
 
 
 

 
 

Clinical Guidance 
 

Kawasaki disease 
 
Summary 
This guideline includes therapy and follow up including investigations 
(echocardiography, MRI). 
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Kawasaki disease (previously known as mucocutanous 
lymphnode disease) 
(Cardiac follow up based on the recommendations of the American 
Heart Association published 2004: Paediatrics 2004; 114: 1708-1732 and guidelines 
of the Japanese Circulation Society, Circ J 2014;78:2521-2562). 
 
Description: 
KD one of the most common vasculitides of childhood and is the commonest 
acquired heart disease in children in developed countries. It is typically a self-limited 
condition, with fever and manifestations of acute inflammation lasting for an average 
of 12 days without therapy. However, complications such as coronary artery (CA) 
aneurysms, depressed myocardial contractility and heart failure, myocardial 
infarction, arrhythmias, and peripheral arterial occlusion may develop and lead to 
significant morbidity and mortality. 
 
Endemic and epidemic, cause yet unknown, symptoms, seasonality (commonest 
during winter months) etc. suggest a transmittable disease. Laboratory findings point 
to an inflammatory process, immune response oligoclonal (single antigen?). Genetic 
contribution to increased risk. 
 
Systemic vasculitis (Coronary arteries in autopsy involved in 100%).  
Histologic changes include oedema of all layers of the arteries, influx of neutrophils. 
Destruction of internal elastic lamina. 
Progressive fibrosisprogressive stenosis possible. 
Aneurysmal rupture due to high shear stress. 
 
Typical symptoms:  

1. Fever 
2. Conjunctivitis - bilateral nonexudative  
3. Mucositis - erythema of lips and mucosa 
4. Rash 
5. Cervical lymphadenopathy – cervical, >1cm, but is least consistent feature, 

absent in ⅓ to ½ of cases 
6. Changes in extremities (erythema of palms, digital swelling, desquamation of 

fingers 2nd-3rd week of illness)  
7. Irritability  
 

Diagnosis: 
- Fever ≥ 5 days, typically spiking >39°C unresponsive to antipyretics and broad 
spectrum antibiotics. 
- ≥ 4 of 5 symptoms. 
- In the presence of coronary anomalies the diagnosis can be made with less than 5 
typical symptoms. 
 
Additional clinical non-cardiac findings:  

 irritability 
 gall bladder hydrops 
 diarrhoea 
 vomiting 
 facial nerve palsy 
 hearing loss (rarely persistent) 
 

 

Kawasaki Disease v3.0 Page 2 of 7 
Effective from November 2015 - November 2018 



Laboratory findings (=supplemental laboratory criteria. There is no diagnostic 
laboratory test): 

 Leucocytosis in 50% 
 ESR  
 CRP  
 Transaminases mildly elevated in 40% 
 Sterile pyuria possible 
 Cerebral fluid pleocytosis possible 
 Thrombocytosis usually after 1st week 

 
Cardiac findings: 

 Coronary artery aneurysms in 15-25% of untreated children 
 Other arteries occasionally involved 
 Myocardial infarction, ischemic heart disease and death possible 
 Myocarditis possible, in autopsies and biopsies 50-70% 
 Valvar regurgitation, especially MR due to papillary muscle malperfusion. 

Life threatening. 
 
Cardiac investigations: 

 Echocardiography should not delay treatment, but should not be delayed 
either (see flowchart below) 

 Important to do early as a baseline (see flowchart) 
 

 
 

(acc. to Paediatrics 2004; 114: 
1708-1732) 
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Echocardiography to look for: 
 Coronary aneurysms (for Z-scores of coronaries see below, to be used by 

Paediatric Cardiology) 
 Mitral regurgitation 
 Global function 
 Echocardiography to be repeated frequently (i.e. 1/week) as long as findings 

change, and inflammatory activity persists. Otherwise repeat after 6-8 weeks. 
 
 

 
 
ECG to look for: 

 Myocardial ischaemia/infarction 
 To be repeated with echo (see above) 

 
Further investigations to be discussed with consultant: 

 MRI: Aneurysms, perfusion profile 
 Nuclear perfusion scans, stress test 
 Cardiac catherisation (allows to visualise coronaries over their full length) 

 
Treatment: 
Medical: 

 Admission typically under General Paediatrics. Echocardiography and 
cardiac review by Paediatric Cardiology. 

 Aspirin 80-100mg/kg in 4 doses with protection (omeprazole), reduced to 
3-5mg/kg/day once the fever subsides. If fever is ongoing for >14 days, 
discuss with paediatric ID regarding further treatment.  

