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Distribution (%) of epileptic syndromes in cohorts of children

Childhood absence epilepsy (CAE)

Unclassifiable
5.9%

Undetermined
6.5%

m Age : onset between 4-10 yrs (peak 5-6)

i Iiopathi
it i (range 2-13 /1-14 yrs, peak 6-7 yrs)
Cryptogenic Symptomatic m Sex : G>B (66%)
7.3% 21.7%
m Development : normal
m Genetic : unknown but ? Multifactorial
Idiopathic Cryptogenic m FHx of epilepsy ~ 15-45% of cases

23% 21.8%
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* Age at onset batween 4 and 10 years and a peak at 5-7 years

*  Normal newrclogical state and development

onally longer) and frecues
5. Ao

ISENcE Seizures with abrupt and savers
quant but have no ificance in the diagnosis

2 gpike and slow-
slowdown from the initialio
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EEG ictal generalisad discharges of mplitude spike and double or maximum
wiavi compliens, They are rhythmic at sround 3 Hz with a gradual and regulas
the terminal phase of the discharge, Their duration varies from 4 to 208

Exclusion criteria for CAE |

The following may be iIncompatible with CAE:

= Other types of salzure, such as GTCSs, or myoclonic jerks prior 10 or duing the active stage of absences

»  Eyelid myocionia, per yocionia, rythmic massive mb jerking, and single or amhythmic myockonic
ks of the: hiad, trunk or limbs. However, mild myoclonic elements of the eyes, eyebrows and eyelids may|
be featured — particutarty in the first absance seizura

Mid or no impairment of consciousness during the 3 or 4 Hz discharges

Brief EEG 3 or 4 Hz splke—wave pa
fragmentations

ysms of <4 5, polyspikes (mone than three) or ictal discharge
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Figure 6.
Summary of associations found between the child, their
seizures’ characteristics, and the clinical features of
absence seizures.
Epilepsia © ILAE

Epilepsia, 49(12); 2100-2107,2008

Usualy grachual Abrupt
Decreased but not abolished
Usually pronounced

Usually leng semetimes for minutes  Usually brief; never >30-40 5

Varias from mild to sevare
Ususally rmid

Cognitive impairment may persist Immadiately

Background aftén abnommal with Background usually normal
frequent discharges of various types  sometimes with typical IGE
and combinations discharges

Slow [<2.5 Hz) spike and wave
Exceptional As a e

Cammonty atanic and tonic Dapand on IGE syndrome

seizures of symptomatic generalised  (myocionic jerks, GTCS or both)

epilepsies

Prognosis Commonly bad Commonty good

4 Major types of Absences

2. Atypical absence

4. Eyelid myoclonia with (and ) absence (EMA)

Typical absence

Myoclonic absence

Fabf>2.5 Hz) spike and siow wave

CAE: prognosis

m Excellent prognosis, remission before age of 12
years

m <10% may develop infrequent GTC in the adult
life : poor adjustment behaviour

m Better select proper antiepileptic medication




Differential diagnosis CAE

Complex partial seizure
Juvenile absence epilepsy
Juvenile myoclonic epilepsy
Eyelid myoclonia with absence
Myoclonic absence epilepsy

Non-epileptic manifestation; day-dreaming
attention disturbance

>

Juvenile absence epilepsy (JAE)

m Age: 9-13 yrs (range 5-20 yrs)
m Sex : F=M
m Development: normal

m Genetic : may linked to 8, 21, 18, 5

JAE

Seizure

20%:mild myoclonic
80%: GTC

JAE

seizure

GTC ) ( myocllonic )

Absence (

duration 4-30 sec (~16s) }

freq automatism,6-10 sec after EEG onset}

mild myoclonic of the eyelids )

absence status : 20% }

JAE

Seizure
20% mild myoclonic

80%GTC

( follow onset of absence |
|
[ mainly after awakening ]

JAE

Seizure

[ Awence ) [_GTC__J [20% mild myoclonic |

[ afternoon when tired




Main inclusion and exclusion criteria for JAE

* Unequivocal cinical evidence of absence seirures with savere impaimment of consclousness. MNearly al
patients may have GTCSs. A ffth have myoclonic jerks, but these ane mild and do not show the circadian
distribution of JME

* Documeantation of ictal 3—4 Hz GPSWD, =4 s, that are associated with Sevens impairment of
i and often with tsms. Normal EEG in treated patients ane commeon

