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Abstract

Kawasaki disease (KD) is an immune vascular inflammation that is common in children and is the
main cause of acquired heart disease in children. Kawasaki disease shock syndrome (KDSS) is a
rare and severe subtype of Kawasaki disease. The occurrence of shock may be related to high in-
flammatory response, continuous capillary leakage, myocardial dysfunction, and overreaction to
superantigens. KDSS often occurs in the early stage of the disease, with atypical clinical symptoms,
often combined with multi-system damage, and easy to be misdiagnosed. Therefore, it is necessary
to improve clinicians’ understanding of KDSS, in order to make early diagnosis and timely treat-
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ment to control its occurrence and development. This article reviews the progress in the diagnosis
and treatment of KDSS.
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1. 5|15

JI1IR}7 (Kawasaki disease, KD) & —Fh 328 & /NI 1 2t e Ml RE, IR T 55 LFJL
#, LB EEREIRRRI, EASERRME. REBITH)IER JLEL) 25% KA RsikinE, &L
G RARF O R [1]. BEEXT KD AR, #7r KD ) LTEZ 51T 505 AR G 1
FEIEFREE T > 20%, B IMERIEEIRA LT, Kanegaye JT T 2009 4E443X #4r KD 1 VCGE XN )1 I8595
PR 55 45 & 1iF (Kawasaki disease shock syndrome, KDSS) [2]. L& JmbLEI A IR, H i % &) i 5 K YLk
R F R RSO G AR E R IR AR I P R AN AR BRR SR B A B OIS D L RE
BEh . 0P 0 B I SRR A OG[1] [3] [4]. HHTHRIE KDSS K& N 1.51%~7%, JET-% K 6.8%, 1k
ol [ JE W2 22 72 [1] [4] [5]. BT KDSS I PRERIHIARRr 1k, B % SRR ST AR IE , (B AL
WBIT R PG T S AN F[6]. #ZE WG KDSS 2. S5 L ia 7 dt AT IR, DU I Ris W, R
ARG, EETE

2. KDSS & Hf
2.1. IGPRFFIE

KDSS J& 7t KD H:filf b FFae U4 = T RE . ARETSF MIR S I E R, HEIF2 M s,
MR AAE KD JRFESVE RN, B> KD AR IR RIA 564, IR I KDSS #I2H8MK, &
G2 [4] [7][8]. CHRkiRIE, MET KD, KDSS #B)LERE R, NS KD, KRIMFFEN A K,
PRk 2 R AR B T vy, RGN T R HAh R G FR 3] [5] [7].

1E KDSS FAREH, O AR E, FEAREERE. O MR, 0= ThREkE
G ODEPBML. O K5 . Gamez-Gonzalez LB ZE[4]% >k H P4 H 0 3Lt 103 5] KDSS 3 #4770 #r
RIL KDSS e fikdin # kAL Zik 72.8%, QHERERNKY 7K & IkiRI(65%), Horh 4.8% % )Lk A E K
Jikga, 7 2 A] R A e R R OO LR B s IR 8 B . =R A R B oA L) A
S BT FE, OARERREE AL, PTREE IR e R ISR R 2 —.

B0 RS040, KDSS &3 REGER DA ik 76.4%, EEERIONKM . 1875, P, IR
FREEAKM . AfirH . BipiEmii. sl M. BRI R, BEIEL, A LSRR A
SE4% ) IG5 )12 [4] [9]. Chang YH S5[10]4503E 1 BIHT146 2 I KA J5 i IR Sy S e b 2 46 i, R
JERREE R AR o NI R I,  H IR SN S AT E R, &512Wrh KDSS. [Hith, LUHIL RS
N BRI AN 56 4 )1 Ui 75 215 KDSS.
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KDSS 2 3FIIHIL R GRIAGA . BIRAI RPN . 028 RG0T I BBE o
GORRL I SRS, (EBE N T T TER s ARSI MR TR . T, KA R
Bi. WLIAROLRAE: MR RGH REIEIRIR . B, SEE B, FURIEE &, A i sn s,
Foflbb WA A L BRI AR ]

