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P-Or B o) IE9% 3rd line LIEDEREICDNT
ZHEE SRR NER R =T
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ok 185, MR &A. ik BX. ioK Bl
#E #. &alll A

Zh R SR E SRR

= MR X Ro, S (25

BEBAFAFREFZRAFTRVNERF

(FUs(C]

NEFEOEHIEEL TEEEARRZEN K <KI5
NTL3. ZOMLICHARHIER . RIEHER.
BLERRBEOEHENMESNTLSN, B
R aHUIRE DBV, Sl RS
RIS EER T SHUTES 2 RRERUIC DO TR
EEE

(AEHI]

5 %BRe AVTADIF S 1 BElEEFRH. 5K
WREE. BRI CAFECEIARL,

(BRIREE]
FERh, ASREPERN IR Ui EZ 2L

hRJOFH2 > ZMFBENTz. UNLEDRREIE
RNERERT 8 3 mBICHRBT AL
Iz

(A BTBFERAE]

SR 39.4°C. MmAIRREREFEFE M - IS FIR-
BB )ERERRZER DI . FEDEALFE
2. BCG HESPOELIEHSNBN DI,

[ ABRARE TSR]

WBC 15000/ pL. fF#HE 91% . CRP
16.52mg/dL. Na 133mEq/L. /&ERTIR
WA, BNP 19.6pg/mL. BRI EMmEk

DR X—

10-15/HPF. REEERE (2., SEERE
72 CT CIESREBCZ#D > )V EIRE R ZZ88 12,
OGRS E)

AL RInS52riinUi. 5 4 %wB
(CFZ. FROFEFRNMEIRU I ERESHT . BF
B2O7 7 REBET. yJ0IU>. PAEUY D
UFRIF>DI%5#FRIBUINEREVET. 5 6
JRHE(C 2 BBOyI 07U 5% 5%1To0z. D
(FEFEMEREROIEN, 88 8 R E (CREER. Mk
RAEN R ZFREUT . REMBIRDIREZITL.
4 81.3dB LEEEERZ. £ 105dB LEEH
FBzaRs. BEEr RIS (ABR) THREIEROD
FEERTHofz, BAEP MRI TI& T2WI TAEHLZE
EECOINMIRERZ., mEREE MRI TE
RAEROIBINEBIRDOEREZFRHI, MRIR
BTERLASTAFUE (EIA) IgM 0.06 (=) .
IgG 10.1 (+) . JIYUF> 157.9U/L.
MMP-3 53.2ng/mL. IL-18 392pg/mL. &
DFVEEMOERE 3ug/mL KiEToHol. M
E&D)IIERICEFHU AR S HEES LU
FREEAREEZHAL. 88 11 mBNSTLRZVO
>~ (PSL) 2mg/kg/day. 77 J)>> =) E&
ZFNIDL (ATP) A ESZHIDIRS%



FtALTz. 58 15 /mBCEE(34A 81.3dB. &
95dB ¢ EEMZRL. MRREEIIERR. &
JmSHRUIZ, 58 18 JWAIC[EAE 77.5dB. £
82.5dB ESH(EHEURN, SHRPEZHIFT
UCTRXFOA RN (XFITLRZVOY
30mg/kg/day) % 3 BHREHEITL. BEEEL
T PSL #i@i%5%17olz. UNUEE 23 WHEIC
4 103.8dB. £ 95dB EE(BL. 5 30 f/H
(C573.8dB. &£ 93.8dB EBUTEL. 55 33

/B IORFEE o, ZDROIEREFZ UL,

=EEEENREL TV S e fllEER 2 ERL T
Do

(BF]

NETOHET. DI TONNFRICEHT S

SIRFRESARE (3 2~ 8% Lan T3 V23,

UNUEEE S H I DR ES (3D 3 BE DR

(&)
1) XiEa¥F, . BEHPZ20)IIER

BHERD 2 fERI. /NEES 1987;8: 28-30.
2) I—JJL.

4) Amano S, et al.
1980;30:365-373.

5) Pagnoux C, et al.
Rheumatol 2005;17:41-48.

