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Clinical Analysis of 37 Cases of Hemophagocytic Syndrome in Children
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ABSTRACT Objective: To analyze the pathogen, clinical manifestation, laboratory results, treatment and prognosis of
hemophagocytic syndrome (HPS) in children. Methods: The clinical data of 37 cases of hemophagocytic syndrome in children were
retrospectively analyzed. Results: HPS was diagnosed in 37 children (24 boys and 13 girls), aged from 2 months to 9 years. 5 cases
(13.5%) were familial hemophagocytic lymphohistiocytosis (FLH), while 32 children with HPS were secondary (16 cases were infected
with Epstein Bart virus, 7 cases with cytomegalovirus and 9 cases with other etiopathogenisis). All children had fever and most of the
children had hepatosplenomegaly, leucocytopenia, low albumen,
hypertriglyceridemia, high ALT, high AST, high LDH and high SF. 4 of the 5 children with FLH died, and 1 gave up treatment. 20

children were improved(17 cases were cured and 3 were undergoing treatment), 10 cases succumbed (7 could not be administrated after

low haemoglobin, thrombocytopenia, hypofibrinogenemia,

treatment and 3 gave up) and 2 cases relapsed. 12 children (9 affected with EBV) had no improvement. The improvement rate in familial
group was significantly lower than that of the acquired group (X*=5.30, P<0.05). And the improvement rate in EBV infection group was
lower than that in non-EBV infection group in the children with acquired hemophagocytic syndrome (X*=4.80, P<0.05). Conclusion:
Prompt diagnosis of HPS in children and identify the cause may be of great importance to the treatment and prognosis of HPS.
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Table 1 Clinical manifestation and laboratory results of HPS

EBV infected CMYV infected Familial reason Other reasons Total
Clinical characters
(n=16, %) =7, %) (n=5, %) (n=9, %) (n=37, %)
16(100) 7(100) 5(100) 9(100) 37(100)
Fever>38.5C
14(87.5) 6(85.7) 5(100) 5(55.6) 30(81.1)
Hepatomegaly Splenomegaly
15(93.8) 6(85.7) 5(100) 6(66.7) 32(86.5)
Lymphadenopathy
Rash 13(81.3) 4(57.1) 4(80) 3(33.3) 24(64.9)
as
) 6(37.5) 0(0) 2(40) 1(11.1) 9(24.3)
Bleeding
) 9(56.3) 0(0) 3(60) 1(11.1) 13(35.1)
Jaundice
11(68.8) 6(85.7) 3(60) 3(33.3) 23(62.2)
Edema 8(50) 2(28.6) 3(60) 2(22.2) 15(40.5)
WBC reduction
) 14(87.5) 3(42.9) 3(60) 5(55.6) 27(73.0)
RBC reduction
11(68.8) 3(42.9) 5(100) 6(66.7) 25(67.6)
HB <90 g/l
) 11(68.8) 6(85.7) 5(100) 6(66.7) 28(75.7)
Thrombocytopenia 13(81.3) 4(57.1) 3(60) 5(55.6) 25(67.6)
N<1.0x 1071
) 12(75) 3(42.9) 3(60) 5(55.6) 23(62.2)
ESR elevation
3(18.9) 2(28.6) 2(40) 1(11.1) 8(21.6)
ALT elevation
) 13(81.3) 6(85.7) 3(60) 4(44.4) 26(70.3)
AST elevation
14(87.5) 6(85.7) 4(80) 5(55.6) 29(78.4)
TBA elevation
) 10(62.5) 3(42.9) 5(100) 3(33.3) 21(56.8)
TB elevation
) 11(68.8) 6(85.7) 3(60) 3(33.3) 23(62.2)
DB elevation
11(68.8) 6(85.7) 3(60) 3(33.3) 23(62.2)
LDH elevation
) 16(100) 6(85.7) 5(100) 8(88.9) 35(94.6)
AKP elevation 9(56.3) 6(85.7) 3(60) 3(33.3) 21(56.8)
TG= 3.0 mmol/Il
) ) 9(56.3) 6(85.7) 3(60) 5(55.6) 23(62.2)
Hypoproteinemia
) 11(68.8) 3(42.9) 5(100) 4(44.4) 23(62.2)
PT elevation
14(87.5) 4(57.1) 5(100) 4(44.4) 27(73.0)
APTT elevation
14(87.5) 4(57.1) 5(100) 4(44.4) 27(73.0)
FIBS 1.5 g/l
) 14(87.5) 4(57.1) 5(100) 4(44.4) 27(73.0)
CRP elevation
14(87.5) 6(85.7) 5(100) 8(88.9) 33(89.2)
Ret elevation
0(0) 0(0) 0(0) 2(22.2) 2(5.4)
Ferritinz 500 pg/l
) ) 15(93.8) 3(42.9) 5(100) 4(44.4) 27(73.0)
Transferrin reduction
) 3(18.9) 0(0) 2(40) 1(11.1) 6(16.2)
Hemophagocytic
16(100) 7(100) 5(100) 9(100) 37(100)
Improvement cases
7(43.8) 6(85.7) 0(0) 7(77.8) 20(54.1)
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Table 2 Comparison of the Clinical manifestation and laboratory results between familial and acquired HPS

Clinical manifestation Familial group(n=5, %) Acquired group(n=32, %) X2 P
Fever>38.5C 5(100) 32(100)

Hepatomegaly 5(100) 25(78.1) 0.300 0.584
Splenomegaly 5(100) 27(84.4) 0.061 0.805
WBC reduction 3(60) 24(75) 0.026 0.872
HB <90 g/l 5(100) 23(71.9) 0.644 0.422

Thrombocytopenia 3(60) 22(68.8) 0 1.0

TG= 3.0 mmol/l 3(60) 20(62.5) 0 1.0
Reduced albumin 5(100) 18(56.3) 1.905 0.168
FIB< 1.5 ¢/ 5(100) 22(68.8) 0.850 0.357
Ferritinz 500 g/l 5(100) 22(68.8) 0.850 0.357
ALT increased 3(60) 23(71.9) 0 0.989
AST increased 4(80) 24(75) 0 1.000
LDH increased 5(100) 30(93.8) 0 1.000
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