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Background: DIC has been shown to correlate with increased mortality in both sepsis and 
hemophagocytic lymphohistiocytosis (HLH). Although the two conditions share overlapping clinical 
features, HLH patients have worse outcomes overall than patients admitted to PICU with sepsis. It is not 
known whether DIC develops by a similar pathophysiologic process or impacts mortality similarly in HLH 
and sepsis. We hypothesize that patients with HLH who develop DIC will have a higher rate of mortality 
compared to septic patients with DIC. 

  

Materials/Methods: Retrospective chart review was performed for 43 patients with HLH diagnosed 
between 2005-2012 and for 192 PICU encounters for sepsis between January 2017 and April 2018. HLH 
patients were identified through an existing database. Septic patients were identified by EMR query 
using diagnostic codes for "sepsis" and "septic shock." DIC was diagnosed based on International 
Society on Thrombosis and Hemostasis (ISTH) criteria. Mantel-Haenszel testing was used to compare 
the impact of DIC on mortality between the sepsis and HLH groups. Fisher Exact test was used to 
evaluate the association between underlying diagnosis (HLH vs sepsis) and mortality among all patients 
with DIC. Data are reported as odds ratio (OR) [95% confidence interval]. 

  

Results: Overall mortality was 25 (13%) for sepsis and 21 (49%) for HLH. DIC was present in 21% of 
sepsis encounters and in 81% of HLH patients. Mortality odds ratio (OR) for DIC in sepsis was 8.0 [3.0 - 
22.4] p<0.0001, compared to OR of DIC in HLH of 12.6 [1.5 - 602] p=0.01 (Mantel-Haenszel test). There 
was no significant heterogeneity between sepsis and HLH groups (Woolf test for homogeneity, p=0.46). 
Among all patients with DIC, the impact of HLH vs sepsis on mortality was not statistically significant (OR 
2.57 [0.94 - 7.3] for HLH vs sepsis, p=0.07, Fisher's Exact test). All sepsis patients with DIC who died 
had pre-existing conditions (oncologic, genetic, solid organ transplant, or BMT). 

  

Conclusions: DIC is associated with significantly increased risk of mortality in both sepsis and HLH. 
Though the correlation between DIC and mortality may be stronger in HLH than sepsis, the difference 
was not significant in this study. This leads to the broader question of whether DIC develops by a similar 
pathophysiologic process between sepsis and HLH. 

 


