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ABSTRACT – Benign focal epilepsy with affective symptoms (BFEAS) is a
rare childhood epilepsy syndrome essentially characterized by “epileptic
attacks with affective symptoms of a terrifying type”. Since the original
description, approximately 50 cases have been reported. To our knowl-
edge, however, none of the studies included video-EEG data. Herein, we
detail the electroclinical features of a neurodevelopmentally normal 9-
year-old boy with epilepsy since the age of 2 years. His seizure semiology
essentially consisted of nocturnal focal seizures featuring abrupt fear and
autonomic phenomena (such as excessive sweating, repeated swallowing,
and coughing), associated with impaired consciousness. These seizures
were often secondary generalized, and he had multiple episodes of convul-
sive status epilepticus. He has been seizure-free for the past year and
a half on dual antiepileptic therapy with sulthiamine and valproate. His
intellectual and social abilities are excellent (IQ of 116), although he does
have difficulties particularly in language learning, and was recently diag-
nosed with phonological dyslexia with dysorthography. By presenting our
patient’s history and video-EEG, we intend to further detail the semiology
of seizures with affective symptomatology. [Published with video sequence

epilepsy with affective symptoms,
ctroencephalography, video-electro-
on www.epilepticdisorders.com]
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Benign focal epilepsy with affective
symptoms (BFEAS), first described
by Dalla Bernardina et al. in 1980
(Dalla Bernardina et al., 1980), is a
rare childhood epilepsy syndrome
essentially characterized by “epilep-
tic attacks with affective symptoms

of a terrifying type”. Since the orig-
inal description, approximately 50
cases of BFEAS have been reported.
Presently, BFEAS is considered a clin-
ical phenotype of benign childhood
seizure susceptibility syndrome
(BCSSS), sharing features with both
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olandic epilepsy and Panayiotopoulos syndrome. To
ur knowledge, however, none of the studies included
ideo-EEG data. Herein, we detail the electroclinical
eatures of a patient diagnosed with BFEAS, as well as
rovide video-EEG of one of his typical seizures with
ffective symptomatology.

ase study

9-year-old boy from Brazil was born to healthy,
on-consanguineous parents after an uneventful
regnancy. Birth and psychomotor development were
ormal, and he never had febrile seizures. Family
istory was remarkable for one seizure (afebrile, of
nknown characteristics) experienced by the patient’s
aternal aunt when one year old.
t the age of 2 years, the patient started having monthly
pisodes when he would awake from sleep (between
hree and five o’clock in the morning) to sit in bed
nd stare for a few minutes (two to four minutes)
ith his consciousness impaired. These paroxysms
ere accompanied with coughing, repeated swallow-

ng, tachycardia, excessive sweating, and, occasionally,
omiting and urinary incontinence. Postictally, there
as prominent fatigue.
t the age of 4 and a half years, he had his first convul-
ive seizure, which was, in fact, a status epilepticus.
e awoke from sleep and had repeated swallow-

ng, as well as opposition of the right thumb against
he second finger, followed by secondary general-
zation. The seizure lasted approximately 25 minutes
nd was not aborted until he received anticonvulsant
edication at the local emergency department. He

ad significant postictal fatigue and headache. The
atient underwent brain MRI, which was found to
e unremarkable; he was then discharged on oxcar-
azepine. Thereafter, he continued to have multiple
pisodes of status epilepticus (of the same semiol-
gy described above) at a frequency of one every
0 days, despite therapy with lamotrigine, valproate,
nd diazepam. The secondary generalized seizures
ersisted until the age of 5 and a half years, when
ulthiamine was added to this antiepileptic drug
egimen.
t the age of 6 years, he started having monthly
vents characterized by sudden awakening from sleep,

ntense fear, and excessive sweating in association with
pileptic Disord, Vol. 19, No. 2, June 2017

mpaired consciousness. He would scream asking for
is mother, whom he would hug as soon as she arrived

o console him. These episodes lasted for five to seven
inutes, and were followed by fatigue. Interestingly,

ll his seizures, throughout his life, have occurred dur-
ng sleep and between three and five o’clock in the

orning.
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g
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Benign focal epilepsy with affective symptoms

ubsequently, he was admitted to our epilepsy moni-
oring unit (EMU) for further seizure characterization.
uring the 72-hour EMU admission, his interictal EEG

howed biphasic sharp waves frequently associated
ith slow waves, generating multiphasic spike-slow
ave complexes, emanating from the left Rolandic-