, At NNIERCHSFBEENDEECOVT. BIEEE
3) BRHETERE, M. )IESRICEHITIHEEDOIRES. BIEE

DAL T TRBN IS
NTVSRIEEHEN DD,
TRAREL TS, HHEARE PR _EARDEIARAD
ARSI (C LD AR E M4 DR ZRIEE
WHETD, BHERZERSIEEIBNTVD
4)5)
INFTOARFBOIEFIFRET., BHZRBOTH
WHERTEBARAERZEDET 15 #l (R) %
REUIECE EEHEBOFAEN SN, &
LRE~EEOHIET IR ORENZUL
NIERICEHULHIBFIRRTKFIDNEER
5Ns.
NIERTEBNZ WFLAH RHA T OEEEFEIE (L.
DI DIaHFE - SRR ENDFENKE
NIEFROZECHIOTIEHIEOEHCETT
DENHD,

IHIICR kS

1986,90:990.
2012;116:443.

Neutral involvement in kawasaki disease. Acta Pathol Jpn

Peripheral neuropathy in systemic vasculitides. Curr Opin
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RERERAERT>Y— NER

B i, 28 B 7k B B B
8% = mE &&. RH =—Eb
ARE BEF. ARA R

FARERIRE NER

[Purpose] JIIBHRFZR@EPISHICERZ S
HUREFDOERAKNESZBESNCT S,
[Subjects and Method 3SR (EEPEH LR
MER/NERHTTABRUR) IBFFRAESI 212 fiE
. 5EFNINTAEICL DTS RIVERZAR
SHALZREIR OB BIAESME IR R I TAL S
OBZEEMERBEEERUZ. 704 RS
CBITZFHIESHEBFRMN UL, BRE
median (interquartile range) T/RUHET
FHIUIE(L SPSS ZFL p<0.05 ZBEED
DUz, [Result] RO EFim 1.8y (1.0-
3.4y), B4t 98:114, SHILERESHIE G(+)
BE(3 34 51(16.0%) (388, 9 RDBE R THEIL
BHMmzEeHUBMEEURL. 2 ORI
T WBC, CRP, AST, ALT, IVIG RISZJ7,
§ForER/U>JCEREE(N/L ratio), mn/viR/U> )\
BKEE(P/L ratio) T G(+)BINBERIIEY, Na,
Albumin, [CBWTBER(ERWMETHOfz. £
G(+)BEHCHWVT PSL DIKSHINERICZHD
1=(14/34 vs 24/178, P=0.001). IVIG &
GBS 2 BECERRDBNIOC, LEERFMTT
(& PSL #&5(B=0.234, p=0.003), P/L
ratio (B=0.178, p=0 .016), Na (B=-

f8 £&. BN &R, Alll &5

0.171, p=0.027)DIEERT 2 B¥DEZZHI.
[Conclusion] JIIlEEEEFRD PSL %5,
/& Na IM%E. &= P/L ratio (FE{LERESHHIES
ZHE(CRIEL TULV, IGmEZRE P 0HE{b2s
TEAHEIFCERLIZENHD IVIG S
AIBNCBVWTFTERNINETHD.
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HVWSNEREBEREST Y- ReRBER

(BM])IERE—ENEISTREIOIV>Y
(IVIG) AISBINMFIEL. IVIG AGHIEE
EIREERE (CAL) D/\AURVEEERD, T4,
NEFRRERACHF2HER IVIG+PSL A
FHEICDOWVWT CAL FZRF RS LNAEIET LA
DIRAMOVWTERMNEREN. — 7. #
B IVIG $&U PSL HAEEETORREAZD
CAL #EITHIDHREDHD. SOIATOA NEE
ICEBIRZENHIRL. MIZRZHEE (PE)
ZHEITUR 4 BlEERET 5.
(GERI 112 MBLIR. 4 58H IVIG. 7REVU>
(ASA) THAERIE. 7 WBEBFRERDD IVIG
BMES. 10 WEFEER. RIERICHE DD
PSL 2mg/kg iBill. 11 7RBEfE#, 19 J/H
T ENARLROETH' D= Be#sbt. PE 7 5 H
Rk 7L 2704 REAIEUT, MEZRHaR(E
T BNATHLSROES T (FHDFI SNz,
(GEFI 2111 MA SR, 2 7%E ASA RARREA.
4 5% B8 IVIG s, 6 W HE IVIG Bl 5. €
DEBOFEEIF D 8 WAL, rfE&AT0
AROLR 3 BfEsET. VARG RICAREL
RAER ISHIR FMEREERO Iz, BEIED PSL
1mg/kg $ESEREEL TOEN, MBS LUK
TERICEEME RS IVIG Bl FREVE(CTE

