
he otodental syndrome, also called as otodental dysplasia, is charac-
terized by striking dental phenotype known as globodontia, and as-
sociated with sensorineural high frequency hearing loss and eye

coloboma in some cases.1,2 Hitherto only a few families have been described
with the findings of this syndrome.1 In most families with this syndrome,
dental abnormalities and sensorineural high frequency hearing loss are com-
mon whereas eye abnormalities are rare.1 The syndrome demonstrates va-
riable expressivity and penetrance with autosomal dominant inheritance
pattern in familial cases.1,3

We assume that the findings of our case may be regarded as a variant
form of otodental syndrome.
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A Case with Neurosensorial Hearing
Loss and Anodonty Findings:

Is This a Variant of Otodental Syndrome?

AABBSS  TTRRAACCTT  Oto den tal syndro me has be en des cri bed as a syndro me of sen so ri ne u ral he a ring loss and
den tal ano ma li es. In this syndro me, ge ne rally au to so mal do mi nant in he ri tan ce pat tern has be en
des cri bed. In this study, we pre sent an 8-ye ar-old girl with bi la te ral sen so ri ne u ral he a ring loss and
par ti al ano donty fin dings in a non-con san gu i ne o us fa mily wit ho ut eye in vol ve ment. In li te ra tu re,
this syndro me has be en re por ted only in few ca ses with high pe net ran ce and va ri a bi le ex pres si -
vity. The re fo re, we as su me that this ca se may be ac cep ted as a va ri ant form of oto den tal syndro me
with so lely ne u ro sen so ri al he a ring loss, ano donty and de ep nar row pa la te fin dings wit ho ut den tal
dyspla si a and eye in vol ve ment.

KKeeyy  WWoorrddss::  He a ring loss, sen so ri ne u ral; den tin dyspla si a; ano don ti a 

ÖÖZZEETT  Oto den tal sen drom sen so ri nö ral işit me kay bı ve den tal ano ma li le rin eş lik et ti ği bir sen drom
ola rak ta nım lan mak ta dır. Bu sen drom da, ge nel ola rak oto zo mal do mi nant ka lı tım pa ter ni ta nım -
lan mış tır. Bu ça lış ma da, ara la rın da ak ra ba lık bu lun ma yan bir ai le nin iki ta raf lı sen so ri nö ral işit me
kay bı ve par si yel ano don ti bul gu la rı nın ol du ğu, göz tu tu lu mu nun ol ma dı ğı 8 ya şın da ki kız ço cuk -
la rı ile il gi li su num yap mak ta yız. Li te ra tür de, bu sen drom yük sek pe net rans ve eks pres si vi te de ğiş -
ken li ği gös te ren, az sa yı da ol gu da ra por edil miş tir. Bu ne den le, den tal disp la zi ve göz tu tu lu mu
ol mak sı zın, sen so ri nö ral işit me kay bı, ano don ti ve dar-yük sek da mak bul gu la rı nın eş lik et ti ği bu ol -
gu nun, oto den tal sen dro mun bir var yan tı ola rak ka bul edi le bi le ce ği ni dü şün mek te yiz. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Sen so ri nö ral işit me kay bı; den tal disp la zi; ano don ti
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CA SE RE PORT
An 8-ye ar-old girl with bi la te ral sen so ri ne u ral he -
a ring loss and par ti al ano donty fin dings in a non-
con san gu i ne o us fa mily has be en eva lu a ted and
in for med con sent was ob ta i ned for the pub li ca ti on
of the pho tog raphs and ot her patient data. Se cond
co u sin of the ca se samp le had ne u ro sen so ri al he a -
ring loss with no den ti no ge ne sis prob lem. In ad di -
ti on to that, anot her co u sin had cleft lip. The se two
af fec ted ca ses’ and the ir pa rents physi cal exa mi na -
ti ons we re nor mal and no ot her abnormalities were
de tec ted. There were no other cases with both den-
tal and he a ring loss prob lems in this fa mily (Fi gu -
re 1). The pa ti ent was born at term by ce sa re an
sec ti on wit ho ut any pre na tal, na tal or post na tal
preg nancy comp li ca ti ons. The mot her was 27 ye ars
old at the ti me of de li very. The pa ti ent’s birth we -
ight was 2900 gr. Her physi cal and men tal de ve -
lop ment was wit hin nor mal li mits for her age. On
her physi cal exa mi na ti on, we fo und par ti al ano -
donty and de ep-nar row pa la te with no ot her mor-
p ho lo gi cal ab nor ma li ti es (Fi gu re 2).

