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ABSTRACT 

Langerhans Cell Histiocytosis is a rare ploliferative disorder of monocyte-macrophage 

system in the bone marrow
[I,II]

. The authors present to you an unusual case of Langerhans 

cell histiocytosis  presenting as severe anemia masquerading it as Hemophagocytic 

Lymphohistiocytosis (Histiocytosis II) The classification of the disease is important for the 

prognostication and treatment. 
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INTRODUCTION 

 Histiocytosis is a group of disorders having prominent proliferation and accumulation of 

cells of the monocyte-macrophage system of bone marrow.
[I,II,III]

. A systematic classification 

of the childhood histiocytosis based on histopathologic findings was given by Writing Group 

of the Histiocyte Society in 1987
[IV]

 . A thorough, comprehensive evaluation of a biopsy 

specimen at the time of diagnosis is essential.  

 

Classification
[IV]

 
 

Class 1 

(Langerhans Cell Histiocytosis) 

 

A) Hand-Schϋller-Christian disease. 

B) Letterer-Siwe disease. 

C) Eosinophilic Granuloma 

Class 2  

A) Familial Erythrophagocytic Lymphohistiocytosis. 

B) Infection associated haemophagocytic syndrome. 

C) Rosai-Dorfman disease 

D) Juvenile Xanthogranuloma 

E) Reticulohistiocytoma 

Class 3 

A) Malignant Histiocytosis  

B) Acute monocytic leukemia  

C) True Histiocytic Lymphoma 

LCH has an extremely variable presentation. The classical presentation of LCH is unifocal 

bone disease, previously known as eosinophilic granuloma 
[V]

. The skeleton in involved in 

80% of patients and may be the only affected site
[VI]

. Bone lesions in the form of Osteolytic 

lesions with sharp borders may be single or multiple and are seen most commonly in the 

skull. About 50% of patients experience hard-to-treat scaly, papular, seborrheic 

dermatitis
[VI]

. Lymphadenopathy is seen in 33% of patients
[VI]

. Exophthalmos often is 

bilateral and is caused by retro-orbital accumulation of granulomatous tissue. Otitis media is 



INDIAN JOURNAL OF MATERNAL AND CHILD HEALTH, 2013   JUL – SEP;15(3) 

 

 3 

 

present in 30-40% of patients. In addition, patients may have diabetes insipidus
[VII]

. Tissue 

biopsy is diagnostic and is taken from skin,lymph node or bone lesions. A thorough clinical 

and laboratory evaluation should be undertaken.  

 

CASE REPORT 
We present to you Mehak Jan, D/o Zahoor Ahmad , a 10 months old infant, Ist  in birth 

order, product of non-consanguinous marriage, born by normal vaginal delivery at hospital 

with no significant antenatal/perinatal history. The patient presented with swelling in left 

upper cervical region, small in size, treated with antibiotics. The swelling started one month 

back which was progressive in nature and gradually  involved both sides of neck to present 

size. Patient also had proptosis left eye which developed 10-15 days back. There was no 

history of polyurea or polydipsia. The patient was having pallor with hepatomegaly. There 

was bilateral cervical lymphadenopathy  with proptosed left eye. Anthropometry was within 

the normal range for her age and sex as per the modified WHO growth charts. Hemoglobin 

was 4.2g%. Ultrasonography showed periaortic and para-aortic lymphadenopathy and 

hepatomegaly with a  normal spleen. Bone Marrow biopsy showed mildly hyper cellular 

bone marrow with M: E=1:5 and evidence of iron deficiency anaemia. Skull X-ray (AP view) 

showed expansile lytic lesion in left periorbital region. FNAC  of the enlarged right  cervical 

node showed Langerhan Cell Histiocytosis. Liver Function Tests, Coagulation Profile, Arterial 

Blood Gas Analysis were normal. 
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DISCUSSION 
Langerhans Cell Histiocytosis or Type I Histiocytosis very rarely present with Anemia when 

multiorgan system involvement leads to very severe disease
[VIII]

. Authors present here a 

picture of an apparently well infant with normal anthropometric parameters and having 

severe anemia, lytic bone lesions, hepatomegaly giving the impression of this disease being 

Type II Histiocytosis or Hemophagocytic Lymphohistiocytosis
[IX]

. Fine Needle Aspiration 

Cytology and Biopsy specimens were studied in detail to come to a conclusion regarding the 

diagnosis which was paramount for treatment modality as well as prognostication. 
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