	The diagnosis of HLH can be established if one of either 1 or 2 below is fulfilled by:*

	(1) A molecular diagnosis consistent with HLH

	(2) Diagnostic criteria for HLH fulfilled (5 out of 8 criteria below)

	Criteria
	Hospital Day 1 (Admission)
	Hospital Day 12

	(A) Initial Diagnostic Criteria
	
	

	1)  Fever:  Peak temperature > 38.5oC for 7 or more days
	Absent
	Present

	2)  Splenomegaly:  Spleen palpated >3cm below left costal margin
	Absent
	Present

	3)  Cytopenia involving 2 or more cell lines:

Hemoglobin < 9.0 g/dL, or

Platelets < 100,000/μL, or

Absolute neutrophil count < 1,000/μL
	9.4 gm/dL

114,000/μL

7,100/μL
	8.7 gm/dL

79,000/μ/L

340/μL

	4)  Hypertriglyceridemia or hypofibrinogenemia:  Fasting triglycerides > 2.0 mmol/L, or more than 3 standard deviations  above the normal range for age or Fibrinogen <1.5 g/L, or more than 3 SD below the normal value for age


	Not Done
	Serum triglycerides (random): 226 mg/dL

Serum fibrinogen:

267 mg/dL

	5)  Hemophagocytosis:  Demonstrated in bone marrow, spleen, or lymph node with no evidence for malignancy
	None
	Present in cerebrospinal fluid

	(B) New Diagnostic Criteria
	
	

	a)  Low or absent natural killer cells 
	Not done
	Absent NK cell activity

	b)  Serum ferritin level >500 μg/L
	Not done
	3,595 μg/L

	c)  Soluble IL-2 receptor > 2,400 U/mL
	Not done
	11,000 U/mL


Table 1 online only.  Diagnostic Criteria for Hemophagocytic Lymphohistiocytosis (HLH) with Patient Laboratory Values on Admission and on Hospital Day 12
*From Henter JI, et al. Pediatr Blood Cancer 2007; 48:126.
