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Table 1
Echocardiographic criteria for ‘definite KD".

Positive result if any of two conditions are met:
- z score of LAD or RCA = 2.5
OR
- coronary arteries meet J]MoH criteria for aneurysms (see Table 2)

Table 2
Comparison of the American Heart Association (AHA) and Japanese Ministry of Health
(JMoH) echocardiographic criteria for coronary artery aneurysms in KD [2,19,60].

AHA 1993 criteria JMoH criteria

¢ Small- <5 mm inter- e Internal lumen diameter >3 mm in children

nal diameter <5yo

e Medium- 5-8 mm e Internal lumen diameter >4 mm in children =5
internal diameter yo

e Giant- =8 mm inter- OR

nal diameter « Internal lumen diameter of segment measures
=1.5 times adjacent segment;
OR

» If lumen segment clearly irregular

Table 3
Proposed coronary artery diameter classification according
to z-score.

Size of coronary artery aneurysm z-score(s)

Small =2.5to <50
Medium =5.0 to <10.0
Large =100

[71]. MRI + = = HE2dss 248 + [51].
S A 3 88 A1 5E B 294 URAS e A

CT+ WA 9 433 BA-En WokE Aasher) B4l 5 [68,77] A%
SAE] 49 A2 SIS B AEI 88 Qrke A7 ATHTS
CTel kg 2 eRe Wiy wgel (ool widgel qe due ol

25 AZART9], W PADF DR BAZAAE olbAE oas
xil oJt}.
Gl PATEEE
ZoJHo /\111}
$koh(51.80]. o= PN
04%7} Qs Aoai el BeEdel Yool BHALAS /1ol
837 = o}zluP KD A@& AA &AL wjAlsted G50z ARgsh7]d
Rtk AR A= gt
%P—zaws ERE ECRE A
BH7HA 88 [81,82]. A2
28 AEo - = 55 (6
w51

9, EFER 2Ed s AL 3 EES ol &3 AlE

cuds Whe) A AgEeld
}\O - -

W GrtE e Hae] weltt. 53] Y9
S’.J}m}tﬂoﬂ ws gz °é o ]
9,701, ey, o] Hapel= B 7HA] f1dA o]

13.7. ggojl 113 o] 44 W}
ZhehAI RS F4 B 3 3 dEbd S v [83,84], BE R
HEAA G2 g *é/\}% EHRTHS5]. H A
MABHETI[35,86], o UEhd & gl S oA, dudons

57 BHH87-91]. 4% (hydrops) & ®'d WHE SHO= 3= |
/\740];(]'.1]» oHHal-x% aﬂEH‘— HEHAT [92]. o]_: guld o7 Wy 2 F
Bl Z4bola, AR FopAu, [89,92], ]
TS YA FES AR AT [85,86,89,92].

J
L
o
=)

A of

N T
- ox St
2 o 9

994 AR ES AWIgel EEe F St Yo% KD of SelgolAu

RS, A W Bk
@ (CRP) theF 80%s] Bl A
oeF 60%2 #Atell 4 >60 mm/h o]t}
35oIA 2ad 5 23(05), VIG T
7 |. AHA & KD ¥&he] B zxFX 24 CRP
& A14ak slt} (2] ol 5215 A o

(s}
>35 mg/L ol A8 JAE (ESRE
[94]. ESR o] ®izt=+ dled=zyl |
o] ol = H“°1 E7bs a1t [2,96
> 30 mg/L 2/¥E ESR = 40 mm/

= @Aghol o G- vlo] M 24 2
¢$ Iy Al AR gk A4S 71 8ok E}Etﬂ :
o M 2,61.98]. o] FAEL B
[2,93]. IVIG %] o= ESR & .
AHA 712 [2]°] 71&d Bnx A4 7152 oh&3 2ok

- Y630 g/l
- dEg vEwE
- %&}‘4 0}“1 L/l Xd%‘;@i(ALT)A &

10T} [2,14,93,99-101]. W&
AL o 7 A A W A2
3 = & F7bF giR-Ee KD, 573
o34 7] ol t‘l__]—xgclL} 1 7H Y 1wk oflo}oﬂ/q A A o=
£3}t} [105,106]. Xi?g AT HF =03

