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MER & LAEMERE (HPS : Hemophagocytic Syndrome) (&, MEREEMEY ¥ Mk EkAE (HLH © Hemophago-

cytic Lymphohistiocytosis) & W biv, FEE, JLMERIEA . HFHAE, IR NEERE (DIC) 2k & &4
R IR 2 I L THERRETDH 5,
MmERE M) ¥ 7 SHRRERAE 1. BT R - Rk &IRGYER B ORER B, EBWEE 2 &Ik 5

SIREEIZTITOEN S,
B, R HETE L 72 MERE AP & SHLRRERIE 2 #EBR L 72D T I E SR 2 MAWE T %,

€357
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727280, I HITURIANRBMABEE 2o 72,
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x1 MREBMY ) GEEIKE-2004 21 FS542 (JPLSG HLHZER

UTolFRIZ20owEns iz ZHLH & 2+ 5
1. FHL \Z—# L 7- @27 8% (PRFl, MUNCI13-4, STX11) #6355, KiEEH Y
2.UToO8EHD S 5oL L%/ 3

1) J8#=385C

2) BED Y

3) IMERIEA CRRM3ZHD 5 b4 D 2RMICUTORERH LI L) :

M FER<90 g/dL. M/IMEL<100,000/u L. 3FHhERE<1,000/uL

4) IR IE  (Z2E =265 mg/dL) 23k 7 4 7V ) — 4 ViE (=150 mg/dL)

5) NK MG PEAL £ 7213 K38

6) 75 =500 ng/mL

7) sIL-2R =2400 U/mL

8) BB, MU, 23U USEICMEREEGD ) BT R L

fF5C (1) BWEEIIIE TN WO BRIC A 2 R
(a) BEWOMIEHL (BAER) B LU/ L 3MEEaEE s
(b) TR 22 BB L 7 kg (AERRI20)
(2) Bz &Y 2o i
BEBORIBOEIR, ) P oNEIEOR, WOE, B, B95. IR BA. B&EBImE, K b
) AlfifiE, VLDLfE 5. HDLAERT

HLH : MERE M) v/ SkkEkiE VLDL : Bl E Y K&H HDL: SkbE) X&G
FHL : REED Y. 5 WVIGEETEE %2380 2 MEREEM Y ¥/ SREERAE

(JPLSG ; HA/NEAILE ) > 8 J@iffge 7 v —7)

(V=2 mg/kg/H) &7 AEY) YWk (50 mg/kg/ H) ZRME Lz, —H, @EE2ED5 L. HE15HK
HEDIFEKR, 16 H X ) HEHEZRD, FEITHHIPLAT0A4 FAVRAERE (AF V7L F=vory
30 mg/kg/ H. 3HM) BB LA, (K1),

AT aA ROV AEERBEAT 2 S, WEEEO® LA, B 199 H I FIE e, NImEkmA, F20%H 1217
) FUEWERDO, MEREEM ) ¥ SHRREE 2 8505 4 B CTE iM% 1T L7z, &S T,
AR, EREROWAD L MREEGERDZ, TOMOMETIZ, NKMBREEE T, EBY 1 V2 DNA
e, F 2RI EMERE A o SHRRERE 2 /RE 9 5 BT A GRIIR 6 &1 T AR ST, Perforin, Muncl3
—4, Syntaxinll ZHFHEF) ZBO LD - 72,

DLk & mERE MY ¥ SHRERAE-2004 Wi A4 K54~ (1) L0, REFNL7/8THH %7z L7720,
NGRS L7z 2R MR ER & &MY & 7 SR ERE & 30 L 72

219 HICEBIMERRREICER L, 70 ba—nizikownz 37166 %P (DEX. VP16, CSA) {GE#E%Z M
B L7

HEHO BRI X <, SHEMOMBIERCTHFIIK T E 20D, FI0mH TEBELZ (K2),

[#55E]

IMRD A T TId45E, REZOTY) YRIBENP IV ETFERINTE» S, MEREEMEY ¥ SHRRERE 2
fegs L7z 1Bl 2 #88R L7z i, sEBIIRIEZE LD 2 d o 720

SCRRTIE IR e e L 72 MERE AR Y & SRk ERE &, AT 126042, HATI6BIREDHED D %o il
No8BlE T Ldsr e, FHEH L, BERKEDEIHBII2HTH o720 WITNDEFEEZRET 5T RIE %
<V IRy a7 ) YRGB HRNEWEICE o 72,

EHRBGEIE. NIGRFERIE — @M% L,y 200 HB X1, mEk&Eatt ) v SHERBE 2 F5E 3 5 Bl 28
%otz

