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Hemophagocytic lymphohistiocytosis (HLH) is lifethreatening syndrome caused by excessive inflammation and
tissue destruction due to abnormal immune activation.
Most patients with HLH have impaired cytotoxic function of
natural killer (NK) cells and cytotoxic lymphocytes (CTLs),
coupled with excessive activation of macrophages.
The persistent activation of these immune system cells in
patients with HLH leads to excessive cytokine production and
is thought to be responsible for multi-organ failure and high
mortality of this syndrome.
Hemophagocytosis, engulfment of host blood cells by
macrophages, can also be observed in biopsies of immune
tissues or bone marrow biopsies.
Many patients with HLH have a predisposing genetic defect,
and/or an immunologic trigger associated with immune
dysregulation, which includes infection, malignancy, or
underlying rheumatologic disorder.
It is more commonly found in the pediatric population
In this case, we present a 48-year-old female with systemic
lupus erythematosus (SLE) diagnosed with HLH in the setting
of acute pancreatitis and bacteremia.

Case Presentation
MY is a 48-year-old female with a medical history significant for SLE, lupus
nephritis, and hypertension who presented to the ED with 3 days of nausea
and abdominal pain. She was found to have elevated lipase, and CT scan of the
abdomen and pelvis revealed findings consistent with acute pancreatitis. She
was started on intravenous fluids, bowel rest, and pain management.
However, despite treatment, she continued to have worsened abdominal pain
and decompensated with multiple end-organ dysfunction.
On Day 3, her platelets dropped acutely from 202 to 55, believed initially to be
heparin-induced thrombocytopenia (HIT). She then was found to have
hemolytic anemia and coagulopathy that required multiple blood transfusions
and FFP. The hematology consultant ruled out HIT due to negative antibody
and clinical presentation. The diagnosis of ITP versus HLH was then considered.
Ferritin found to be 14,000.
MY was started on IVIG 2 grams per kilogram, IV dexamethasone, and anakinra
100 mg while pending lab results for sILR2 and NK activity.
The diagnosis of HLH was confirmed mainly due to elevated sILR2 and
hemophagocytosis on bone marrow biopsy. There was clinical improvement
with treatment and anakinra was discontinued. She was discharged in stable
condition on dexamethasone taper with instructions to follow-up with her
rheumatologist.
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This is a rare case presentation of HLH in an adult patient
associated with an autoimmune disease.
It was believed that MY’s acute pancreatitis or E. coli
bacteremia with sepsis triggered her HLH.
The diagnostic criteria for HLH include five of the eight
findings: fever ≥38.5°C, splenomegaly, cytopenia involving > 2
cell lines, hypertriglyceridemia, hemophagocytosis, low or
absent natural killer cell activity, serum ferritin > 500 ng/mL,
elevated soluble interleukin-2, in addition to multi-organ
failure.
While awaiting results for sILR2 and NK activity were pending,
MY was started on IV steroids as it treats both ITP and HLH.
Anakinra was initiated due to severe cytopenias to include
ongoing hemolytic anemia. Hematology colleagues felt
etoposide contraindicated due to severe liver dysfunction.
After hospital discharge patients with HLH need to have close
outpatient follow-up with hematology and rheumatology.

Conclusion
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Figure 1A; Medium power photomicrograph of bone marrow smear showing foamy macrophages
engulfing mature and precursor erythrocytes. Figure 1B. High power photomicrograph of bone
marrow smear showing foamy macrophage engulfing precursor erythrocytes

HLH is a rare disease characterized by excessive activation of the
immune system. It should be suspected in patients with multi-organ
failure and cytopenia. Treatment includes steroids and consideration
of other chemotherapeutics. Consultation and recommendations
from hematology and rheumatology for HLH are imperative for good
patient outcomes.

