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2 years old female child presented with prolonged pyrexia, axillary lymph nodes discharging 

sinus, ascitis, spleno-hepatomegaly, anemia and protein energy malnutrition (PEM) grade IV 

(Marasmic kwashiorkor). 
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Abstract: 2 years old female child presented with prolonged pyrexia, axillary lymph nodes 

discharging sinus, ascitis, spleno-hepatomegaly, anemia and protein energy malnutrition 

(PEM) grade IV (Marasmic kwashiorkor). Diagnosis of hemophagocytosis syndrome (HPS) 

and tuberculosis (TB) was established after investigations including bone marrow studies 

and presence of AFB in ascitic fluid as well as AFB positive tubercular granuloma in axillary 

lymph node discharge. This combination of tuberculosis and hemophagocytic syndrome is 

rarely reported in pediatric age group.  

Key Words: Hemophagocytic Syndrome, Tuberculosis, Infection Associated 

Hemophagocytic Syndrome (IAHS). 

Introduction: The diagnosis of HPS can be difficult to establish, because the symptoms of 

many patients do not meet all the necessary criteria at the time of presentation. In HLH-94, 

the first prospective international treatment study for hemophagocytic lymphohistiocytosis 

(HLH), diagnosis was based on five criteria (fever, splenomegaly, bicytopenia, 

hypertriglyceridemia and/or hypofibrinogenemia, and hemophagocytosis). In HLH-2004 

three additional criteria are introduced; low/absent NK-cell-activity, hyperferritinemia, and 

high-soluble interleukin-2-receptor levels.[1]. 

Case Report:  A two year old female presented with fever, discharging sinus from axillary 

lymph node of 2 months duration, dysentery for 15 days, generalized anasarca and dermal 

lesions over lower extremities. She was second born a product of non consanguineous 

marriage. She was born after full term normal vaginal delivery with 2.5 Kg birth weight. 

Antenatal period was uneventful. Father was on treatment for pulmonary TB. Prior to 

admission in our hospital she was managed with oral antibiotic for axillary lymph node 

discharge and dysentery. Clinical examination revealed acutely ill child with high fever 

(103.F), pallor, generalized anasarca, hypo chromatic easily pluck able hair, left sided axillary 

lymph node discharging sinus and flaky paint dermatitis over lower extremities. 

Anthropometeric examination wt and height for age was less than 3
rd

 centile. Abdominal 

examination showed ascitis, firm spleno hepatomegaly (Liver 6cm below Rt costal margin 

and spleen 8 cm below costal margin). Other examinations were within normal limits. 
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Fig1: Acutely ill child with high fever (103.F), pallor, generalized anasarca, hypochromatic 

easily pluckable hair, left sided axillary lymph node discharging sinus and falky paint 

dermatitis over lower extremities. Abdominal examination showed ascitis, firm 

splenohepatomegaly. 

 

Investigations showed Hemoglobin: 3.8gm%, normocytic normochromic anemia, TLC: 

2900/cumm (leucopenia) DLC: N: 32, L66, M02, ESR 85mm fall in 1
st

 hour, platelets 

80,000/cumm, Reticulocyte count: 3.5%. Smear of discharging sinus revealed AFB positive 

granuloma , ascetic fluid showed TLC:3300/ cumm, 93% lymphocytes and 7% neutrophils. 

ADA: 109 U/Lit   (N; 60 U/Lit).Bone marrow aspirate showed a fair number of histiocytes 

with hemophagocytosis. Blood chemistry showed High triglyceride levels (575 mg/dl) and S 

Ferritine levels (4412.99 mg/ml). ELISA for HIV –ve, liver function tests, urine analysis and 

chest x rays were normal. USG abdomen showed ascitis and spleno-hepatomegaly. No 

growth was obtained in blood and urine cultures. 

Patient was treated initially with intravenous Ceftriaxone and packed cell transfusion. Anti 

tubercular drug therapy with four drugs was initiated (RHZE) with 4 weeks steroid 

administration.  

In view of persistent pyrexia, splenohepatomegaly, pancytopenia, hypertrigleridemia , hyper 

ferritinemia , hemophagocytosis in bone marrow a diagnosis of infection associated 

hemophagocytic syndrome (IAHS) was established. AFB positive sinus discharge and AFB +ve 

ascitic fluid with high ADA levels and H/O close contact with tuberculosis established 

tubercular infection in this child. After 10 days of therapy and nutritional rehabilitation, 

fever and edema subsided.  Patient started gaining weight after 15 days of hospitalization 

and was discharged on 4 drugs ATT regimen and steroids. In follow up after 15 days, weight 

gain was 1.5 kg with regression of liver and splenic size. 
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Fig 2:  Bone marrow aspirate showed a fair number of histiocytes with hemophagocytosis 

and Acid fast bacilli. 

 

Discussion 

HPS is a rare and potentially fatal syndrome associated with variety of genetic, malignant, 

autoimmune or infectious conditions. A diagnostic criterion according to Hisitiocyte Society 

Protocol entitled HLH-2004 was applied.  In HLH-2004, diagnosis was based on following 

criteria fever, splenomegaly, bicytopenia, hypertriglyceridemia, and /or 

hypofibrinogenemia, and hemophagocytosis, low / absent NK-cell-activity, 

hyperferritinemia, and high-soluble interleukin-2-receptor levels. [1] In our case six out of 

eight criteria were present. 

In our case there were no pulmonary findings, with the initial presentation being 

pancytopenia and infection associated hemophagocytic syndrome. Based on previous 

publications, it appears that TB associated with HPS is more common in adults than in 

children. In the reported cases, pancytopenia was present in all at some point of illness [ 2]. 

In our case, initial presentation was pancytopenia and infection associated hemophagocytic 

syndrome, without any pulmonary findings. Hemophagocytic syndrome can be the initial 

presentation without pulmonary findings in miliary TB, so it should be considered as a 

differential diagnosis for fever of unknown origin associated with pancytopenia. [3].  

Pancytopenia was reported in all the cases at some point of time, during illness. Shaw et al. 

recently reported a 7-week-old girl who developed IAHS and rapidly died of undiagnosed 

pulmonary tuberculosis. [4] Successful treatment of IAHS usually depends on a specific 

treatment for the known infectious agent and adequate supportive care. Two weeks course 

of hydrocortisone (4 mg/kg/day) in disseminated TB with DIC was reported with a favorable 
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outcome [5]. Patients have been treated successfully with various immunomodulatory 

therapies including dexamethasone, intravenous immunoglobulins, Cyclosporin A and 

etopside based chemotherapeutic regimens .[6,7,8] In most pediatric cases success of 

therapy was attributed to initiation of therapy early in the course of illness [2]. 
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