KD 9|4 83 ofni=do]aae] o7k ws w{—

[2,12,14,35,102,107].  &ehdo}n 7] 2 (ALT)  ®m opgg,
ofast2 ELtoln | e @ s (AST) 2 vl FEld EAd A E tholA|
(GGD)Y FAE F47] Foll Zsdrta Bag vk Aok (98 BRAZ 715)

A B2
AL o] AlZo) H_TV_H vl Aok

[14,96,98,107]. A% R F5749 A& A=A KD oA =7t 24
4 Ak [108].

““’ 7IeF Astets ol ‘?‘—élii”ﬂ* ool KD oA HuHPAT, o= A%
XUWOE FAHAE @3 A G de] 3} wF SolHeAxm

&t

1.3.9. VIG Fej9) 57

47 AEEEE ey o sk Alolvk(2,14].
A F2EH AMFEAL (IVIG ) = g ol -NkS
Folals A9 vuste] WA HF SR S-S A ARG (2],
2k 85-90%<] KD ﬂx} 571

A¥era[2,14,109], id‘ji %W}Xlsq o] WAty 7 IVIG Fole
Aq7]e A AlRbels FElF YA Y 73S A= ARE M-S F Uk
R, 4 4 ol IVIG NaE Adthd 4 9 mke] wdv|zo|eh=
e v%’*iﬂﬂaﬁ gk IVIG 2| 84kgo] KD o] 5o]&olx ¢k7]
uhoﬂ [110-113], IVIG ®kg2 LagFe] 7|FoZA EFAI7IA gttt
v, IVIG Fuk-goluh A s 9] o) thefaly] wioll [99,114], @ AAES]
27 Bzl ojdgiE AL <Asl: Aol Easlth wIk, IVIG ¢ mibs



Case Definition for Kawasaki disease

One of the fallowing
transitory acho changes:
=caronary artery
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::‘;" e HOf 3 OF ol — m— yentricular {1V) function Three ar mare
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* pericardial effusion crterla
Apd
8 An salburmin £ 30 gL
satisfying at | *anaemia for age
M:f:e of oR e ng andyor ESR splevatian of LT gr AST
follswing: development of | & 40 “piktaas of &
. erythema, induration or g 450,000/ mam’= 7,3"5
wrust formation at site of  —J #UTB:'_’:UEEET s
ious BCG vaccination - L il
pre suring 210 WBC/HPF
oR
aral el probable
perianal or perine)
" gesquamation — Kawasaki disease
ﬁ Incomiplete 2 4 principal features
? docun
g Infant < & months of age, 1-3 principal featureds]
g with = 7 days of —
unexplained fever
A
Treatn
S before A Unexplained fewer for 4 ar 2 principal features
g are days _
Na echo abaormalities of CR? & 30ng/ L and/er ESR Theee ar mare
echa not performed = = 40mm/hr supalemantary laboratary =
oriter
A meomplets 2-3 principal features = possible
—_— P — . 1
? dotumentation of fever Kawasaki disease
= Treatmant with VIG 2 principal features
3 before day 4 of fever E—
& Unaxplained fever for 4 or I No echo abnormalities or Did not have blood tests (and did nat receive treatmant with
mare days with 2-3 prindipal features echa not performed > ViG]
3 presertation after the
acute liness!?
Maotes 1 1 Fewer under 4 days is aoe pied if atleast 4 principa featum s am present AND VIS is ghven priorto day 4 with defervescence; 2. Conjunctisal injection with limbic spasingand non -sxudative. 3. Perp heral changes include erythemaandfor saelling of the palms or
solex; and subsequent peungual desquamation. 4. Rash is nons pedfic, usually invobring trunk, extremities and may have acoentustion in the perin eal orperianalregion. 5. lip changes include erythema, d ryness, fissuring. peeling. aradring, and bleeding. Oral changes indude
2" stowberry ongue”, diffuse enythema of the o rophanyngeal mucosae . 6. Cenvicl ipmphade napatiny ks usually unilateqd and involves one or mane lymph nodes = 1.%om dameter. 7. Ech omrdiographic evdence o f oo mnary arteryaneunsms (CA4) & nat m quired forthis level
of dagnastic certainty, 5 bng as fe above aftera are fulfiled; & Or by other equinalent imaging studies; 8. Highest messuned during acuie phase fe g approémaiely 10 days Fteronset of fever). £58 anly interpretabile i mea ured prior to VES; 10 ALT needs i be & twice
the upperimitaf normail for age; 11. Plaslets ramiy rice in the first week. Generally thro mbo opio sis occurs in second week, with peaicduring week 3. 12 The aarte phase bk from onset of fever (day 1) until ap proemately day 10 following onsetof fever.
Fig. 1. Case definition algorithm with all conditions for all levels of evidence.
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Level 1a [Complete KD}

