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Fig. 1. Periapical view of right mandibular first ~ Fig. 2. Stereotyped movements of hands. Hyperkeratotic area on the dorsum of the hand due to stereo-
molar at the age of 10 year and 3 months. typic hand-washing.

Fig. 4. Post-treatment intraoral photograph.
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Fig. 5. Stereotypic ‘hand wringing movements.

Fig. 7. Initial periapical view. (a) Right maxillary central incisor. (b) Fig. 8. Periapical view after treatment. (a) Right maxillary central incisor.
Right maxillary first molar. (b) Right maxillary first molar.
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Fig. 9. Post-treatment intraoral photograph.
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Table 1. Diagnostic criteria for Rett syndrome®
Necessary criteria
1. Apparently normal prenatal and perinatal history
2. Psychomotor development largely normal throuth the first 6 months
or may be delayed from birth
3. Normal head circumference at birth
4. Postnatal deceleration of head growth in the majority
5. Loss of archieved purposeful hand skill between ages 1/2-1 1/2 years
6. Stereotypic hand movements such as hand sringing/squeezing, clap-
ping, tapping, mouthing and washing/rubbing automatisms
7. Emerging social withdrawal, communication dysfunction, loss of
learned words, and cognitive impairment
8. Impaired (dyspraxic) or failing locomotion
Supportive criteria
1. Awake disturbances of breathing (hyperventilation, breath-holding,
forced expulsion of air or saliva, air swallowing)

2. Bruxism

3. Impaired sleep pattern from early infancy

4. Abnormal muscle tone successively associated with muscle wasting
and dystonia

5. Peripheral vasomotor disturbances

6. Scoliosis/kyphosis progressing throuth childhood

7. Growth retardation

8. Hypotrophic small and cold feet; small, thin hands

Exclusion criteria

1. Organomegaly or other signs of storage disease

2. Retinopathy, optic atrophy, or cataract

3. Evidence of perinatal or postnatal brain damage

4. Existence of identifiable metabolic or other progressive neurological
disorder

5. Acquired neurological disorders resulting from severe infections or
head trauma
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Abstract

RETT SYNDROME : CASE REPORT
Eun Kyung Kong, So Yi Hong, Yon Joo Mah, Byung Duk Ahn, Young Jung Jung
Division of Pediatric Dentistry, Department of Dentistry, Ewha Womans University Mokdong Hospital

Rett syndrome is a X-linked genetic neurological disorder characterized by developmental regression, particu-
larly in relation to expressive language and use of the hands, together with profound mental retardation, that
almost exclusively affects females. Oral manifestations of the disease are commonly associated with the clinical
conditions such as convulsion activity, difficulties for oral hygiene behavior, walking problems and oral/digital-
manual habits. Bruxism is the most frequently observed oral habit in patients with Rett syndrome.

Two cases with the Rett syndrome were reported. Both patients had the typical manifestations like stereotyp-
ic hand movement, bruxism and digit-hand sucking. Caries control for the patients was perfomed under general
anesthesia.

Key words : Rett syndrome, Stereotypic hand movement, Bruxism, General anesthesia
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