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We read with great interest the paper entitled “Macrophage activation syndrome in Kawasaki disease: more common 

than we thought?” by Wang W et al. [1], which brought attention to the underestimated incidence of macrophage 

activation syndrome (MAS) complicating Kawasaki disease (KD). The incidence of MAS in children with KD was 1.1% 

(8/719). The authors described the clinical and laboratory findings of KD patients with MAS and compared two 

diagnostic standards: the hemophagocytic lymphohistiocytosis (HLH) 2009 criteria, and Ravelli’s diagnostic criteria for 

MAS complicating systemic juvenile idiopathic arthritis (sJIA). As shown in their results, the HLH 2009 criteria had low 

sensitivity and specificity for the diagnosis of MAS complicating KD. We entirely agree with their opinion that Ravelli’s 

criteria have better accuracy for MAS diagnosis in children with KD and those with sJIA, and should be utilized for the 

diagnosis of MAS complicating KD.  

All patients received the standard treatment for KD, but only one patient responded to the first infusion of 

intravenous immunoglobulin (IVIG). We remain curious, however, about how many of the 719 KD patients remained 

refractory to the second IVIG infusion. In another study, approximately 4% of children with KD remained refractory to 

this second infusion [2], and the incidence of MAS complicating KD was 1.1% in their study. Thus, it can be assumed 
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