2.2. K EIERR

5 ifizh 7158 E 1 KD MLkE, KDSS BJLI Agife. FiEkgnutis]. C M AT,
PEN LA By SORE RN BE TR [3] [4] [6] [11], XL ISREFEFR LS IVIG TG B A et k4 3540 52 [12] [13]5
BREE G AHTERS KT T i S B B R R SiE A DG [8], MRIIHH SR AN SORE S N s A 1 AR A A
T RETT RS ML R SRR B M MEBINA O, AR R AR I 2 5 K [9]. Schuster %5[14]
YONAREAIMAE T §E A2 KD R AECIFRAVR SRR 2. D ZRAARTE & vl REBCRIE M M35 Pyt i, 2
KD AR 2 kg Al 2t O WU ZE R SE R R 25 . LS 2R 1. NT-proBNP [ FF & DG . O DhREA 21
FIN[B] [15], $EmIRMER T BE S 5 KDSS Ko L AIL5E[8] [15]3kIE TR >3 % FRvEki 4 o >
75%. 1 <30g/L. NT-proBNP > 11,000 pmol/L 25355 KDSS Ak AT /G K K 2

EABFFE[16] K8, 5 KD ML, KDSS HJLFE CD3+T #E4Hi. CDA+T #RE4H A%, NK 4
A1 B A B i, $27n KDSS 776 5 W] 2 4 i S e ThRe L. Li 55 A[12]K 30 1L-6 &1 66.7 pg/ml,
IL-10 7T 20.85 pg/ml, IFN-y &1 8.35 pg/ml /& KDSS fIE G & . WK EZE[17] AWF 745 R B IL-6
A1 IL-10 /KF5 KDSS fR 5w H B 1] 2 IEAH G, XA B+ KDSS (152 Wr.

3. BERI

W OB BT, R TAT AT KT TR A B s R R )8 2 B I R R I/ T T &L, o0
WEREHE (1) 25 0T LN A B2 W B (L5 Bh 1], 875 0 3h AU AT LAPEAl KDSS etk BN Bks AR R, L
RO ZEFMAECTRE. ZRMRFEE . LEY R OEBRE MO RFEE S, mTFHE
Grvks JoOIE, FE VAN R KT O T (A ARME S Z (B I e S e R, BT ) e 2 W % i )
LR A [18].

A B R BUAHE T KD &)L, KDSS & )L/E 2 AT ) IO A6 T RE B el R Bk 7k
TP S (Herh = =AM SO L) B 2O EL R Gamez-Gonzalez LB [4]55 (1253 4t g -
27.2% KDSS & JLH BRI S, HA L2 W, 5 13.6%, 20.4% KDSS &) LAEAEO B, [FIK
44.6% KDSS & LA E 4 M54 <50%, 49.5% 8 )LE IO AR . QIU S5 [811F 7 kil /e % 4 17> £~ %
#& KDSS T H %

KDSS & L0 F B KD LS 5y IS M R b5 S A% S PE . ST-T Bl PR [AIRE K25 [19],
DL E33RRAAAE OB TR I, I R 53 56 35 DUIRE S it J R v O R

4. EFSHR

H1 T KDSS J21E KD (£ Jy /A58 4 KD)i2 Wik fifi b 53500 E I IR IS (R E S AR S I AR R B
HEHEMEFERT . BRI AL 2 RGO IUELA A IESFIRGE, (A AWML 1677 K HUE 7
SEANE. Bk, R R AR 2

4.1. BREBMEIRTE (Sepsis Shock, SS)

FHREFAE R 9 SR A 2B B L M S RS ) 4 B RAE SN, IR BETEAK 52 (SS) 2 A2 I BRJE ) 2 fith_E HH B Y
PRI AR AR AR R [20]. IRPRRBUNFFEE A I RORETRPRIOIG & MRsh /12 L. R4 Thhe
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fith. K, %% 5 KDSS Rif .

