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Abstract

The hemophagocytic syndrome, also known as macrophage activation
syndrome or reactive histiocitosis, is a heterogeneous nosological entity that
was described more than 60 years ago. The clinical manifestations include
the presence of a febrile syndrome, hepatosplenomegaly, coagulation
alterations, hepatic dysfunction, neurological disorders and multiple organic
failure. Paraclinical studies show pancitopenia and a clear hemophagocytosis
especially in bone marrow aspirate smear. The treatment can vary, depending
on the triggering cause, and the prognosis also will depend directly upon the
kind of hemophagocytic syndrome involved. Average death rate can be 60%.

There are 30 medical institutes involved in reporting the cases of
hemophagocytic syndromes to CDC and collecting suitable specimens for
infectious pathogens identification. Totally 48 cases have been reported.
Northern areas have more cases than other areas it may probably just reflect
the population distribution. No obvious seasonal change was noticed among
these cases. In addition, children have no higher incidence than the age
other than 60 which are the most susceptible risk group for developing
hemophagocytic syndromes in this study.

Several serological assays were performed to detect their etilogical agent.

28 EBV (VCA) IgM positive, 22 Adenovirus IgM positive and 6 CMV IgM
positive were found among the 48 reported cases. 3 EBV (VCA) IgM, 4
adenovirus IgM and 1 CMV IgM positive were in the 12 fatal cases. In order
to clarify the role of viral load in the pathogenesis of hemophagocytic
syndromes, real time-PCR was set up to quantify the CMV and EBV infection.
Some case with very high viral titer was found. However major cause for
those fatal cases can not simply be judged by serological assay result.
Clinical diagnosis and other factors such as lymphoma and
immunocompromised condition much be integrated in interpretation the cause
of death in these patients.
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