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* Diagnostic criteria for Rett Syndrome
Necessary Criteria

Apparently normal prenatal and perinatal period
Apparently normal psychomotor development
through the first six months

Normal head circumference at birth

Deceleration of head growth between ages five
months and four years

Loss of acquired purposeful hand skills between
ages 6 and 30 months, temporally associated with
communication dysfunction and social withdrawal
Development of several impaired expressive and
receptive language, and presence of apparent severe
psychomotor retardation

Stereotypic hand movements such as hand wringing/
squeezing, clapping/tapping, mouthing and
"washing"/rubbing automatisms appearing after
purposeful hand skills are lost

Appearance of gait apraxia and truncal apraxia/
ataxia between ages one and four years

Diagnosis tentative until two to five years of age

Supportive Criteria
Breathing dysfunction

Periodic apnea during wakefulness

Intermittent hyperventilation

Breath-holding spells

Forced expulsion of air or saliva

EEG abnormalities

Slow waking background and intermitted rhythmical
slowing (3 to 5 Hz)

Epileptiform discharges, with or without clinical
seizures

Seizures

Spasticity, often with associated development of
muscle wasting and dystonia

Peripheral vasomotor disturbances

Scoliosis

Growth retardation

Hypotrophic small feet

Exclusion Criteria

Evidence of intrauterine growth retardation
Organomegaly or other signs of storage disease
Retinopathy or optic atrophy

Microcephaly at birth



Evidence of perinatally acquired brain damage
Existence of identifiable metabolic or other
progressive neurological disorder

Acquired neurological disorders resulting from
severe infections or head trauma
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