Presence of 2t least 4 of
the follpwing 5 principal
features:

+ bilateral bulbar
canjunctival infection
without exudateld]

Fewar perssting for 4 ar

rare days' * palymarphaus
exanthem

*+ ehanges In lips and/or
oral

* eefvical
lymphadenopathylt

Fewar perssting for 4 ar
mare diysl

2 of 3 prinigal featares

Incomplete
documentation of fever

Level 1b (Incomplete KD)

+ changes in extremities

——————————

autopsy evidence of

eofanary arery changes
consistant with KD

No eche abnormalities or
echa criteria insufficient
Lo meet eriteria™

Definitive
achacardicgraphic
changes™ of coramary
Artery aneurysms (CAA)
»a) 2 ezore of LAD or RCA
215 0R

definite

*b) coronary arery
features meet JMaH age-
related criteria for
anaurysm

Kawasaki disease
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Table 4
Suggestive echocardiographic features for ‘probable KD

One of the following transitory echo changes:
« Coronary artery dilatation with z-scores of 2-2.5
» Decreased left ventricular function
« Mitral regurgitation
e Pericardial effusion
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Table 5
Impaortant differer

autopsy evidence of
corenary artery changes
consistent with KD

=) Presence of at least 4 of
e —— = the following 5 principal
Typical age an ] features:
distribution 2 * bilateral bulbar
5 conjunctival injection —
= without exudate™® Mo echo abnormalities or
=t Fever persisting for 4 or * changes in extremities’ echo criteria mS#ImclEnt
ﬁ more days!!] * polymorphous fo meet criteria
el
= changes in lips and/or
Fever oral cavitys)
= cervical
lymphadenapathyt® definite
Kawasaki disease
Eyes
Definitive
g — echocardiographic
Extremites Faver pers:;lmg far 4 or changes® of coronary
E fmore gays artery aneurysms (CAA):
E' 2 er 3 principal features "2 7 score Of LAD or RCA
E =25 08
Rach E *b} coronary artery
a Incomplete features meet IMoH age
b documentation of fever related criteria for
E aneurysm
Oral changes
Notes : 1. Fever under 4 days ks accepted If at least 4 principal features are present AND VIG k& given prior to day 4 with defervescence; 2. Conjunctival injection with limbic sparing and dative. 3. ipheral changes includ th and/or swelling of the palms or
soles; and subsequent periungual desquamation. 4. Rash ks non-specific, usually involving trunk, extremities and may have accentuation in the perineal or perianal region. 5. Lip changes include erythema, dryness, fissuring, peeling, cracking, and bleeding. Oral changes Include
Cervical a “straw bemy tongue”, d iffuse erythema of the orop haryngeal mucosae. 6. Cervical lymphadeno pathy ts usually unilateral and involves one or more lymph nodes = 1.5cm dlameter. 7. Echocardiographic evidence of coronary artery aneurysms (CAA) ks not reguired forthis level
Ty deru «of diagnostic certainty, as long as the above criteria are fulfilled; 8. Or by other eguivalent imaging studies; 9. Highest measured during acute phase (e.g, approximately 10 days after onset of fever). ESR only interpretable if measured prior to WI1G; 10. ALT needs to be at twice
ymp the upper limit of normal for age; 11. Platelets rrely rise in the first week. Generally thrombocytosis ocours insecond week, with peak during week 3. 12, The acute phase lasts from onset of fever [day 1) until appreaimately day 10 following onset of fever.

