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Langerhans Cell Histiocytosis Identified from External Auditory Canal Mass as a
First Symptom
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ABSTRACT

Langerhans cell histiocytosis (LCH) is a rare disorder that can affect various organ systems, including bone, skin, and
the central nervous system. Although temporal bone involvement is uncommon, it may be the initial and isolated
presentation, particularly in children. We present a case of a 2-year-old boy with persistent otorrhea and external
auditory canal granulation tissue, initially misdiagnosed as chronic otitis externa. Imaging later revealed extensive
temporal bone destruction, and biopsy confirmed LCH. This case underscores the importance of considering systemic
diseases such as LCH in pediatric patients with atypical or unresponsive external ear lesions, and highlights the critical
role of early imaging and tissue diagnosis in avoiding delays in appropriate management.
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Fig. 1. (A) Otoscopic image of the left external auditory canal show-
ing granulation tissue with mucoid discharge. (B) Two months later,
a protruding mass lesion is noted in the posterior canal wall, caus-
ing canal stenosis.

62 | http:/www.jcohns.org

= 3R & g4 HHo] ERIEglon, Fol7H(middle
ear cavity)o= ¥ o] ZIE oL o]AEY] o] 4
A& oA FdtHFig. 2). olF T4 Fx A7 FEIT
(diffusion-weighted MRI[magnetic resonance imaging])
AE 5L HHo g4 At AZA(diffusion restriction)S
SHFH o] Tk o] AFF-Z Aokl tHFig. 3).

23 AAE BT gt Ad 9 H¥ AAE Hsf A
Alaty o Ws Y =718 A &(canal wall down
mastoidectomy)& A5l £& £ AACRZE S
E7] g&Z(mastoid cortical bone)9] ¥ 7} 9l%loH
(Fig. 4A), 9ol= ¥ §FE7] W FHS SotxA o] g
A=A, WS Fo|3F FalH(epitympanum), FF&
(mastoid antrum)S Zg3slo] ZF712Kmiddle cranial
fossa) A9 FZ7HA] ARstal UAck(Fig. 4B). 9344
I ORI R o]aE AMe HEEC Q1Y ¥R AH
Aol A2 WA Aot ol W i HHE AA
st7] A1 A=(incus) AASHHH. 52 EHA K rozen
section biopsy)olA& B34, A £78& SHISE bland-
looking round cellE°] I, 2 At J+dd
oA &2l 7Fs o & weE Itk WHS 7St o
O Z%7jeposterior cranial fossa) 9 TES 4
&4 7MsA0 R dF A2 HHE |1 3T HeY AT
upet 27HAQ1 A 5E AYsh7] = ik

2F W2l Aol A LCHE SHAL, "l AL

Fig. 2. (A) Axial temporal bone CT shows extensive bony destruc-
tion involving the mastoid posterior wall and dehiscence of the lat-
eral semicircular canal. (B) Involvement of the squamous part of the
temporal bone, middle ear cavity, and anterior/superior portions of
the temporomandibular joint, with relatively preserved ossicles. (C)
Coronal CT image demonstrates superior extension of the lesion
reaching the tegmen tympani.



Fig. 3. Axial MR images of the left temporal bone. (A) T1-weighted image shows a isointense lesion occupying the mastoid and middle ear
cavity. (B) Diffusion-weighted image demonstrates a hyperintense signal in the same region, indicating restricted diffusion. (C) Apparent dif-
fusion coefficient map reveals a corresponding hypointense signal, consistent with true diffusion restriction suggestive of cholesteatoma or

other infiltrative pathology.

Fig. 4. Intraoperative field photographs. (A) Destructive soft tissue
mass (arrows) eroding the mastoid cortical bone. The inferiorly
based subcutaneous-musculoperiosteal flap is indicated by an as-
terisk (¥). (B) The lesion extends superiorly, destructing the tegmen
and abutting the dura (arrows). The incus is preserved without ero-
sion (asterisk).
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Fig. 5. Histopathologic findings confirming Langerhans cell histio-
cytosis. (A) Hematoxylin and eosin (H&E) staining at X400 magnifica-
tion shows proliferation of histiocytic cells with coffee bean-shaped
nuclei and eosinophilic cytoplasm. (B) Immunohistochemical stain-
ing for CD1a (x400) shows strong membranous positivity in lesional
cells.

Fig. 6. Endoscopic view six months postoperatively demonstrating
an intact tympanic membrane and well-preserved external auditory
canal. The area of cartilage graft placement for canal wall protection
is visible, with no abnormal findings.
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