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= Abstract =

Background and Objectives : Congenital cholesteatoma of the middle ear was a rare clinical entity
that classically presents as a pearly epidermal cyst seen behind the normal tympanic membrane. In
recent years, theré has been an increasing number of case reports and an apparent increase in
congenital cholesteatoma in the middle ear. The actual incidence of congenital cholesteatoma is
substantially greater than the literature indicates. Several otologists have speculated on the
pathogenesis of acquired cholesteatoma related to congenital origin. The issue may further be
complicated by extensive cases of congenital cholesteatoma that become infected and eventually
show perforation of the tympanic membrane and, therefore, those are classified as acquired
cholesteatomas. The aim of this study is to analyse suspicious congenital choleteatomas and compare
them with typical congenital cases, and to determine whether congenital cholesteatomas can be a
source of acquired cholesteatoma.

Materials and Methods : We reviewed 11 cases of middle ear cholesteatoma including 8 typical
congenital cholesteatoma by analysing patients’ history, preoperative myringoscopic findings,
temporal bone computerized tomographies and operative findings.

Results : The diagnostic evidences which congenital cholesteatomas can cause acquired
cholesteatomas are : (1) shorter duration of otorrhea than that of hearing impairment ; (2) relatively
smaller perforation of the ear drum especially in the pars tensa area_; (3) relatively good
pneumatization of the temporal bone ; (4) cholesteatoma matrices involved in mesotympanum ; and
(5) much more damage of ossicular structures in the mesotympanum.

Conclusion : This review supports that some middle ear cholesteatoma may have the possibility of
congenital origin.
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Table |. Duration of hearing impairment and otorrhea.

Hearing impairment Otorrhea
Case I(f7) 2year 2 months
Case 2(f:18) 4year 7 months
Case 3(m:7) No
Case 4(f:7) 5 year
Case 5(f:24) No
Case 6(m:7) 2 year
Case 7(m:6) | year 4 months
Case 8(f:38) 10 year -
Case 9(m:7) No 2 months
CaselO(m:33) 5year 2 months
Casel I(m:9) 3 year 2 months

- 1 no active otorrhea at diagnosis, but positive past history of

otorrhea.

Fig. | (case 1). A. Myringoscopic finding : Whitish bulging
mass is observed at the posterosuperior quadrant of
eardrum and tiny central perforation of eardrum is
noted (arrow). B. Operative finding : Cholesteatoma
(arrow) is seen at entire mesotympanum after
tympanomeatal flap elevation. C&D. Temporal bone
CT axial and coronal views : Middle ear cavity is filed
with soft tissue mass with relatively well pneumatized
mastoid cavity.
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Table 2. Findings of temporal bone (TB) CT and operation.

Drum TB pneumatization Cholesteatoma extent

(perforation)
Case I(f:7) small central good whole mesotympanum
Case 2(f:18) small cental poor whole mesotympanum—epitympanum
Case 3(m:7) intact good whole mesotympanum
Case 4(m:17) intact good posterior mesotympanum
Case 5(m:24) intact poor posteriormesotympanum—epitympanum:- *
Case 6(m:7) intact good whole mesotympanum—epitympanum—antrum
Case 7(m:6) attic good whole mesotympanum—epitympanum
Case 8(m:38) attic poor epitympanum
Case 9(m:7) small central good inferior mesotympanum—hypotympanum
Case I0(m:33) ntact good antrum ’
Case I'l(m:9) attic good posterior mesotympanum,epitympanum

£ 1,

Fig. 2 (case 2). A. Myringoscopic finding : Small perforation is
noted at posterior eardrum and cholesteatoma debris is
. observed through the perforation. B. Operative finding
: Cholesteatoma (arrow) appears originated from
posterosuperior part of the middle ear cavity and
observed at medial side of the malleus. It extends into
the hypotympanum and attic area. C&D. Temporal
bone CT axial and coronal view : Entire middle ear
cavity including the attic area is filled with soft tissue
mass (arrow).

Fig. 3 (case 4). A. Myringoscopic finding : Whitish mass i

seen at posterosuperior quadrant of intact eardrum and
attic retraction(arrow) is noted. B. Operative finding :
Cholesteatoma (arrow) is seen at posterosuperior part
of middle ear cavity after removal of the incus through
open cavity mastoidectomy and extends into the attic
area. C. Temporal bone CT axial view : Soft tissue
mass (arrow) is seen at posterior mesotympanum. D.
Temporal bone CT coronal view : Soft tissue mass
(arrow) is seen just medial to malleus handle and
extends into the attic area.
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Fig. 4 (case 6). A. Myringoscopic finding : Whitish mass
(arrow) is observed behind intact eardrum. B.
Operative finding : Cholesteatoma (arrow) is seen at
whole mesotympanum after removal of the incus
through open cavity mastoidectomy and it extends into
the epitympanum and mastoid antrum. C. Temporal
bone CT axial view : Soft tissue mass (arrow) is seen at
the mesotympanum. D. Temporal bone CT coronal
view : Soft tissue mass (arrow) is seen at the middle ear
and mastoid cavity.

Fig. 5 (case 8). A. Myringoscopic finding : Perforation s noted
at the attic area and cholesteatoma debris is observed
through the perforation. B. Operative finding :
Cholesteatoma (arrow) is seen at the attic area through
mastoidectomy. C&D. Temporal bone CT axial and
coronal views : Entire epitympanum is filled with soft
tissue mass (arrow) and attic destruction is observed.

Fig. 6 (case 10). A. Myringoscopic finding : Destruction of

posterior canal wall is observed. B. Operative finding :
Huge cholesteatoma (arrow) is filled in the whole
mastoid cavity. C&D. Temporal bone CT axial and
coronal views : Entire mastoid cavity is occupied with
soft tissue mass(arrow) and the middle ear cavity is
intact.

Fig. 7 (case 11). A. Myringoscopic finding : Whitish mass is

seen at posterosuperior quadrant of eardrum and attic
retraction and small central perforation of the eardrum
are observed. B.Operative finding : Two
cholesteatomas are observed separately at posterior
mesotympanum (large arrow) and epitympanum (small
arrow). C.Temporal bone CT axial view : Soft tissue
mass (arrow) is seen at the mesotympanum.
D.Temporal bone CT coronal view : Soft tissue mass
(arrow) is observed at the medial side of handle of
malleus and epitympanum.
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Table 3. Status of ossicular chain in suspicious congenital cholesteatomas.

Malleus

Incu

Stapes

cases

handle  body

footplate

case |(f7)
case 2(f:18)
case 3(m:7)
case 4(:17)
case 5(f:24)
case 6(m:7)
case 7(m:6)
case 8(f:38)
case 9(m:7)
case 10(m:33)
case | {(m:9)

+

bk [T
F S S U Sy N
otk HH o H o+

long process  suprastructure

+ o+ o+ o+ o+ o+ 4

H o+ o+ o+
H o+ o+ o+

+ :intact, + : ersion, - : missing

Table 4. Status of ossicular chain in typical congenital cholesteatomas.

Incus

Stapes

cases Malleus

lor:g process

suprastructure footplate

case |(m:4)
case 2(m:22)
case 3(m:7)
case 4(f:18)
case 5(f:24)
case 6(f:22)
case 7(m:7)
case 8(f:6) +

+Ho+ o+

+ o+t o+ o+

+

+
+

o+ o+ o+ o+ o+

+ oW

+ tintact, & : ersion, - : missing
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