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DENTAL MANAGEMENT ASSOCIATED WITH ERUPTION DISORDERS IN A PATIENT WITH
EHLERS-DANLOS SYNDROME : A CASE REPORT

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

Ehlers-Danlos syndrome (EDS), an inherited connective tissue disorder, is caused by mutations in genes
encoding different types of collagen or collagen—processing enzymes. EDS most typically affects the joints,
ligaments, skin, and blood vessels. Oral health may be severely compromised in EDS as a result of specific
alterations of collagen in orofacial structures. Dental hard tissue defects, root dilaceration, pulp stones,
ectopic or delayed eruption, impaction, and periodontal disease could be observed. Therefore, a number of
tissue responses related to collagen and precautions should be anticipated when considering dental treatment
in EDS. Long-term and comprehensive dental management is required. The purpose of this report is to
describe a clinical case of eruption disorders in a patient with EDS. (J Korean Dis Oral Health Vol.8, No.2:
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Fig. 1. Intraoral photos before and after 1st electrosurgery. (Age: 1 year 6 months)
Eruption of upper primary incisors was delayed. Window opening was done for eruption of upper primary incisors using electrosurgery.
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Fig. 2. Intraoral photos before, during, after 2nd electrosurgery and 5 days later. (Age: 2 year 11 months)
Generalized gingival overgrowth was observed. Upper primary teeth did not erupt yet except incisors. Irregular primary teeth were
exposed by means of window opening and gingivectomy under general anesthesia. Five days later his gingiva was healing well.

Fig. 3. Panoramic radiograph. (Age: 8 years) Fig. 4. Panoramic radiograph. (Age: 11 years 3 months)
Maxillary and mandibular second premolars are congenitally The mandibular left first primary molar was ankylosed. The
missing. His mandibular right first primary molar was ankylosed. eruption path of maxillary right first premolar was incorrect.
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Fig. 5. Panoramic radiograph. (Age: 14 years) Fig. 6. Panoramic radiograph. (Age: 14 years 4 months)
The impaction of #13, 23, 33, 34, 37 is seen. The mandibular left second primary molar was extracted.

Fig. 7. Lateral and Posteroanterior cephalography and Hand-wrist radiograph. (Age: 14 years 4 months)
He has scoliosis which is an abnormal curvature of the spine. Thin cortical bone and low bone density is observed in cranial bone,
maxilla and mandible. The axes of metacarpal body and proximal phalanx are tilted each other.

S

Fig. 8. Intraoral photographs. (Age: 14 years 4 months)
Labioversion of maxillary incisors, large overjet and overbite, unstable occlusion, irregular teeth alignment, a high and narrow palate,
eruption disorders, gingival enlargement are observed.
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EDS subtype Inheritance pattern Protein Gene
Classic AD Procollagen type V COL5A1/COL5A2

Procollagen type I COL1A1

AR Tenascin—X TNX-B

Cardiac-valvular AR Deficiency of @2(I) collagen chain COL1AZ2
Hypermobility AD Unknown ?

(Tenascin X) TNX-B
Vascular AD Procollagen type III COL3A1
Vascular-like AD Procollagen type I (R-to-C) COLIA1
Kyphoscoliotic AR Lysyl hydroxylase-1 PLODI1
Musculocontractural AR Dermatan—4-sulfotransferase-1 CHSTI14
Spondylocheirodysplastic AR 71P13 SLC39A13
Brittle cornea syndrome AR ZNF469 ZNF469

PRDM5 PRDMb
Arthrochalasis AD Procollagen type I COLIA1/COL1A2
EDS/OI overlap AD (deletion of N-propeptide cleavage site)
Dermatosparaxis AR Procollagen type 1 COL1A1/COL1A2

(delay in N-propeptide cleavage)

Procollagen-I-N-proteinase ADAMTSZ2

AD, autosomal dominant: AR, autosomal recessive; EDS, Ehlers-Danlos syndrome.
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