JNIGETORED < FEUE, MEREEMEY ¥ SHRREEDO Y A 7 L 2 S, IGHEHUE IS B W CIFLE & JL
MEREA. 7 ) F »FEW L EORBEEMEEE 2SR N 0T, MEREEMEY Y oSHMBRIRELZ SHICB X, #E
LI T BLEDRD 5,

IS & i ERE B v 2 SHARERIE X, A —N—F v 7T 5525 2 S, NI o 36 FE P 105 P 5 1
(DIC) APEBIICIE. MERE AT ¥ 7 SHRRERE L SRR SN OB LW iEME2d 5. MERELNEY » 3
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2 &8

A H H E8IH | SE10MmH | SELTHEH | 199 H | 552096 H | S5219%H | 524906 H | HE31H | 55825%H
FliEk% (10%/uL) 126 95 396 6.5 5.6 3.6 2.3 0.4 5.5
Mt (g/dL) 99 10.1 10.1 85 7.3 98 76 8.1 102
HMEEL (10%/uL) 260 289 197 108 87 74 5% 42 201
AST (U/L) 308 112 405 184 316 816 713 257 31
ALT (U/L) 558 249 344 234 273 717 1259 686 37
MBI FERFE (U/L) 759 488 1290| 1630 1915 2469 1537 377 284
HiPElRR; (mg/dL) 147 169 142 167 206 361 303 67
74797 =% (mg/dL) 486 327 258 213 221 372 318 580
7z %>~ (ng/mL) 5,080 1,970 34,400 | 44,300 4,690 416
IL2R (U/mL) 3800 5,940 6,630 (22) 1940 1,020
FDP (ug/mL) 112 247 34.1 348 38
D—dim (ug/mL) 43 161| tvMmp 25.1 59 1.0 05
o fEFO7YY 2g/kg | Yo A ¥

TLk=var IVMP

249 H : DEX+VP16+ CSA Z HLH2004 7’12 b 2 — VIZHEVBIET 5. Kb & < SHEOWHIERE TR T,
FDP : 74 7Y J — 4 V5 R iEW
IVMP : A5 a4 R2$)b Ag:

MRERIE X EREIC S K 225 LIILIEBRNERZ 7220 T, RYEoZHdEkez R&E(ELA L, HETH 5,

(BEH)
1) Christy C, et al : Kawasaki disease associated with reactive hemophagocytic lymphohistiosis. Pediatr Infect Dis ],
27 : 1116~1118, 2008.
2) Avcin T, et al : Macropharge activation syndrome as the presenting manifestation of rheumatic disease in
childhood. J Pediatr, 148 : 683~686, 2006.
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PIRSNE &, B LB TIE RS, BEER L COBER L EBOBRICED 5, PHRAR LG L oBEL
ENTE. L LEETIE, BEREDOERICL Y, BRELZBEFHIHML Tw5,

SRR E S MIREEZ 506 L 72 SN O 1612 5 L 7O THE T %,

[FEFI]

JEF 94 AR

FiR SR

BURIE : 39CHFETHAE L. RN 4 H R, R4 ICAEBEE 220, BCGEMZIORRZRD L X 912
o) kBEL 720

BEAERE - JFEidR&EZ &R Lo

BUE © #£66.3 cm. K3 7,986 go

AR 38.6C LA 138101, 45 MW %36 [0l 45 LA W T 100 mmHg.

EHRBRRPLCARTHHEMEAH 0, IRERFE A & TTVERERRZ B0, ETROBII. s L
Tz BCGH AR L VIR ZMOF5 & 4/6 3 HE 27z L. JNBHRAER EZW L CHH AR E 2o 72,

MATHT R RUIWOR L7z, AMERE - RL - CRPIGWINDEMET, WRBEBEREEAL, 7TV 7I B X
CIEF MU 7 AIMET L TWwWiz,

LI I — A 1S 2B IR OIR LB L. RO Lo 7,

JEIRL > N U B - BB CT Meds - K7 AR B L O — B E R E % R 72,

JEER T a — R4 IFNPIIRICBEMEO SR — 2580, MIRGEEZE L7z (K1), HE1X40 X 13 mm
(IE#13~34x5~12 mm) &RRFER L. EFEIREROBERE 28072, F20EMRS &FMEICRERE L,
JABAY) V81X 5~10 mm KICEREHR AL, YV U - A TEIICAOROBEKEZHD 72,

(GHZSESE)

ABEMH XY, fwEra 7Y v (IVIG) 2 g/kg/ H. Y¥ VU FE— V4 mg/kg/ HZEBIH L7z, 707
YEGHBEHIIZTERIHE, AR2HZROBEH T I —A&A T, MIRGEIZHERL, HFERBERE ST L7,
3 HICIE. PRGNS L., HEE 31 x 11 mm EIEHRICE Y BEREDL GHE L2, Z0E, REHo
REMEIE R AR S E Lz ZOHBDIBBEL T, H10WHICRBE L 72,
€539

JIEE% DEALZ & BFRE & L CHEO BV S OI2IiE, FFFRRESRE - THFRIE R - 3098 - A L 2 - HALH
EEREND. TNLDOTIIMES - MIEHEE - [BKR2ED0H 5.

