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Abstract :

Langerhans cell histiocytosis most commonly occurring in children, demonstrates a broad spectrum of clinical and radiologic features
that may mimic those of infection as well as benign and malignant tumors. Osseous involvement is the most common manifestation.
Recognition of the skeletal alterations isimportant so that the disease is considered as differential diagnosis. This disease is of unknown
aetiology, non-specific clinical and imaging findings with diagnosis possible only on histopathological examination, will always pose a
diagnostic challenge to the orthopaedic surgeon. Here by we are reporting two cases of eosinophilic granuloma that has presented with
lytic lesion in the tibia and scapula. The clinico-radiological suspicion was either infection or tumour of the affected bones. Hence, core
biopsy was done confirmed as eosinophilic granuloma on histopathology and immunohistochemistry.
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Introduction:

Langerhans cell histiocytosis(LCH), previously called as
histiocytosis X, refers to a spectrum of disease
characterized by idiopathic proliferation of histiocytes
producing focal or systemic manifestations. The recent
studies suggested abnormal immune regulation as an
important factor. Among these, eosinophilic granuloma
(EG) commonly presents with skeletal manifestation.
Neither the clinical nor the radiographic presentation of EG
is specific, and thus poses diagnostic dilemma to the
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orthopaedic surgeon.

Osseous involvement is typically in the flat bones, with
lesions of the skull, pelvis, and ribs accounting for more
than half of all lesions. About 30% of lesions are in long
bones and it rarely
manifests as tibial lytic
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lesion. The commonest

differential diagnosis
made in an adolescent
patient with a relatively
short history of severe

bone pain and bony

tenderness in the metaphyseo-diaphyseal region of a long
bone is either infection or tumour. Newer investigation
modalities like computed tomography and magnetic
resonance imaging helps in evaluating the extent of the
lesion but the diagnosis could only be confirmed by
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histopathology.”™" Here by we are reporting two cases of
eosinophilic granuloma which has presented with lytic

lesioninthe tibiaand scapula.

CaseReports:

Case 1; A 3-year-old child came with right leg pain since one
week. There was no history of trauma. X ray showed, lytic
lesion in the proximal tibia[Fig 1A]. Clinical diagnosis of
osteomyelitis or ewings sarcoma was made. Hence, core
needle biopsy was done showed aggregates of eosinophils,
lymphocytes and Langerhans cell histiocytes with grooved
nuclei [Fig 2A and 2B] suggestive of eosinophilic
granuloma. Immunohistochemistry showed strong
immunoreactivity for CD 1a, CD 68 and S100 [Fig 3A, 3B, 3C]
hence confirming the diagnosis.

Case 2; A 3-year-old old child presented with inability to
move the right upper limb, found to have diffuse lytic lesion
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in the scapula[Fig 1B]. The core biopsy confirmed as
eosinophilic granuloma on histopathology and
immunohistochemistry.

Discussion:

Solitary EG of bone is the commonest manifestation of
histiocytosis (60 to 80% cases). The hallmark of
histiocytosis X is the Langerhans cell, a histiocyte with
characteristic racquet shaped Birbeck granules visible on
electron microscopy. The pathogenesis of EG is not
completely understood. Infections, immune and

) , o ) ) o neoplastic causes have been postulated.”* Up to 80% of
Fig 1 : 1A showing lytic lesion in the diaphysis of tibia Fig 1B . . o )
showing diffuse lytic lesionin the proximal scapula histiocytosis X lesions in children are of solitary EG type and

up to 90% occur in children.*** The three classic syndromes
may have considerable clinical overlap: Eosinophilic
granuloma, in which the disease is limited to bone in
patients of 5-15 years old, Hand-Schuller-Christian
disease, characterized by multifocal bone lesions and
extraskeletal involvement of the reticuloendothelial
system (RES) usually seen in children 1-5 years old; and
Letterer-Siwe disease, in which there is disseminated
involvement of the RES with a fulminant clinical course in

children less than 2 yearsold."**

In histopathology of LCH, the unique histiocytes form

Fig2 : 2A showing mixed inflammatory cells cheifly eosinophilsFig  granulomas in conjunction with lymphocytes,
2B showing aggregates of langerhancellsHE.
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polymorphonuclear cells and eosinophils. During the early

phase of LCH, lesions are cellular and are marked by
aggregates or sheets of langerhans. Eosinophils are often
identified. Older LCH lesions, which may be mistaken for
chronic osteomyelitis,

myelofibrosis, or “non-specific benign/fibrous lesions”, are
marked by a paucity of langerhans and a fibrous
background, with or without eosinophils.’***
Immunohistochemistry shows strong immunoreactive for

CD1a,CD68and S 100similartoour case.

The treatment of EG is equally controversial with different
Fig 3 : 3Immunohistochemistry showing immunoreactivity for CD  therapeutic approaches claiming effectiveness. Solitary EG
1a3ACD683Band$1003C. of bone has been shown to undergo spontaneous
remission." Symptomatic surgically accessible solitary EG
are managed by biopsy, curettage and bone grafting if

AN UNUSUAL PRESENTATION - Jayaprakash Shetty K. 78 @



nyHS

needed.” A single curettage usually results in healing."
Local injection of corticosteroids was described by
Scaglietti et al, with immediate pain relief and healing
response within 2 months after injection.*® Irradiation is
rarely used because of reports of late latent neoplasms.**
The use of chemotherapy and oral corticosteroids alone or
combined is indicated in systemic disease but rarely in a
solitary lesion due to unpredictable results obtained and
the toxic and oncogenic risk.’ It has been stated that
patients with unifocal EG, who subsequently develop
additional lesions, usually do so within 6 months after
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appearance of the initial lesion.” Other favourable
prognostic factors are age greater than 2 years, absence of
pulmonary, hepatic, haemopoietic lesions or multiple bony
involvement.”

Conclusion:

The LCH with its confusing nomenclature, unknown
aetiology, non-specific clinical and imaging findings with
diagnosis possible only on histopathological examination,
will always pose a diagnostic challenge to the orthopaedic
surgeon. We conclude with a single message. Suspect it,
lestyou will missit.
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