P IR ERAE R . R R R ENEYT T REBAE R E E R O KDSS N M R rwm, ks
FERAPE, PUAERIRIT R, LKHIE IVIG. B UM SRR IGIT N, 11 SS R 5k, Mm%
LA, DLHURSIAIT NE: @ KDSS oAtk OVEVEREER SR TE[11], S48 M IS It 25
Ja ATIRGEA IE, FIEIT UG LF, 1SS KA A R R N RARAEI B, B R ST IR T RS
A, AR ER[21]: @ KDSS fEAE A 7 5T Moy AR . 2 S i S e ki i, i SS Bk /b
o O P A B T RS 3]

Alyssa Power Z5[21]%} 9 5] KDSS /& 18 i SS fIxf HEAH Fu 45 s #HELT SS, KDSS AR Hifife
B A I FARSL R RNBERT N BCE A, T OB E G EE D Re kRS . AR 28 R k5K
FH W . AR SE (6] IR 6 BRI 7T $2 R 88 SS, KDSS #LIMLZL 8 [ K M /MR F & A4 5 28 0 S et
RBWKAG K AT m . & MRS RIOAF ST R 525 H . S Z=AH G,

4.2. EBEPAIELEEAE(Macrophage Activation Syndrome, MAS)

MAS & F itk EL A 5 a2 AR 2 2 DR~ Jo P80t | e ) 7™ B 0 S B, A R R T 25 P R S e
5T 1) I 240 2 bR 2 4 2 4 i 43 A i (hemophagocytic lymphohistiocytosis, HLH) 4R #RIEHY, 8K
KRR . TR, bR EMERE R Threiers . FLRR AR &, BRI ThREREAT . (%
SR ARIE . AAER AME . &M =ERIE . 4 gnieiR/b[22]. H K& T KD i1 MAS (KD-MAS)
IR 2%, F& o —Fh/b 0 B ™ 8 1) 05 Y, AT s EPE KD E—B B [22] [23]

KD-MAS 1 KDSS I RFFHEES 7 E B, WRFEL I mRERM.. 2 R24iPiE, KAHE KD H IVIG
255, CAA KA FRMBET R E H2%[11], KD-MAS ta] 5 KDSS & IF7E7E[4] [23], #2FA Nm)
ReR L RN S, BN 7 X 25 & 1E (cytokine storm syndrome, CSS) [24]. 1B —# IGK LI HA
ANFEZ AL © BB MAS FIRFIERIL, {HE KDSS HF/0 I, @ Ko IE R IES, KDSS PLE igiE
HRIEZ W, 1M KD-MAS LAHIE RS0 % R R I UGG HESEE IL[22]; ® KD-MAS & I sk & [ ML fE,
BB P Ik ES 4 v v ot 20 B AS HE R Ek 88% [22], PMIMTEMREE S I MAS HLRAMHESS2E SRS i TR
BEH MRS E . XSGR EIAIA R E%E KD-MAS 5 KDSS 3 [F]— i # A= B J7 [+,
BAR R AN A R 5 — Pt 7.

4.3. )LEZRGRIELE S (Multisystem Inflammatory Syndrome in Children, MIS-C)

MIS-C T 2020 4 4 H tH Riphagen S5 N XRkiE, SyI#IA ) &P, HAirA%EE CDC. % E
RCPCH & WHO & 1) =Mz Wr, W& Frs R #G RIEMEY T = 28T REZ 20 iedfil COVID-19
YL S B SARS-CoV-2 J& 4y i (U5 [E] RCPCH AR HAMZR1Z ) BRAMLALIZII[25]. X L2 Wi 2
T IMARRER, 5 KDSS #rE&. MIS-C BFRERM AR Bl ML, O, #4215
%R 74.6%EF I ERR, WIER. Wik, 855, e RGERIWELIE, O MIE RG R RN
DL OIhRE N OB RIS T, TR R SR IETH[26].

