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Syndromes Demonstrating Hyperdontia
Condition Mode of Inheritance Phenotype OMIM #  Gene
Apert syndrome Autosomal dominant Scaphocephaly, craniosynostosis, bilateral syndactyly, 101200 FGFR2
midface hypoplasia
Cleidocranial dysplasia Autosomal dominant Aplastic clavicles, frontal bossing, hypoplastic midface 119600 RUNX2

Gardner syndrome Autosomal dominant

Osteomas, epidermoid cysts, odontomas, intestinal polyps 175100 APC

Down syndrome Trisomy 21 Brachycephaly, mental retardation, epicanthal folds 190685 Many
Crouzon syndrome Autosomal dominant Craniosynostosis, exophthalmos, hypoplastic midface 123500 FGFRZ
Sturge-Weber syndrome (In progress) Angiomatosis and calcification of leptomeninges, seizures, 185300 GNAQ

port-wine nevi of face

Oral-facial-digital syndrome X-linked dominant (in progress)

Hypoplastic alar cartilage, cleft tongue, clinodactyly 311200 OFD1

Oculodentodigital dysplasia Autosomal recessive (in progress)

OMIM, Online Mendelian Inheritance in Man.
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Maxillary hypoplasia, micrognathia, enamel hypoplasia 257850 GJA1
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Hereditary Traits Associated With Hypodontia

Condition Inheritance OMIM # Gene
Hypodontia
Hypodontia: premolar, Autosomal 106600 MSXi
third molar dominant
Oligodontia: incisor, Autosomal 604625 PAX9
molar dominant
Oligodontia Autosomal WNT10A
dominant
Syndrome/Hypodontia
Hypohidrotic ectodermal  X-linked recessive 305100 EDA
dysplasia
Hypohidrotic ectodermal  Autosomal 120490- DL
dysplasia dominant— 224900
recessive
Incontinentia pigmenti X-linked dominant 308300 NEMO
Witkop/tooth and nail Autosomal 189500 MSX1
syndrome dominant
Reiger syndrome type | Autosomal 180500 RIEGT
dominant
Ellis-van Creveld Autosomal 225500 EvG
syndrome recessive
Ectodermal dysplasia, Autosomal 225000 PVARL1
cleft, syndactyly recessive

OMIM, Online Mendelian Inheritance in Man.
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