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Abstract

The incidence of Kawasaki disease in Korea is the second highest in the world after Japan. However,
Korea does not have its own clinical guidelines and relies on the clinical guidelines of the American
Heart Association (AHA) and Japanese Circulation Society (JCS). The primary reason why Korea
needs its own clinical guidelines is to reduce confusion in clinical practice. The unique nature of
Korea's clinical environment and racial differences are additional factors that necessitate guidelines.
The issues that need to be resolved to finalize Korea's own guidelines are discussed in this paper.
Bacille Calmette-Guérin inoculation site reactions will likely have diagnostic value beyond the
limitations of being considered part of a rash. Korea's high level of diagnostic urgency should be
reflected in the criteria for diagnosing incomplete presentation. A model should be developed to
predict patients with worsening outcomes, such as coronary aneurysm development or primary
treatment refractoriness, to facilitate intensification of initial therapy. Efficient secondary treatment
methods should also be explored, and a consensus should be reached on the appropriate dose of
aspirin for acute phase treatment. It is also necessary to establish a classification system for the extent
of coronary artery involvement that is essential for a long-term follow-up. The newly developed
Korean clinical guidelines will facilitate easier and more unified clinical practice and consultations
with patients and their caregivers. To achieve this, nationwide data collection and analysis will also
be necessary.

Keywords: Bacille Calmette-Guérin; Guideline; Kawasaki Disease; Mucocutaneous Lymph Node
Syndrome; Pediatrics
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ZFAZ | APRASHE F7bof| A Aok AT 9] ZHY Ejt HA A Ao R, ShoA 9]
I E2 Ao o]o] AA A F HARE =rH1]. EA e=olA= SAARI A= A Zo] glom,
AHA (American Heart Association) -2 JCS (Japanese Circulation Society)ol A 3gt Z
& AREZ(2.3] Farsto] g7} o] R 1L ek, ko =AHAQl A& A o] TR of
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St =0l A Tt A& o] firt. 11 R 9] SA= AAE, AHA X33} JCS A Fo] =&
HHA A K gof| 4] E&to] Rlof gom o]9] sfdo] sy Helth= 71‘30]‘:}. A=, =
o] A A vy oA et thE Sol4dEo] Stk Aot dlE &0, gh=ollA=
41230} Aol BCG (Bacille Calmette-Guérin) FH&o] AHH2g2] £ woﬂ w2, A9 o9
glo] o]FofA| 3L QUTH4]. ERY, Fh=of 4] Z7EpA | O] A &2 0] B ZH4 stofl H]
WA He o]FojR| 1L QUrt. HokR 9, Fu] Ao H|g] 4 51F 4
= ] 13 A 87F Al 9}‘: A0 & HRITHS5,6l. 181, o] X8 &3] A& °oF
A Aol Wol A AZFHFAAE7FA(Health Insurance Review and Assessment Service,
HIRA)Y Aok A3 F= B Ql= E40] itk AR E Q1A Aol 7hA L &
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1) BCG inoculation site reaction] ZIEHX Jjx|

7FA1HE Y] g A= Ao wE A8 Table 10 AlAI=] o] QltH2,3]. JCS 719
8%, BCG AF F919 d3o] ¥xl 7|&S WEA7|= 222 ZgE o] Sltt BCG HE +
9] FH L it gstrAboA] HA| A1) 40.8%49.9% FEE BAECHL,12]. 183,
18-20711¢ ||qke] ot 23t of A AG ol A= 70% oo 4% = ATHI2,13].
F8 A 7129 sl A5 dxd v B¢ 5Y oqf“j'tﬂoﬂfﬂ 60% v]Fro A qt Fake] o
Z BCG H%F 9 o] vjsj w17} Wri12,13]. BCG AF 59 ¥4 o] Ak 71x)&= 1t
A2 B0l 2 22, 20714 et 8] A9 A 9] shhe 191 4 g

