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Macrophage Activation Syndrome as the Extreme Form of Kawasaki Disease

Hyoun—Jin Park, M.D., Yoon—Jeong Cho, M.D., E-Young Bae, M.D., Ui—Yoon Choi,

M.D.
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Few cases of macrophage activation syndrome (MAS) or reactive hemophagocytic lymphohistiocytosis (HLH) during the
acute febrile phase of Kawasaki disease (KD) have been reported, We report on a case of a 19 month—old girl with MAS
or reactive HLH during the course of KD, Despite immunoglobulin and steroid therapy, she showed persistent fever with
hepatosplenomegaly and evidence of hemophagocytosis in the bone marrow, A high index of suspicion for clinical features
associated with MAS is necessary for KD patients in order to provide appropriate treatment, (Korean J Pediatr Infect Dis

2010;17:177-181)
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Table 2. Dlagnostlc Crlterla for Macrophage Activation
Syndrome (MAS)"

List of Clinical and Laboratory Criteria for MAS

Fever
Splenomegaly
Cytopenias =2 cell lines

Hemoglobin <9.0 g/dL

Platelets <100,000/uL

Neutrophils <1,000/uL
Hypertriglyceridemia or hypofibrinogenemia

Fasting triglycerides »>265 mg/dL

Fibrinogen <150 mg/dL
Ferritin >500 ng/mL
Soluble interleukin=2 receptor (sCD25) »2,400 U/mL
Decrease or absent natural killer cell activity
Hemophagocytosis (increased in bone marrow, liver,
lymph nodes)

Supportive evidence includes cerebral symptoms with mode-
rate pleocytosis and/or elevated protein, elevated liver enzymes,
bilirubin, and LDH

In order to be diagnosed with MAS, patients must meet 5
out of 8 clinical and laboratory criteria

Table 1. Laboratory Findings for the Patient with Macrophage Activation Syndrome (MAS)

HD #1 HD #5 HD #15 HD #22 2 months later

WBC count (/ulL) 14,000 20,600 12,100 12,400 8,700
Hemoglobin (g/dL) 12.3 10.3 8.7 8.8 12.2
Platelet (/uL) 216,000 134,000 68,000 915,000 450,000
ESR (mm/hr) 24 30 64 12 4
CRP (mg/L)° 133 201.5 72.9 1.1 0.5
AST/ALT (IU/L) 83/43 124/62 964/1,099 28/91 30/42
LDH/CPK (IU/L) 1,098/137 1,291/36 3,271/54 519/30 419/21
Ferritin (ng/mL) - 1,059 57,100 2,990 14
Triglyceride (mg/dL) - 388 272 290 39
Fibrinogen (mg/dL) - 191 175 220 280

Abbreviations : HD, hospital days
“normal <5 mg/L
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Fig. 1. Bone marrow aspirate smears of hemophago-
cytic lymphohistiocytosis demonstrating increased his-
tiocytes with hemophagocytosis (Wright-Giemsa stain,
x1,000).
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