
ongenital cholesteatoma (CC) is a rare but well documented disease
in the international literature. It occurs usually in the childhood, in
the upper anterior part of the tympanic cavity. The surgical mana-

gement is performed with the microscope with difficulties depending on
whether the lesion is limited or not.

Through a case-report of a CC in a 25-year-old adult, features and the
exclusive endoscopic surgical management of this disease are described. The
primary otoendoscopy is a minimal invasive procedure which allows the
removal of the disease with a transmeatal approach in anatomical regions
usually hidden for the microscope.
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Management of Congenital Cholesteatoma
with Otoendoscopic Surgery: Case Report

AABBSS  TTRRAACCTT  The aut hor aims to des cri be the fe a tu res of con ge ni tal cho les te a to ma in adults and the
va lu e of the exc lu si ve oto en dos copy in the sur gi cal ma na ge ment. The con ge ni tal cho les te a to ma is
well known in chil dren. This di se a se is un com mon in adults and is des cri bed he re thro ugh a ca se-
re port in a 25-ye ar-old pa ti ent. The forms lo ca li zed to the up per pos te ri or part of the tympa nic ca -
vity are the le ast com mon and can ta ke the fe a tu res of an ac qu i red cho les te a to ma. The sur gi cal
tre at ment is usu ally per for med with oto mic ros copy, with a ca nal wall-up tympa nop lasty. In this ca -
se, the ma na ge ment was per for med with a trans me a tal ap pro ach with the exc lu si ve oto en dos co pic
sur gery. This pro ce du re al lows an ac cess to ana to mi cal are as hid den for the mic ros co pe. It be longs
to a new sur gi cal era in oto logy and is one of the mi ni mal in va si ve sur gi cal pro ce du res of the fu tu -
re. 

KKeeyy  WWoorrddss::  Cholesteatoma, middle ear; endoscopy    

ÖÖZZEETT  Yazar erişkindeki konjenital kolesteatomun özelliklerini ve cerrahi tedavide seçkin
otoendoskopinin değerini tanımlamayı amaçlamaktadır. Konjenital kolesteatom çocuklarda iyi
bilinmektedir. Bu hastalık erişkinlerde nadir görülür ve burada 25 yaşındaki bir hastadaki olgu
sunumu vasıtasıyla anlatılmaktadır. Timpanik kavitenin üst arka kısmında yerleşmiş olan formlar
en az görülür ve kazanılmış kolesteatomun özelliklerini alabilir. Cerrahi tedavi genellikle kapalı
kavite timpanoplasti ile otomikroskopiyle yapılır. Bu olguda tedavi transmeatal yaklaşımla seçkin
otoendoskopik cerrahiyle yapıldı. Bu işlem mikroskoptan saklanan anatomik alanlara ulaşılmasını
sağlar. Otolojide yeni bir çığır açmıştır ve geleceğin minimal invaziv cerrahi işlemlerinden birisidir.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Kolesteatom, orta kulak, endoskopi
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CASE REPORT
A 25-ye ar old man pre sen ted with a prog res si ve
right ear he a ring loss wit ho ut any pre vi o us oto lo -
gic his tory.

The ear drum was re mar kab le by only a hyper -
he mic are a on the mal le us and the up per pos te ri or
part of the ear drum (Figure 1). The au di o lo gic test
in di ca ted a right con duc ti ve  he a ring-loss, with an
air-bo ne gap of 20dB. The computerized tomogra-
phy (CT) of the pet ro sal bo nes sho wed a blurry
pos te ro-su pe ri or opa city with an ex ten si on bet we -
en the in cus and the pyra mid of the sta pes. The in-
cu dos ta pe di al jo int was ero ded. The an trum and
the mas to id we re fre e from di se a se (Figure 2).

All the in for ma ti ons abo ut the sur gi cal pro ce -
du re we re exp la i ned to the pa ti ent: The ob jec ti ves,
the trans me a tal ap pro ach and the pos si bi lity of an
an tro mas to i dec tomy.

The sur gi cal pro ce du re was en dos co pe-as sis ted
and un der ge ne ral anest he si a. A tympa no me a tal
flap was cre a ted from the 11 o’c lock po si ti on to the
7 o’c lock po si ti on (3 mm 0° en dos co pe, HD ca me ra,
Karl Storz, Ger many) with a trans me a tal ap pro ach.  

A cho les te a to ma was dis co ve red, wit ho ut any
con tact with the de ep si de of the tympa nic mem-
bra ne, sug ges ting a con ge ni tal cho les te a to ma. The
le si on was in the up per pos te ri or part of the tympa -
nic ca vity, re ac hing the se cond por ti on of the Fal-
lo pi an ca nal, le a ving the ca nal un da ma ged, and
ex ten ded in to the ret roty mpa num and es pe ci ally
the oval win dow. The long process of the in cus was
ero ded. Only the an te ri or crus of the sta pes re ma -
i ned, as well as a func ti o nal fo otp la te (Figure 3).