emporal region (figure 1 ). Notably, these complexes
ad a tendency to spread to adjacent areas and had an

ncreased frequency during NREM Stages 1 and 2 (at
imes resembling electroencephalographic seizures)
figure 2 ). Importantly, despite the increase in spike-
low wave complexes during early stages of sleep,
he patient’s EEG did not meet the classic criteria for
lectrical status epilepticus during sleep because the
ischarges occupied less than 40% of the sleep tracing
uring NR 2-3. Ictally, we observed similar paroxysms

hat showed progressive increase in frequency with
hase reversal at T3, that evolved to an ictal theta
hythm and maintained the same distribution. The clin-
cal events, which lasted a couple of minutes each,
eatured abrupt awakening, excessive sweating, and
rominent fear, which prompted the patient to desper-
tely scream for his mother and subsequently cling to
er (video sequence).
urrently, he has been seizure-free for the past year
nd a half on sulthiamine, 50 mg daily, and valproate,
50 mg daily. He attends regular school with a normal
urriculum and does not require tutoring. His intel-
ectual and social abilities are excellent (IQ of 116),
lthough he does have some difficulties particularly
n language learning, and was recently diagnosed with
honological dyslexia with dysorthorgraphy. Repeat 3T
rain MRI was unremarkable and interictal FDG-PET
howed mild hypometabolism in the left lateral tem-
oral lobe. Based on the electroclinical data presented
bove, we diagnosed this patient with BFEAS.

iscussion

FEAS, or benign psychomotor epilepsy, is a phe-
otype of BCSSS, sharing features with Rolandic
pilepsy and Panayiotopoulos syndrome (hypersali-
ation and speech arrest). BFEAS is characterized
y paroxysms of sudden fear and screaming, auto-
omic disturbances (such as sweating, hypersalivation,
epeated swallowing, and pallor), automatisms (i.e.
hewing), and impaired consciousness. Seizure onset
s typically between 2 and 9 years of age. The
203

eizures are brief (lasting a few minutes), can occur
oth during wakefulness or sleep, and are eas-

ly controlled with antiepileptic drugs. As a rule,
eneralized seizures are not observed in these
atients. Postictally, fatigue and/or confusion may
ccur. Intellectual and social outcomes are usually
xcellent. Electroencephalographically, interictal EEG
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igure 1. Interictal EEG during wakefulness. The posterior back
isible, maximal over P3-O1 and T3-T5 channels, with a biphasic m

hows high-amplitude fronto-temporal and parieto-
emporal spikes that are enhanced by sleep, and ictal
EG discharges are localized in the fronto-temporal,
entro-temporal or parietal regions and are believed
o be stereotypical for each patient (Dalla Bernardina
t al., 1992; Panayiotopoulos et al., 2008).
pecifically regarding our patient, a diagnosis of BFEAS
as made based on his epilepsy history and seizure

emiology (sudden fear and subsequent clinging to
is mother, accompanied by autonomic disturbances
nd impaired consciousness, with seizure onset occur-
ing at 2 years of age), good long-term seizure outcome
seizure-free on valproate and sulthiamine for the past
ear), electrographic characteristics (spike-slow wave
omplexes arising from the Rolandic-temporal region
hat were enhanced by NREM sleep), and excellent
04

ntellectual outcome.
t should be noted, however, that some findings in this
atient’s history are uncommonly observed in BFEAS:

he fact that he had multiple episodes of secondary
eneralized convulsive status epilepticus, and his diffi-
ulty in language learning. Nevertheless, both findings
ave been reported in patients with benign childhood

s
S
a
M
p
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d

400µV

nd rhythm shows 8 Hz activity. A spike and wave discharge is
hology on P3-O1 and triphasic on T3-T5.

pilepsy with centro-temporal spikes (also known as
olandic epilepsy) (Kramer et al., 2002; Monjauze et
l., 2005; Fejerman, 2009; Ibanez Mico et al., 2012).
n alternative diagnosis would be temporal lobe
pilepsy secondary to a slow growing tumour. This
ondition could explain the initial high seizure fre-
uency (including the multiple episodes of status
pilepticus) and early drug resistance followed by
ell-controlled epilepsy. Although this hypothesis

eems to be less likely given our patient’s unre-
arkable initial and repeat brain imaging, careful

ollow-up is warranted. Other possible differential
iagnoses include LGI1-related temporal lobe epilepsy

however, unlikely given that our patient had no audi-
ory features or family history of seizures) (Ottman
t al., 2004) and more rare genetic focal epilepsy
Epileptic Disord, Vol. 19, No. 2, June 2017

yndromes, such as those associated with SCN1A,
CN3A, DEPDC5 or PCDH19 mutations (Marini et
l., 2012; Vanoye et al., 2014; Striano et al., 2015;
cDonald et al., 2017). Lastly, based solely on our

atient’s clinical presentation (excepting his EEG),
avor nocturnus would also be a possible differential
iagnosis.