AN
E}b Al}te] qlof k12, 20201 JCS A& Ao BCG HE #-91 &ao] A 7|0l 23
© ol ojo] Anz HolHch. Jeut A9 shte) Agos SAE e, 1 Ak
Table 1. Diagnostic criteria for Kawasaki disease
AHA 2017 JCS 2020
(Fever and 2 4 of 5) (25 of 6)
Fever Fever
- Erythema and cracking of lips, strawberry tongue, and/or - Bilateral bulbar conjunctival injection
erythema of oral and pharyngeal mucosa
- Bilateral bulbar conjunctival injection without exudate - Changes to the lips and oral cavity
- Rash - Rash (including BCG injection)
- Erythema and edema of the hands and feet in acute phase and/ - Changes in the peripheral extremities
or periungual desquamation in subacute phase
- Cervical lymphadenopathy (= 1.5 cm diameter), usually unilateral - Nonsuppurative cervical lymphadenopathy
AHA: American Heart Association; JCS: Japanese Circulation Society; BCG: Bacille Calmette-Guérin.
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A 747} A & B7bEls A0 & Koz itk o] A A3} BCG HE H-9) Wy
A ol mtsto] ofef thE A FEE0 A0 ATH13). E3H HEH o= uR 431t 3
m 5%, 33 3, @ 9 J@olPte 36 AAE Yo BCG FE F9 2H & cyto-
kine /g°] B ¥l Hol5/3 HM3E Hole Apolo] Q= Ao FEA QUrH14l & A7t
£ BCG ¥ 591 EAo] ¥ o= = A o] AT /& =g sl A
=019 tiige] & 4= A F27t 7]t
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29 We] 1.2 1A BAte] 20%-25% AER YEA ATHIGL 2ao] B v
2 ofs} 247} ol 20l RS AW R, 2009-20174 717t ot 2l7ke] 3% 25%(19),

Table 2. Diagnosis of incomplete presentation

AHA 2024 updated

Children with fever 2 5 days and 2 or 3 compatible clinical criteria OR infants with fever for = 7 days without other explanation
Compatible laboratory or echocardiographic findings

+ CRP 2 3.0 mg/dL and/or ESR = 40 mm/hr

+ 3 or more laboratory findings
1) Anemia for age

2) Platelet count of > 450,000 after the 7" day of fever

3) Albumin < 3.0 g/dL

4) Elevated ALT level

5) WBC count of > 15,000 /mm®
6) Urine = 10 WBC /hpf

« Z score of left anterior descending coronary artery or right coronary artery > 2.5

+ Or 2 3 other suggestive features exist, including decreased left ventricular function, mitral regurgitation, pericardial effusion or Z scores in LAD or RCAof 2t0 2.5

JCS 2020

+ The presence of 3 of 6 clinical features with coronary artery dilation and the exclusion of other febrile illnesses

+ The presence of 3 or 4 principal clinical features without coronary artery dilation but with features from the list of “Other significant clinical features”

+ Incomplete KD may be considered in the presence of < 2 principle clinical features after excluding other diagnoses

AHA: American Heart Association; CRP: C-reactive protein; ESR: erythrocyte sedimentation rate; ALT: Alanine Aminotransferase; WBC: white blood cell; hpf: high power
field; LAD: left anterior descending coronary artery; RCA: right coronary artery; JCS: Japanese Circulation Society; KD: Kawasaki disease.
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7MY 8 TS & g AAY WeHRe HAoltt. HY S2EY AR
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5 89 96, A8 A 9F 801S 2= 2 0E d3d FAES R 14} A& F3E
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HZ T oS 22 Son et al.of] 2Jsto] W3H ZoltH22]. Son et al.o] REl=
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Table 3. Definition of risk level in long-term management

Classification AHA guideline

JCS guideline

| No involvement at any timepoint (Z score always < 2)
I Dilation only (Z score 2 to < 2.5)

1] Small aneurysm (Z score 2 2.5 to < 5)
3.1 Current or persistent
3.2 Decreased to dilation only or normal luminal dimension

\% Medium aneurysm (Z score 2 5 to < 10, and absolute dimen-

sion <8 mm)
4.1 Current or persistent
4.2 Decreased to small aneurysm
4.3 Decreased to dilation only or normal luminal dimension

\ Large and giant aneurysm (Z score = 10, or absolute dimension

>8 mm)
5.1 Current or persistent
5.2 Decreased to medium aneurysm
5.3 Decreased to small aneurysm
5.4 Decreased to dilation only or normal luminal dimension

No dilated lesions
Transient dilation in the acute phase (normalized by 30 days after onset)

Residual aneurysm formation equivalent to or greater than dilatation > 30
days, normalized by 1 year after onset

Residual unilateral or bilateral coronary artery aneurysm at coronary
angiography more than 1 year later

Coronary artery stenosis at coronary angiography
(a) No ischemic findings
(b) Ischemic finding

AHA: American Heart Association; JCS: Japanese Circulation Society.
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