A8 1EE). AR KR 3R,
R EBER. PIE BiC. i B,
EH Bx

BARILIEDETHSHD 20 7w H PE % 3 HRéIAE

1T. PE HEfT4&D PSL HMSEROILFY>
(HDC) L THmmRMEUI, MmEE3THE (&

T BATHLSROES T (FHDHI SNz,

(FERI 314 mBR. 1 mRIF ) ISROBH S

D. IVIG. ASA TERLTWLS, 4 7mH IVIG.

ASA BLU PSL 2mg/kg TRERA. 7K

N. 17 JRBMEL. EREKGEIRFEIM. FHEFETRD
. SEUSE—LBMN,. 18 5% E IVIG &0, 19
wmEEEIRZEHDERRR. PE % 5 HREHE T,
PE Bta#Z(E HDC EftnE(CMEUT. M
R (S AR OES T (FHDHIEN T,
(fiEBI 415 B ER. 37WH IVIG. ASA TA
RIS, 5 H IVIG BN OFES LU |15
FWAEIRFFGE N ®DD. 7 IWEATOCR/ULA 3 H
fEIftE1T. O Jm B (CAREALTZ.

10 %8 IVIG iBANL. #%5E PSL 2mg/kg
fiin. 12 TmEBREPODERRT. PE 7 4 HFE
11T . PE BtA#(F HDC BRI ESHEL
2 HTHIEUR. 17 ImBh7—7 )Lk A BB
DHOIERIESRE . CDBERENKFL.
S ENARILIRIIAR 4 (OEITUR.

($HR)EERI 1-3 (& PE & (IS BIAMILERDAEETT
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DO EMEENERHSNI,

(ER]EHIRILIEA TERTO4 KEEHITE
BNARPEE IR T HIDIBIOImRENHD. EE
R Z B LS 2] EEBETEREE
AIz. 3rd Line MIBEETIE 1> IUFSY TP
JOZR)> TR EERRZE(CKT I 3R REA
BATHolz. MEFIBELET) | IFREEAD

BT T B2 MERA ~ [EHERAIC U TE B AR
Z(HIEIMEERH TS,

(f&em ] SUEHA) ISR (S AT 01 M58 (CHE
Bz R TOBBIIRILRNEIT S BIERIN' DD
EENATILRE R GRHL. 2701 RRES LU
TR OHIFI I HE B R E R ROEIRT 2 E
W%, TOEROEIEEEL TM IR (I E
#HEIRDSB,
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NIEFEICH T BIME =R O FEAEHABRREAD T2 DINA AN —h— iR

BHEAREEEANFICUERESRE /NN BEAREEERF NNER

A hm

BHEAREEHERNFICUEREE R /NER

A 8| KG A% & #= E@ 6.
TR R

BREREFERT NER

((EUSIC]) 395 (KD) (CEREMEREPR DY 30~
80%I(cHSNDN, TOREMF(ZBASH T
12<, TRAIEAICIRISRAEMAE L DRI N R EE 15
Eh'Hd. S, KD (LB B EE RO
EUTBRIBBATORAE, Y4 M1 EENES
S5UTVWaaIgedEEX, MESLURPOHYA
N>, TED O ZITOI.

(X5 57£]12015 F 9 A5 2016 F 7 A
(CRERFRREERFRECTARAEZIT
1z KD IR 16 BlEXISREL, BFRHDEE O 6,
IRPRRUEE 7 BlCHFEUI. BRI EESN
IEBVMEREBERIT 7 Bl BRRE L. BRPRIRUEY
5 B, BRER&HDEF(PREGREZMGE (UTL)E¥)2 4l
(CH%ELTz. KD BIB(CHBVWTEEME (KD pre)
BIWBBECL DR 48 BFfEI LR (KD
post)(CIMiE- FREEREL, Y41 Mi1> (IFN-
v, TNF-q, IL-10, IL-6, IL-4, IL-2) ZEhA
> (IP-10, MCP-1, MIG, RANTES, IL-8)
([COVWTHIBRBFE LEBARET U Tz, I - PR DA
N4> /TENA2AITEE Cytometric bead
array kit ZHU,