WEITIE GG 219 % 10 %\ IS 2 AL E S 0HE 2 F2 0. AR IS AT L 72 & o il 2 B N P IR 3¢
DOREFE L ARPINRETCHE 7 4B 2 IFIRERIRE 2 R LR b s hTnwa V2,

FEDDPMEL 272 TRINNEFIEFNIC BT HMIREIEOHE 2w, £25%t) 7~ =7 A (SLE)
U=V EOHCRIERBTMRGEZ X2 L2MERAIREAD ). WTFNHBEICBIT 58 K& H
BREIRE SRR E £ 2 5 Tnb Iy,

FIRGME (Z AT L2 Cld e, IBEE L COEELRBOBICED L. THRARLBEEL SN TE 2,
LA LEECIEREERAOERIC L D BIERBEEFI25IN L Tw 5,

PR ZME (L FIIRNIC T AR OFAEZ BONEBH CE %, BT g —MAETEMRACEROBZa—, CT
WA CTIIHF AR B SBEIRO B A G BO SN D, 2o ThOOFT R, BEEBISIER 24~ 48 BF i #2 12 ]
BENDLLDODBLVEENDY,
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=1 HREWNE
(i) (EAL)
IRIMEREL 428 X103/ uLL Jliig 123 mg/dL
DS ANV 323 % I/ IRF=p e g | 6.7 g/dL
Mt FE 10.8 g/dL TIVT IV 35 g/dL
1 R 9,600/ uL mEYILE v 0.9 mg/dL
I RAREREL 36.0 % RFEHE 6 mg/dL
V) USEREL 36.0 % VT F=Y 0.36 mg/dL
IR EREL 50 % AST 334 U/L
IR IR ER B 1.0 % ALT 101 U/L
HEREL 30 % FLRR K R 550 U/L
IR ER S 180 % TIWANTA AT 75 —E¥ 298 U/L
IR E 290 < 10%/uL yGT 71 U/L
AL (LREH) 66 mm LAP 88 U/L
CRP 54 mg/dL YT ATT—E 174 U/L
AL AT —) 158 mg/dL
(R A 7IiI5—¥ 20 U/L
5 + ILTFVFF—E 85 U/L
TR I 3+ FhU L 132 mEq/L
IR + RN 43 mEq/L
7a—) 100 mEq/L
HANP 44 pg/mL
BNP 68 pg/mL
proBNP 1,700 pg/mL

1 ARREHESI I—REMR (54%H)

FERFITIE2DODRHD D 5o 1213, BERIEREBINL % & W BRI E T2 & 158 7 A 281
BWNIZHATEEV)IBDTH D, b9 10Id, EIENIRE % & OGRS 2 77 X AR O FIIRBATIC X
% W MUE R WML AE . MARIECHE ) D TH B, ZD) LB RMZ &0 L72BIETFHRART, LTRT6% LD
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SbNTBY., RALNEINEESLEL %5, —J, Vital Signs 3% € L TE ). BEEREGERD 2 <. H
KB T & AYAIIE. REEWNEESTEETHS97,

LA &S ASREER L 72 IR\ B 1T A MAIRGUE IX. &5 O K0 5 I E MR E % 4 U TlRE T AP mA
L. MiRGIELZ &7 L7zoTirhwnwr g shzz, /20 MoEELRBEHERTZVIRD, AN EBILE
VU TH DL EEZ BN,

(BE3Z#)

1) Francesco Z., et al : Acute surgical abdomen as presenting manifestation of Kawasaki disease. ] of Pediatrics, 142
: 731~735, 2003.

2) WEHER  EHLIIRERORE L K7 LR RER]. 527 a8 EHaTsEaxss, 8~11, 2003.

3) Jahdali H, et al : Non-fatal portal pyaemia complicating Crohn’s disease of the terminal ileum, Gut, 35 : 560~561,
1994.

4) Decrop E, et al : Pre-operative radiological diagnois of acute necotizing enteritis in systemic lupus erythematodes.
J Belge Radiol. 73 : 31~35, 1990.

5) Susman N, et al : Gas embolization of the portal venous system. AM ] Roentgenol Radium Ther Nucl Med, 83 :
847~850, 1960.

