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Apheresis for Severe Kawasaki Disease—Effectiveness of Plasma Exchange Therapy—

Masaaki Mori

Department of Pediatrics, Yokohama City University Medical Center

Summary In Kawasaki disease, it is important that treatment is effective before the tenth day of
illness when a coronary lesion can occur, and it is a well-known fact that early disappearance of
inflammation leads directly to the onset restraint of the coronary lesions. Plasma exchange (PE)
removes inflammatory cytokines and chemokines in the blood for Kawasaki disease directly and
suppresses the inflammation early. The treatment result of the PE for the IVIG-resistant Kawasaki
disease is excellent, and if it can be started particularly before coronary lesions develop, we will expect

an extremely big effect.

In conclusion, when immunoglobulin therapy, steroid pulse therapy or neutrophilic elastase inhibitor
therapy is invalid, we can perform PE therapy under health insurance coverage in Japan.
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1. &8 C & I

MFEFED) LDV EDTH 5 ML HEE
(plasma exchange : PE) &, I % M EkEL S & Mmig
BBt L, SFROFBEHE NS (FFP) 277
IVRETEBBRTAIBEETHS. WHPE (HEH
&, RERER, TLVTI URHEUEE, KEEYA
ALY, FENIADRE) BMEICEETN, Fhe
BRETAHIEZHELLTWA, 72, BEFAED
L9512, BERTFHKRZL FFP il Td o I
ELLVEFICKERNETLIHNTHEATLIZI LD
5. PE NIRRT U CIERIME A O REMY 1
bAAYRTIENA Y, REEEWEZEERE L,
K% RINCEEML S 2 B CTITbh 5.

22T, MHBEASEIINT 2 EMEEE LT
® PE #EIZOWT, ST 5.

2. Il &3

JNIG 7 3 EBIRARZE (coronary artery lesions, LL
T CALs) ZEHEICRET 2 MERERBETH LY.
FEBIIFELAEMO—&EE-LY, 22 BEEFE
AR TUE 2012 £ 0~4 AL 10 B 264.8 A &
BERBOBREFLIRL, 2005 E05 8 ERIT TE

BERT? 7zl ¥ RAEEE

FE1IAANEBZDBEORIENALNT WS, I
WOBHETIE, HANWITTRRRESTN Y ~7 a7y~
(intravenous immunoglobulin, YA T IVIG) #ZEDH
SIS NTBY, £ RIRNOEHEEL LTH

SELTWB, Lal, BRDO5~10% 1320 IVIG
PEEICARIE T, NIEHEOBERETH S CALs BeFH

FARIR & U CTHER 500~800 BlIZDIE D, AREDEHE
FOBRKOMBEIZR>TWA, RERTIE, EBY
AMIAVHEEBITERTAIZEICLVAELS
CALs Z ¥l 5 7201259 10 H AN JAE % 85
LT A LEND Y, BIHOIEHEELZ 57 CALs
DFIEIFN AR 2 FE M S .

ZCTiE, NRFEOIRRE L, AHEED leading cyto-
kine £ 2 5N % TNF-a /. L2 A VA4 >
RHIE 2820 & L 7276983 Ch 5 MAEASHBEIZ O W T
B2,

. JIBRICH 1T % PE BEEDORRE (k1)

PE OERIFHIL, ERIMAESHERZMHEHE L, BE
JEJ17 (transmembrane pressure) (2 & 0 J%:8 % 1T
J. NAF 25 —7 7% (vascular access: VA)
A5 il UER MAE 5 BEdR 2 89 C & CHLERE S & I
WIS, MERSZF0TIHEINS.
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&1 PEDHEETFIE

HA BR-BRAR GBEIC L o TER-FRIR G L)

i A% © JNN-55X (JUNKEN MEDICAL)

A - JCH-12s (JUNKEN MEDICAL)

Mg EEss : 79 X 70 —"™MOP02W (BILEZ T L AT 4 H))

B F—F N 6~TFr/NeH

6Fr RN —70— (Z=F%)