Comp le te ex ci si on of the cho les te a to ma was
per for med with the 0° and 30° en dos co pes af ter the
re mo val of the in cus. The re was no pe ro pe ra ti ve
re si du al di se a se in the who le tympa nic ca vity (Fig-
ure 4). A ti ta ni um to tal ossicular prost he sis Kürz
was placed bet we en a thin tra gal car ti la ge and the
fo otp la te. The tympa no me a tal flap was res to red to
its ini ti al po si ti on.

Two years postoperatively the otos copy shows
pos te ri or car ti la ge re in for ce ment with a nor mal
ear drum. The re si du al air-bo ne gap was 10dB. The

CT-scan of the pet ro sal bo nes did not show any
sus pi ci o us opa city that in di ca ted a re si du al epi der -
mal le si on (Figure 5). 

DISCUSSION
CC develops as a re sult of epi der mal rem nants from
the de ve lop ment of the tem po ral bo ne bet we en the
3rd and the 5th we ek of emb ryo nic li fe.1 It mostly
appears in yo ung chil dren,2,3-5 mostly in boys.2 It is
usu ally a cap su lar cho les te a to ma in the an te ro su -
pe ri or part of the tympa nic ca vity. The pa ti ent is
asym pto ma tic most of the ti me. This type of CC, as
des cri bed by Kol ta i,6 involves the who le tympa nic
ca vity if left undiagnosed. If ope ra ted early, its re-
mo val is usu ally easy and can be per for med in a sin-
g le sur gi cal sta ge.

This study re ports anot her kind of CC.  

It is dis co ve red in a 25-ye ar-old man. Ot her
aut hors ha ve re por ted ca ses of CC in patients older
than 50 ye ars of age.2,3,7 Such adult forms are very
unu su al. They pro bably ha ve a dif fe rent pat ho-
physi o  logy.8 The ir slow evo lu ti on exp la ins the usu -
al de la yed ma na ge ment. The pos te ro su pe ri or
lo ca li za ti on is the le ast com mon, usu ally blurry
with the sa me evo lu ti on as an ac qu i red cho les te a -
to ma. Os si cu lar erosion is the most com mon com-
p li ca ti on. In this ca se re port, the air-bo ne gap was
small be ca u se the CC cre a ted a brid ge bet we en the
ear drum and the fo otp la te. 

The sur gi cal tre at ment of the cap su lar form of
CC is a ca nal wall-up tympa nop lasty with a trans-
me a tal ap pro ach as far as pos sib le, and usu ally a se -
cond sta ge is not planned.

Forms li ke in this ca se re port re qu i re the sa me
sur gi cal pro ce du re as the ac qu i red cho les te a to ma.
Kucz kows ki re com mends open pro ce du res,9 well-
known for the ir pos to pe ra ti ve prob lems li ke otorr -
he a. Most of the aut hors ag re e on a clo sed, mo re
con ser va ti ve tympa nop lasty, with plan ned sur gi cal
re vi si on.3,5,7,10

Comp le te re mo val of a pos te ro su pe ri or cho les -
te a to ma li ke in the ca se re port is achieved most of
the ti me through a ca nal wall-up tympa nop lasty
using the oto mic ros co pe with an an tro mas to i dec -
tomy and a pos te ri or tympa no tomy.
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En dos co pe-as sis ted sur gery al lows the best ac-
cess in the mo re inac ces sib le re gi ons of the midd le
ear. The pos te ro su pe ri or re cess of the tympa nic ca -
vity, the ret roty mpa num and par ti cu larly the si nus
tympa ni are hid den re gi ons for the mic ros co pe and
so me ti mes even after a wi de pos te ri or tympa no -
tomy. The va lu e of an ad di ti o nal en dos co pic su rgery
with la te ral vi si on has al re ady be en pub lis hed,11, 12 as
well as the pri mary en dos co pic sur gi cal ma na ge -
ment of the epity mpa nic cho les te a to ma.13,14

The tympa nop lasty was per for med un der exc -
lu si ve oto en dos copy.

As the otos copy is nor mal, the first step is di-
ag nos tic tympanotomy with a trans me a tal ap pro -

ach using a Karl Storz 3 mm 0° en dos co pe. Af ter
per for ming a tympa no me a tal flap, the ob ser va ti on
of a po orly de fi ned pos te ro su pe ri or cho les te a to ma
wit ho ut any con nec ti on to the tympa nic mem bra -
ne con firms the di ag no sis of CC. This step can al so
be per for med with a mic ros co pe. However, it may
be im pos sib le to per form a comp le te re mo val wit -
ho ut an an tro mas to i dec tomy with a pos te ri or tym-
pa no tomy, es pe ci ally be ca u se of the ex ten si on of
the di se a se to the si nus tympa ni. The oto en dos copy
al lows a very con ser va ti ve tympa nop lasty, wit ho ut
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FIGURE 4: No preoperative residual disease after the removal of the incus
(black arrow: posterior epitympanum).