On pa no ra mic mandibular radiograph, pri-
mary den ti no ge ne sis was developed nor mally at
the age of 7 (Fi gu re 3). In se con dary den ti no ge ne -
sis, par ti al ab sen ce of ca ni ne, pre mo lar and mo lar
te eth, was ob ser ved without any ot her te eth dys-
morp ho logy fin dings. Her last pa no ra mic mandibu-
lar radiograph at the age of 8 de mons tra ted that the

se con dary den ti no ge ne sis of bi la te ral man di bu lary
se cond in ci sors and first mo lars we re nor mal (Fi g-
u re 4). The ger mi nal la yer of the bi la te ral man di -
bu lary ca ni nes, and the se cond mo lars we re present
and the pri mary right in ci sor was per sis ting. The -
re we re no ger mi nal for ma ti on for the first in ci sors
and pre mo lars. The se con dary den ti no ge ne sis of bi-
la te ral ma xil lary first in ci sors and first mo lars we -
re nor mal. Ger mi nal for ma ti on of the left ma xil lary
se cond in ci sor, ca ni ne, the first pre mo lar, the se c-
ond mo lar and the right ma xil lary first pre mo lar,
the se cond mo lar we re present. The re we re no ger-
mi nal for ma ti on for the left ma xil lary se cond pre-
mo lar and the right ma xil lary se cond in ci sor,
ca ni ne and se cond pre mo lar.

The patient al so had ne u ro sen so ri al he a ring
loss (Fi gu re 5). The pa ti ent was using he a ring aids
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FIGURE 1: Pedigree analysis of the index case.

Index case

Unilateral sensorineural hearing loss

Cleft lip

FIGURE 2: a) Deep narrow palate and the maxillary partial anodonty findings in the case.
b) Mandibulary partial anodonty findings in our case.



for fo ur ye ars at the ti me of exa mi na ti on. Con se -
cu ti ve pu re to ne au di og rams re ve a led sen so ri ne u -
ral he a ring loss in both ears, which prog res sed did
not sig ni fi cantly du ring fo ur-ye ar follow-up. Pu re
to ne ave ra ges we re 47 and 40 dB he a ring le vels in
the right and the left ears res pec ti vely (Fi gu re 5).
The spe ech dis cri mi na ti on sco res we re 88% in the
right and 84% in the left ears. On exa mi na ti on,
both ex ter nal au di tory ca nals and ear drums we re

nor mal. Both ears sho wed type A tympa nog rams
and bi la te ral sta pe di al ref le xes we re evo ked by in-
ten se so und sti mu li, gre a ter than 95 dB he a ring le -
vels. The pa ti ent’s ar ti cu la ti on was slightly
im pa i red and the pa ti ent sta ted no ot her pos sib le
ca u ses for bi la te ral sen so ri ne u ral he a ring loss. A
mag ne tic re so nan ce ima ging of tem po ral bo ne and
pos te ri or fos sa re ve a led no abnormalities.
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FI GU RE 3: Pa no ra mic mandibular radiograph at the age of se ven. De ve lop -
ment of pri mary den ti no ge ne sis ap pe ars nor mal. The se con dary den ti no ge -
ne sis shows par ti al ab sen ce of the ca ni ne, pre mo lar and mo lar te eth.

FI GU RE 4: Panoramic mandibular radiograph at the age of eight shows per-
sisting primary right incisor.  We could not observe the germinal formation
for the mandibulary first incisors and premolars. We also found out that there
were no germinal formations for the the left maxillary second premolar,   right
maxillary second incisor, canine and second premolar.

FIGURE 5: Pure tone audiogram revealed a descending-type sensorineural hearing loss. Kindly notice the drops of acuity in high frequencies.



The re we re no vi su al or struc tu ral ab nor ma li -
ti es in oph thal mic exa mi na ti on.