Journal Identification = EPD Article Identification = 0910 Date: June 22, 2017 Time: 12:6 pm

E

Benign focal epilepsy with affective symptoms

Fp1-F3

23:10:4223:10:41 23:10:43 23:10:44 23:10:45 23:10:46 23:10:47 23:10:48 23:10:49 23:10:50

F3-C3

C3-P3

P3-O1

Fp1-F7

F7-T3

T3-T5

T5-01

Fp2-F4

F4-C4

C4-P4

P4-O2

Fp2-F8

F8-T4

T4-T6

T6-O2

FZ-CZ

CZ-PZ

PZ-OZ

CA1+-OA2

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

75µV

F w w
f ad to

D
s
r
p
p
a
e
a
d
2
S
w
t
B
R
B
f
v
a
g

A
T
D

N
d

FOTO

Página 4:08:41 Filtros: BF=0,5Hz AF=70,0Hz 60Hz=Ligado

igure 2. Interictal (NREM Stage 2) EEG during sleep: spike-slo
requency and amplitude, phase reversal at T3, and variable spre

iagnosing sudden nocturnal events with affective
ymptomatology in children is extremely difficult and
equires a great amount of knowledge on the main
ossible differential diagnoses: nightmares, nocturnal
anic attacks, pavor nocturnus, psychogenic reactions,
nd epilepsy (such as autosomal dominant frontal lobe
pilepsy and BFEAS). At the same time, diagnostic
ccuracy is of paramount importance since treatment
iffers significantly for each aetiology (Cornaggia et al.,
010; Akiyama et al., 2014)
pecifically regarding our patient, a diagnosis of BFEAS
as made based on clinical and electrographic charac-

eristics. It should be noted that BFEAS, a phenotype of
CSSS, is characterized by features common to both
olandic epilepsy and Panayiotopoulos syndrome.
y presenting our patient’s history and video-EEG

eatures, which are fairly typical of BFEAS, we pro-
pileptic Disord, Vol. 19, No. 2, June 2017

ide further detail of the semiology of seizures with
ffective symptomatology as a reminder to neurolo-
ists/epileptologists of this peculiar diagnosis.
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500µV

ave complexes (previously observed; figure 1) with increased
adjacent leads.
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Legend for video sequence
The seizure observed in the video is electroen-
cephalographically characterized by spike-slow
wave complexes arising from the Rolandic region
that progressively increase in frequency, with phase
reversal at T3, evolving into an ictal theta rhythm
with the same topography. Clinically, the patient
experiences abrupt awakening, excessive sweating,
and prominent fear, which prompts him to desper-
ately scream for his mother and subsequently cling
to her.

Key words for video research on
www.epilepticdisorders.com
205

Phenomenology: focal seizures with affective
symptoms
Localisation: centro-temporal region
Epilepsy syndrome: benign focal epilepsy
with affective symptoms (BFEAS)
Etiology: idiopathic
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(1) Seizures in patients with benign focal epilepsy with affective symptoms, or benign psychomotor epilepsy,
are clinically characterized by which of the following:
A. Abrupt fear
B. Impaired consciousness
C. Autonomic phenomena
D. All of the above

(2) Which of the following is a false statement regarding benign epilepsy with affective symptoms:
A. Seizure onset is typically between 2 and 9 years of age
B. Seizures are easily controlled with antiepileptic medications
C. Seizure are usually brief and occur exclusively during wakefulness
D. Interictal EEG shows high-amplitude fronto-temporal and parieto-temporal spikes that are enhanced by
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sleep
E. Ictal EEG discharges are localized to the fronto-tempor

Note: Reading the manuscript provides an answer to all q
website, www.epilepticdisorders.com, under the section
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al, centro-temporal or parietal regions

uestions. Correct answers may be accessed on the
“The EpiCentre”.
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