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—— Abstract

but no conclusive proof has ever been provided.”

ry manifestation in maxillofacial area.

granuloma, Letterer-Siwe disease

LANGERHANS CELL HISTIOCYTOSIS IN THE JUVENILE MANDIBLE

Yeon-Hee Kang*, Se-Hyun Park*, Dong-Jun Seo*, In-Ho Cha***, Choong-Kook Yi*?,
Hyun Sil Kim#, Jin Kim?*, Hyung Jun Kim**#
'Department of Oral and Maxillofacial Surgery, College of Dentistry, Yonsei University, Seoul, Korea
‘Department of Oral Pathology, *Oral Science Research Center, *Oral Cancer Research Institute

Langerhans cell histiocytosis (LCH) is characterized by proliferation of pathological Langerhans cells
within different organs. It mainly affects children, but adult cases also occur, with an incidence rate of one
to two per million."* LCH results from the clonal proliferation of Langerhans cells. And its etiopathogenesis
is still unknown.*” The hypothesis that it is a neoplastic or inflammatory disease, as well as the existence
or not of immunological, viral or genetic predisposing factors, has been widely discussed in the literature,

Although lesions may appear in tissues of various origins such as skin, hypothalamus, liver, lung, or lym-
phoid tissue, bone is the most common site of the disease. The head and neck are affected in almost 90% of
cases. The maxillary and mandibular bones are affected in 5 to 10% of cases.

In our report, we present four cases of LCH in patients aged 3, 4, 7 and 9 years respectively, with prima-
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Fig. 1. Panoramic view & CT at the first medical examination; There is radiolucent lesion in anterior

mandible.
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Fig. 3. Histological examination revealed a diffuse proliferation of Langerhans histiocytic
cells with occasional multinucleated cells (arrow), B. Large hitiocytes with eosinophilic
cytoplasm with interspersed eosinophils (arrowhead) were also noted. (hematoxylin-eosin
stain, original magnification Ax100, B:x200).




Fig. 4. Tyear post-operative; It shows good healing process on symphysis area.
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Fig.5.CT images at the first medical examination; There is fracture line on symphysis .

Fig.6.A. Clinical photograph at the first medical examination, B. Photograph at the operation
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Fig. 7. 3years Post-operative panoramic view; There is no evidence of recurrence.
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Fig.8.A. Panoramic view at the first medical examination; There is radiolucent lesion on the left
ramus & condylar area, B. Tmonth post-operative panoramic view at the operation.
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Fig.9.A. Panoramic view at the first medical examination, B. byears post-operative panoramic
view at the operation.

Table 1. Summary

XF
=

Case 1 Case 2 Case 3 Case 4
Age/Gender 9/Male 4/ Male 7/ Male 3/ Male
Site Symphysis Symphysis Left ramus & condyle Left body & ramus
S.lze(largest 4em 6cm Hem Hem
diameter)
Clinical Gingival redness, Gingival bleeding, Left facial swelling. Left facial swelling.
Manifestations  swelling & mobility redness & swelling. Lymphadenophathy. Bony expansion.
of the tooth. Mobility of the tooth. Lymphadenophathy.
Pathologic fracture of
symphysis.

Image Studies

Panoramic view, MRI,

Panoramic view, CT

Panoramic view,

Panoramic view,

Previous to WBBS* WBBS, Abdominal WBBS
Surgery ultrasonography, MRI
Radiological Bone loss, Fracture line, Bone Cystic lesion Multiple cystic lesion
Findings MRI : Cystic lesion loss, WBBS : hepatomegaly
WBBS : uptake CT : Mass of soft
on symphysis tissue
Time* 12 days 4 weeks 4 weeks 1 year
CTx* X 6-Mercaptopurine Vinblastine 6-Mercaptopurine
50mg/day for 3years 3mg/2weeks 50~100mg/day from
Vinblastine for lyear for 3years
3mg/2weeks for lyear Vinblastine
3mg/2weeks for 1month
PMH* Tic disordor Nothing special Nothing special diabetes insipidus
Evolution Nothing special Pediatrics follow Nothing special 4times recurrences,
Following up until now Glaucoma,
Surgery Pediatrics follow up
until now
Clinical Group* I I I 111
Stage* I I I la

* PMH*: Premedical history

* Time*: Time elapsed between first symptoms and first consultation.

* CTx*: Chemotherapy
* WBBS*: Whole Body Bone Scan
* Cinical Group®: by Osband ME, 1981

* Stage*: Staging by Greenberger JS, 1981
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Table 2. Cinical Grouping of Langerhans cell histiocytosis by Osband ME, 1981%"”

Variable fators Score

Age

More than Zyear old 0
Less than 2year old 1
Numbers*
Less than 4 0
More than 4 1
Organic disorder*
No 0
Yes 1
Group Total scores
0 Monostatic eosionophilic granuloma
I 0
I 1
111 2
v 3

* Numbers* : The numbers of the affected organs among the followings: Skin, Liver, Lung, Skeleton, Pituitary gland

* Organic disordoers™ :

Liver : More than one of followings: Protein{5.5gm/dl, Albumin{2.5gm/dl, jaundice)1.5gm/dl, Swelling, Ascites

Lung : More than one of followings ;Tachypnea, Dyspnea, cough, cyanosis, Pleural fluid, Pneumothorax
Bone marrow : More than one of followings: Hemoglobin{10gm/dl, Platelet{100x109/L, Neutrophil{1.5x109/L
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Table 3. The staging of Langerhans cell histiocytosis by Greenberger JS, 1981*'

Stage la One simple bone lesion
Ib Multiple bone lesion
Stage 1I More than 2years old & more than one of followings; diabetes insipidus, seborrhea
of oral cavity, lymph node & skin, lung infiltration without symptoms, local infiltra
tion of bone marrow
Stage IIIa Less than 2years old & symptom of Stage II
1IIb Severe lymphadenopathy(modes ) 5x5X5cm), honeycomb lung, severe infiltration
on bone marrow
Stage I\% Palpation of more than 5cm of the spleen & fever that last for more than 1month
Stage \4 Monocytosis more than 20% in peripheral blood & symptoms of stage III or IV
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