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ABSTRACT: Langerhans cell histiocytosis (LCH) is a rare proliferative disorder in which pathological
Langerhans cells (LCs) accumulate in a variety of organs. This report describes a boy with
Langerhans' cell histiocytosis who presented with primarily soft tissue swellings, without pain. A
high index of suspicion is required to reach to a diagnosis of langerhans cell histiocytosis to prevent
delay in proper management of this disease.
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INTRODUCTION: The childhood histiocytoses, although individually rare, varies widely in its clinical
expression. These disorders are grouped together because they have in common a prominent
proliferation or accumulation of cells of the monocyte-macrophage system of bone marrow origin. [l
A systematic classification of the childhood histiocytoses is based on histopathologic findings. The
name Langerhans cell histiocytosis (LCH) has been applied to the class I histiocytoses.

The normal Langerhans cell is an antigen-presenting cell of the skin. The hallmark of LCH in
all forms is the presence of a clonal proliferation of cells of the monocyte lineage containing the
characteristic electron microscopic findings of a Langerhans cell. This is the Birbeck granule, a tennis
racket-shaped bilamellar granule that, when seen in the cytoplasm of lesional cells in LCH, is
diagnostic of the disease. [1I

CASE REPORT: A 4 year old male child presented to our pediatric outpatient department of mamata
medical college with the chief complaint of multiple swellings over the forehead for the last one year.
The child was apparently normal one year back when his parents noticed multiple small swellings
which were gradually progressing in size. The child is a product of non-consanguineous marriage, full
term, normal vaginal delivery and has a younger sister who is doing well.

On examination there were three swellings over the forehead, which were subcutaneous,
nontender margins ill-defined and with underlying bony defects in center of the swellings. Bilateral
exophthalmos was present There was no organomegaly, generalized lymphadenopathy, skin
manifestations or ear discharge.
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Fig. 1: Mild bilateral Fig. 2: Swellings in the
exopthalmous present Fore head region (black arrows)
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Fig. 3: CT scan showing multiple
osteolytic lesions of the skull bones

Fig. 4: Skiagram of the skull showing multiple osteolytic lesions in the skull bones (blue
arrows). X-rays of pelvis, spine and femur were taken which were normal.
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Other investigations revealed Hb 10.2 gm/dl, ESR 25mm, normal differential leucocyte
counts, triglyceride levels, serum osmolality and liver function tests.

Histologic examination of a punch biopsy obtained from the lesion revealed diffuse
replacement of the superficial dermis by enlarged mononuclear cells admixed with numerous
eosinophils. These mononuclear cells had abundant eosinophilic cytoplasm and reniform nuclei. The
epidermis was focally ulcerated adjacent to areas in which there was epidermotropism of the
mononuclear cells (Fig. 4). Tumoral cells demonstrated strong positivity with S100 and CD1la
immunohistochemical stains.

Fig. 5: Marked decoration of Langerhans cells with CD1a.

DISCUSSION: This initial classification system included: Langerhans histiocytosis (Class I), non-
Langerhans cell histiocytosis (Class II), and malignant histiocytosis (Class III).[2I As more information
has become available, a revised classification schema was proposed and includes: dendritic cell
disorders, macrophage-related disorders, and lastly, malignant histiocytic disorders.[3!

LCH has an extremely variable presentation. The incidence of LCH ranges from 0.5 to 5.4
cases per million persons per year, depending upon the age of the population investigated.[*- 6]

Although no clear etiology has been identified, the general consensus is that patients with
LCH have a dysregulated immune response with failed transition from "innate" to "adaptive"
immunity.[78] The skeleton is involved in 80% of patients and may be the only affected site. Bone
lesions may be single or multiple and are seen most commonly in the skull.

They may be asymptomatic or associated with pain and local swelling. Exophthalmos, when
present, often is bilateral and is caused by retro-orbital accumulation of granulomatous tissue. The
clinical course of single-system disease (usually bone, lymph node, or skin) generally is benign, with a
high chance of spontaneous remission.

Several large retrospective studies consisting of neonates and children under the age of 4
have shown that 51 percept to 71 percent of children with LCH present with multi organ
disease.[+7.91011] our index case presented only with isolated skull bones involvement and the
prognosis depends chiefly upon the involvement of multiple organ systems, organ dysfunction and
the patient's response to chemotherapy during the initial 6 weeks of treatment.
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