Coronary arter

dilatation Fig. 2a. Case definition algorithm for definite KD (Level 1).
transient
Other @ardiovascular  Pericarditis, myocarditis, Pancarditis common Myocarditis has been Rare but indudes Rare Pericarditis, Myocardial
features valvulitis reported myyocardial dysfunction, pericardial effusion, dysfunction
relative bradycardia myocarditis
Other features lrritable, arthritis, perineal Relatively rare. fulfil criteria for  Mental state Skin rash; post- Abdominal pain, Hacking cough, Coryza,  Irritable; rarely Variable
desquamation, reinflammation KD and for toxic shode changes, strep aou e mnstipation, severe unimmunised child, part  macrophage depending
of recent BCG site syndrome, including shock, coagulopathy, glomerulonephritis  myalgias; haemorrhagic of outbreak, otitis media,  activation on age; may
diarrhoea, CNS and muscle myositis, renal (AGN) manifestations are diarrhoea and pneumonia syndrome include
involvement. possibly more MG dysfuncion unmmmaon (skin- common complications; cardiac
non-responsive than KD petechiae, purpura; rare complications include failure
mucous membranes-  encephalitis or post- hepatitis,
BUS, e staxis, infectious aseplic
menorrhagia; encephalopathy, subacute meningitis
infrequently sderosing panencephalitis
haematuria) shock (S5PE)
Table 5 { mntinued)
Kawasakidisease (KD} Kawasakd disease shock Toxic shock Other group a Dengue Measkes Systemic omset Acute
syndrome syndrame streptococcal juvenile idiopathic  myocarditis
infection infections arthritis (sJIA)
[ scarlet fever)
Characteristic lab ncressed inflammatory As for KD, plus renal impairment, Thrombocytopaenia, Throat culture Thrombocytopaenia Measkes PCK positive on Systemic ESR and
results markers, kucocytasis with thrombocytopasnia, raised Blood culture sterile  positive for group A comman nasopharyngal aspirate  infammation, cardiac
meutraphil i, anaemia, creatinine kinase in staphylocoocal streptocooous; thra mbac ytosis, ENTYMES
ftrans amini tis, sterike pyuria, TEE 5, pyogens eosinophilia during serology andior PCR anaemia, may be
aseptic meningits flood aulture for resalution pasitive an Bkood hyperferritinaamia, abnormal;
streptococcal TS5 ftrans amini tis enieravirus
PCR positive
if wiral
astiology
* Adapted, revized, and expanded from Yanagihara [121].
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Level 2a

Level 2b

Level 2¢

And
satisfying at
least one of

the
following:

One of the following

transitory echo changes:

sCOronary artery

dilatation with z-scores of

225

* decreased left
wentricular {LV) function

= mitral regurgitation

« pericardial effusion

Three ar mare
supplementary laboratory
criteria:

=albumin £ 30 g/L

OR

ia for age
CRP 2 30mg/\ and/or ESR selevation of ALTI or AST

development of

erythema, induration or
crust formation at site of
previous BOG vaccination

| =40mm/hei “platelets of = ]
A50,000/mm? = 7 days
after fever onseti*
=WBC 2 15,000/mm*
=urine =10 WBC/HPF

OR

perianal or perineal
desquamation

Unexplained fever 2 or 3 principal features
perslsting for 4 o more

days

Incomplete =4 principal features

documentation of fever

Treatment with IVIG 3 principal features

before day 4 of fever

No echo abnormalities or
echo criteria insufficient
to meet criteria

CRP 2 30mg/L andfor Three or more

ESR 2 40mm/hri®!

