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Langerhans cell histiocytosis (LCH) is a rare disease that is 
characterized by clonal neoplastic proliferation of the dendritic 
Langerhans cells. LCH presents either with solitary or multiple 
organ involvement.1,2 The most commonly affected organs include 
the bones, skin, and pituitary gland; the hematopoietic system, 
lymph nodes, and lungs are rarely affected.3 Tonsillar involvement 
is extremely rare. We report the case of a 36-year-old female patient 
with unusual unilateral tonsillar palatine involvement of LCH. The 
patient complained of pharyngeal foreign body sensation, earache, 
and worsening difficulty in swallowing for approximately 4 
months. She had no other symptoms like voice changes, neck pain 
or stiff neck, and headache. She had no previous medical history 
and did not take medications. Physical examination showed 
an enlargement of the left palatine tonsil, covered by purulent 
exudate with ulceration with a raised edge (Figure 1a), and a left 
submandibular lymph node enlargement of approximately 1 cm. 
No alterations were found in the blood sample, but skin lesions 
were present, which appeared diffused, papular, and exfoliative, 

similar to seborrheic dermatitis lesions (Figure 1b), and were 
located in the torso and limbs. An incisional biopsy of the tonsil 
and lymph node was performed. Histopathological examination of 
the tonsil specimen revealed histiocyte-like cell infiltration with 
pale eosinophilic cytoplasm, irregular and elongated nuclei, and 
indistinct nucleoli. S-100, CD68, CD1a, and fascin were positive 
without immunoreactivity for PAX5 and CD20n, and the Ki-67 
proliferation index was 10% in immunocytochemical staining 
(Figure 2). A reactive lymphocytic proliferation was seen in the 
lymph node specimen. The computed tomography scans of the 
neck, thorax, and abdomen did not detect any further disease 
manifestations. She was treated with cladribine at 10 mg/d 
subcutaneously for 5 days every 3 weeks for four cycles. At the 
1-month follow-up, the patient showed significant improvement 
with tonsillar and skin lesion disappearance (Figure 1c) and a 
remarkable lymphadenopathy volume reduction. After four cycles, 
the last two reduced doses achieved complete remission.
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FIG 1 a-c. Ulceration with a raised edge over the left palatine tonsillar region with surrounding erythema (a). Seborrheic dermatitis-like skin lesions over 
the limbs and torso (b). The posttreatment clinical image of the left palatine tonsillar region at the end of the 1-month follow-up (c). 
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FIG 2 a-f. Tonsillar infiltration of Langerhans cells with pale eosinophilic cytoplasm, irregular and elongated nuclei, and indistinct nucleoli with hematoxylin 
and eosin staining (a,b). Langerhans cells show immunostaining for S100 protein and CD1a, respectively (c,d). Absence of immunoreactivity for PAX5 
and CD20, respectively (e,f). 

https://doi.org/10.1002/pbc.24367
https://doi.org/10.1182/blood.2019000934
https://doi.org/10.1007/s12288-014-0457-2