ME FEE BE,

=)l B

((ERIBEE= (BLtt, Fin, SO
MK —4) FEBEFTEREZRDBNO,
KD (CXU IVIG FE&HIIChEiTL, Ennissz
ITOIIEBIE IR o s AT 04 REAFIZARIKR
HOBE 5 HI(56%). ARFRIZUEF 2 51(29%) T
WEFE(CEEZEERN . SEIIRZE 2588
TIEB (IR o, MBS LUEROTA MA> -
TED>OFERIE KD pre ([CHLT KD post &
LEBUIE 2 YA MIA> - TENA > hSHBEE D
2. KD pre [CEVWTARIROBETIEER I DL,
fEERHDEFCHRS IL-6, IP-10, MCP-1 "B
B(CHfELR ., —7, MECSVTIEHmAF
BITOWINEEREZRODIRN . KD IRKRHD
DEHIOWCHEREY (ARFRBUAE, UTI B%) &
tegUIzEC S, IDEICDWTIE KD BERR&HDEE,
UTI B¥F T ERBHIRAR R L L LEBRU S U MR (S8
N, KD BEx&HDEFE UTI B¥OREITE IP-10,
MIG H' KD fRPR&HDEF CHEICEETHOI,
FRICOWTE KD RPR&HDEEE UTI BELBICKTER
BHIRPRRUBFELEERL TRUVMEMICHD, KD BR
FR&DEFE UTI ORI TIIBRZEEFRVBO0 IP-



10, MIGH'KD ARPr&DEF TR L MERCH O,

(&5

1KD OBRERSDBHCHWTERADIEL O

BAML>, TEDAONFEIRLTED, B PRIg
ORAE, BMIMBKEEICESLTVSBEIEEMED

RSN, FZ, IP-10, MIG N"&EFROME
RERBRL, KD & UTI ZiERI92/\1AN—h
—ERBEEZBNTZ,

1: Y4 h1>-TEHL> KD pre & KD post DLEER

=
(a) b=
IFN-y IL-6 IP-10 MCP-1
50 400 p<0.0001 15000 p<0.0001 1500 p<0.001
40 300 10000 1000
. |
_an Zz 200
2 50001 500
10 100
0 0 — 0- o
IL-10 MIG RANTES IL-8
40 _ps00S 5000 p<0.0001 600001 200 p<0.001
30 4000 150
TE' 3000 400004
E ., 100
g 2000 200004
10 1000 50
04 0 0 0
X @ o @ &
& & ¢ & 8 ¢ oF
© e NS P © @
()R
IL-6 IP-10 MCP-1
200- NS 6000- Ty 2000- p<0.05
] 1500
e 4000
E ool 1000
S 100
a 20004
504 500
0. 0 0-
MIG RANTES IL-8
800 p<0.0001 401 NS 12007 p=<0.05
| 30
600 8004
E
£ 400 201
[o% 400+
2001 101
0 o o
X X
& & OQ@ & OQ& &
© @Q & ) + O



2 YA -TENA> KD pre BRER&HDBFEARPRIZURFE DLEEL

(a) &
IFN-y IL-6 IP-10 MCP-1
50 400 15000 1500
40
» 300 10000 1000
2 30
£ 200
a 20 5000 500
10 100
0 . 0 , . 0 . . 0 . :
IL-10 MIG RANTES IL-8
40 5000 60000 200
4000 -
30 150
2 3000 40000
£ 2 100
e 2000 20000 J_
10 1000 50
0 0 . ! 0 . : 0 .
2 & & & v R 2 R
& & & & & & & &
& & S DY S Q@
(b) Fr
IL-6 IP-10 MCP-1
200+ 5000+ p<0.01
p<0.05 —_ 2000- _p<0.01_
4000
1501 15004
= 3000
< 100 |
o 20004 1000
501 10004 500+ :I
O' T O —T _:_ 0 —_
800- MIG 40 RANTES 1000- IL-8
600- 301 8001
2 6001
< 400- 20
2 400
2004 10+ 2004 |
=~ 0 0 ;
x . X ¢ X ¢
S R 3 & PR3 R
& X N R N &
& & s & & &
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ElEHREmRE R

HE T2, LBk AREB DNEE ). io RE.

