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Figure 1 Pathogenesis and pathophysiology of hemophagocytic syndrome
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et al. Epstein-Barr virus-associated hemophagocytic syndrome

Improving Survival of Acquired Thai Adult Non-malignant Hemophagocytic

Syndrome : Analysis From 10 Patients During 1999-2011

Tanomsri Srichaikul, MD. M.Sc med (Penn)

Abstract : The author analyzed 10 adult acquired non-malignant hemophagocytic syndrome (HPCS) patients
during 1999-2011. The result showed that 3 all patients admitted during 1999-2003 died because of delayed
diagnosis and ineffective treatment. During 2005-2011, there were 7 patients of acquired non-malignant HPCS
caused by various etiologies. These were 2 Epstein Barr virus infections, 1 Dengue hemorrhagic fever, 1 systemic
lupus erythematosis with herbal medicine ingestion, 1 adult onset Still's disease, 1 fulminant hepatitis B and 1
toxin from tasting raw monkfish liver. These 7 patients presented with fever, cytopenia, multiple organ failure
(brain, hepatitis, lung, renal failure, heart, splenomegaly, massive lymphadenopahty and DIC in 6, 6, 5, 4, 2, 3, 1
and 5 cases, respectively). All had hemophagocytosis in the bone marrow. The treatment was given promptly.
These treatments consisted of 1) get rid of etiologies including giving anti EBV intravenously in cases had EBV
infection, 2) Intravenous pulse methylprednisolone (MP) and immunoglobulin G (IVIgG) and plasma exchange
as indicated by failure to MP and IVIgG, or total bilirubin over 10 mg percent or acute DIC with severe bleeding.
All the patients survived without relapse and having good quality of life. This report demonstrates that acquired
non-malignant HPCS is a curable disorder. The hematologists and physicians should be alert in getting early
diagnosis and giving effective management promptly. Intravenous anti EBV is very helpful because it reduces
the severity of HPCS thus leading to the better outcome.

Key Words : ® Acquired non-malignant Hemophagocytic Syndrome @ Immediate treatment of etiology

® Prompt administration of pulse methylprednisolone and IVIgG @ Plasma exchange
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