65 Fr GamCath (#¥ 7 1)

7Fr PVvE—F7a— (HEYvy—7 v F)
FICRMEEIRICEE (23N EHR, 88 TR

B 5% 7TV T I

BIMAH 541X RCC, DIC &BE04A1: FFP LK

MR 1~15 fARINEEE

1EBRIEE (mL) =BW/13x (100—Ht) x 100
Hug s © ~o%8) >~ (BIIRRE 15~30 U/kg volus, 15~30 U/kg/h ##it)
FtF 7 rEXY v b (@hRS % LT 03 mg/kg/h Fifi)
ACT (activated clotting time) % 180~250 sec THERF

*RCC : B Rkizk, FFP : FEAEMIMAEE, BW  AE, Ht: A< b7 v b,

Z0t%, AROBEBRBTHIZIT, KRR 5.

AED/NE L, RRIMEED D 2 WNBIZBWT
PE # {79 2 A 12id, #FELR VA O, KIME
BARY 22— 2 (priming volume:PV) DKk, EAK
mOBsIE, PUEBEROEH, L4k, & EIER
THLENRDBY. PEORATICH/A o TIXICU B L
WX PICU CoOEEAAEARE L, MARSHREIIMH 1~
15 ERIMAER (ERIMEE (mL) =#E (kg)/13X
(100—~< FZ 1) v ME (%)/100) X1,000) Z 1B
HERE L7 EEWNIZIE3 HEETT 2728, B2,
REFSOUEIB LN TNIRAS HECTHEET
5.

%8B, PEIXUKB LUOHBERENEOMHELZR S
TORBERET, SHBBERECHHLAELRFZE
Tirolz. TLBMOTE BB T5ICTOHMH
EIT) £ ) ICBOTW 5,

3.1 EROER, EEOHT

PV IIEAEEOMER KL HH L& L THHERIM
WL R THEMICKRE S 25720, KRIMERRLG
BRCI3/ 85 A — 7 DK T RNA F VA OB
DOEENLEIZR A, —#ICIE PV 2ERMEE
D 10% (8 mL/kg) LLTFIZ7% 5 & 9 I MAEscHLEEE %
M e B % 8N, #fE3 525, AR - AR TIIESH
THZEDNHLW®, PVAHF8mL/kg L EICR 5
BAI TR EFMAR SN 2 RCC, FFP & &0
WHEACHREL, MEAGRICL2WHDNRFGA—=5D
BALRNA & VA4 DZAL (initial drop) % FBHT
LLEND L. MESEHFIHARENTIEIT I AT
o — ™MOP-02W DA HEATETHY, Zhzlv

72 PE JfTRE @ PV 3 A % & & T 60 mL §5 & 72
%.

PE WifTiC 72> T, Qs id 20~30 mL/min Tk
ET 5. LELEIZQs % EFLLEEIRVD, b
DAY ETCHIMPEORBERFHOERZH DT
FE L v, PEGHEREREICEBEZ HWERT
HDH70, Qe FIC & 2HENEOMTIFEGRAIIC
Bl FOZ L5, RIENEGEREZ K72 S 2Rk
» Qs (20~30mL/kg) THBEEITV, HERBEOR
EWEET A, MAERE (Qp) 13 Qs D 20% Z &K
L, BEBFEHZE (transmembrane pressure : TMP)
DERITFEET 5.

3.2 EEEXME

ANBIEEICHANTHRERIESIRENZ &, PR
WL LMEEDH2) OFHFRRENPRE N E, K TE
WALl &, B R 72 ORI AT
SN R EOHEENS, LI LEAREEXLLR
T, B S ARSMEBR B IS BRI S TR
EREOEENEL 5blz20, L HEAERICKHKY T
v, MAESSHREEE O MR RE O A TR T 2 BhL)
W k%L, MBFDOLDOERRDL, A VT 7V
by ——THIBZED S % EORICTLEIC RS
DB

33 MEEE

INBOBA, NS WRKE TARSMEBR ML & 2555712
MRTERVIE, MBI L ChE - BEEOTE
BREWZ EHD, BAL)PBREEIS CLREIR
LIENHDLH, HEIEIANYYF YT L ERFEHTS
A5, HE TR R /MR 23 2 85 A e Eid A VOVER
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FTI77ERY Y FEMEHT A, HBEEOE=FY v
7i&, Ny YA FTHEIOEREMTIT2 5 ACT
(activated clotting time) #Hl5E L, [HE PN &RE A5
CHBWVWE) IR RELITH. HEEACT ik
180~250 & ¥ 5.

