A rare case of Hemophagocytic Lymphonistiocytosis due to Human Herpes Virus 6
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Introduction:

HLH is a life-threatening disorder characterized
by upregulation of T-cell activity, causing a
cytokine storm and massive inflammation.
Although initially considered to be a disease of
children, a large number of adults are now
affected by HLH due to various acquired causes,
notably lymphomas and viral infections. The
most common viral associations were EBV,
CMV, and HIV.

Case presentation:

A 76-year-old male with no known medical
history presented to the ER with high-grade
fever, rigors/chills, and intermittent confusion.
Laboratory investigations revealed leukocytosis,
elevated LFT, and new-onset acute kidney injury.
The patient was treated for sepsis of an unknown
etiology. Initial imaging findings on gallbladder
US were indicative of acute cholecystitis, but
additional imaging findings were unremarkable.
The patient had persistently high ferritin levels
and HLH was suspected. Bone marrow biopsy
was suggestive of hemophagocytosis. Soluble IL-
2Ra levels were also significantly elevated.

The patient was started on high-dose steroid and
etoposide therapy. After extensive infectious
workup, the patient was found to have positive
CSF and serum HHV 6 PCR. Patient was
immediately started on antivirals but due to
worsening condition, he passed away.
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Conclusion:

Hematologic cancer is the most common cause of
acquired HLH, followed by viral infections. HHV 6
is a rare cause of HLH and has only been reported
to occur in children or post-transplant patients.
Our case demonstrates the consideration of HHV
6 as a cause of HLH in immunocompetent adult

patients. Treatment typically ~consists of
corticosteroids and cyclosporine; however, other
options include etoposide, VIG,

ide, and Multiple

studies have suggested a median prognosis of
four months after treatment. Due to the
extremely aggressive nature of HLH, early
recognition and timely intervention s essential.

Learning Poi

1. High suspicion of HLH in case of significantly
elevated ferritin.

2. HHV6 should be tested in immunocompetent
patients when HLH is suspected.
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