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ABSTRACT – Aim. Absence status epilepticus (ASE) is a prolonged general-
ized absence seizure that usually lasts for hours and can even last for days.
The main symptom is the altered content of consciousness while the patient
may be alert and partly responsive.
Methods. We describe the electroclinical features, treatment, and evolu-
tion of three paediatric patients with de novo ASE with an excellent response
to valproic acid (VPA).
Results. Three paediatric patients presented with non-convulsive status
epilepticus and an acute confusional state with impaired consciousness and
EEG abnormalities compatible with typical ASE, associated with generalized
spike-and-wave paroxysms at 2.5-4 Hz, as the first epileptic manifestation at
eight, three, and nine years of age, respectively. No significant personal
and/or family history was reported. None of the patients had absence
seizures or any other type of seizure before the occurrence of the ASE. All
of them responded well to VPA and had a benign disease course. Neurora-
diological imaging was normal in all patients. These three cases presented
with ASE as the first manifestation of their epilepsy; none of them had any
other type of seizure before the event or during their follow-up, which was
long-term in one. All patients had an excellent response to VPA.
Conclusion. Our three cases presented with generalized typical ASE as the
first manifestation of their epilepsy. De novo ASE might be considered as a
well-defined idiopathic epilepsy syndrome or a variant of an idiopathic gen-
eralized epilepsy syndrome, such as a particular type or variant of childhood
absence epilepsy.
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bsence status epilepticus (ASE) is a prolonged gen-
ralized absence seizure that usually lasts for hours
nd can even last for days. The main symptom is the
ltered content of consciousness while the patient may
e alert and partly responsive (Shorvon and Walker,
005). Most patients suffer from idiopathic genetic gen-
ralized epilepsy, such as juvenile absence epilepsy,
yelid myoclonia with absences, perioral myoclonia
ith absences, and idiopathic generalized epilepsy
ith phantom absences (Genton et al., 2008), however,
SE may also appear de novo. ASE may be preceded
y other seizure types, such as absences, myoclonic

erks, and generalized tonic-clonic seizures, many
ears before (Panayiotopoulos, 2008; Koutroumanidis
t al., 2008). Nevertheless, ASE can also be the ini-
ial clinical manifestation both in adults and children
Agathonikou et al., 1998; Grin and DiMario, 1998;
enton et al., 2008; Bilo et al., 2014; Adams et al., 2016;

aschen et al., 2016; Brigo et al., 2018).
SE may be clinically variable and subtle and may go
nrecognized, especially in children. Thus, recogni-

ion of this electroclinical pattern may be difficult and
he electroencephalographic recording is crucial to
iagnose ASE.
ere, we describe the electroclinical features, treat-
ent, and evolution of three paediatric patients with

e novo ASE with an excellent response to valproic
cid (VPA).

ase reports

atient 1

healthy eight-year-old boy with no remarkable per-
onal or family history was noted to be disoriented
nd confused while awake. He had become unable
o perform self-care tasks, such as eating, groom-
ng, dressing, bathing, and toileting. He was only able
o talk with difficulty and follow simple commands.
e had trouble recognizing his family. His father, a
aediatric neurologist, quickly had an EEG recording
erformed which he sent to one of the authors of

his study. The recording showed paroxysms of dif-
use and asymmetric spikes and waves up to 2.5-3 Hz,
ompatible with ASE (figure 1). VPA at 40 mg/kg/day
as introduced; the boy improved and one hour after
pileptic Disord, Vol. 20, No. 6, December 2018

reatment initiation, he appeared alert, coherent, and
anted to resume his normal daily activities. The con-

rol EEG three hours later was normal. The boy had no
urther episodes of ASE, typical absence, or any other
ype of seizure. VPA was discontinued at 10 years of
ge. The patient is currently 31 years old and living a
ormal life.

