

I T EAE B

4. A& - AE

MEFFRE1X 005 ~0.12 mg/kg/ HAr 1 L Y BA#E L, 4
~S5SHCTEBEBICHEZRES. ooy rERH
(PD)XEEN, V, VI, XEBEBERRHRFORAZ ) —= 7
BAETHY, TV7 7)) yOFEEEHEE=5 Y ~
T4 hHH)ZTHMBTH S, B L E BAZHE I (PT/
INR)2SHHW SN TWA, KD T PTINR % 1.6 ~ 2.5
(FEYRFAD D 10~25%) 2% b &) IckG5E%
T2 B, AHA A FF 4 > Ti30.05~ 0.34
mg/kg, PT/INR % 2.0 ~2.5 % HEEIZHRET L Z L2F
BoonTna!',

5. FHAM%

AW BIT BTN T 7 ) OB KR
WTHET L2513 2 v, 7275 L CAA W, BEICE K
CAA T3 shear stress 256 B IR T LY, AN
FEREIZMR T L, &SI/ IMRE OB, /MRS hE
TCEDSIND ) BEZ MR E N ALK EE 0 5. #
D& RIEFITIIEHIREDELS, Tv771) YO
IRASREE 2 A%\, 9, KROHEAN) » OFH
FUHERE AR ATV, MEERPURREREZICTVT 7 ) &
DOHIRICBITS S, WE, zaL T, REHEL L
Y IVKEEERALINVT 7 ) Y OREL
s Fo, VY I UKEILOATILD FEET
»5H. —JF, BILEBEETIEITILT 7)) OV
MEND FEHLET VT 7)) Y OERICEE L KITT.
TERIBAERIRICIE ST &/, 7R 737 72V, BLM
E(xyaoxA L), EREE(T VIS =%k
&), BAR LATOA KN, 73IFFar, AFF
BRI EbEEN, EHEGEELLT, 7700
T, AVNTEE Y, VT 7 v ¥ v b b,

6. ®EIfEA

MIMA R KORIER THh 5. S, HEHms%
V., BEEA, ERERHIC S ST S 2, U
VT 7)) A EE T 5 O TIHED S O Bk~
B, BHERE L ToOE - SETERA S, AR
B NEEFORREEZDVESTH S, 72 LEE
BEEIE 5% E S, 512, 1T HEDR Smg LT T
) 27 MR E SR Twa ",

(TEF>ZLANI)
Class b, Grade C
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] s25




A-2 KAEN/N1) > (unfractionated heparin : UFH)
RO A TR B O/ NI, T, il &
Dt SN D, £ < OFEKT, VIL IX, X, XI,
XID OAFBYHIERFTH 27 5 bu v € IOI(AT
D) & R AE & LPuEe IR 2R3, A R0
X1 ~2BMTHSH. FEIHEL L TS0 HAL kg &
10 3 LLE2 T TEHEL, £ D1k 20 ~ 25 HAL /kg/hr
T APTT %% 60 ~ 85 B (R HE D 1.5 ~ 2.5 f%) # HZ 2
HeFE 9 5. AR CTIHERBRRACK LLEEDS
WZLICHET S, 2B 2 K5 E A ) Off
BT 22T EF 2y 23w, 72721, CAA
AL, MBRERSREICER SIS Z LS
NDEGEITIE, T3, ~2%) Y OFGSEEEEZ1T) .
ZO%, L ELIZTNT Y ONIRICEITSE
L. AROEBWERIZHRMTH L. 512, ~/3) V&
RO AME (HIT), FFAEREREE, 392, TH, I
B EHEET L. BEGH TR EHERED &6
WFEBESLETH S,

(TEFLXLANI)
Class I, Grade C

A-3 BAFAINY >
(low molecular weight heparin : LMWH)

A F28) IR WA 2 ERFRIC AT T %
AL CHEICHEREER 2 83 4. ROoEA/NY
JiZklL, dare RS mv. £72, HIT
RFHMEE L Vo Z2RIER b v OB
BWTIHEGSFAX) o) b FH%) Y Y
T AZEWEEFEREOBEOEEIR A 5 — X a
Vo MAREREE I B W TEEE E BRI S 222
73? > T‘/\ 6 113).

