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Incidence of congenital cholesteatoma of the middle ear seems to be increasing due to recent de-
velopments in diagnostic skill including the use of endoscopy. As residual or recurred choleste-
atoma after incomplete removal of the disease is also on the rise as well, a necessity has been
emerging for the systematic approach for diagnosis and management of the disease. In this pa-
per, author wishes to help the novice of the ear surgery by introducing a novel staging system
and treatment algorithm for the disease, which were developed through author’s surgical expe-
rience of more than one hundred cases over twenty years as well as the literature review.

Korean J Otorhinolaryngol-Head Neck Surg 2013;56:482-9

Pathology stage - Treatment.

2 =z
B3 (Classification)

SEZoIA WA= AW W52 dEshs F9lo ot
2} Fol, Al ffolk, foFET] T FAIN AFFTORE 57
o = Qlar, =0 Aol wet 73 (open) E= H4E
(Closed)o. 2 B58} 4~ g9low] 77 = 71&F 55}al 4] MR
7} A3t §3-2 closed@ ] A FolxlFFoltt

AR FolHFF2 aote] AW XF 5 7P &3
FHZ e g Foluf =3 1~2 mm 2 27]9] W
HE fERet FA R 2 FIRt W7k ookt
FEE Yebd o= St} AR o8 Aadl Qb o 2w
T=0] Hl5=o] Ho|HA|(Fig. 1) AL ] ol o4,
= IFo] gl 7A-goll AdE 4= oL, T e R
EjA7)1& 119k=9] stop signal A E= epidermoid for-
mat10n° ;&%3) ‘:J} H}%ﬂ" NASIS) @%ﬁ 2ol ofsf

0] Helah »

), A%k 9 Az B oS %—oﬂﬁ +
AJs] e A Aol %

Jolc, AN 19} WFFL 2

482 Copyright © 2013 Korean Society of Otorhinolaryngology-Head and Neck Surgery



o HIES JER S80S Aelrrks sotelA 53]
AR A WA M ZEE CT 94 5 A

of ke ulARh g &7 Qo] 7b55H H9ickFie
D, M9 AFFOR AYE7] Ao] 1 wpRE0 2 ol
Lo} AR Aeb AL Fo) Q1 o 2 sle] Fo| A
F30 2 MRSl S0 S Aol Whe] Yol
ohfert R G, BusHe 9l Fo| AFF 2
o) o) R ohim, S Refol A e

Fero] Ea] By A4 94015 Wz QU oo
HL2 o7} oUiiL, A elolw Hal/ B Fat Fut
Q550121 fof YRR WA ol A
2 Azzo) 7143k sl BRo) B EAZch A
3 1ol /) sfaitl &l 9Pl 2740 4

o]t Folxl 7% oF Fksol A QJoje HFFo] FHHE
R P

HErol N FHETHFig. 3.0 FAHo.RE A ol
7V &5k, Ak ool drolFol FutEr st 5]

Diagnosis and Treatment of Congenital Cholesteatoma I Kim HJ

AR AL A7 IZE A A FoPlsdeld A4t =
A S S22 Wdst= 78‘%5 EEA gt ofHRt A
oot ejol= i)/ H=t

FEA] A|3Y5}to] 215
gHelsfof gtk A me a2 A
w2t ool yE, TUAIF S,

kit
i)
é
>
HE
&,
N o
)
1~
iy
tlo
o
ofo
=
>{U
T o
N
4 M
o M
w2
B
o
o o
N
Lo 2 Ho

2
=
:?1:."
A
Ir
Sl
Z
Hl
m[m
téi
=
>.
)
T
i)
rir
o,
rO
=2
4 oox
(ot
_?L

(Fig. 4. HET= 75, 8535

I
rir
2
~
uﬂi
» E
2
g
=)
i3

¢
o K
LR
- oX
2 o
+ O

- Ol'N
(e
of &

o e

WV 2 ] sl a1 S 58 o
sfe] S4J5H Zlolekn 2 7|29 ] Fhaolt 7
HAESA] 7P RS e ofele o] glek, ARt ol
ST 7 ) sl AuE A, 5
N i e g P

ofHof ghek” AHA FAR AFE-S v =8 HA 7

o| l"lr
rl ne

www.jkorl.org 483



Korean J Otorhinolaryngol-Head Neck Surg 12013;56:482-9

FF % 13%% ARBIAL Y FAE AFF FolME? A Schuknecht”& 7] SAFO 2 A HEUA(78%)2F Qhdny]
AF MRS Hol 9o 2eksto] AekS Ul &= Qe Q0% S HuFOn, Glasscock 5% QbHTRE] WA o) 3

g 5.7 A1 ejy7] el el AuAEIL ol m|RA WS Mol o] Eairiar sigick B, Sanna 57
FAFR o FolA ZHAS} FulM 2= Zé}zﬂ‘i}h PR B 2 425%, 1811, Magliulo 592 62.5%2 StdulH|S 71
=

