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External auditory canal - Langerhans cell histiocytosis

Langerhans cell histiocytosis (LCH) is a rare disease characterized by clonal proliferation of
Langerhans cells. The temporal bone is frequently involved in pediatric LCH cases, but there
have been few reports of adult LCH with temporal bone involvement. We present a case of adult
onset LCH affecting the temporal bone. The diagnosis was made by biopsy, based on histopath-
ologic findings of Langerhans cells. Diagnostic and therapeutic considerations of LCH involving
the temporal bone are discussed.
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Fig. 1. The mass completely obstruct-
ed the right external auditory canal (A).
The mass was noted on the posteri-
or wall of the left external auditory ca-
nal with partial obstruction (B).

Fig. 2. Reddish papular lesions seen
on the right (A) and left (B) retroauric-
ular areas.

Fig. 3. Axial (A) and coronal (B) im-
ages before chemoradiation, and
axial (A) and coronal (B) view after
chemoradiation. The mass (white ar-
rows) filled the right external auricu-
lar canal (A and B). The mass was ne-
arly resolved (C and D).

ik . Fig. 4. Lesion staining. Hematoxylin-
3‘?" ‘l eosin stain (x400)(A). Immunoche-
> v | mical stain for marker S-100 (x400)
L g ﬂ (B). The lesion is composed of nume-

i rous Langerhans cells, with grooved
&, i\‘ * or indented nuclei, eosinophils, and sm-
" all lymphocytes.
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Table 1. Literature review of adult-onset Langerhans cell histiocytosis involving the temporal bone

Patient Year Author SR TYpe of InYoIved Initial Treatment (5) Frogliest
No. disease site (s) symptom (s)

1 2004 Mosnier, etal.”  M/43 Unifocal bone Left temporal bone Profound SNHL Surgical excision  Follow-up loss
disease (endolymphatic sac,  with finnitus, (1), excision+

PSC), right mandible  headache, HDMP+VBL (2")
vertigo

2 2004 Mosnier, et al.'”  M/26 Unifocal bone Right temporal bone  Right otalgia, Surgical excision  Good
disease (mastoid air cell, moderate via (recurrence-

bony labyrinth, mixed hearing retrolabyrinthine  free 7 months
endolymphatic sac)  impairment approach after surgery)

3 1997 Giona, et al.'” M/20 Unifocal bone Left temporal bone, None Surgical approach Good
disease right mandibular (1*"), HDMP+

bone VBL (2™)

4 2009 Zlodre, et al.”? F/49  Multifocal Both temporal bone  Aural fullness, DDAVP, topical Good after
bone & parietal bone, vertigo, steroid for aural third treatment
disease left humerus moderate polyp, HDMP+ (resolved

SNHL, VBL (1), radiologically
EAC polyp steroid+disease and
modifying CTx improvement
(azathioprine and  in SNHL)
methotrexate)
(29), 6 RTx (14 Gy)
(39

5 1999 Whitaker, et al.””  F/31  Multisystemic  Bilateral temporal Right otalgia, Mastoidectomy Good (systemic

disease bone, lung, vertigo, DDAVP, symptoms
hypothalamus amenorrhea, methotrexate+ well-controlled)
polydypsia, steroid, radiation

6 2011 Matsuki, et al."”

7 2001 Gulam, et al.?’

8 2011 Our case

M/27  Multisystem
disease

M/57  Multisystem
disease

F/54  Multisystem

disease

Temporal bone,
CNS, skin, lung

Both mandible,
right maxilla, right
temporal bone &

adjacent soft tissue,

skin

Both mastoid area,
lumbar spines, both
iliac body, left
proximal radius and
ulna, skin, bone
marrow, liver

and polyuria

Tinnitus, excessive

thirst, skin rash
on forehead

Right otalgia,
conductive
hearing loss,
purulent
discharge

Right otalgia,

exuding otorrhea

and progressive
conductive

hearing loss, skin

rash on frunk

therapy (10 Gy)

HDMP+VBL+6-MP  Equivocal

Surgical
freatment,
RTx+palliative
resections+CTx
(VBL+HDMP)

(better after
total 9 months
of treatment)

More progressive

similar to
malignant
process

but without
recurrence
2 years after
CTx

5GyRTx, 7" VBL+ Dead

HDMP and 6"
VP-16 CTx,

1 HD MTX/
Ara-C, 3¢
vincristine

PSC: posterior semicircular canal, SNHL: sensorineural hearing loss, HDMP: high-dose methylprednisolone, VBL: vinblastine, EAC:
external auditory canal, CTx: chemotherapy, RTx: radiotherapy, DDAVP: desmopressin acetate, CNS: central nervous system,
6-MP: 6-mercaptopurine, VP-16: etoposide phosphate, HD MTX: high-dose methotrexate, Ara-C: cytarabine
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