RBH #7
R DOAFDOEIZSE
hnEE Bm—
BEBAFAFREFRIAFTR NERF
NE BE—. FEE =248

BEBAFAZREFRIAFTR U(IIF

((FUSHIC]

E4EENE EB DAV ARREE (AT CAEBV)
(FEANTEBLE 100 HIFEENFRAE T LN
WIREBTHIN WERRZBORIAEMECE
ENREBENMFEIDEEEEN DD,

S LI 4 (R EZIRIEAREIR. 1>
T HDIF AL DEIRIG. ) IERAEIRZ
ZEUE(C. FEEIRDBENS CAEBV ¢52
WrUTTREBZ #3282 UTz. CAEBV S2MAfR(CHA>
VI YR 22 (LB ) ISREEIREZL
TW3, EBV BRI | IBROBIEICDVNTOX
AFEMNZRZINR . AEFIOVTIRET S,
(YiEf51]

AEBIE 10 mBIR. 5 mkFCmkiEtiz=
(FTW3. 7 e (cRE. ZRE0U> ) EIRERRDIE
R TERRBY (AR 2 BB BRAE ESZ BT U T2
EBV (FBAREG/F—> Tdholc. 7 mBFE(C(EA
SINIDTOIF I 4ERER . AR HSRIBICHNF
TUKBZHEIERZERD. DIFRIRICOZ R
TAEINTVS, 8 mE(C(F 4 HEOFEET

A+ =

BINZZU. IRIEIRZFERARIAHT 6/6
PTEBHIZ, IVIG 2g/kg & ASA 30mg/kg
TABEZROREELLUIZS. Abt 3 HBICX
504 R)CULZAZRIAL TRREMVWSB NI, T
O RRIEBICERRAZZBOHL, ATOM4R
1mg/kg THERMUL. #mk. FLETBETIC 4
AEZEU. TORRIZOBILBEDHZ
BeRZERH@BL TULVeh, EEIK. fR@h
5 EBV OBISHEENN. 9 mECHbB/NER]
NBITERDIz. INRARIAD PCR TIFREICHE
O EBV ¥ JLMMRESN. JO-P4 hXR—(C
LBERT NK 91470 CAEBV E22Irantz.
ZHTED 10 mRZC(EA DI IR = 22K
(CBEWIISRIERZZ U RIZEIEETAF
P LTEBEZITOCVHEERAET . AlR3HE
() IEFRAEIRZ 4/6(BRERFERRDFEM ., S0
FIx. AERFZE. 5 B EORR) R
. IVIG 1g/kg TREUETS., 2 BLICHE
U, EBREOMENHSNT.

(B%]



AAER A1) IR OMRERIC(E, 1 [
B0 EFREIRZ 2 U (R MmO EF A
YIERKBAITHOTE, IVIG & ASA JBHEE.
PxHB2MG *> CRP hNEERTLDE/LL TS
& ATOA RERICH BB i 2 BULCEN'EE
AN, 2 EEO)IGKAERZZ UK
WBC 0_EFZL FUSIFREKEAITH N
ZDRYZ)EKBAITHORZIL. IVIG DZIRD
FIMMENOECE, MREME | FIB 0 ERBKIER
FEMABED) | BFRAEIRDLRENEN TN
BIona. ) IIERNRRTEER EBV /FR
Z5|ERIIHREIE R ENT DIREG PF(C EBV

8 & 1 )IIRAEIA 1 [EIEORE

mPSL pulse 3days
BT(C) A A A 4
41
40
39
38
37
36
35

ASA 30mg/kg

5mg/kg
mPSL

2mg = 1mg = 0.5mg/kg

WNIEFROREE RS REMEN DD L ZRIET
BIRENDD. CAEBV TIHEEIRBEZFRESE
BEVSIELH D RNEFBZH T IIERE
EBV REUIE(C(IEHERBEINOLHHIENE RS
ns.