6) =W . b PR AMLAE. WL W, 95 : 1657~1661, 2007.

7) Bassam A, et al : Hepatic venous gas: physiopathology, etiology, prognosis and treatment. World ] Gastroenterol,
15 : 3585~3590 : 2009.

AGER I SCH IO W T

ARG X, BAENIGHRIFZE S R — A _X— 3 @ http://www.kawasaki-disease.

org/tokyoren/index.htmlIZAAINTWALZ 26, I E L THEAT S

ENTEET,

B, NGHEMESEE R — L= ! http://www.kawasaki-disease.org 2* 5 b
v TEET,
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[ZUBIC]

JVIWGE 955 565 B IR 12 B00E BFAf O 72 D12, £ K D tiax TREBIR CT MASFH E N Tw b, @Ik CT AL, Mk
WE [ O J 70 IR R TH 2 25, BUETRBEIBROMEIL, EELRMUGRETDH 5,

ANBIZBIT A, EEIR CT A O HR RO BLRIZ O W THE T %,

(R EFE]

B, EENIRREEE F 22 XSO RE A L2 ISR T ONIRREZ20%TH %,

SERAER I, 11.2 £ 335 (4725 155%) T, EEIMIRCT 12 3205 # 2% (Toshiba Acquilion ONE®) % i
L. 2B BT SE & AR IE 2 o ai i U 720 IVRLERAN %2 17\ BB BIIRE AR £ Co RIF R 5% E,
ZREBIRAER OB IR 5 THHD, 02026 A0 D% PLEHRL .

EHIZAF v VHH, BBHEB L OB OIEIE L L TDose Length Product (DLP) - Ex# & %2 K 72,
Tz, ENDEAMRE 20 B ORIREER 11 4 & iR L 72,

20mlMD:20:3

X1 AEESicIiEOEEESRLE (6. BR

X 1-A : Volume Rendering (VR) & T. EBEIRAE (KKH) »5SERBRER M1 (KED)
DPHEEEIN TS,

1B B1-ADILART. EBSIRAED 5 ABBIRET NI OB EREEIRILRZ DD,

1-C : Multiplanner Reformatted (MPR) & T. ABEARET FMTHEAME TRIFICEF SN TS,
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&1 BER

A%y YHER ()

HHEME (mA)

DLP (mGy-cm)

FExhHE (mSv)

Arat (2044) 147+0.71 2345*1133 358.7=229.3 6.10+3.90
MFEER (1144) 1.45+0.56 26731289 497.6+216.4 8.46 = 3.68

[#&R]

W A IO W T I8 ZAYE, 243G & 4B Tl 5F- 1+ i 25 T & 726

K1-AZ6EnBIE, AFE20 kg ® Volume Rendering (VR) 8 TH 5,

X 1-BixK1-A OPKK T, AEEIRAR G S A ENIRAT T 47BOE A 3 0 B B B R IR % 5250 % o

¥ 1-C (X [A4E %] @ Multiplanner Reformatted (MPR) £ T&H %45, L EIIRAT FATBCRN £ TREFICE R %
XENTBY, MEFEMEZEE Lz (K1), Figstix, 063 /4. HERE 350 mA, FETFR120 kV.
AF ¥ VB 080T, DLP641 mGy * cm (FE&I#E L L T109 mSv) TH - 72,

ARFF 204 TOAF ¥ VIFH, FEREOKEIZ, £4147 20718, 23451133 mATH -7z K11
R AL OB R LD AF Yy VERIZOW TR, SEHEICOVWTIE, AR CERETH -
72 (1),

BB DFEHE & L CHODLP & ERFE IS OV TIE, % 4358.7 £229.3 mGy * cm. 6.10 £3.90 mSvTH V. #
IEER 11 40 DLP497.6 = 216.4 mGy -+ cm. FERhHRE 8.46 + 3.68 mSv & i L TR OIRE TH - 72
€539

MIPREERE L C. DLPB X OETHEZR T XL ENTELERE LT, YHoORBRTIZ, FEK
BORHPE—IIHIToN L, OIHREETIE. RALFSED350 mAD, ZNLETOWREEIT> TW2H,
INBDOEIEIZEDLETCERBERTZ2ENLTENTEL I %, T ORGHERERE 21T . BB
WCHERR S A LT E 72,

St RIFRMEZHMERL, SEERKT2E22 2 LWHETDH % 2A5
BMETH b,

[#55E]

