Case Report

Langerhans cell histiocytosis of the mandible in a six-year-old child
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ABSTRACT

Histiocytosis is a term applied to a group of rare disorders of the reticuloendothelial system. Eosinophilic granuloma, the
most benign and localized of the three Langerhans cell histiocytosis entities, may be solitary or multiple. Eosinophilic
granuloma can affect almost any bone, but commonly involves the mandible when the jaws are affected. Conventional
treatment of LCH is with surgery, radiotherapy, chemotherapy and steroid injections, alone or in combination. Spontaneous
regression of localized disease has also been reported. We report a six and a half-year-old patient with Langerhans cell
histiocytosis - solitary eosinophilic granuloma of the mandible that initially regressed but rapidly recurred even after radical

treatment and had a fatal outcome.
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INTRODUCTION

Histiocytosis is a term applied to a group of rare disorders of
the reticuloendothelial system. Lichtenstein first suggested it in
1953.I" Eosinophilic granuloma, the most benign and localized
of the three Langerhans cell histiocytosis (LCH) entities might
be solitary or multiple. It occurs most often in young adults
and children. As many as half the patients with solitary lesions
are younger than 10 years.”? Eosinophilic granuloma can affect
almost any bone, but commonly involves the mandible when
the jaws are affected.” Conventional treatment of LCH is with
surgery, radiotherapy, chemotherapy and steroid injections,
alone or in combination.”! Spontaneous regression of localized
disease has also been reported.”

We report a patient of Langerhans cell histiocytosis - solitary
eosinophilic granuloma of the mandible that initially
regressed but rapidly recurred even after radical treatment
and ultimately had a fatal outcome.

CASE REPORT

A six and a half-year-old girl was referred to the Department
of Oral and Maxillofacial Surgery with the complaint of pain
and swelling in the left lower jaw. The swelling was noticed
a month back and an incisional biopsy was suggestive of
fibroxanthoma.

On examination, a single, diffuse swelling measuring about 6
X 6 cm in size extending beyond the lower border of the left
mandible was noted [Figure 1]. On palpation, the swelling
was tender, hard, immobile and attached to the underlying
structures. Intraoral examination revealed a proliferating
mass with both buccal and lingual expansion extending
between deciduous left canine to the retromolar region of
the mandible with well-defined margins. The submandibular
lymph nodes were palpable, tender and mobile. The clinical
differential diagnosis included reticuloendotheliosis,
intraosseous sarcoma and hyperparathyroidism.

How to cite this article: Ramani P, Chandrasekar T, Baig MF, Muthusekar MR, Thomas S, Manyam R, Senthil MS. Langerhans cell histiocytosis of
the mandible in a six-year-old child. Indian J Dermatol Venereol Leprol 2007;73:114-6.

Received: June, 2005. Accepted: October, 2005. Source of Support: Nil. Conflict of interest: None declared.

114

Indian ] Dermatol Venereol Leprol|March-April 2007 | Vol 73 |Issue 2



An orthopantomogram revealed a multilocular, osteolytic
lesion of the left mandible with floating teeth [Figure 2].
Complete hemogram showed a raised ESR. The differential
leukocyte count revealed a moderately raised eosinophil
count. Liver function and renal function tests were normal.
An incisional biopsy was performed under local anesthesia.
The specimen was friable and resembled granulation
tissue. Histopathology showed proliferation of histiocytic
cells and infiltration of eosinophils and neutrophils along
with increased vascularity. Immunohistochemical staining
showed that the histiocyte cells were positive for S100
protein. These features were consistent for eosinophilic
granuloma.

To evaluate the possibility of systemic involvement, a
radiographic skeletal survey and thallium 201 scintillography
were done, but did not reveal any abnormality. Ultrasound of the
abdomen did not reveal any organomegaly. The final diagnosis
was solitary eosinophilic granuloma of the mandible.

To facilitate a peripheral ostectomy of the mandible,

N

Figure 2: Orthopantomogram revealed multilocular osteolytic
lesion of the left mandible with floating teeth
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chemotherapy was started. Vincristine 1 mg was injected
once a week for four weeks and oral prednisolone 25 mg
daily was given for six weeks. On 8th July 2003, a peripheral
ostectomy of the left mandible was performed under general
anesthesia. The postoperative histopathology report was
consistent with Langerhans cell histiocytosis. Transmission
electron microscopic examination (TEM) of a small tissue
sample of the postoperative specimen revealed straight or
curved rod shaped granules arising from the cell membrane
and growing into the cytoplasm. They showed terminal
bulging, giving a characteristic tennis racquet appearance,
which is diagnostic for Birbeck granules, confirming the
diagnosis of Langerhans cell histiocytosis [Figure 3]. The
patient was discharged following an uneventful recovery.

The patient was rehospitalized after two months with
complaints of headache, vomiting and worsening of the
mandibular swelling with purulent discharge from it. Culture
of pus from the swelling did not grow any organisms. Raised
intracranial tension was clinically suspected but a CT scan of
the brain (with contrast) ruled this out. The patient was given
antibiotics, analgesics, anti-emetic drugs and intravenous/oral
fluids. A subsequent radiograph showed a pathologic fracture
with recurrence of the lesion. Injection ciprofloxacin 100
mg twice daily and injection metronidazole 100 mg twice
daily with intravenous fluids was administered for five days,
followed by mandibular resection. The histopathology and
electron microscopy of the resected specimen confirmed
LCH.

The patient was placed under intensive medical care as she
was progressively losing weight and her general condition
was deteriorating. However, she finally succumbed within
twenty days to the disease.

Figure 3: Birbeck granules with terminal bulging giving a
characteristic tennis racquet appearance
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DISCUSSION

Treatment of LCH of the jaws poses many problems, as shown by
the history of our patient. Our patient clinically, radiographically
as well as histopathologically had the features of Langerhans
cell histiocytosis - solitary eosinophilic granuloma.

Along with Birbeck granules, LCH lesions may also contain
lysosomesl® as seen in our case in TEM. These lysosomes
are said to be activated in response to steroids and causes
apoptosis following radiation and chemotherapy” and does
not indicate the reason for recurrence of the lesion.

The common side effects after chemotherapy including
nausea, vomiting, hair loss, increased risk of infection,
tiredness and diarrhea are very unusual, as mild treatment is
generally recommended for LCH. A few children may develop
recurrence many years later.® However, our patient had
recurrence within one month of initial treatment. A hazard
ratio of 7.1 and 11.6 for reactivation of LCH after initial
treatment, implicating higher chances in multiple organ and
bone involvement than solitary lesions.”! Thus the chances
for recurrence are higher in patients with multiple lesions
when compared with patients with solitary lesion.

Langerhans cell histiocytosis - eosinophilic granuloma may be
a benign, self-limited disease. However, in very rare instances,
a solitary LCH may recur rapidly within a short duration and
lead to a fatal outcome as seen in our patient.
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