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Introduction 

Hemophagocytic lymphohistiocytosis is an aggressive and life- 

threatening syndrome that can occur at any age due to the 

overactivation of the immune system. It can be seen as familial or 

sporadic. It can be triggered by various events that disrupt immune 

homeostasis. 

 
 

Infection can be a trigger both in cases with genetic tendencies and in 

sporadic cases. It is essential to initiate the treatment early. Since it is 

a rare syndrome, variable clinic presentation and non-specific 

laboratory findings may cause delays in diagnosis. 

 

Case Report 

A 28-year-old female patient applied at the emergency unit 

complaining of weakness, fatigue, blackout, fever, and cough 

continuing for 3 weeks. The patient was diagnosed with pancytopenia 

and was admitted to our hematology department for further 

investigation of fever and pancytopenia. In the complete blood count, 

leukocyte was 1.800/μL, neutrophil 1.200/μL, hemoglobin 7.3 g/dL, 

platelet 54.0×103/μL; in the biochemical tests, and renal function 

tests were regular, AST:119 (5-34) U/L, ALT: 44 (0-55) U/L, 

triglyceride 370 mg/dL, fibrinogen: 144 mg/dL, ferritin: 1650 ng/mL. 

Hepatitis A virus-specific IgM antibody, hepatitis B surface antigen, 

 
 

hepatitis C virus antibody, viral capsid antigen IgM, cytomegalovirus 

antigen, and HIV antibody were negative. Rheumatologic 

examination and immunological markers were negative. Liver 

enzymes      increased      to      690       U/L       during       follow- 

up. Aspergillus galactomannan antigen level (ELISA) was found to 

be 1.76. On abdominal ultrasonography (USG), the liver was 162 mm, 

and the spleen was 155 mm. Superficial tissue USG showed no lymph 

nodes. Pulmonary tomography showed patchy peribronchial ground 

glass density and diffuse nodules in the right and left lung 

parenchyma (Figure 1). 

Abstract 

Hemophagocytic lymphohistiocytosis (HLH) is a hyperinflammatory disease. Infectious causes can be triggers. While it is mainly seen after 

viral infections, it can be seen after bacteria, parasite, and fungal infections to a lesser extent. This article presented a case of HLH triggered by 

pulmonary aspergillosis. 
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Figure-1: Torax CT images 
 

 

Bone marrow biopsy showed no microorganism in PAS staining, and 

although CD68 + multiple histiocytes were present, no clear 

hemophagocytosis was observed. The hemophagocytic syndrome 

was considered as five of the eight clinical and laboratory diagnostic 

criteria accepted by the hemophagocytic syndrome study group were 

available. HLH-2004 protocol and voriconazole treatment were 

initiated. After 12 weeks, nodules disappeared in the control thoracic 

computerized tomography. In addition, cytopenia improved, and the 

liver and spleen regressed to standard size. The patient with improved 

clinical and laboratory findings is being followed up in remission. 

 

Discussion 

Hemophagocytic lymphohistiocytosis (HLH) is a fatal clinical 

syndrome within the histiocytosis group. HLH is divided into two 

groups, genetic and acquired; acquired HLH can occur in all age 

groups. Viral, bacterial, fungal, and parasitic diseases, malignancy, 

metabolic diseases, immunodeficiency and collagen tissue disease, 

nonsteroidal anti-inflammatory drugs, methotrexate, and gold salts 

may be responsible for the etiology of HLH [1-3]. Nowadays, cases 

 
 

of HLH associated with infection are increasingly reported. It is 

generally associated with viral infections such as EBV, CMV, 

Parvovirus, HSV, VZV, measles, HHV-8, H1N1 influenza virus, and 

HIV, and may be seen to a lesser extent after bacterial, parasitic, and 

fungal infections [4-13]. Several cases of fungal infection have been 

reported in the literature [14]. In our case, invasive Aspergillus was 

one of the rare causes. 

 

Conclusion 

As a result, in treating a patient with HLH, the critical step is to 

suppress severe inflammation, which is responsible for life- 

threatening symptoms. If a curable organism can be identified, 

treatment with this pathogen can cause a rapid remission of the 

possibly fatal hemophagocytosis. 
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