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Abstract. Kawasaki disease (KD) is an acute, self-limited febrile vasculitis of 

unknown precise etiology that predominantly affects children under 5 years and is 

the leading cause of acquired heart disease in children in developed countries. 

Early recognition and timely treatment with intravenous immunoglobulin (IVIG) 

markedly reduce the risk of coronary artery abnormalities. This article reviews 

current understanding of etiopathogenesis, clinical presentation, diagnostic 

approach (including classic and incomplete KD), important differential diagnoses, 

evidence-based acute and refractory treatment strategies, and follow-up 

recommendations including cardiac surveillance. 

 

 

 

Introduction 

Kawasaki disease is an acute medium-vessel vasculitis 

that predominantly affects infants and young children (peak 

6 months–5 years). Untreated KD leads to coronary artery 

dilation and aneurysm formation; appropriate therapy given 

early (ideally within the first 10 days of illness) reduces 

coronary complications from ~25% to ≈3–5%. Epidemiology 

varies by region with highest incidence in Japan and East 

Asian ancestry. 

Etiopathogenesis 

KD arises from an interplay of genetic susceptibility and 

immune response to infectious or environmental triggers. 
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Activation of innate and adaptive immunity leads to 

endothelial damage and systemic vasculitis. Cytokine release 

(IL-1, IL-6, TNF-α), neutrophil infiltration, and subsequent 

remodeling result in coronary artery aneurysms. The exact 

trigger remains unidentified. 

Clinical Features 

Classic KD is diagnosed clinically and characterized by 

fever lasting ≥5 days plus ≥4 of the following: 1) bilateral 

non-exudative conjunctivitis, 2) changes in oral mucosa 

(strawberry tongue, cracked lips), 3) polymorphous rash, 4) 

changes in extremities (erythema, edema, desquamation), and 

5) cervical lymphadenopathy. Other findings include 

irritability, arthritis, GI symptoms, and myocarditis. 

Diagnosis 

Diagnosis is clinical. Classical KD requires fever ≥5 

days and ≥4 principal features. Incomplete KD should be 

suspected in children with prolonged fever and <4 features 

but elevated CRP/ESR or abnormal echocardiogram. Laboratory 

findings: leukocytosis, thrombocytosis, elevated ESR/CRP, 

hypoalbuminemia, and elevated liver enzymes. Echocardiography 

is essential to assess coronary artery involvement. 

Differential Diagnosis 

Includes scarlet fever, measles, adenovirus infection, 

toxic shock syndrome, systemic-onset juvenile idiopathic 

arthritis, and multisystem inflammatory syndrome in children 

(MIS-C). Distinguish by lab results, exposure history, and 

echocardiographic findings. 

Treatment 

1. IVIG: 2 g/kg single dose over 10–12 hours is first-

line therapy; ideally within 10 days of illness onset. 

2. Aspirin: High-dose (30–80 mg/kg/day) during acute phase, 

then low-dose (3–5 mg/kg/day) for 6–8 weeks. 

3. Corticosteroids: For high-risk or IVIG-resistant cases. 

4. IVIG-resistant KD: Second IVIG dose, infliximab, or 

corticosteroids may be used. 5. Supportive: Cardiac 

monitoring, hydration, and management of complications. 

Complications 

Coronary artery aneurysm or dilation is the most 

significant complication. Others include myocarditis, 

pericarditis, valvular dysfunction, and arrhythmias. Risk 

increases with delayed treatment and young age (<6 months). 

Medical Follow-up 

Follow-up depends on coronary status: 

– No coronary changes: Echocardiography at 2 and 6–8 
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weeks. 

– Mild dilation: Continue aspirin, periodic 

echocardiography. 

– Large aneurysm: Lifelong cardiology care, antiplatelet 

+ anticoagulation. Live vaccines should be postponed for ~11 

months after IVIG. 

Conclusion 

Kawasaki disease is a clinical diagnosis requiring early 

recognition and prompt IVIG therapy to prevent cardiac 

complications. Comprehensive follow-up and multidisciplinary 

care ensure favorable long-term outcomes. 
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