(TEF A LX)
Class I, Grade C

B. MaMEE

1. BB

FFIZER CAA S OHERI T, PR oS X
O X 5 AR PAZENE O IR I % & 0F 5 A el &
5. SR OHEZEIE KD F8E & D) 2 EPIND R b % <
ZTNH 0L IIFHEMEIC L 2 BWEHIRMAETSH
.

CAA WIfite: & 58 72356 R0 M ke P ZE MR O 28 %
GPF L7 E % SRR EPLEE 2 5. &

PEOEEZEZ A0 L 723 E, B CIX, BRE
BIR A ~ % — X a (PC) 23— B PHE L &
oo TWwA, BUR Tl EREREO BRI ESRIIA
&, WEBGHRITH 5 13 & DOEBERES I
ENb. ACC/AHA 774 K5 4 ¥ ClRIMEEREDED
WG IIFAERR 12 BRI L SRTwn s,

2. 1ER#EF

MAREHHEIL BEROEMEILBEETH 5
plasminogen activator (PA) I8 3 A |HEKITH 5. ##
BROWEALE, TIAI VTR TIAILICTS
TEIZEYRBEN, TIAI VERIEEEEBL
MO TH A T4 7)) v EpHTHZ L2k
DMARERAEE 2. —J, TIAIVIET4T) ¥
HISMACTH 27470 ) F 2 b0 HT5DT, HEI
Lo TIEHIMEmAERZ S NS,

O 1 XD M12A/FEE - 7 1 F J — ¥ (urokinase

UK).

@FE2HAOMSAEREE : H 1AL bMies:
S %7 4 70 23 2B < e
fEEAE WM 75 A3 ) =7 0T 7 F -
5 —(tPA) TH 2TV FF—¥R, ZO#ETH
ARZTHLT VT TT7—E, SOIHMERER
F-ouXxF—LEilME TH LTIV T T —E.

Q@ I A DMABERRE P OEE, 717
) B oNEE, SIAI =TT 7 FNR—
7 =GR S N ER PA(E Y T 7 T —
).

BUE, M E R I3 2 S350 LR BIIRNTEA
1% (intra coronary thrombolysis : ICT) 2% % 25, ¥ 34
GHEGICTHRBELZBIE L, LEIILGLCTICT 2179
TEDHERESI NS,

3. it
SPEOHIZE D L UM, S 5ICABICIERT
LHEENRAOIMEE. KD /MBI § 5 X off-label
Th5.

4. % - BAE
WIS [N T 2 ZATEIIEZ S I TR
EENTWS, 612, /NRIZBIT 2 B0k,
2 HHFEIIOWTOIE Ty Zih ., BAES
ZEMET 5.
OblsE St
SR ZEZ BT 2 EENIR U O VA L AR
ANTIHEBREIG L e o TWs, $72, vuxi—
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PILEBIIRNTEA TR L O RIS & 72 o TV 5 i
—DEKTH LN, FEAEHHIN TV,
EHEIRNEG S e X —¥ 1~ 1.6 TH
B /kg (B K 96 T3 HAUAL) % 30 ~ 60 43740 T Higi i
s
FEEEIRAIEARE - 7O X —¥ 04 JTHAL kg %
10 3B CEAN. &K 4R FE T

@QFNTTZ—=E(T I F N U® T EIRT)
EHEIRNT G35 TIT 9 129 ~43.5 JTHAL/
kg, BEGEO10%% 1 ~25 THEEL, &Y
% 60 43 C A EE.

RFELTTI—E(r VT 25—5)
EHEIRNE G55 T1T 9 1 2.75 T HAL kg % 2
~ 3 48 CTEHE.

5. FA%

KD T It E B3 2 KB EBR X T Db
TBHT, AHMICET M2 870 Aid% v,
BN & BRI T & 5 720 BN B S AT 72 AR v
LA BT 5 2 EDBMINEEE L TEEL
21N RS 5T O BILERIX 70 ~ 80%, TEBINR
NG % BINT 5 & 10%FEEREZR LS & vwb
h%m‘)).

6. EIfER

SO T, FHERICPE D OEAMGE, O
FEH, OEME 7 EORERC OHEEE R EORIER
WENH L. oM, BT — T IVERIEALY S o il
MpR, sz & o meEr, WA, WEZ & ol
LEHERD D ENALZ DD L. 72, vOF)—
VIILEAE L THRETF U 2E/FLTEY, tPA
L&D 3y 7T F 74 7% 2 —FRHERDH
Bysrzendh), RIS 2MZEITN, &
HHOBERBBESLETH 5.