S DLP360 mGy + cm (FERHEE & L T6.1 mSv) T, 155U O JIGHEEEAE O/NBIZR LT, 3205 ik

HMEHC X % BAF 2 W08 % MEFE L 7258 Bk CT Hosg B L 72,

SO AIRBRERD-OOE

BEEREXDPOLOBHIOE
— AT T B & HA/NRR AR RS L LT 3 M —

BIROING RIS ST &, BHANBREREEEME L L T,
FrH 2 EFHRT I 55 o THIRIINBHRAFZER (HEE < 228 v,

SHAL %
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BN E L 72N s R E. 100 AZ B2 THB Y, BRIk ZE O #EAT L B IR LPERE B A B 2 & DR
D, RMEMIHERELBEETH S,

(Z]:0)

EEEEZZZ LR 252 a8y 777 VORI L, Wl bay 772 M2 &, OHEO A
REIRMEAL O M % FB$ % 20 5K & Bead L7z
(R EFE]

INVRENC I R B R A (26 L T 7 — 7 VIR 2 J 768, WRAMNCE L - E#65% (BE504 - &«
P15 %, SEHG 200 ~425%) 12V, BHAEDO/RZZ RN A EHEEF. b L3I vT2sHL, fEL7,
[#&R]

BAEESLD D b EEIIREERAPNIEE IR KBRS A N2 T2 2 ED 2%, 2DH) b, BEDLZD
LCTWAIERD 144 (64%) T, 8% (36%) AR v 777 b LTwi,

Tz 200D T — T VR R ATV, EENIRE B AR L2432 09 B, H8ED36HNZH LT
o7z,

—J ZHEMHHEL TV D74 BICEIMER R EREE, Bk & T, RBEBRBIE L 2> TwaHIT

Fa R

LERICTMRBRICINIRREERE I L TUBA T —TIVREZ L1
BEFEND> 5. BMABISEL &3 65 &, (RREHIS 42 m)

205 EiR =2 (?i))ﬂﬁkiﬂﬂid‘r‘r%°z¥fﬁ 2%) 64 %
=3 : INAIN ;
EE RS 224,
(+)
65%

k) 74
2E H LIRS 4
EENARIE 3%
(=) KSLHLV 364

HRIET

1 BABREDRERER
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Hotz (K1),
[ROwYT7D F8RDEYE]

SH4LOMENIZHEME64. LME2%4, FEZ20E~38KTH o 720 EBNII~HEEOEIHRESEH . FDH
524 CTHRAEMWRAEDBHERIN TV, Fay 777 MIBIZ2FE~104ET, 84D ) LS NN-DIZ44
Tho7z,

[ROvY T7 bDEKK]

BAEWRECH o 724540 Fuy 77 MICEEERZ L. JRP BB 2L 72 2R, i) - i
JE324, AEHEDBLICH 14, MR 1BTH o720 720 CO44EEORBAZF2%ICL5ERE LT,
DTObDHH o7,

O bEFE RV,
@HFEAEETH > TWD I EH% 0,
G/NBRZZ I D %
ONFZ BRI E e Fbhiz,
GORLFIZA ) LE# LTV D,
O&HEMNLMETZZTE 2\,
[LWhiC ROy T7D bERLSH]

BAEZOBERZL LI, R Ry 779 M2 CPICOWT, MBKEE R L 72
OEARN 7 B FH ],

kBB RAENEZ R NICHBA L, HRkOFH%272T5,

@I & TR OB, 200 DK L o,

WIFIEEREICEE L, EPMRBIZEMBRICT A28, 220D EEOBEZBICT 5, HEHIIDZS

MetEoa vy MLER 2,
®OHHEEMRT,

o) —REUMoBEE, CTHRELZEZ2TF—ZE L THEL. HEOBERZIERBRLTLS ), T4, BHos

8 X o T E & DHEFEEIT ) o

FIRFLIIL, DEREFFEEHI D ARANZDITY, BREZERL, SRAEHDP SIRAORDZZ OIS 5,
@O - BAEE S AT S B,

FHMEICBI ALYy 708E EFINE XS5 S0k, ANBREIC X 2 NGRS EZ &S 5.
GERBIZOVTH S,

HEREREOAHEZEOTRELZ L, MEOEBEZ BT 5,
®/NERE - IEBRERNEL Z DD FL & B 7 L HE

WEL 2 SR BRI EE 2 8, AR RORLKREZFHZ L T 6w, oY REE OEEEF SR L

THRFE NERI D T8t 2 —F X8 5,

YR E - BB O M, AN OEFIE R OJFBE~ D H#

ZHZ LR T VI ) ICHSEARHIROEE % #iET 5,

[F& )

MERIZBFS Fay 77y bRiE, EEIRBEERAEPICBVTIZ36% TH - 720 NEIEREGER, Fay 77
T hEWSTO, BEOHREZRTSISIILFRERALIRETH S,

[#55E]

