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R1 RettERFHOBMEE (2010)
Required for typical or classic RTT

1. A period of regression followed by recovery or
stabilization.

2. All main criteria and all exclusion criteria.

3. Supportive criteria are not required, although
often present in typical RTT

Required for atypical or variant RTT.

1. A period of regression followed by recovery or
stabilization.
2. At least 2 of the 4 main criteria.

3. 5 out of 11 supportive criteria.

Main Criteria

1. Partial or complete loss of acquired purposeful
hand skills.

2. Partial or complete loss of acquired spoken
language.

3. Gait abnormalities: Impaired (dyspraxic) or
absence of ability.

4. Stereotypic hand movements such as hand
wringing/squeezing, clapping/tapping,mouthing
and washing/rubbing automatisms.

Exclusion Criteria for typical RTT

1. Brain injury secondary to trauma (peri- or
postnatally), neurometabolic disease, or severe
infection that causes neurological problems.

2. Grossly abnormal psychomotor development in
first 6 months of life.

Supportive Criteria for atypical RTT

. Breathing disturbances when awake.
. Bruxism when awale.

. Impaired sleep pattern.

. Abnormal muscle tone.

. Peripheral vasomotor disturbances.

. Scoliosis/kyphosis.

. Growth retardation.

. Small cold hands and feet.
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. Inappropriate laughing/screaming spells.

10. Diminished response to pain.

11.Intense eye communication- “eye pointing” .
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A case of dental treatment in a patient with Rett syndrome

Oka Kumiko - Kondou Eiji * Arai Saori

Takekawa Masanori + Matsuda Mitsuyoshi

Department of Oral and Maxillofacial Surgery, Asahikawa Medical University.
(Chief : Prof. Matsuda Mitsuyoshi)

Abstract: Rett syndrome is a disorder that typically has autistic manifestations, decelerated development,
seizures, hand stereotypes, and almost exclusively affects girls. Complications in dental treatment and general
anesthesia, such as seizures, arousal delay, and central respiratory depression, have been reported in patients
with Rett syndrome.

We experienced a case of an 18-year-old woman with Rett syndrome whose perioperative dental
management under general anesthesia was performed in collaboration with the Department of Pediatrics and
the Department of Anesthesiology and Critical Care Medicine in our hospital.

We gave consideration to active pain control to prevent epileptic seizures after surgery. Antiepileptic
agents were administered at prescribed intervals during the perioperative period. As a result of this
perioperative management, the treatment of the patient with Rett syndrome was successfully completed

without any serious complications.

Key words: Rett syndrome, epilepsy, perioperative management, pain control
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