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AXENFELD-RIEGER SYNDROME WITH DENTAL PROBLEM : A CASE REPORT

Min-Kyoung Seong, Teo-Jeon Shin, Young-Jae Kim, Jung-Wook Kim,
Ki-Taeg Jang, Sang-Hoon Lee, Chong-Chul Kim, Hong-Keun Hyun
Department of Pediatric Dentistry, School of Dentistry, Seoul National University

Axenfeld-Rieger syndrome (ARS) is a rare disorder with variable morphology characterized by malforma-
tions of the anterior segment of the eye such as iris hypoplasia, iridocorneal adhesions, corectopia and
polycoria. Craniofacial and dental anomalies are also regularly reported in connection with ARS. Dental
features include hypodontia in primary and permanent dentition, microdontia, short roots and abnormally
shaped teeth.

The patient in this case is a 14-year-old girl who has visited Seoul National Dental Hospital in 2002 for
the first time. A panorama was taken on the day of her first visit, and total absence of maxillary anterior
dentition and mandibular premolars were observed. The patient was on a treatment schedule by the de-
partment of ophthalmology at Seoul National Hospital for a morphological dyplasia of the pupil and she
was diagnosed with ARS.

Periodic panoramic observations were performed followingly, and she was finally diagnosed of congenital
missing of maxillary anteriors and mandibular second premolars. In 2009, composite resin build-ups of
maxillary primary central incisors were performed, and she has been on her regular follow-ups until now.
(J Korean Dis Oral Health Vol.8, No.2: 113-117, Dec 2012]

Key words : Axenfeld-Rieger Syndrome, Dental Anomalies, Tooth agenesia

(1:200,000) A 942 §A4 =

.M B

(iris hypoplasia),

SZ]— EE}H 7—']_1_

ZA2 %2 (iridocorneal adhe-

Axenfeld-Riger syndrome (ARS)& =&/ EuxE sions), & HH (corectopia), THs&% (polycoria), 1]
1 T ¥ (embryotoxon cornea posterius) 52 <

AkE &4 HA (anterior segment dysgenesis)< 5%

HAXA: HE D o7 Botl s (glaucoma)e AA 229 50% H =
110-768 ME25YA T=27 Oigt= 101(974& 275-1) A Ueh}= Aoz delA g}, dukh oz =rjokd

ASCHEtE X|o|Sfrystel 2opx/zhetma
Tel: 02-2072-0112, Fax: 02-744-3599
E-Mail: hegel@snu.ac.kr

2 2 X34 o4}, Aol (umbilical anomalies) HEZF
ARSS} A#s]o] BuHy,

:2012.11.14 / A FZ+FY: 2012.11.15 / A0 AHE

i

9:2012.12.3

—
w



Korean Association for Disability and Oral Health 8(2) 2012

19209 Axenfeld= 29 Fw-o] Wi} zpah i
o] Azx7t AFEe] & $AE “embryotoxon cornea
posterius’ 2 HH3ale] HuslHt. 19354 Riegers
x| o] FEHE Ao FiA A& Hole 1A
F 7S “dysgenesis mesodermalis cornea et iridis’Z
Bt tH . Rieger syndromed w2 kel 2ol
X24d 7180] ERtEH | Axenfeld syndromes Rieger
syndrome°l A LAEE Al 71X F23F Fo| AHA 7|9
(#13n) &4 (Schwalbe s corpuscles)e] AW ¢l
W Ao AR SA Az, AR S 714 9N
A) 2 F /NS Eden UvP. 19729 Hoskinss}
Shafferell 98] F TF7e 22 FAA A HZH &
F8g AR Ao ARt oMY F
slel] oJgk Agte] WMo &3] wiiol =
Fe Aol ¥ o]5o] gltpal Azte]o st

ARSE AF7H] Al 784 9] 742k (gene locus) ¢t A
#=o] Q= Aoz g#A k. FOXC19 PITX2 A
£+ AAF QA (transcription factors) A 27+ 4214
6p259F 4g25° AR Ut Al WA FEAtE s QA
13q14el $1A]atar e Ao = Azte o}2] et 7
A GEAA] R S 713 9] ARl g theket
717 e] Aot glom Z7]of| Riegere o A3k 4l
o] T4 Fuld (mesoderm)ellA frefE Alxe]
FAlg . AT . AR Al Hol 71E" fHAk
o] A& 2 A= A3l 417 F(neural crest) 229 Tt
o e 7b AT Aol A 7P el WolEed A
= 7ot A A THAEE T, FAGH 24, w3, o}
W79 @ Fagh o tal Qe Ao uhelA]
AT

AAbe et ux] Y Aopx|zho] HLek 154 o

A I

¢

¢

of

o
=

e

21
Aol tate] BRata o]o sfFets BAlS nEet] i
o] A& A7l sl vieln),

£ gx= 20029 3¢ 159 AM-gtigtu A2 Yo #52,
629 A|d BES FAZ sttt A WAl Sole]
ol 44 e/idellon, oA Heyor FIH o]
(pupillary abnormalities)< WYERNZ AT o]H<]
A B gl e 9 77 AR A abdEkA A
AE Al A Aot 295 F5EA9 AdA 2
o] Aot A Rulje] ZAEo] #AHAL, A
22 Aol Aol oAFH AT Fig. 1), Al <kt
A BF Gl o33 Ao} Aol AfH v AHES
St Aeapgion], mebA Atigugd ko] o

-

il

x
% o

LK

=] At

20029 4€ 109 <+ 340123 Axenfeld-Rieger
anomaly® JT= o M P47 (anterior seg-
ment dysgenesis)©] 2= 718} H414 o] & g
Al getha itk detet A =g A& (Fig. 2-4)3
SHFRIAA (Fig. 5)< Z9a Az gt 443
ol #&EUTH MY HF9] F7|AH AR BA ARE
Al g stiTh,

20034 124 12 sheehot EGA] AJatet Al1a74] 9
5ol Megse o] #EEU oM (Fig. 6), 200568 1€
6% shcint A ot AR Fe} stef A 2472 9] A
A Aol HEH o R S EATHFig. 7). 2009 8¢ 24
oA ArAQ ol f=2 At HAF FEEA A g
(Filtek™ 7100, 3M ESPE, USA) 452 A3t}

20109 1€ 21¢ st ARLE Zdaplon, Aot
A 2272 ek A 2o 72| A/g o] HEAH A (Fig. 8).
GRS HolE Xolse 20129 1€ &9 vhweejn}
M= 2 WS Holx] ggtom (Fig. 9), gole] 7 <
A A derEe] o] o e I FX5-9

R gto] b tH(Fig. 10-14).

R
9l o] 42 By rloz Fuy Aot 424

7H AR Sl

Fig. 2. Maxillary dental cast (2002. 4. 10).
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Fig. 3. Mandibular dental cast (2002. 4. 10). Fig. 4. Frontal dental cast (2002. 4. 10).

Fig. 5. Lateral cephalometric radiograph (2002. 4. 10).

Fig. 8. Panoramic radiograph (2010. 1. 21).

Fig. 6. Panoramic radiograph (2003. 12. 22). Fig. 9. Panoramic radiograph (2012. 1. 6).
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Fig. 13. Intraoral view of right side.

Fig. 11. Intraoral view of mandibular arch.

Fig. 12. Intraoral frontal view.
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Fig. 14. Intraoral view of left side.
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