T
t
d
s
O
n
a

De novo absence status epilepticus: a new IGE?

atient 2

three-year-old girl was referred to the Depart-
ent of Neurology because of a 48-hour history of

ltered mental status associated with infrequent mas-
icatory automatisms and changes in postural tone.
esponsiveness was slow and the girl failed to follow

nstructions. When she spoke, her speech was inco-
erent and not comprehensible. Her medical history
id not reveal any significant disease and her family his-

ory was negative for epilepsy. At the time of admission,
n EEG was recorded showing continuous generalized
-Hz spike-wave activity, consistent with ASE (figure 2).
ntravenous lorazepam at 2 mg temporarily aborted
he ASE. Subsequently, she was treated with levetirac-
tam at 20 mg/kg intravenously without improvement.
hen the metabolic laboratory results turned out to

e normal, she was put on VPA at 20 mg/kg with
mmediate clinical and electrographic response. The
eurological examination and brain MRI were normal.
erebrospinal fluid (CSF) revealed no evidence
f inflammation. Bacteriological and viral examina-

ion of the CSF was normal as well. Anti-NMDA
ntibodies were negative. The CSF/serum glucose
atio was normal. The interictal EEG showed nor-

al background rhythm with occipital delta activity
OIRDA).
t the last control, she had had no further ASE, typical
bsence, or any other type of seizure for two years. The
irl is currently five years old and has a mild language
isorder.

atient 3

nine-year-old boy presented at the Department of
eurology because of an episode of prolonged altered
ental state. The parents had noted that the boy

esponded slowly and seemed mildly confused. His
peech was not comprehensible and he failed to fol-
ow instructions. A similar episode had occurred two
eeks earlier. That time, the boy recovered without

ntervention three hours later.
he video-EEG showed a continuous pattern of 3-4-Hz
pike-and-slow-wave discharges, compatible with ASE
figure 3).
he boy’s neurodevelopment was according to age.
is medical history was unremarkable and his family
istory was negative for epilepsy. Neurological exami-
ation and brain MRI were normal.
503

he patient was treated with intravenous lorazepam
hree hours after symptom onset and recovered imme-
iately. VPA at 300 mg, twice a day, was initiated for
eizure prophylaxis.
ver the following 12 months, the patient did

ot have any further episodes of confusion or
bnormal behaviour, and a control EEG showed a
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Figure 1. The ictal EEG during ASE shows diffuse, asymmetric and irregular spike-and-wave discharges at 3 Hz.
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igure 2. The ictal EEG recording shows diffuse spike-and-polysp
04

ormal background without evidence of epilepti-
orm activity. Currently, the boy continues on VPA
ithout any further ASE, typical absence, or any
ther type of seizure, or adverse effects to the
edication.
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and-wave paroxysms at 2.5-3 Hz, associated with ASE.
Epileptic Disord, Vol. 20, No. 6, December 2018

iscussion

n this study, we present three paediatric patients with
on-convulsive status epilepticus (NCSE) with an acute
onfusional state with impairment of consciousness
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igure 3. The ictal EEG recording shows asymmetric generalized
tate of confusion.

nd EEG abnormalities compatible with typical ASE,
ssociated with generalized spike-and-wave parox-
sms at 2.5-4 Hz as the first and only manifestation of
pilepsy. NCSE is a term used for a range of conditions

n which electrographic seizure activity is prolonged
nd results in non-convulsive symptoms. Neverthe-
ess, convulsive elements, mainly myoclonic jerks, are
ommon in generalized NCSE, as in eyelid ASE. For
anagement purposes, it is important to differentiate

etween focal non-convulsive and generalized non-
onvulsive status epilepticus. Unified EEG terminology
nd criteria for NCSE have been proposed (Beniczky et
l., 2013) and its various subtypes, including ASE, have
een systematically classified (Sutter and Kaplan, 2013).
ypical absence seizures (TAS) have a sudden onset
nd termination, lasting for seconds. For the diag-
osis of TAS, two components are required: the
linical manifestation of transient impairment of con-
ciousness and the appearance of generalized >2.5-Hz
pike- or polyspike-slow-wave discharges on the EEG
Panayiotopoulos, 2008).
he absences are frequent, occurring tens or hun-
pileptic Disord, Vol. 20, No. 6, December 2018

reds of times per day, varying in duration from 4
o 30 seconds. Clinically, the most important feature
f the absences is severe impairment of conscious-
ess with unresponsiveness and interruption of the
ngoing voluntary activity, which is restored immedi-
tely after the ictus finishes. Automatisms occur in two
hirds of seizures, but are stereotyped. Absences are

