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Abstract

Langerhans cell histiocytosis (LCH), previously known as histiocytosis X, is a rare disease of unknown etiology. It is a clonal

proliferation of dendritic cells of the immune system, which can affect multiple organ systems and range in behavior from a benign

inflammatory process to a much more aggressive process. Not many cases have been documented in the Jaws. This case is an example

of Langerhans cell histiocytosis in the right side mandible, which resolved spontaneously following an incisional biopsy without any

further surgical intervention.
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Introduction

Histiocytosis X was introduced by Lichten-stein in 1953
(Lichtenstein, 1953) of a group of proliferative granulomatous
disorders with histiocytic appearance of their cells. The disease,
LCH, as originally identified, was grouped into three categories. (1)
Letterer-Siwe syndrome (acute disseminated), (2) Hand-Schuller-
Christian syndrome (chronic disseminated) and (3) eosinophilic
granuloma (chronic localized). A workshop on childhood
histiocytosis changed the name of this collection to Langerhans’
cell histiocytosis, because of the main proliferative component of
the cellular population. Langerhans’ cell histiocytosis is also found
to be a clonal disorder [1]. Localized Langerhans cell histiocytosis
(LLCH), previously known as eosinophilic granuloma, is an
intrabony lesion with an eosinophilic infiltrate confined to the
bone without visceral involvement. It comprises of 60% - 70% of
all cases of LCH and can be found as solitary or multifocal osseous
defects. The skull, mandible, and ribs are most commonly affected
in children. In adults, vertebrae and long bones are most commonly
involved. The occurrence of the disease is seen to be higher in the
first 3 decades of life, with males being affected twice as common

as females [2].

The etiology is unknown, and different theories suggest

environmental, infectious, immunologic, and genetic involvement

3].

Symptoms vary from mild to moderate pain and in some
cases pain free, swelling, and tenderness over the site of the
lesion. Radiographs are suggestive of radiolucent areas with well
demarcated borders. The overlying buccal cortical bone expansion
and resorption may occur. Big mandibular lesions may end up
with pathological fractures. The jaw lesions can a have differential
diagnosis, of periodontal diseases, apical cysts, ameloblastoma,
and

central giant cell granuloma, vascular malformations,

malignancies [4].

The treatment of Langerhans’ cell histiocytosis has changed and
varied from the past. A review of the literature shows and confirms
a lack of consensus. Patients with Langerhans’ cell histiocytosis
have been treated with antibiotics, steroids, radiation and in some
cases, with cytotoxic chemotherapy. Spontaneous resolution and
remission of the lesions and leading into healing of the disease has
also been documented [5,6]. Some case reports suggest complete
resolution of the disease with intra lesional steroids [4,8-10].
Surgical treatment varies from resections and reconstruction to
more conservative approaches where remission of the disease

process can be achieved by just biopsy.

Case Report

An 11-years-old boy was referred to the maxillofacial surgery

clinic on March 2011 with a 4 to 5 months history of pain and
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tenderness in the posterior mandible. His pain was dull and
compressive in character and had recurrent episodes roughly
two to three times per week. He also complained of slow growing

swelling in the buccal vestibule of posterior mandible.

The patient was previously examined by his dentistin secondary
care hospital and was referred to us for assessment and possible
treatment. He did not have any systemic diseases, and clinical
examination revealed a right mandibular posterior vestibular
swelling with buccal cortical expansion extending to the angle of
the mandible and ascending ramus. The swelling was tender, non-
fluctuant, with no erythema, no trismus, no discharging sinus.
Intra orally there was normal mucosal and gingival color. Missing

third molars in all quadrant.

Radiographically a mandibular multilocular well defined lesion
was seen in the posterior mandible and ascending ramus (Figure
1 and 2).

Figure 1: A lytic multilocular radiolucent lesion

at posterior mandible.

Figure 2: Magnified view of OPG of the right side posterior

mandible showing lytic multilocular lesion

An incisional biopsy was performed under General anesthesia
consisting of two specimens one having buccal cortical bone with

lesion and the other from the lesion itself with minimal curettage.
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Histologic examination of the biopsy specimen showed the
presence of multinucleated histiocytes, numerous eosinophils,
consistent with Langerhans cells, and the features were compatible
to eosinophilic granuloma (Figure 3a and 3b). No additional lesions
were found elsewhere in the body.

Figure 3a: Paraffin embedded sections from right
mandibular cortical bone Stained with H&E MP: 40X
Showing eosinophilic infiltration.

¥ -2

Figure 3b: Paraffin embedded H&E stained section of right

mandibular swelling showing heavy infiltration with eosinophils
MP: 40 X.

It was decided that the mandibular lesion would be monitored
with OPG scans and should be kept on follow up for at least 2 to 3
years. This decision was undertaken because the mandibular lesion
was solitary in nature and there was no systemic involvement.
Keeping in mind the knowledge that intra osseous lesions of
LCH can heal and resolve spontaneously after taking a biopsy. So,

conservative approach was undertaken.

An OPG after 2 year revealed almost complete ossification of the

lesion (Figure 4), which was again followed up a year later (Figure
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5) and showed complete resolution of the lesion along with

eruption of right mandibular 2" molar.

Figure 4: This OPG is after 2 years of biopsy showing complete
resolution of lesion and ossification at right posterior mandible.

Figure 5: OPG after 3 years of biopsy. Showing complete
resolution and healing of the lesion with eruption of

mandibular right second molar.

Discussion

LCH can present itself in many clinical ways, like unifocal
disease (solitary eosinophilic granuloma), multifocal disease
(including cases of Hand-Schuller-Christian syndrome) and
multifocal multisystem disease including cases of Letterer-Siwe

syndrome [11-14]. Prevalence of male to female ratio is 2:1.

Langerhans’ cell histiocytosis can be present at any age but
usually is common in the young age group. In maxillofacial
region, LCH can manifest in a variety of ways including swelling,
pain, gingivitis, ulceration, mobility of teeth with periodontal
involvement and even pathological fracture [15]. In a study
by Angeli.,, et al. 25 patients with head and neck lesions from
4 different centers were reviewed. All the solitary skull and
mandibular lesions were treated with biopsy and curettage and

showed remission and healing of the disease process [16].
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The consensus on solitary bone lesions is that they only require
biopsy and curettage. Others report the use of intralesional steroids
[9,17]. Spontaneous resolution and regression of the disease
process have been reported by several clinicians and reported
accordingly [19-21].

The case presented here advocate and affirm the use of
conservative approaches to management of solitary bone lesions of
the facial skeleton. Also a study from Japan had a similar approach

to mandibular lesions [22].

The theory and logic behind spontaneous remission and healing
of the lesion is difficult to explain. It can be assumed that curettage
and biopsy of the lesions could stimulate and elicit an inflammatory
response, ending in the maturation of the Langerhans cells with

healing and resolution of lesion.

Conclusion

The case presented in this case report supports the idea that
a conservative approach appears to be suitable and reliable in
treating solitary bone lesions of LCH. Keeping in mind that all
patients need thorough investigation to eliminate involvement of

other systems.
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