SROMAET, EBIIBEEOFRAYHE, SEFIFLEREZTHV

[EZHBEHORMBTRICE o TWzl LI RIENEL L, [BFE DI Lo TZZTIRFOIIEo/2] v
H&ED Do 7,

KRERZ)RBEEZLEONLANEBEL T, BAHIBLTHEHITZZONFHRKTHY, REDBICE-STH, FEWIC
BFREBGRETH- 12
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NFRICK T D70 R Vigk
—ITPKC &{EF SNP &EBBEANDRIG —

RERLFERKZ/NTREREZY 5 —/\EH
EHEEE. AHEEX. FH OB

WMITRUENIB(EFRAPMERIARAT S/ LERZHA Y 5 —

BREL
FEXFAZREFHARLREES
TIH B

(Si=t==]:0)

Onouchi 5 V1%, JIIGFHE O EZ VBT O T 5 YR IR 2 552 3 2 72012, BEHMATIC X 2 IR B
Toaryra—nw/hNRBOEFX ) A AF ¥ v %47\, Inositol 1. 4, 5-Triphosphate 3-Kinase C (ITPKC) i#&fz
THO LR (SNP) 55 AFEZBZ 72RO RBEREER TH S Z L2 Wil L7, ITPKCIZ. Mg
WO VIBILEERETH 505, S IEABRISHILOIIEMEY A M A A4 VEAICHES LW bR R L7z,

ITPKC DB 53 5 RIEHES A b A4 VEAZHHTL2EYIE, 270X K) yTHHT Ehb, REDIX
20084E1 HH 6. RIEZT T UARDJFHERIZH LTI 7 u AR YIZX5EBEEZIT-72. MOITPKC#
f5F SNP L {EBEAND IR IZ D W T H MG L7z,

(R EFE]

20084E 1 H22 6 SR THHEL LM L2 113% 2 H & Lz, £EBICHLTA Y74+ —2F- a3y
1R Ty 2 g/kg/24hr D K& T 7 ) Y ¥5-2 + 30~50 mg/kg/ H7 A ¥ WARIZ S L 2w ISkt
L. YZ78ARY) v #5570 70 BBIITS5CEREAEL Lz, Y7 0XR) ¥V (A4 =T V") 513, A%
4% AU EoRZx5 & LTiTv, 4 mg/kg/ H52 T, 2:8MEROKEG Lz, MTEEL NS 7ETE=Y Y ~
7 L. 80~120 ng/mL % B @iEE L L CEHERG =2 T L7z, B5 @ 28TV Wi Lo 72,

B, COBRHEB L CRETFREIL KEZTFERFBETFHREZRROKABLE TIT- 72,

[#&R]

1134904 (80%) &, 1M H O KEGEZ T 7 ) ViR#E (IVIG) (KB L7z, 2O K&EREIT 7Y »
BRI 57284 (T%) DI B, A4 AU LEDOTHIIH LTy 270 AR) Y25 L (1),

ZORER, THTSHTIIMARN RS G ONT, 4% GEBIL, 2. 5. 7) Tld. HGHHBEFHHICHAL, 14

xR1 YOORKRYUVEERETOIE7R

1 3 SBAH 5569 H 5599 H HH GBL03KH) | 22 H | &L HY 4 mg/kg
2 2 S5 H 58I H 129 H »Y (FI3WH) | H2206H | &L oY) 4 mg/kg
3 2 5695 H 5995 H EANEE 2L (8E349%H) | #52%H | 5mm | &L 8 mg/kg
4 1 5559 H ST H 5599 H »HY GB129%H) | H169%H | &L HY 7 mg/kg
5 1 H5MH | BI0WH | BIUKH | HY (B129KH) | B209%H | &L Y 6 mg/kg
6 1 4% H ZE69H SBTHH =L (GE2lwH) | 8B370WH | &L =L 7 mg/kg
7 2 5559 H STHH 5589 H »HY (GEYWH) BI8HEH | =L »HY 4 mg/kg

IVIG : sgEra 7y »
ASA: 7AEY ¥
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&2 [TPKC7PYIIERZEIOTY INDRIGME

