Cleidocranial dysplasia : a case report
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ABSTRACT

CHEFT-Ztoroba BIALAI BHS| K| 2004; 34 : 55-9

Cleidocranial dysplasia is a rare and autosomal dominent disorder characterized by aplasia or hypoplasia of the
clavicles, an open fontanelle, dental abnormalities, and short stature. A 17-year-old female who presented with
short stature and subsequent delay in eruption of permanent teeth is described. she showed the abnormal
hypermobility of the shoulder, ocular hypertelorism and concave nasal bridge. Radiographs revealed the
underdeveloped maxilla, defect of the cranium in the fontanelle region, and aplasia of the clavicles.
Characteristically, panoramic view revealed near parallel-sided borders of the ascending ramus and downward
curvature of the zygomatic arch with hypoplasia. The prolonged retention of deciduous teeth with delayed eruption
of permanent teeth and multiple embedded supernumerary teeth were striking. Radiographic and clinical
investigations revealed Cleidocranial dysplasia. (Korean J Oral Maxillofac Radiol 2004; 34 : 55-9)

KEY WORDS : Cleidocranial Dysplasia; Radiography, Panoramic

HZ 57N o] FZ (Cleidocranial dysplasia)2 A {-AAl
Agow el Yu AT B TS QA AL,
a9m AED ARG AdNdes BAANE vu
Z

4 =B 27 e} 2 o}e] uk&-o]Ale]t} Marie9} Saintonl
o LA e FAE, sjF 223 flat bones ©]
A7k Azt 18984 cleidocranial dysostosis® &
FEI A FL AFHWFIEHE F= o|3EY o8 24
Aol Huby oldE vepizz Fu W2 oule] HAQ
cleidocranial dysplasia®2 =] 3= ¢} o}

HZFFN ol FZ=2 YA FH T chromosome 6p2lol] $JA]
3= A AT AR CBFAL gene®) Edwlolel] ojghe™!
= w8

o] A%te 573 of ds FH&
58.3%7} AtdA EdHolgleH,

4‘4&%- 88%°ﬂ A A

Golan =72 24Z# o)A
88%<lA] ol7jm 2] oA}
ot ol Ak Vep gl

A 20039 129 129 AAFY 120031 129 159; A= 120033 10 289
Correspondence to : Prof. Jae-Duk Kim

Department of Oral and Maxillofacial Radiology, School of Dentistry, Chosun
University, 421 Susuk-dong, Dong-gu, Kwangju, Korea

Tel) 82-62-220-3880, Fax) 82-62-227-0270

E-mail) jdakim @mail.chosun.ac.kr

7 dubEel EAlozE HF & L |
o, HEH FHEHE] liﬂ?‘]"ﬂ 2 93, 02
(wormian bone)2] Z&j, ¢ 3
29 S5 °7‘H 7)%
aga wEE e E4) & B9 3dew, o
gl £ A2, B3 39k 52 59 W3} So] a7

AP 2Re gRE Qe AR T2
o) pAPIAG e Bl E Bs BEe] Bawm,
£3] #2383} lambdoid suture (AFZHE-E BEolA] ©hd
aAl0] o 2ol T3] Ljehinyt 2100 ot ze) )
AR $A9) WNRES 2] HE GFH )

2AQ B4 w]aETYA) b 5AH 270
‘;}_ 10,13,14,18,19

Jensen®} Kreiborg,”® McNamara $°3} & 2o} o4 1}
wejo} WALARALS) o) asin] stete] AR|sh 2
E719] o]zt A Astete] Rl deo| el wiste
B

T GAelA shceiel WARAARR G 23 FAA AL
A —‘?r‘ﬂ‘] ”‘—J’E% f2e] W7)1AEH JFRe WEAAD
v &3] A7}t A vepgon A skt
SR il ?’?'JEHZ#C’]"“’] T HAEFFRelEFe] dHE



ZY 23

1449} 2 ZAL7L Aot FAR)9) vAAH HAREE
dez <3 ArjA #A9 M= A 7]
% bl 22 WYt

=
Zaldet Aot oF BAHEAE Ax2ARI) obd £AdW X
o] E"‘i 3] drt =29 ddEH
2ol A9t sk 3o
pos S0 sl st

1}
$=o] TaAE o (Fig. I1B) ket Ae=& Jehiglc
C

) 28] LT AsHor FUAAS A

AR Aol g Aoz eyt

FAY FF P AN BE 439 90D
& 238 4 Agen A
qelE i‘ﬁﬁ}(ﬂg 2).
TG P AFAE BERGNA #S cal:
arume] BT 2oz HYH ool BHE nile
guwael F3o] thesict

AR A2l o
Qx Wz AR, Ba geld
sella turcica, X] 13 &TF9] petrous portiong Hglom,
71 s3] AAE #HEE 4 9l (Fig. 4).

gxeeha} YAMAARR A = AFetet HAE Al' 4
9] BARES} o mE A9 WEAAR A 7
$9] A7} wlE-= o] st

FFFo] st ARG AFKe STARE Holn A
AR Tl dAAo] #Fedl Rfoz IAFHGoH
v|Z A7 AujSAel A ol 2 Al Rée] RAFHA

E
o,
ox,
ofg
\l
E
il
_°,
W
2
o oz

Fig. 1. Concave nasal bridge
and ocular hypertelorism can be
seen (A, C). Middle photograph
(B) shows characteristic shoul-
der hypermobility.

Figs. 2-4. 2. Posteroanterior
view of the chest shows com-
plete absence of clavicles, hy-
poplastic scapula, and bell-
shaped thoracic rib cage; 3. Po-
steroanterior projection of the
skull shows knife edge connec-
tion of calvarium in the fon-
tanelle region and the marked
hypoplatic zygomatic arch and
bone; 4. Cephalometric radio-
graph shows mosaic pattern of
wormian bones in the lamb-
doidal sutures, dense petrous
portion, and bulbous dorsum
sellae. The underdeveloped ma-
xilla and nasal bone are recog-
nizable.
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Fig. 5. Panorama shows downward
curvature of the zygomatic arch with
marked hypoplasia and downward til-
ting floor of nose at the site of the an-
terior nasal spine. Characteristically,
the ascending ramus is near parallel-
sided borders, coronoid process facing
upwards and posteriorly, coarse trabe-
culation of mandible, increased density
of the ascending ramus between the
anterior border of the mandible and the
inferior mandibular canal, thickened
cortical bone at the both mandibular
angles can be seen. The prolonged re-
tention of deciduous teeth with delayed
eruption of permanent teeth and multi-
ple embedded supernumerary teeth are
striking.
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Table 1. Summary of the features of cleidocranial dysplasia seen
on a panoramic radiograph'?

1. Multiple unerupted, abnormal teeth.

2. Narrow ascending ramus, with near parallel-sided anterior and
posterior borders, sometimes narrowing towards the coronoid
process and condyle.

3. Slender, pointed coronoid process often facing upwards and
posteriorly.

4. Thin zygomatic arch with a severe downward tilt, sometimes
discontinuous at the site of the zygomatico-temporal suture.

5. Maxillary sinuses very small, or absent. The infra-orbital rim
appears lower than normal in relation to the teeth.

6. Downward tilting floor of nose at the site of the anterior nasal
spine to a marked V-shape.

7. Coarse trabeculation of mandible.

. Increased density of alveolar crestal bone overlying unerupted

teeth.

9. Increased density of the ascending ramus between the anterior
border of the mandible and the inferior dental canal.
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