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- Hemophagocytic lymphohistiocytosis (HLH) is a hyperinflammatory syndrome due to aberrant activation of macrophages
& cytotoxic T cells - cytokine storm, hyperinflammation and multi-organ failure.
rheumatologic, infectious, malignant) and/or may have an underlying genetic susceptibility (primary HLH).
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SPLENOMEGALY Occurs in >70% Supportive therapies
- Airway management (especially if CNS involvement), transfusion support to correct anemia & bleeding diathesis,
g CYTOPENIA HgB <9 g/dL, Occurs in >95% infectious workup & empiric treatment, renal replacement therapy frequently required. Rarely ECMO required. ?:\
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PATHOPHYSIOLOGY: DIAGNOSIS:
ESR/CRP Consumptive coagulopathy - low fibrinogen | - Uncontrolled immune activation of NKcells - Nosingle lab or clinical feature can establish HLH diagnosis Use the
discordance & low ESR; Low/normal ESR or falling ESRwith high | and/or cytotoxic T-cells. Activated cells fail to - Diagnosis of HLH is established using the 2004 criteria, if at least w1 HSCORE
CRP may be seen with HLD eliminate activated macrophages > excess 5 of 8 criteria are present. HSCORE can also be used. 4] calculator
" R R " P - macrophage activation - cytokine storm - * ferritin is a less specific finding in adults than children_ . here.
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4 Neurological [ R i - often require intubation due to multi-system organ failure & encephalopathy
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2 symptoms cause seizures, encephalitis, ataxia, PRES DIFFERENTIAL: * may require transfusions due to severe anemia & coagulopathy
- sepsis with DIC - Leukemia - frequent trending of HLH labs is important to monitor for progression
Renal injury Present in >50%. Oliguria, nephrotic Sd, ATN. (consider LP if neuro sx)- Liver failure - workup for infection (LP) & empiric treatment is often prudent
Rash Present in 30%. Protean manifestations. -TTP/aHUS - ALPS - Corticosteroids are the primary treatment, in conjunction with

* Genetic testing consistent with HLH can also establish

diagnosis

- Severe DRESS (infectious), IL6 blockers (drug/treatment associated), IL1R blockers (rheumatic). Etoposide

+ other chemotherapy indicated in primary HLH, &
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