 Intravenous immunoglobulin G infusion (IVIG): 2g/kg as single dose, 
ideally in the first 10 days of illness (to prevent coronary aneurysms). 
Early treatment before day 5 of fever not recommended - doesn’t appear 
to reduce rate of arterial disease but may increases rate of initial 
treatment failure and need for repeat immunoglobulin 

 If initial IVIG treatment fails (fever continues 48 hours after treatment): 
Discuss the following options with paediatric ID: 

o repeat IVIG 
o Methylprednisolone 10-30 mg/kg IV for 3 days, then prednisolone 

2 mg/kg OD orally for another 4 days or until CRP normalises. 
Wean over 2-3 weeks. Only after discussion with consultant. 

 In case of aneurysms: Consider clopidogrel as add on (1mg/kg/day, max. 
75mg), low molecular heparin, warfarin; refer to paediatric haematology to 
guide. 
Intervention: (rarely needed in case of coronary stenosis or aneurysm 

thrombosis) 
 Balloon angioplasty (cave neo-aneurysm formation) 
 Rotational ablation 
 Surgical bypass 
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Long term follow up (see flowchart) and treatment: 
1 Patients without coronary changes at any stage: 

 No antiplatelet therapy after 6-8 weeks 
 No restriction of physical activity 
 Re-assess every 5 years (ECG) 

2 Patients with transient coronary ectasia: 
If resolved during 6 weeks after onset: 

 No antiplatelet therapy after 8 weeks 
 No restriction of physical activity 
 ECG after 3 – 5 years  

3 Patients with transient coronary ectasia or aneurysms: 
3a If resolved >6weeks: 

 No antiplatelet therapy after 8 weeks 
 No restriction of physical activity 
 Re-assess every 3 years (ECG, echocardiography) 
 MRI incl. late enhancement after 3-6 months. Stress test depending on 

results. 
 Exercise test when old/tall enough 
 

3b Patients with solitary small to medium (>3mm - <6mm, Z-score 3-7) coronary 
artery aneurysm:  

 Long term antiplatelet therapy (usually aspirin), at least until the aneurysm 
regress 

 No contact sport. (Blunt chest trauma might lead to rupture- evidence level 
C). No other restriction of physical activity. 

 Re-assess every year (Echo, ECG) 
 Exercise test when old/tall enough, repeat every 2-3 years  
 MRI incl. stress-test (if exercise test not possible, not necessary if exercise 

test negative) and late enhancement after 3-6 months, repeat every 2-3 years 
 Coronary angiography if myocardial ischemia demonstrated by stress test. 

 
3c Patients with large coronary artery aneurysms (>6mm) or multiple complex 
aneurysms without obstruction: 

 Long term antiplatelet therapy (usually aspirin). Warfarin, target INR 2-2.5. 
 No contact sport. No other restriction of physical activity. 
 Re-assess every ½ year (Echo, ECG) 
 Exercise test when old/tall enough, repeat every 1-2 years 
 MRI incl. stress-test (if exercise test not possible, not necessary if exercise 

test negative) and late enhancement after 3-6 months, repeat every 1-2 years 
 Coronary angiography if myocardial ischemia demonstrated by stress test. 
 Cardiac catheterisation incl. coronary angiogram 6-12 months after acute 

illness and in case of suspected myocardial ischemia (ECG, imaging), in case 
of acute chest pain 

 Females: reproductive counselling (Warfarin-related) 
 
3d Patients with coronary artery obstruction (confirmed by angiography): 

 Long term antiplatelet therapy. Warfarin, target INR 2-2.5. 
 Restriction of physical activity related to stress test. No contact sport. 
 Consider β-blockers, ACE inhibitors, Ca-antagonists to prevent heart failure 
 Re-assess every ½ year (Echo, ECG) 
 Myocardial perfusion imaging incl. stress test every year. Coronary 

angiography if myocardial ischemia demonstrated by stress test. 
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 Cardiac catheterisation incl. coronary angiogram 6-12 months after acute 
illness and in case of suspected myocardial ischemia (ECG, imaging), in case 
of acute chest pain 

 Females: reproductive counselling (Warfarin-related) 
 

Medical issues for discussion at follow-up include 
 Immunisations – timing post immunoglobulins 
 Varicella exposure on aspirin 
 Use of ibuprofen can interfere with antiplatelet action of aspirin 
 Vaccinations should be deferred by at least 3 months after IVIG treatment. 
 If vaccinations given within 3 months after IVIG treatment. Discuss with ID 

consultant regarding either re-vaccination or bloods for immunoresponse-
levels. 

 
In case of recurrence, discuss with paediatric ID need for follow up. 
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