KDSS 5 MIS-C sEEG = A A ML b, W C MR AT, Mg i35 (O Egn g b . o
PERIAHAIG 2 . B /M) R T m . B ThReprG A D-— kT, S E A
BNP 2505 br S T = 1 [26] . Consigio Z5[2714RiE 7 MIS-C & IR E R NAE T A r e, —
LG 44 it BT FH -5 3 kA 03 AR DG B AR bR E 7 T 5 KD AR

g4 BRI FEIR[25] [26] [28] [29], Al DA FLASEA]: 1) 2% MIS-C BEERKWIH 2~6 J&H
SARS-CoV-2 J& 4L (1) LB R . 2) MIS-C BB KRR (64.5% >5 %), WA EFER 10 %, %
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LA B PEBE P %5, T AE 2019 LRI #3996 (Coronavirus Disease 2019, COVID-19) [F R AT 37 i [X.
B 3) MIS-C LML RGRILLLOILR . OIIRE PR OEBE. RIS N, ek R 1 ke
FON 8%~13%, &AM 2 93% /N, T KDSS ek k3 5K A ek ik R B N B . 4) MIS-C 4K 7 fief
AN 97 RAFAEAE . 5) MIS-C AR S Bk R u M H 45 R B SO B R, R ARSI IRl isc s, oot sk
EAWAT 2K, 6) MIS-C 5 5 £ B ISR Mgt k. 7) H TR 7, KDSS & LS
BN 5 R
5. Jafr

H AT TobritE KDSS Y8977 %, TEIRIKSEER T, ZRASTR S EBCG PR mIRYT . Adhfl s &
FESN S PRI TR B RS WA G HEE

1) PLRIEITS KD A, KDSS #RAERMHZL, o IVIG R M AR, [FIFHE IVIG JER
R IWVIG T B e IR s ks AT fE G R R [5].  H BT I— 209807 7 R4S TArAER = N FhER B
H (intravenous immune globulin, IVIG) 2 g/kg & b# B BUBERGIT « BB IR NS It k25, BA
KPUR SR S e HIE T, FE N IETT o, — B AWIEE IVIG J897 T8 RN 5 I — A RUA YT 77 %,
Burns JC Z5[30] N\ 4R WE e i 2 VA7 7T LA4E ST KD #4FR . 3901 CRP NIAZE . IR R 3N ks 28 KU,
HEAWHRA RN, 81 KDSS B ) LN 5 R38R 50 10 458 FH 77 T DU IVIG T v AL )1 ig
JRIRRIT TS, 1EHE 30 mg/kg-d GEH 3 d)rbdiiayr, /N2 mo/kg-d 3 RIR) KRBT 5. A4
FUANRR R FER A0 IL-1 BEA R, S imdl R anEA R . S, DL MK B #457E KDSS H
(8 E AT F /N N, AR N =R B AR BRI

2) PUARTEIRIT BT BN BN AT it 2 5 KDSS Mtk ve &4, #ufi &k, Wik, Hkveiasr
FFEE BRI M MG TG 25 . KDSS T REAZAE O ThRERERS, [RIGYE MR S 75 A 7 BEREAT VP A, LA
G INE OV BT o I PRV M R T — A b A9, (B R B (1 3R (1 IMUE /2 KDSS 8 WARBL, Wl 4inie
AR AR SRARBER, US4 EfR e . MEEHAMEEEFE LIRE, %8I )
2 O, B EIRERSE. 250 KDSS 5SS R i 3 15 M 25 I 48 F R &2 95 5 BG4 IF,
B T fa E AR, PR TR ZEAAMSCRRGYT, AR UAGE S 2 R RS BT 4 & (ECMO) ST RO il )
e, STMECME S H RN IR I AR R[] [7].
6. Fi/m

KDSS TG FZ 5 QUK J O EE. kiR E & 2 R0 H ™ EmAR A G BUA 1/ NREART
FHIBE VIG5 AR, GRS RIRTT 1 KDSS L, Hot I 5 45 AL T S sk I 2, %
TG RAF[11]. AHX TR AR e o &L, AN A5 AR AR TR R B s FIPHZE . O LRE BB XUKE[18]
H AT IE N/ INEAR TR, 26T KDSS T 7 75 2 5 KR AR 2 1 BE VI 5%
7. INEERE

KDSS & KD MHEAERIMZ —, PLRAER . MmEIGRER N . B Z N RGUNRHE. Ry LUK
ATE KD WS 2 /T, 55 H A B e BRI, BRI TR R R B 1A Fa e . AR
5y KD IREFIE . PUA VAT RN, N KDSS, F &I e OIERHE. OB S5
Ao BRI BB R PUR e V67 KA B T 2% KDSS B )5
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