DIS CUS SI ON
Oto den tal syndro me was first des cri bed by Le vin
and Jor gen son with a high fre qu ency he a ring loss
va ri ed in on set from early child ho od to midd le
age.4 Ac cor ding to the ir fin dings the ma xil lary de-
ci du o us ca ni nes and the de ci du o us and the per ma -
nent mo lars we re lar ge and bul bo us, but the
in ci sors we re nor mal. Pre mo lars we re con ge ni tally
mis sing in half of af fec ted in di vi du als. On den tal
ra di og raphs, the de ci du o us mo lars fre qu ently ap-
pe a red to ha ve two se pa ra te pulp cham bers. Ta u -
ro don ti a and pulp sto nes we re al so no ted.4,5 To day,
oto den tal syndro me or oto den tal dyspla si a is cha r-
ac te ri zed by stri king den tal phe noty pe known as
glo bo don ti a, as so ci a ted with sen so ri ne u ral high
fre qu ency he a ring loss and eye co lo bo ma in so me
ca ses.1,5 In our ca se, no den tal dyspla si a was ob-
served ex cept mis sing of in ci sors, ca ni ne  pre mo -
lars and there was no eye in vol ve ment. The patient
had bi la te ral ne u ro sen so ri al he a ring loss. A de ep
and nar row pa la te was ob ser ved in our ca se, and it
was the sole ab nor ma lity re por ted in an oto den tal
syndro me ca se. Ac cor ding to li te ra tu re, den tal dys-
pla si a se ems as a ma jor ab nor ma lity ob ser ved in
oto den tal syndro me. In our ca se, the morp ho logy
of den tal struc tu re se ems nor mal. Therefore so we
as su me that our ca se may be a va ri ant of this syn-
dro me with nor mal to oth struc tu re, but dyspla si a
of the se con dary den ti no ge ne sis. 

Bi la te ral ne u ro sen so ri al he a ring loss is anot her
ma jor ab nor ma lity ob ser ved in oto den tal syndro -
me.1 Bi la te ral sen so ri ne u ral he a ring loss of the pa-
ti ent was di ag no sed when she was fo ur ye ars old
and she has be en using he a ring aids sin ce then. The
he a ring loss was mo de ra te, ho we ver, mar ked drops
of acu ity ob ser ved in high fre qu en ci es. This fin ding
is cons tant with the pre vi o usly re por ted ca ses.3,6

One co u sin of our patient al so had sen so ri ne u ral
he a ring loss wit ho ut any den tal pat ho logies and an-

ot her co u sin had cleft lip fin ding wit ho ut any den-
tal or he a ring loss fin dings. Ac cor ding to our know -
led ge, cli ni cal synop sis of oto den tal syndro me do es
not have in it cleft lip fin ding. De ep-nar row pa la -
te fin ding in our ca se is a ra re fin ding in oto den tal
syndro me.1,3  

In li te ra tu re, there are lot of syndro mes in dif-
fe ren ti al di ag no sis of otodental syndrome: he a ring
loss and/or den tal ab nor ma li ti es li ke cle i doc ra ni al
dysos to sis, an hid ro tic ec to der mal dyspla si a, os te o -
ge ne sis im per fec ta, and syndro mic mic roph thal mi -
a type 2 (ocu lo fa ci o car di o den tal syndro me).
Cle i doc ra ni al dysos to sis is a ra re syndro me that af-
fects cra ni o fa ci al, den tal and ske la tal fe a tu res with
or wit ho ut he a ring loss.7 An hid ro tic ec to der mal
dyspla si a is cha rac te ri zed by hypo hid ro sis, hypot -
ric ho sis and to tal or par ti al ano donty.8 Six types of
os te o ge ne sis im per fec ta exist. Ac cor ding to type of
di se a se, pa ti ents suf fer from growth de fi ci ency,
ske le tal ab nor ma li ti es li ke limb de for mity, frac tu -
res, sco li o sis, kypho sis and hype rex ten sib le jo ints,
blu e scle ra, he a ring loss and den tal prob lems.9 In
ocu lo fa ci o car di o den tal syndro me, den tal ab nor -
ma li ti es ac com pany ocu lar, fa ci al and car di ac ab-
nor ma li ti es.10 When we exa mi ne all of the se
syndro mes, only  the he a ring loss and/or den tal ab-
nor ma li ti es show si mi la rity to our ca se. 

The cor rect de fi ni ti on of the oto den tal syndro -
me is dif fi cult be ca u se of its low fre qu ency, va ri ab -
le ex pres si vity and pe net ran ce.1,3 So, our ca se may
be a va ri ant form of this syndro me with so lely ne -
u ro sen so ri al he a ring loss, ano donty and de ep nar-
row pa la te, wit ho ut den tal dyspla si a and eye
in vol ve ment fin dings. They pos sibly sha re the si -
mi lar unk nown ge ne tic prob lem or prob lems ap-
pe a red in the de ve lop ment of the se ca ses. 
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truc tor Er cin AY HAN for hel ping us to draw up this ar-
tic le.
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