M EEEIEER OB B~ > TV T 7)) »,
M/MEEERGIER OB 27 A v, VB FE—
WV, ForuTy UEREIE B X UNIO t-PA A &
OHEHNEAIMERIC & 0 BIE A8 K3 2 BN 05dh
L. Lo, PR A4 101E, WImksRE, 7o
b0 IR 2 & O I A [ RE SR O A, RRIRAT
OBEE 54T, T2, 7TraFZ vEFE o
HTIE Y g — Y OMHERERIER % e S & 5 2%
NDBHDHDOTEERTH .

(TEF>ZXLANIL)
Class b, Grade C

C. ¥ OE EBHRE

2HMIRGEREET 2L 3mTH L. Fi2,
FEIEEE DM | ~ 2 MATED S {, FOERT #F
25 EIINEETH L. RAFIHIZB VT, FOE
ER D IR & L R OiE & AL OE 1247
HEANTWA.

BOE DHERED EMFRIT IR E KT S (MhHE
OIKT), B - HRAW O, B X O E o8N
XL EIIHY), FTOoIZIE, [HEREE Cal
PUdE, AP EERTH S

O B WL TEEIRIE D —EIRFE T H
5. UEDALOlEZR O EIWER 2 B8 5 72012 B,
FPVEERTIEDSH R, L O E % W LTk
FIHERZIHET L L L1, WRPERE IR
o ML 2 BN S COAF R Mo 384 % PR ¢
H. 7T /u—), Evyyuou—), X h7aou—
VBERY . 2R LESRESEET A EELD
NBLIRW T a ZHERERPEMNE 2D, &b —
R A % e S SRR O 2 I S, PR
FEALE LY. AAARY O — VI a, ERIRE
AT 5 IEHIRE pIERTEETH Y, wEIREIIRO K
RIRPT 2 0 & SRR 2 i S w5,

@ Ca FEHUH L M - F AN Ca™ Bt A % #Il L
FREREAE T B 2RO TH RN T d 1) i e 5k O D
BIREDE—EIRETH 2", KD OO FHHZEITZ%
B 72 T RIREFICDSIEL TR Y, WL A
FLTWBEEZLNLIYENH L. Ccatiil
S I R NO FEAE SN & k> T
512720, UNVF T LT LHMELE Ca® F ¥
Vo7 y ZVERSHET 20 TIEIR £ T
DEZIIIHHERE T 5.

ORI TEIRBIIRILER &, ATEMA I & Btk
BRI L, A7 - RAR A & 5%
HERDICE D OHEMZSESESL. 727210
SN TIZ ECHEEDRAF L THB D IHMRIEIZ L 2
REEIIRILRVEM I ZH £ 0 WIFF T & v, FROES
fERFICIE, = ba 7)) Y OEFETERS= O S
V&) Y ELIZTHEBEAVVVEFDATL -0
FENT G- DER DL FBIZHE N TH 5. FRNEE,
RARVIAT I —EHEEDOHH, LEME
Yavy, BEESKNE SEEmMEGER
Thh.

D=5 VI NVIIHEEE L ATP EZEK F ¥ 2
FIEOSEDNA 7)) v R TH L. EIRI RS IREIR
JERVE E BUEBHIER 2 A3 5. SOES
EFBiCHECTH S, T2, I bar Py 7Ick
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ALTOEMO S Ly Fy ay FER

IS 5.

(TEF>ZXLANI)
Class IIb, Grade C

GEIS)
/NER, KD 2T 5T V9 1D off-label Tdh
5.

X #

108) Takahashi H, Wilkinson GR, Nutescu EA, et al: Different
contributions of polymorphisms in VKORC1 and CYP2C9
to intra- and inter-population differences in maintenance
dose of warfarin in Japanese, Caucasians and African-
Americans. Pharmacogenet Genomics 2006; 16: 101-110

109) JHTG R G L4 P ERE D BT & G WIS 2 74 B 7
4 > (2008 CLETHR) In; 2008. (Accessed at http:/www.j-circ.
or.jp/guideline/pdf/JCS2008_ogawasy_h.pdf)

110)Newburger JW, Takahashi M, Gerber MA, et al: Committee
on Rheumatic Fever, Endocarditis and Kawasaki Disease;
Council on Cardiovascular Disease in the Young; American
Heart Association; American Academy of Pediatrics.:
Diagnosis, treatment, and long-term management of
Kawasaki disease: a statement for health professionals from
the Committee on Rheumatic Fever, Endocarditis and
Kawasaki Disease, Council on Cardiovascular Disease in the
Young, American Heart Association. Circulation 2004;
110(17): 2747-2771