34 PE miThDiER

MR ELHEIMBERILEEIIFFEICL L, HT7—
VORMRPIREIFFEIBRTH L0, AR - HRE
WO BETIIREICPE 21T 5 120 IHEE L EH
PLETH L. BAIE o TIFREHRE - N TIRE
HTTOBITHDERTAULENDY, HRIMESRD H N
A INYA VR EORBMBEAUTERLPIHIET S Z
EHPEETH L0, WEELRRY ICU - PICU TOE
HPLEFE L.,

3.5 PE O&HHE
NAF2T—=7T 27 AMERIZE ZE60E (KW, I
EEE, hr—T7 VY, PUBEESL BRI T
BRG (TF 74 9% y—, HiEm, € Ca fifE),
HHMEIRZ DD DICERT 2 50HE (BiE, EEE
Wyavy s, BER) RENREZWEEED L. §F
WRIMEBR BB DN A & V4 ¥ OEBNIE 5
BETL2LEND 5.

Ni

4. PE BEEOBE

TADOHEZTIE, 17 F <7 (infliximab:
IFX) OBGRNIE, NG & DR L1k, #HRh
BRHERETH L IVIG BEZFB L, #E IVIG ER)
B IVIG BN 5 %2 1TV, TN THEHENRAD
HWES, TIVIGARH] & LTPE 2®RLTE
7z.

IVIG Al H 5, IVIG #5-#T #% 48 FEfE 2L
MICULToOEB 2 3HEaE L.

DOD1IHEDI B THRLLED 1T 38 EU LR
2T A

QOMBEREIIBIARIED~Y —H— (HIMERH, iF
FEk%, CRP @ 33HH) O fractional change (FC)
BAR LS, THAULEEIEPEO VA,

EREEFEMICH W FC L, 4 AR EB L 7-
IVIG A B X WEBRBES O 2 7 BE2FET
HEEEHEETH LY. IVIG BHEL i L7~ 193
BIDNHREE ORRIR T — & % TTIZHR T RIICHRET L
72bDTHY, FIZIVIG Rt O M A LR 7
—ZOEBIIEHLTVSE, EMBEMEOEILE R
fractional change :FC & LTUTO LI IZEFEL 7.

®2 TEHRAGHENDHEE Fractional change DEE (THEk

6 LWEIA)
CAI£6£§ =) CAL2 4( *) Specificity
3 21 o
WBC (1.8%) (87.5%) 98.2%
. 6 19 o
Noutrophil (36%) (79.1%) 97.0%
8 16 o
CRP (4.7%) (66.7%) %.5%

FC = (IVIG #5-# 48 B[l T OMAfE)
— (IVIG #& 5’ D)
/ (IVIG $%5-Hi DR FEAHE)

193 5EB %2 BEIR EEH (n=169) &L EBRKE S
PERE (n=24) \2400F, BIMEREL, WFHEkEk, MK
¥, CRP, 7V73IYDFC%KatL-2 25, Al
EK¥L, fFHhEREL, CRPE®D FC THEBLEZRD:.
EERIEEH C FC 2N IEOE (MEMEM) %2R L7E
BIRENZEN 1.8%, 3.6%, 4.7% TH o023 L,
BRI ZE & BEBETI1E 87.5%, 79.1%, 66.7% & E=RT
Holz, MMEE, TVTI UV TREBLEZ2RDL:
Mol (k2). AMmMEKRE, Gk, CRPHEOWT
NH D FCHFIEDEE & 2EF CRBEIREPAED )
A7 BBOEEFTH S Z LARB IR, IVIG At
PN EBREPHED S MZE NI ehbd, EBIME
WMEBATLHEL LTOAATH A LRI T
5.

5. BIEEELELTOPE OFRM

X[ 12 PE (2 & % S B H 70 88 2 78 L 72 IVIG i
FEBIZRT. BEDERLHITHEL, e OBKRIEIR
HbMEFTROBBEE EDICERELTESLZ LIZHABT
H5.