RIET a7 I T 7Y RN
GG 304 9%

GC/CC 1044 6%

GEFI4) B3 HBRISHE L 720 ARIPNLER 2RI T 5720, 2B PG T RICHTR T X & 202 9 Bl
Lholz,

RPN o722%09 B 1% GEFI3) 3. HEZS mg/kglC EIFTH. 349 H T TRIKMISTEEIN A 5
n7,

Wb 1% GEBI6) HRADEBIEL, H5HBI4HHICKEREZ Q7Y ViREOIEHESTW, L
FEBI 3. 6 DRSS, ¥ 270 AR VI HERGEEICRAZINZ 2 R0 A LNz, TAT 6% DEEIR
FIEH TH o7z, FEFI3ICIE. EAEENRICHFEOEENRME (5 mm) 25SHMB L7z, wFholRicd 7
AR) VK PEELAERRIROON LD o720 EH Y7 AMIEN65IZED SN (50~58 mEq/L)., ¥
BEBRULETH -7,

552122V T, ITPKCEIE TSNP 2N L7z (F£2)0 GGA'39%. GCA 134, CCAZZTH o720 VA
7Y, CEHEY EhTwb, GCGO39%mREEra 7)) YRR 2 BHEIZILTH - 724 GC. CC
DI6HMKEGRIET T T VBN BERZ6 L TH o720 BIETHEEE IRV, 5%, EMZ
EHLTOWLSFETDH S, BHRWEHRL7-1BDITPKCH#EZTSNPIZ, GCTH - 72,

[#55E]

KEGREZ T 7)) VIBBERBDONIEHEICHT 570 2K VgL, 120+ T3 v Thb. THDIERE
AREVAT) ZEDNTE R BAV Y AMECEEILETH DL, ATOART T4 THEIIBVTDH,
ITPKC #{zF SNPIZKERIE T 0 7)) VIHEANO OGS 2 R R E T b,

(BEH)

1) Onouchi Y. et al : ITPKC functional polymorphism associated with Kawasaki disease susceptibility and formation
of coronary artery aneurysms. Nat Genet, 40 : 35~42, 2008.
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YhlEE

th&GHm —BED SHEFRN —

BARFRTFHEEREEY Y —/\ERER
EffRR

FIEFEFE24EH (19704F) 12, HARHYLiERe (MFF) CTHRFEFERIEROINIBEMELE L BV, JHREZTH
W2 THRL IR OIIRIZTRTCOMBICHE ) TENRTEF LA, THIVIBRELTHTLI LITKRER
TTOT, KREFEET, HBETT,

T2 D40ERM., NNIFEHEBOEDVWATELZDL, ZLDHADITLXENH 572720 TTDT, ZO%
50 F LTS L P ES,

FTCIWHRZHHT L EBoTwE LA, BETOAWHTH Y, FEEMI T AU EORERT. R
BEREIPOALLETEH 100 NI ADNIEHICEERT L2 ETICLS EITHBRDITEEFHEATL,

CORA0EB DIE LI 2% 05, BHAORBEE, BEANOFLO -2 M ERBICHHTBHEL LT L7225
SN OERE 72 & Cy INEDE 2 ZHIEORE S % FICHBEICEE L 9,

Fix, EHIC 2 - C24EMNIE, NIEHROEMICHEHT, FLTEZOEERERIMB L LD FEATL,
HARFPRIFREIZ R T, IRAEFITH S, FFBH) BT LI LICBENTWE L,

FIZHFIFVICHLLZDOT, PLBETET, HIWHEZ LD, EX»OHRZHLIBY) T L, LrL, #1O
TORTHNIIH SV, BIF, JIIFHRIETFRERBETHLEENTHWELLZDOT, ZORALE2ME3INE L,

ZO%, EENCHFMBOBNIH 2 Z L0350 0. HRPIBEE T, JBEFOMT A2 E Lz, SETH
. CHTHLA- L) 1c. EREBREANOMAERZEICE 2D DT L. THEE, EAREERERT
DOEMEEREL EOTHINCE Y, BAEZONGHIIFEI R SN F Lz,

FTZWOFIIEPER S N, EERERLH 2 OJINIFITZESHE ) £ L. Tl NIEEELAE.
B L OCHARTFAHER L 7 —/NERTIE, EEEI S, B MEEZEDLELDEICEboTET L
7oA, AENFEIE L 9,

BHEOMEN L, fE7e 7)) VR PLETHBEOI L TT, REFT 7)) VEERIZ dHEED
TR RN ER A, 2 ANEE» S Z0E M Z I RICE T > THRELT L, L L, ThlEiE.
KE DM - 72 L MR ICEEBR SN T, REFT 7)) Y KEEURES I ROEREICZ>TWET, L
L. BREFNCT, BEEDBMRLZARICZBWT, Hil2BHE2HETAI L), WAPSEINTE
DFEd, BAETOHIRICE > TE. BWHENEITTHONL TV T I, I3 ) &E LX)V TOMFEIRY T,