(%555

NEFRAEA%Z 2 [E2Ufc CAEBV OREHIZERE
BRUTZ. CAEBV DOZE(CIEERB T 5EN'Z<
FEPIZERRASNTOSH ) R DAEHICHNT
JEHBIMRRIBZ DB AP EKRE
NERZERHIIZEC(EEERIZ IOV EDELT
CAEBV & 2BRICEWENDD.

1fg/kg B =

day4 day6 day9 day19 day21 day26 day29
CRP 3.5 3.7 0.6 0.6 0.7 0.1 (mg/dl)
WBC 28.2 18.7 15.4 19.6 14 15.4 (x103/ul)
PIt 27.7 24.3 39.9 30.1 24.6 33.5 (x10%/ul)
FKB2MG 23.2 35.8 0.3 1.2 (ug/ml)
10 %% ¢ ) ISRAEIR 2 EE O GE
BT("C) ~<3>=&J 300mg
s v v
IVIG 1g/kg
40
39
38
37 \J V\
36
day3 day4 day5 day6 day7
CRP 0.6 0.2 0.2  (mg/dl)
WBC 9.0 6.3 4.0 (x10%/ul)
PIt 20.2 16.8 13.2  (x10%/ul)
FRB2MG  20.5 37.8 20.3  (ug/ml)
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BEBEAFEFEMERE Ve

Bl

Bl

(#&E]

B NBRICHFEAE L )G R ( Kawasaki
disease : KD) DIRENBIRENTHD. /NE
BICEEL TERAR RSN R BB L. HERIE
FBCENMIKVCENRIEERD, Fo KD Tl
BEFRE L. SURICERCOHAFIR%E
RHBRZENFENTHED ., ISR (CKD D
[RE42avIICEDEREHD. COE. BIFEER
AR R Z S U ARRFAES ZARERUIZI
]REI D,

(YiEf51]

ARERR 17 B, 58 5 WA (2R %E
6/6 @imicURIEICABRUZ. 58 6 B (il
AEE T MR Tz ERaRENICH
NEREUTZ,

KR 39.3°C. (»¥3% 133bpm. M/E
74/38mmHg. MIKEL 25 [B1/53, MRAAL
FIHRABTIE AST 47U/L, ALT 77U/L, TP
5.3g/dL, Alb 2.6g/dL, Na 126mEq/L,
CRP 19.4, WBC 6,000/uL(Neut 87%),
PLT 10.7 5/uL & KD [CFEDRV\T—HT,
BEBAXI17 6 ATHoIc. £z BNP

LA 586, FRE (£, DI K—

NERE FEa

BH
fExRazAE

A2 B B &8, =R S8

1,031pg/dL, ToroponinT 0.093ng/dL &
L FRZR BEL > M TIRIERE LU
FiSoM%z, 12 8 0ERMTIIMERRED ST
FR%2RHr (B 1) . .0II-TIE LVEF
20% Tdolz. BRLIEAT—TIARETEE
BIAROILRZERSHT (K 2)  DEAEIRTI(E
KD (CHEm O Bz e U /NEK
RES LU CD68 It fzzssi (B3)
ERIBRBS LMRERRNS. B L RZ
afHUIz KD L2RUTIc. AT MIREREIET(C
PCPS. IABP [C&2/ MBI EZRtAL . R4E
JEERD IVIG 2g/kg [CNZAF0OA R)CLRZ
17UI. 86 9 FmBNSIIEAREPT R AT EE
MICERU., FoO b EIEMEmER.
PCPS. IABP ZZNZNEE 10. 12 iR EICE#RAR
U. %8 13 WWBISREU. WEL> N>, 12
FELEROIEREL. LBERImOEREE
BRI, BBER R,

(B%]

KREFIRETIE KD 0 60-80%ILErRFTR
ZEBDHBDERESNTVDINFEALFEIEIRTH
2o MEARME OB K DFFEIEL TE. EF#ICE



WZE, 3B 7 RBALRCREAEI BIENFNBNTLS
h ABID LS BIAE BLAEBNFAEFIFREUNMT
EURWV. KD (CEHIBERIE DI RDORR
ELTHA MMV AR-LDESHIEZIBNTVS
WHEZUTDERRARC A7 04 R/ ULAL MR
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