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=Abstract=
A Case of Congenital Cholesteatoma with Labyrinthine Fistula
Myung Koo Kang, M.D., Bong Ik Jang, M.D.,
Sang Reyul Kim, M.D., Lee Suk Kim, M.D.

Department of Otolaryngology, College of Medicine, Dong-A University, Pusan, Korea

Congenital cholesteatoma of the middle ear is now being reported increasingly in otologic literature.
Derlacki's classic description of congenital cholesteatoma is that of a keratotic mass behind an intact tympanic
membrane with no history of otitis media, otorrhea, or otological surgical procedure. The most important
criterion for diagnosis is the presence of an intact tympanic membrane. We recently experienced a case of
congenital cholesteatoma with large labyrinthine fistula in 41 year old male patient who showed normal
tympanic membrane without prior history of ear disease. Cholesteatoma was localized within the antrum of
mastoid. Destruction of the lateral semicircular canal was observed. Complete surgical removal was performed
using an canal wall up mastoidectomy. There is no significant difference between preoperative and
postop bone conduction threshold, 5 dB and 13 dB respectively.

We report this case with brief review of the literatures.
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Fig. |. Preoperative axial CT scan shows a soft tissue
mass(arrow) in the right masotid antrum. Notice fistula
of the lateral semicircular canal(arrow head). The right
mastoid air cells are well developed and aerated.
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Fig. 2. Operative appearance. A: Congenital cholesteatoma is
situated in mastoid antrum. Boundary of
cholesteatoma (arrows heads). B: After complete
removal of the matrix of the cholesteatoma, large
fistula of the lateral semicircular canal is noticed
Incus(l), Boundary of fistula(arrows). C: Repair of the
fistula with bone paté and fascia.
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Fig. 3. Axial CT scan at postoperation 3 months shows
repaired fistula by organization of bone paté(arrow).
Mastoid obliteration with inferior based flap(asterisk)
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