Argaieh 252 AN FRY o] e Ao 1 B9 SAOR Busigrk 44 Azt 214 AAZ 9
Sh ol G /i 978 7 FARE Lhebha) Gkt rolel IR Hitwlo] Basht A e) SRR Wwel 49 3
% Pz Slol S HHE AR 4 et

ol A 7? W] wjo] Aoto ARt AdRlofA HARE 7 3HH, McGill ‘:2%1] oJahH 2] Ao whet 24
$7} &3ttt Cawthorne”) S Fo = Ei% A48 JaPst 9] closed F&Y =4 glo] Ae- A& o] 0% open
= Qb + A2 20| A O] & Fel, Bl
3

a2 AA7EEolgt J

Fig. 2. Ear drum and computerized tomography finding of a patient
with left tympanic membrane congenital cholesteatoma.
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Fig. 3. Grade 1 microtia and computerized tomography finding of ~ Fig. 5. Axial and coronal images of computerized tomography of
a patient with right congenital external ear canal cholesteatoma. a patient with left congenital petrous apex cholesteatoma.

Fig. 4. Axial (A and B) and coronal (C
and D) images of computerized tomo-
graphy of a patient with right congen-
ital mastoid cholesteatoma destroy-
ing superior wall of the external audi-
tory canal.

484



3l Derlacki®] %Ie7]& 5 4ofo] wj¢- &3t A9] 7+, &
Fold HEE chufA] QRlof|A A|Lj=]ojof gtk A¢te]
QAaL, 7L o g & o] o7} de] ARGE|AL Qlrt W 2719
Aofof A= X7 o) Faksh S A & 4= QAT A
7] 2A7E A 77} o] FoIR|A] ¢haL, WHol XIdYE A 5
St 7o) oA Hrk 7hg, AEFdo] v up
© 2 EAA apdgo] dojuAY s AT Eé‘ﬂﬂoﬂ 9
off &7)-g= 7t uta A ARt arEkR-2ko] E AL o] aruke]
gh=Eol ZojAl= B9 Be s 2 e 2‘1—71‘—%‘0“ 9
oA 2ol o] ukajE ZIgY WO 9ofl= 714 A9
of o3k Mk e 4= ks A ALz garglofjof gt

/HX

7] (Staging)

X@ﬂ WAAE L il 74 71e) el et}

2% ol oL A9, FUE A s 1, oI
A o, RFE Y 98 V. 9UE A Gk 412 2

Diagnosis and Treatment of Congenital Cholesteatoma I Kim HJ

F3toict Nelson®] 7| AAl= Ayt $a0d o] 15
o] W&sA] ¢kl Potsic] W7 |AIAl= FarAe] BHS o)A
Zo| YRR 117)¢} IV 2 F-E519.0u A4 YAz e
2 A S o] AFFY offlo| Agle] o] AT e
< FHslloF sk 97 W2 3} ol g o] %‘7]011 T g
o] Wats] AAEA] ottt o] Hete Ao st it
2 Ao A= 909]|e] AR FolXFEat 240110 AN F
oFIFFE & T AME WHo AR AP S HEo R B =
Foll A AQkSE 7|2 A 1 2 M 59 WR, 1L 4 S8k
9] vHOHA o] AT AW fF= Fs, % E AW
2, L 95 AW 9, V. A WRie] 57IHAIE A
oF5}tH(Table 1, Fig. 6)
UAlA, CT, MRI Zte) %3"3

A AR o] &3t Ak 7|&2 FA YA fiber 7|&

7:]0

o] 41 Ml i) A2} e, ook
317153 el AT 89 g SRase &
470 71 A3He A9 4 9 Helck A o 9
U5l 9 AREE - £ WO A
=ES)

W

7 ol B2ge) U8 U Fop] i ke =
spl Bl Z71E AEEe} 3 248 ARSE S
£ o= ot HeHe R HaH AAE 2ol A
NFF) WEE 7 S7H5Hs 24 ok AR olgd
NFE AASEE H2UE ] YR2A PHS] 247,
220] 5110] Sf5}el WA ALgA SE AT AFEE 4

Table 1. Staglng systems for congenltal cholesteatoma of the middle ear based upon disease and surgical approach as proposed by

Nelson, et al., Potsic, et al.***® and present study
Author Stage Description Cases Surgical approach
Nelson, et al.? | Confined to middle ear with no ossicular 31 Extended tympanotomy

involvement

I Involves ossicular chain, posterior
mesotympanum and/or superior
quadrant of the attic

1l Middle ear and mastoid obliteration

with ossicular erosion

69 Extended tympanotomy
Possible atticotomy

26 Tympanomastoidectomy

Poftsic, et al.?? -l Involves one (1) or more (Il) middle ear I: 40% Not Provided
quadrants without ossicular invasion 111 14%
or mastoid extension
1l Ossicular erosion but no mastoid extension 23%  Not provided
[\ Mastoid infiltration 23%  Tympanomastoidectomy
Present study A Anterior quadrants 31 Exploratory tympanotomy
Atticotomy
P Posterior quadrants with or without ossicular 38 Exploratory tympanotomy with Atticotomy

involvement. No mastoid involvement

M Mastoid involvement

R Recurred cases

Canal up mastoidectomy with
exploratory tympanotomy
21 Canal up mastoidectomy with/without
exploratory tympanotomy
24 Managed as primary cases, and canal
down mastoidectomy, if necessary

A anterior quadrants, P: posterior quadrants, M: mastoid involvement, R: recurred
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