t
p
c
p
A
b
A

e-and-polyspike-and-wave discharges at 3 Hz, associated with a

lmost always triggered by hyperventilation (Caraballo
nd Dalla Bernardina, 2013). Cases of early-onset TAS
ave been previously published (Caraballo et al., 2011;
iordano et al., 2013).
e novo ASE has been reported more often in adult
atients than in children (Agathonikou et al., 1998; Grin
nd DiMario, 1998; Genton et al., 2008; Bilo et al., 2014;
isher et al., 2014; Adams et al., 2016; Paschen et al., 2016;
rigo et al., 2018). As to paediatric patients, our three
atients and the only two children previously pub-

ished in the literature (Grin and DiMario, 1998; Adams
t al., 2016) had de novo ASE without experiencing
bsence seizures before the episode or during their
ollow-up, except for one (Grin and DiMario, 1998) who
resented a typical absence event after the ASE. Thus,

his group of paediatric patients present a well-defined
lectroclinical pattern characterized by ASE as the first
nd only manifestation of epilepsy.
SE is often misdiagnosed as a focal status epilepti-
us, confusional non-epileptic condition, or epileptic
rodrome. ASE may also occur due to the selec-

ion of an inappropriate antiepileptic drug, such as
505

iagabine, carbamazepine, oxcarbazepine, gabapentin,
regabalin, or vigabatrine. ASE is probably the most
ommon type of status epilepticus among the idio-
athic generalized epilepsies (Hessen et al., 2006).

typical ASE may begin at any time but rarely
efore 10 years of age (Agathonikou et al., 1998).
SE as a form of initial presentation of childhood
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bsence epilepsy (CAE) is extremely rare. Idiopathic
eneralized epilepsy with phantom absences was
rst reported in a child by Panayiotopoulos (2001).
outroumanidis and Panayiotopoulos (2008) reported
5 patients with phantom absences of whom 53% pre-
ented with absence status during the course of their
pilepsy.
ecognition of de novo ASE may be difficult, particu-

arly when there has been no previous manifestation
f seizures. Early awareness of this condition in chil-
ren with impaired consciousness is fundamental to
onsider in the differential diagnosis of, for exam-
le, infection, intoxication, trauma, and psychiatric
isorders. A few paediatric patients, similar to ours pre-
ented here, have been published. A child with ASE
ausing a prolonged acute confusional state has been
escribed (Grin and DiMario, 1998). More recently,
dams et al. reported an eight-year-old boy who expe-

ienced two episodes of prolonged altered mental
tatus, subsequently determined to be ASE with IGE
nd phantom absences, not CAE.
SE has been described in elderly patients with a his-

ory of IGE in adolescence who had been seizure-free
or decades (Iyer and Nisha, 2014; Paschen et al., 2016).
rigo et al. (2018) reported late-onset de novo ASE
ccurring at the age of 64 years, with clinical and EEG

eatures suggestive of late-onset IGE. De novo ASE and
SE occurring in patients with IGE may be difficult to

ecognize, since elderly subjects may often overlook a
revious history of epilepsy (Bilo et al., 2014).
ur three cases presented with generalized typical
SE as the first and only manifestation of their epilepsy.
one of them had any other type of seizure before

he event or during their follow-up. The follow-up was
ery long term in the first patient, two years in the sec-
nd, and only 12 months in the third. As follow-up was
ot sufficiently long in this last patient, close monitor-

ng, including video-EEG studies, to capture any further
eizures over a prolonged period of time will be nec-
ssary. All patients responded very well to VPA.
e novo ASE as a single manifestation may be a well-
efined idiopathic epilepsy syndrome or a variant of
n IGE syndrome, such as a particular type or variant
f CAE. �

isclosures.
one of the authors have any conflict of interest to declare.
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TEST YOURSELF
EDUCATION

(1) Can absence status epilepticus be the first and only epileptic manifestation in paediatric patients?

(2) Is absence status epilepticus refractory to antiepileptic drugs?

(3) Could absence status epilepticus be considered an idiopathic epilepsy syndrome?

Note: Reading the manuscript provides an answer to all questions. Correct answers may be accessed on the
website, www.epilepticdisorders.com, under the section “The EpiCentre”.
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