WEAE X 0. BIERSA/NBRI o iz % i, BERFE X BOX 704 FEH) oF 25> o
5 ILEgE RS, JEAESEHE ORI TIrbN b X)) F L7

FHE. BERKENER oML ML S, BHERERTW T T, BIRE B EEE B MmO
WATEY T3, A NEKICHERT 2% L DEMDE. NEHEICrro7zT b bnlzozBoTEML
TIELVwERWE T,

WICHAEDOFIE S X, IISRA R (BREF) OME T JIIFRIZEAE L. D R WERKEEIREE O B
RFC, JERBAD VI 2 0b S5 TR Z Fio 2P0 ME ST TV E T, ZOBEKRO—BIX,
SERBBV LR WHIEETH S EEZONR TV ERWwET, LAL. B17H~19MOEETAE» S D
AR A EEERB (BB OK70% & #EFEB) OB IR FAEHE (5517 I LA HE 2 fil) 125~ 6k p (i
BB LD HEBADOTY, EEFALEOHMEEZE2 T L TH, 4EEERBOEHIRIEARIID R L LD 5~64EIR
BleEbbhnwtEZONT T, FLEERBEE OEREE ST 5 &, 5~6IERDFI75~80%. 4 F FiE
RBIA15~20%. SEERDLTFAH5% 1270, EEIIRES AT ANZ4FEEZRERUTFHTH A AP L TE
T L7

BHEOEEMATIE, 4EZERIFAL T, IR 2 2 I SHEBIE L LT, MEBICAD T3, Zhid,
19844 EDEEAMOFZW OF 5| EQIERFICHR T 5722 L T BEEOHRHEEIX, 7TAEY V#FEETLA, LaL.
19904 LI, TaiEr a7 ) VEENSSEA SN, 20 FICREIEHE D KIS, #5532 b0 L7,
ZOFE, fEra 7Y YR E T, EBEREOEEDIHT0% ML TEY 9,
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CETHRERFTETTA, MEHY Y FEWBICBWT, A Y7 F I 720 L2k, B
O horzb, BEiYVY<FTIEAEWVnEWVW) T EIZRDEIDTT,

Ml LT ARZERDZDNINIGHR E 352 LT, iR, BEBEBOEBLRLRELE, 2RV L
W2 EBVET, €9 2NE3EEERFITH, SEHRBMOREL LR 5. BEZHZOEINS%
EHBBONTE T, BEBRBOEKRSAZEZET S L, BEZH., BREBEIRO T PLEMEEEVE BT T,
BHEOBREZEHEZ ANE, WHRICHARDOTEL DGR ICHh2 D RTuhiE, Ba»r 2 BunEd,

MBI 12 WIERI 2 72 & 12, FIIBRZHICAN S Z LK T [BEAOEE R S5 % .
LR RZSITFREEZEZA ] ERLIEDPVEZBLbWVIIESTEZDTT,

FKEELTIE, ZLOZEREZONT T, TTREROEY L FHEOHK Y., SEMAEOMKS. BT
BOBHPE T LIFO T T,

NEER OIEFI DL S L BERMED S, EAESEHE R CREH =R O E O FHREENZINE T, L
MLy TNCIE 22 VRASH L L0, REMAKTOIZRAEFVPEINT T2, 31T ThzefroT
WBON, NIFEMELENPHEFEREEZ L TWANPOEAHRINEHNEL Y ¥ —TF, 5FT. £ L O
ZOBPFEVELTEE Lz, MBIIZIE, FHROFMHICEIDEEINTBY) FTOT, MEZ SN TW5E
EF ez o/NBRHIESCEREIO—EO T HE 2 B V2L T,

RAEMIZIE. HRAOFTHER»S FRHEZETHEZLLEL T, HRD, WRHROT &3 OBICEHBL T
WEFLII,

B RBETE X A R ZEW

BIRJIEIRIIZE A TlE. MREED L) —BORED O, MESOHWICEFE NS D AR % MlF2ft
LTBVET, ARHEEITROLEB) T,
5 A =1:0)

FAB IR ZE 2 1. NI D2 L & BB OAEEO-E 2 Eom Exidns & & 112, A HED
HEL BER RO L L HME LT T,
(A& EE]

FABINIERATZE O HIICRF 2 b5 %2 bHIRIESH ) TH A,
(ALEER - £28]

ARE, EXBRITIETT,
(A&FE]

HAY  Email 12T, TRt HAFIHZ RO L, HAAR 2S00,

E-mail : tokyo-br@nihon-pharm.co.jp

HH A e 5 T

O K& (B0 25%)

@ g

@ e (EFT. %S, FAX %%, Email 7 FL R)
[FMuahesk]

HABLEEMR A AN BRI R 782

G - 03—-3864-9236
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