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Table 1 Main features of osteogenesis imperfecta (OI)"3579

Type Inheritance Gene mutations Typical features Sclera manifestations Teeth manifestations
| Autosomal COL1A1 - mild to moderate bone fragility blue Subtype
dominant - normal height or mild short stature IA- normal teeth
- no bowing of long bones IB-opalescent teeth
- non-deforming
- bone fracture frequently
- only 10% of patients may not have
bone fracture.
- hearing loss common
Il Autosomal COL1A1 or - severe bone fragility blue- gray patients with
dominant COL1A2 - perinatal lethal lethal Ol,
(common) - multiple ribs and long bone fracture at birth phenotypes have not
Autosomal - low density of skull bone been sufficiently
recessive (rare) - 60%-80% die within the first day or month characterized
1] Autosomal COL1A1 or - severe bone fragility blue normal teeth and
dominant COL1A2 - bone fracture at birth (in infancy) opalescent teeth
(common) - severe Kyphoscoliosis pale blue or normal
Autosomal - very short stature (in adolescent and adult)
recessive (rare) - triangular facies
- head size is usually large for height
- progressive limb deformation
- muscle weakness
v Autosomal COL1A1 or - mild to moderate bone fragility normal Subtype
dominant COL1A2 - mild to severe deformity IA- normal teeth
- short stature, bowing of the long bones IB-opalescent teeth
- variable phenotype not meet in type -l
v Autosomal Unknown - moderate to severe bone fragility normal normal teeth
dominant - mild to moderate deformity
- hyperplastic callus
Vi Autosomal Unknown - moderate to severe bone fragility normal normal teeth
dominant - moderate deformity
- scoliosis
- fish-scale pattern of bone lamellation
VIl Autosomal Unknown - moderate to severe bone fragility normal normal teeth
recessive - mild deformity

- short humeri and femora
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Table 2 Classification, gene mutation, feature and radiograph of dentinogenesis imperfecta'®'®

Typical features Type of dentinogenesis imperfecta
Type | Type ll Type lll
1. OMIM #166240 #125490 #125500
2. Gene and location COL1A1-17921.33 DSPP-4g22.1 DSPP-4g22.1

COL1A2-7921.3

3. Clinical features

3.1 Dentition
- DI"with OI'" - affected by DI only - affected by DI only
- severity of DI” - severity of DI” - severity of DI”
primary > permanent dentition primary = permanent dentition primary = permanent dentition
- unusual dental finding in a triracial
isolate from southern Maryland and
Washington D.C.
3.2 Color and texture - amber translucency - opalescent dentin - similar finding in type | and type Il
- enamel tend to chip away - similar finding in type | - multiple exposed pulp of primary teeth
from incisal rim
4. Radiographic finding - short roots - bulbous crowns - clinical features are variable
- constricted roots - marked cervical constriction - often manifest “shell” teeth
- dentin hypertrophy leading to - pulpal obliteration

pulpal obliteration

OMIM "= Online Mendelian Inheritance in Man
DI "=Dentinogenesis imperfecta

Ol "= Osteogenesis imperfecta




a5um. 19 61 atium 1 uARA. 2554 17

S5 NA 3 AmusAIuAnssutleviuuaznsy sz lughendnnaieiunidaly uysal

Table 3 Prevention and restoration in dentinogenesis imperfecta®’35-3?

Dentition Prevention Restoration
Anterior teeth Posterior teeth
Primary - advice in diet and nutrition that cause dental caries - composite filling - SSC for severe attrition teeth
or attrition - celluloid strip crown - over denture for case who
- advice to use oral care product with fluoride -SSC loss of many teeth, severe
such as dentifrice - open faced SSC attrition with loss of vertical
- supplement fluoride from professional dimension for relief TMD
Mixed - advice in diet and nutrition that cause dental - composite filling - SSC in first permanent molar
caries or attrition - temporary restoration with for keep vertical dimension and
- advice to use oral care product with fluoride such celluloid strip crown for moderate permanent restoration with
as dentifrice, mouthwash to severe case and permanent crown at appropriate situation
- supplement fluoride from professional restoration with porcelain crown - partial denture
- temporary sealant with Gl cement in partial eruption at appropriate situation
posterior teeth
- sealant in primary and permanent teeth
Permanent - advice in diet and nutrition that cause - bleaching

dental caries or attrition

- advice to use oral care product with fluoride such
as dentifrice, mouthwash

- supplement fluoride from professional

- sealant in permanent teeth

- porcelain veneer or porcelain crown in permanent anterior teeth
- full crowns for severe case
- endodontic treatment in case pulp exposure due to extensive
coronal wear
- partial denture
- complete denture
- orthodontic treatment to corrected skeletal pattern deformity by in

the multidisciplinary team
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Fig. 4.1 Intra-oral photographs in the first case A) upper anterior teeth
B) lower anterior teeth C) lower right posterior teeth C) lower
left posterior teeth
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Fig. 4.2 Radiographs in the first case A) upper anterior teeth B) lower
anterior teeth C) lower right posterior teeth C) lower left
posterior teeth
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Fig. 5 Physical appearance at 12 years old
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Fig. 8 Intra-oral photograph in the second case A, B, C) primary

dentition D, E, F) permanent dentition
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Children: Cases report

Abstract

Osteogenesis imperfecta is a genetic disorder affecting the construction of connective
tissue, mainly type | collagen. The defective type | collagen may be involved in several
body parts, including bone, sclera, joint, tendon, ligament, skin and middle and inner ear.
More importantly, abnormal type | collagen also results in a malformation of dentin as
manifested in dentinogenesis imperfecta in most cases. There are few articles in Thai
concerning dental management for young patients with osteogenesis imperfecta. This case-
series report demonstrates two different treatment modalities based on the presence of
dentinogenesis imperfect, for two children with osteogenesis imperfecta.  In addition, the
cause, epidemiology and classification are also updated and described. We aim that this
article will be useful for general dentists in order to provide a good oral care for children
with osteogenesis imperfecta.

Key words: Dentinogenesis imperfect; Dental treatment; Osteogenesis imperfect