Fx1E 2004 EFOFET, IVIGARISEZICHT S
PE 0% &M% L BERHKE O FHRIE IOV THRETZ
o720, 2E® IVIG ICAE R RER 105 DS 5
PE#EZiGIT L8 (PE (+) # 46 #)) & IVIG
DEMEG 2 ERE (PE (—) B :50/) 1240F
T, T oMM ORBEIRFEFEERIICOVT
WEgma L7, EERIEKEZRBDA-DOOFAE 30 H
DIRZIEEAL L7 — @ EiiaE# (transient dilatation :
TD), 30 H%# 2 T RIS L 7-# (persistant
dilatation: PD), & 5 IZHE 8 mm Ll Lo E KEEIR
AR LB (giant aneurysms:GA) 12 REBIL 7.
PE (-) BETIZ59 B TD 1341, PD 9B, GA 24l
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HEABE
e 12345 6 7 8 9 10 11 12 13 14 15

Aspirin (mg/kg/day) 30

y-globulin(g/kg/day)

Ulinastatin(50,000U/day)

Plasma Exchange (mL/day)

40
BEE&kR
(°c)
36
Bnsk (/uL) 5500 5700 5100 7390 5130
CRP 24
(me/dL) w‘”\»\m
16—
8 — Mm“
(o} \mwm—-
X1 PEEBEESOEE 2HBR)
CAL(+)
2EEIVIG CAL() “¥p  PD GA
1EEIVIG Gl PE(+)
i3l  (105) (46) 38 5 1 2
(24161) (Group A) (10.9%)(2.2%)(4.3%)
8 (17.4%)
ﬁgg 35 13 9 2
(Group B) (22.0%)(15.3%)(3.4%)
24 (40.7%)
IVIGREGHI
(136) 130 6 0 0

CAL=coronary artery lesions
TD=transient dilatation

PD=persistent CAL GA=giant aneurysm

2 IVIG RioBlicxtd % PE DR (SC#k 8 L W5IH)

DEF 24 B (40.7%) (TTEENIRRZE D ZRO N7z DITHE
L, PE (+) #Tid 46 #l¥ TD 5%, PD 14l, GA
2610 86 (17.4%) [TREBDOLNWB/ET, 4%
BEAEZRD (P=0022) (K2). ZEBMITOKK
R, PEBEIXIVIGEMEE LR LTy A1
0.052 (P=0.0012) &EEIIRHZE OFEMEZFRIC

BT &EBZ LU (R3).

Fxid, EHICENNZEERKFE OB (B 1
FEUE) LT, NREMEEKIBICHES LORE
#47o722. 10 ED EORBICH 2 EFOMETH
HIEND, FMEEEE LTOIVIG &S5 HEE, B
iE#E, PERBKRE LR EDEWVWIIH L D00, TE)
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PRIERAGE T HH0IC PE 2B 5 2 L8 CE il
BIEFRAAEI 0% (0/105) &) BRMZBEEZR
L7z. PERNCT TR T o T B ER Tidk
HIERAE 30% (6/20) TH Y, WMEIEWICEEL
ZREZRDL (P<0.001). HBEEL LTEREZE
L7z5FID9 % 4 Blix PE BNCEH S 2B ER BRY
D1IBIBIEARDY) FRDLNTEY, BMGEEE L
TPEUAZBIRL TOWTHBBEERIRNZ 072D
DEHEWINSG.

T/, BT, IVIGEMEEICODRIETDH 2
BRIz L T4 7y F <7 (IFX) & PE 244
BAbEBEENEREZITIZLET, XVBHIC
CALs B EZMH TEX 2 Z EXHS IR o 1219,
IVIG AIe Bl 76 st LCIFX EZ Mz, ¥ 51

®3 PERTORHLBHRRESHHEEEOBE UK 8

& WEIA)
% BIEHT F v AW (95% 1S HEX ) P&
PE(-) 1 N

(+) 0052 (0.007~0.244) 0.0012

F4 [BRERAEEE] (CH(13 PE OEDESE

1) IFX 5.1 24~36 B:RIC, B 38T EAssEE L7220,

BREROUENAD SNEWIGE, [IFX &3] &3

B

2) IFX O BIGHEICE S 2w, 5D WIZBRAARE IS T
¥ 254 GERBIMRSBPE DT, %).