111) Ohkubo T, Fukazawa R, Ikegami E, et al: Reduced shear
stress and disturbed flow may lead to coronary aneurysm and
thrombus formations. Pediatr Int 2007; 49: 1-7

112) Hanania G. Management of anticoagulants during pregnancy.
Heart 2001; 86: 125-126

113) Petersen JL, Mabhaffey KW, Hasselblad V, et al: Efficacy and
bleeding complications among patients randomized to
enoxaparin or unfractionated heparin for antithrombin
therapy in non-ST-Segment elevation acute coronary
syndromes: a systematic overview. JAMA 2004; 292: 89-96

114) Smith SC Jr, Allen J, Blair SN, et al: AHA/ACC guidelines
for secondary prevention for patients with coronary and other
atherosclerotic vascular disease: 2006 update: endorsed by
the National Heart, Lung, and Blood Institute. Circulation
2006; 113: 2363-2372

115) Shiraishi J, Sawada T, Tatsumi T, et al: Acute myocardial
infarction due to a regressed giant coronary aneurysm as
possible sequela of Kawasaki disease. J Invasive Cardiol

2001; 13: 569-572

116)Kato H, Inoue O, Ichinose E, et al: Intracoronary urokinase
in Kawasaki disease: treatment and prevention of myocardial
infarction. Acta Paediatr Jpn 1991; 33: 27-35

117) Tsubata S, Ichida F, Hamamichi Y, Miyazaki A, Hashimoto I,
Okada T. Successful thrombolytic therapy using tissue-type
plasminogen activator in Kawasaki disease. Pediatr Cardiol
1995; 16: 186-189

118) Onouchi Z, Hamaoka K, Sakata K, et al: Long-term changes
in coronary artery aneurysms in patients with Kawasaki
disease: comparison of therapeutic regimens. Circ J 2005;
69: 265-272

119)Ito A, Fukumoto Y, Shimokawa H: Changing characteristics
of patients with vasospastic angina in the era of new calcium
channel blockers. J Cardiovasc Pharmacol 2004; 44: 480-485

120)Bruns LA, Chrisant MK, Lamour JM, et al: Carvedilol as
therapy in pediatric heart failure: an initial multicenter
experience. J Pediatr 2001; 138: 505-511

121)Kimura E, Kishida H: Treatment of variant angina with
drugs: a survey of 11 cardiology institutes in Japan.
Circulation 1981; 63: 844-848

122) Tsuda E, Yasuda T, Naito H: Vasospastic angina in Kawasaki
disease. J Cardiol 2008; 51: 65-69

123) Aizawa T, Ogasawara K, Kato K: Effects of nicorandil on
coronary circulation in patients with ischemic heart disease:
comparison with nitroglycerin. J Cardiovasc Pharmacol
1987; 10: S123-129
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PR 24 SERREE 1A 1 RSB0 2 B IRE T — 5
s§ R—
Table 3 fLFRH % IVIG RISHOTFHRA 27
KBRINHEITE 7 v — 7 (EF &) DA 3T
) OAST  2001UnBAE DG — IE) AST  2001UnBAE 1

sSI7TR= EHTA FThbofTH
(4) FEVERESS O 8
) ORIEMIHR —  IE)  RIEEHIEE

sI7 =2 FEATA FHs217H - 81TH
(4) FEVEREIS; O FEiE
#)  adalimumdX — 1F) adalimumab
20— HAhHIT A Fro 141TH
VI SEERIHIEE A, Y27 02K Y A 4 HEE - HE
)WY AN DTG TS~ E) SIS A 2SS TS TS

HWHEINDH~
RIS NFEY 2 S LowhiE, () BARG Y v & — L OIRGRFEE N il S Tw s 230 | DAt
(&, HEFE D FEREE D O EERFOITEORLE XTI T2 ROBGE,I SF#HEZTTT v, FEY o - IR0 L5 %
BE DI ORI, EREARANTHEET SV,
T 107-0052 WEHSER AR 9-6-41 UKV FAiEEHER &
TEL: 03-3475-5618 FAX: 03-3475-5619  E-mail: info@jaacc.jp
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