FIGURE 1: Pre-operative otoscopy.

FIGURE 2: Pre-operative CT-scan (coronal plane) (white arrow : congenital
cholesteatoma).

FIGURE 3: Per-operative view (white arrow: second portion of the facial
nerve, black arrow: residual cholesteatoma of the facial nerve, double arrow
: stapedial footplate).



any pos te ri or ac cess, par ti cu larly a pos te ri or tympa -
no tomy, dan ge ro us for the fa ci al ner ve. The analy-
sis of the pre o pe ra ti ve CT-scan is de ci si ve in
cho o sing this pro ce du re. The adi tus ad an trum is
the pos te ri or li mit of an en dos co pic re mo val of a
cho les te a to ma. An opa city of this re gi on on the
CT-scan is al ways searched. The sur ge on must fol-
low the di se a se in the tympa nic ca vity un til the
adi tus. In ca se of an ex ten si on be yond this li mit, an
an tro mas to i dec tomy must be per for med. 

Exc lu si ve en dos co pic ear sur gery al lows the
sur ge on “to in tro du ce his eye ” into the midd le ear.
This pro ce du re is very use ful in ca se of a tympa nal
pro ci den ce, par ti cu larly for the pos te ri or tympa nal
in ca se of a ret roty mpa nal cho les te a to ma. 

The pro ce du re is per for med with a trans me a tal
ap pro ach. The di a me ter of the ex ter nal ear ca nal can
be a li mit in ca se of the pre sen ce of wi de os te o mas
or a ma jor pro ci den ce of the posterior ear canal wall.
Thre e or 2.7 mm en dos co pes can be use ful but in-
troducing the instruments may be difficult. In tho -
se ca ses, a ca nalp lasty wo uld be per for med.

The os si cu lar cha in re cons truc ti on was per for -
med with a to tal ti ta ni um prost he sis bet we en the
car ti la ge and the fo otp la te. The in ser ti on is per for -
med wit ho ut as pi ra ti on and ne eds a per fectly dry
au di tory ca nal to avo id the prost he sis to stick in
blo od on the ca nal.

En dos co pic ear sur gery is a “one-han d” sur-
gery. That me ans that the re is no as pi ra ti on du ring
the dis sec ti on. One hand car ri es the en dos co pe and
the ca me ra, the ot her one the ins tru ment. The ble -
e ding is of ten des cri bed as a li mit to this pro ce du re.
However in fact, ble e ding can oc cur du ring the dis-
sec ti on of the tympa no me a tal flap, but ne ver in the
tympa nic ca vity. The ru les of the oto lo gic sur gery
are also valid in en dos co pic sur gery : pre-ope ra ti ve
pre pa ra ti on of the ear aga inst inf lam ma ti on of the
ca vity and co o pe ra ti on with ana est he sists to avo id
any per-ope ra ti ve va ri a ti on of the blo od pres su re. 

Fol lo wing the re mo val of the CC, a car ti la gi -
no us re in for ce ment of the pos te ro su pe ri or part of
the tympa nic mem bra ne was per for med. The lo ca -
li za ti on of the CC in the pos te ro su pe ri or part and
its non-cap su lar as pect gi ve to this CC the fe a tu res
of an ac qu i red cho les te a to ma and the re fo re ne eds
the sa me tympa nic re cons truc ti on pat tern. Cri tics
of syste ma tic car ti la gi no us re cons truc ti on co uld ar -
gu e the dif fi cul ti es of otos co pic examination. There-
fore most of the aut hors ad vo ca te a se cond sur gi cal
sta ge. A CT-scan of the pet ro sal bo nes plays an es-
sen ti al part in investigating the ca vi ti es of the mid-
d le ear whe re the mu co sa do es not nor mally pre sent
re ac ti o nal hyperp la si a in a CC. A syste ma tic sur gi -
cal re vi si on will not be plan ned as a rule for the CC. 

CONCLUSION
En dos co pic ear sur gery is a new phi lo sophy in the
ma na ge ment of the midd le ear di se a se. This is a
“one-han d” sur gery, which ne eds a prog res si ve le -
ar ning cur ve. Well-known as an ad di ti on nal to ol,
oto en dos co pic sur gery has be co me an exc lu si ve
pro ce du re, al lo wing the sur ge on to se e in si de the
tympa nic ca vity wit ho ut a mic ros co pe and avo i -
ding an tro mas to i dec tomy or pos te ri or tympa no -
tomy. Although mo re ag gres si ve, the se pro ce du res
are of ten li mi ted to re mo ve the cho les te a to ma in
hid den ana to mic re gi ons. Oto en dos copy is al so use-
ful to per form os si cu lop las ti es or car ti la gi no us
myrin gop las ti es with a trans me a tal ap pro ach.

This is a mi ni mal in va si ve sur gi cal pro ce du re
of the fu tu re.
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FIGURE 5: 2 years post-operative CT-scan (coronal plane) (white arrow: total
titanium prosthesis).
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