3) BENRICEALDIE T - TV B EAERBRERDOWENE
LWIBEIZIE, IVIGEMN® AWk IFX %52 ThFI
BWIZPE#EBATA.

IFX Al 6 Bz LEErE#EE LT PE 2 EiE L,
FTRTOEFNC BV TRED X UM FEHRAER T B
L, REMED 25 F LWRENHIRD b, #
RL LTI TEBREEOIMHIL L OTiHEE AT,
BBIFXAIGOAZ LT, BHWHPEr-720,
EREERL OB T 2 L EELAEEEL TV
D, BT TIOEEIRICEIPHEE > T 54
7 &12iE, IVIGBM= INF #5247 b FIC BRI I
PE CBAT L7REFIDHFEET S (K4, JIIEHIHERD
BEBRIEHRRERREZIH T2 L THI0,
(IVIG+IFX+PE) &) BRI D0 K 72 IGH# 12
XY ZOHMETSIERL D AWEEEI B I T
w5 (K3).

6. PEFEZDIE T > XFliH K U RERED

BRI L COMENIZEDIZ & A EAYEFIEE T
& %. Joh 3D TINEH~D PE DA REHEIZDOWT
EKLY, Takagi 51 IVIGARTH S 4imordiz
PE %# 3 HRIHIT L, SIEDHEELICKD LEHIRES
BHED o b HELTWAY, R HHBBIZEICEE
DVl HEFIZIINE THEEYT, BEFENHIZED DI
FTADVMELZDODEDT, THIET2HEHEICES
N5, Villain 513, FiER 15 H AR @ 20 FEFI R
L PE#ED 5\ 13 IVIG L & ATV HBHRE L7221,
8 BIT PE (ZER3IZIZ 7 B12% exchange transfusion, 1
B A% plasmapheresis), 12 #1T IVIG &5 % 1TV,
TR RETF LI e STV R WS, £ERTE
BRREDFIE XA O N T ZEMITOWTH I L

H3 LFHCHUZaMBIERO [EREEYEE]
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x5 JIBHEICH T % PE ORRERARSG

WSEONR & 25 )BHRIE, fEra 7)) VEk AT
A POV ABE ST ERT 9 X 7 — EHEERER 5L
R REAS VIS E 2O WEAIZRY, —#IZoX6(H
FRREL LTHEETS.

ZEEM OB E HEO— BRI ) El L OREEEICO
WT CER24E3ASHERER 030581 5%Lb).

72721, DPC Mgk Cid, MEERHEEIE, B oAREE
", AR, BRI ER EEA). [N ARRE SRS R
BREOEE, WE FEAE, 8, EH#) EEEERT
DPC #iz&» [NEAKRESREER | T, EfiHoaEE
. [N EhREsE S Gk BE20%4, LE
(MAEAZHRTE) BBIREET. 7270, MNEkeghibg
FEBRPEETRLFEORED Y.

PolzbWELTWA,

¥72, 201248 4 A2 5, NGRS T2 PE 342
BOERAEZISELCBY, REs07) VEE, AT0
A B2V ZABEIIF IR T T X ¥ — Y ERK S #
EEN YA ITBIE & 2 5 2 wEIs, —dicD
X6MEREL L THEETLI LR LERSTVS
(%5).

7.8 b W I

NEwTIE, EEIRBZEAE LS 54 10 7% H LU
WCHEBEPREMT LA LPEETH Y, BHOREHEE
EASEEIIRRZE O RAETHFNICER L T 5 2 LA
DHEETH L. IVIG AIIEHEIZH$ 5 PE Oif#
BARERIFCTH Y, FIOEEHRHREH BT 2805
BT HIENTENZR, BOTKERNEIYFTE
5. 5B, WO ENEEO—D2L LT, HIZER
THEULENDHLEEDNS.

ZEEDFEMER (conflict of interest: COI) BAR @ Rim L
ZENFICEE L THICHE R L
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