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A6-year-old girlwithMECP2-positive Rett syndrome presented
for investigation of seizures. The electroencephalogram (EEG)
showed markedly disorganized cerebral activity, epileptiform
paroxysmsandaquasiperiodicpattern, followedbyattenuation
after paroxysmal activity (►Figures 1 and2). InMECP2-positive
patients, there is a progression of EEG findings in stages. First,
seizures are not a prominent feature, and the EEG may be
normal. Second, focal spikes may be observed, especially in
the centrotemporal regions. Third, there is an accentuation of
epileptiform activity, abnormalities during sleep, and the pres-
ence of bilaterally synchronous discharges of pseudoperiodic
deltaactivityandgeneralizedrhythmicspikedischarges. Fourth,
there are theta waves in the central and frontal regions, multi-
focal epileptiform activity in the waking state, and generalized
slow spike and wave activity during sleep.1,2
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Figure 1 Bipolar longitudinal. Source: Image collection of the
Clinical Neurophysiology Sector of Hospital Universitário de Brasília.
(Sensitivity: 10 µV; High filter: 70 Hz; Low filter: 1 Hz).

Figure 2 Average referential. Source: Image collection of the Clinical
Neurophysiology Sector of Hospital Universitário de Brasília. (Sensi-
tivity: 10 µV; High filter: 70 Hz; Low filter: 1 Hz).
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Appendix A

Quiz

1. What is the main gene involved in typical cases of Rett syndrome?
a) CDKL5
b) FOXG1
c) MECP2
d) SCNA1
answer: c

2. In a patient with Rett syndrome due to a mutation in the MECP2 gene, in how many stages does the progression of
electroencephalographic findings occur?
a) 3
b) 4
c) 5
d) 6
answer: b

3. A patient with Rett syndrome due to amutation in theMECP2 genewho presents a pattern of pseudoperiodic discharges on
the electroencephalogram can be classified into which stage?
a) 3
b) 4
c) 5
d) 6
answer: a
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