— supplementary laboratary  ——
criteria

probable

Kawasaki disease

Notes : 1. Feverunder 4 days s accepted if at least 4 principal features are present AND IVIG is given prior to day 4 with defervescence; 2. Conjunctival injection with limbic sparing and non-exudative. 3. Peripheral changes include erythema and/or swelling of the palms or

soles and sub

periungual

4. Rash k non-specific, usually involving trunk, extremities and may have accentuation inthe peringal or perianal region. 5. Lip changes include erythema, dryness, fissuring peeling, cracking, and bleeding. Oral changes include

a “strawberry tongue”, diffuse erythema of the oropharyngeal mucosae. 6. Cervical lymphadenopathy 1= usually unilateral and involves one or more lymiph nodes = 1.5cm diameter. 7. Bchocard lographic evidence of coronary artery aneurysms (CAA) ks not required forthis level
of diagnostic certainty, 2 long as the above criteria are fulfilled; 8. Or by other equivalent imaging studies; 9. Highest measured during acute phaze [eg., approximately 10 days afteronset of fever). ESRonly interpretable if measured priorto 1VIG; 10, ALT needs to be at twice
the upper limit of normal for age; 11. Platelets rarely rise inthe first week. Generally thrombo cytosks ocours insecond week, with peak during week 3. 12. The acute phase lasts from onset of fever (day 1) until approximately day 10 following onset of fever.

Fig. 2b. Case definition algorithm for probable KD (Level 2).

3557 @9 A

Qol <6 MLH, 7 4 o} ALHE o] frE & F e
e ar

la 9 Yd4d +8 54 F 1-37H4
18] AL

2T ol A A2 e AN B

CRP > 30 mg/L ¥/¥®+ ESR > 40 mm/h’

N

2 aL

A2EHAA o GAL A2 AL AN B e

&

2 a

CRP > 30 mg/L %/%3= ESR > 40 mm/h’

oz A= e 94
ol slolA 5 7H4 A=

g7 o daeFe Fig.

18] AL

e P E R EXE S R S

N
3

z]

CRP > 30 mg/L ¥/%+= ESR > 40 mm/h’

AT o1 @AY A2 LA A8 B8

CRP > 30 mg/L #/%3= ESR > 40 mm/h’

2a Bitel U F7 49 JE F Ak 374




Infant < & months of age, 1-3 principal feature(s)
with = 7 days of
unexplained fever

Level 3a

Unexplained fever for 4 or 2 prineipal features
more days

Level 3b

Nc echa abnormalities or CRP 2 30mg/L and/or ESR Three or mare
echa not performed = 40mm/hrl? ——| supplementary laboratory ——
criteria

'

possible

Incomplete 2-3 principal features

documentation of fever Kawasaki disease

Level 3¢

Treatment with IVIG 2 principal features
before day 4 of fever

Level 3d

Unexplained fever for 4 or — No eecha abnarmalities or Did nat have blood tests (and did not receive treatment with
2-3 principal features

more days with echo not performed VIG)
presentation after the

acute illness2!

Level 3e

Notes : 1. Fever under 4 days ks accepted I at least 4 principal features are present AND IVIG ks ghven prior to day 4 with defervescence; 2. Conjunctival injection with limbic sparing and non-exudative. 3. Peripheral changes include erythema and jor swelling of the palms ar
soles; and periungual ion. 4. Rash is non-specific, usually involving trunk, extremities and may have accentuation in the perineal or perianal region. 5. Lip changes include erythema, dryness, fissuring, peeling, cracking, and bleeding. Oral changes include
a2 “strawberry tongue”, diffuse erythema of the oropharyngeal mucosae. 6. Cervical lymphadenopathy ks usually unilateral and involves one or more lymph nodes = 1.5cm diameter. 7. Echocardiographic evidence of coronary arteryaneurysms (CAR) is not required for this level
of diagnostic certainty, as long as the above criteria are fuffilled; 8. Or by other equivalent imaging studies; 9. Highest measured during acute phase (eg., approximately 10 days after onset of fever). ESR only interpretable if measured prior to VIG; 10. ALT needs to be at twice

the upper limit of normal for age; 11. Platelets rarely rise in the first week. Generally thrombocytosis occurs in second week, with peakduring week 3. 12, The acute phase lasts from onset of fever (day 1) unti| ap proximately day 10 fo llowing onset of fever.

Fig. 2c. Case definition algorithm for possible KD (Level 3).
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