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Table 1. Silver’ s criteria for the syndrome

Table 2. Oral manifestations of Russell-Silver syndrome

Face triangular Major manifestations

Facial height decreased 1. Shortness of stature

Symmetry hemiatrophy in Silver variant 2. Significant asymmetry

Mandible hypoplastic or normal 3. Small size despite being born at birth

Mouth down-turned corners(shark s mouth) 4. Variations in the pattern of sexual development
Palate high arched or normal a) Elevated urinary gonadotropins

Tooth size microdontia to larger than normal in width b) Early sexual development

Dentition normal color and texture ¢) Premature estrogenization of urethral or vaginal mucosa
Eruption normal pattern d) Retarded bone-age in relation to sexual development
Crowding hypoplastic mandible Minor manifestations

Congenital maxillary lateral incisors and four second 1. Short 5th fingers

missing premolars 2. Incurved 5th fingers

Ramus height  reduced 3. Triangular shape to face

Gonial angle increased 4. Turned-down corners of the mouth

Condyles blunted 5. Cafe-au-lait areas of pigmentation of skin
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6. Syndactylism
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Fig. 1. The facial appearance of the
patient.
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Fig. 2. Bilateral clinodactyly and short, inturned 5th fingers.

Fig- 3. Intraoral view of mandibular anteriors.
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Fig. 4. Panoramic radiographic view.



Fig. 5. Intraoral radiographic view of
mandibular anteriors.
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patient.
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Fig. 7. Panoramic radiographic view before(a) and after orthodontic treaiment O years later (b).
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Abstract

CASE REPORTS : RUSSELL-SILVER SYNDROME

Jin Lee, D.D.S., Ki-Taeg Jang, D.D.S., M.S.D., Ph.D., Chong-Chul Kim, D.D.S., M.S.D., Ph.D.

Department of Pediatric Dentistry and Dental Research Institute,
College of Dentistry, Seoul National University

Russell-Silver syndrome is a type of intrauterine growth retardation, characterized by short stature noted at
birth, hemiatrophy or asymmetry, variation in sexual development and other abnormalities, including cafe-au-
lait pigmentation and clinodactyly. Facial features commonly associated with this syndrome are a small triangu-
lar face, decreased facial height, down-turned corners of the mouth(shark s mouth), a small mandible, and oc-
casionally asymmetry. The major intra-oral features of the syndrome that have been reported are a high-arched
palate, delayed tooth eruption, microdontia, hypodontia, and crowding.

These cases were diagnosed at birth as Russell-Silver syndrome by clinical features such as prenatal growth
retardation, short stature, low body weight, et al.. and have been treated with growth hormone. The purpose of
this paper is to report the dental findings of two patients and review the pertinent literature through the two
cases.

Key words : Growth retardation, Clinodactyly, Asymmetry, Shark s mouth, Crowding
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