The following may be incompatible with JAE

3353335?;2;5; [

JAE: prognosis

m Sz can be controlled in 70-80% of patient

m Absences become less severe in terms of
impairment of cognition, duration and Fq with
age

m GTC: infreq but precipitated by sleep
deprivation, fatique and alcohol consumtion

m Myoclonic jerks are not problematic

Ghnical exchusion criteria:
. with marked eyeld or peroral myocionus or marked single o rhythmic limib and trunk myocionic jarks -
*  Absences with i o chnically impai of cor [ | Aoa Ly
* Consitent visual, photosensiive and other sensory precipitation of clical absences s probably against I J f",j-_{r\ A A A A
the diagnosis of JAE. However, on the EEG, intermittent photic stimuation often facilitates generatised : f I_'V\. e '\;J\“\ e i a e amatey
discharges and absences R A T Py o s
EEG ewchusion criteria: [ ..."-fu'\‘,.-‘&-‘»\."q.-“w o
*  kreguiar, arrhythmic GPSWD with marked variations of the infradischarge fequency - W P PR e
*  Sigrificant vasiations between the spika/polyspike and slow wave relations in GPSWD : Y ',"\;Q:{T}"‘ I "£
d N
+_ Precominantly brief cischarges (<4 ) - o ?D_f.ﬂj-, AR
e o i J H
feine .«im,-v L lw_,nJ\ "
DDx of JAE
m Vs. CAE
ovetlap, age in JAE is later and less frequent,
less severe impairment of cognition.
Automatism is equal. No myoclonic and GTC in

= CAE

= m Vs. EMA

= = Vs. JME

=

Juvenile myoclonic epilepsy (JME)

m Age : 27 decade of life (range 8-24 yrs)
m Sex : equal but female has less Sz threshold

m Development : mentally and neurologically
normal

m Genetic : familial ; polygenic/ ?? chro 6




JME

‘ Seizure types ‘

Myoclonic sz GTC ] [ Absence Sz J

around 5-16 yrs

—

around 14-15 yrs

{ followed or preceded by myoclonic }

[ Myoclonic sz J [ I ] I

JME

[ Seizure types }

Absence Sz

—[ mild/mod invl. neck, shoulder, arms

—[ isolate, repetitive/ bilateral, asymmetric

—[After awakening from a night sleep or a nap

)
)
—[ aggravated by sleep deprivation ]
)
]

—[ myoclonic status epilepticus

JME

r T
Myoclonic sz GTC

Enajority, the onset precede by myoclonig
[ Shortly after awakening

JME

[ Seizure types }
I

Cerc ) Absence Sz

r
Myoclonic sz

[ 40% of patient

{ associated with GTC

{ after awakening

[ if begin before 10 yrs-more severe

JME EEG

Ictal EEG

m myoclonic sz
- fast 10-16 Hz spikes
followed by irregular
slow waves (PSW),
- 0.5-2 sec

m absence sz

Interictal EEG

m Irregular fast 3.5-6 Hz SW
m GPSW: ant predominant
m intra-discharge fragment®

m 1/3: focal abn, spike, sw,
slow waves

= 1/3 PPR - multiple spikes

preceding on slow wave,

last1-4 sec




JME EEG

Interictal EEG "
m Irregular fast 3.5-6 Hz SW~
m GPSW: ant predominant , ==

m intra-discharge fragment” "N

1/3 focal abn, spike, sw, s
slow waves

1/3 PPR

JME EEG

Ictal EEG

m myoclonic sz
- fast 10-16 Hz spikes
followed by irregular
slow waves (PSW)

m absence sz
- multiple spikes

preceding on slow
wave, last1-4 sec

Benign childhood focal epilepsies

m Rolandic epilepsy ( BRE)

: Benign childhood epilepsy ¢ centro-temporal
spikes (BECTS)
: benign focal epilepsy of childhood (BFEC)

m Panayiotopoulos syndrome (PS)

m Idiopathic childhood occipital epilepsy of
Gastaut (ICOE-G)

JME EEG

e m e s s [ctal EEG

i ! '

-l_"’ 7 ——————" = m myoclonic sz

T " fast 10-16 Hz spikes
;. followed by irregular

= slow waves (PSW)

: m absence sz

- multiple spikes
preceding on slow
wave, last1-4 sec

Key differences between JME and JAE

JME JAE

Benign rolandic epilepsy

m Age: 3-13 years (peak 7-8yrs of age)
m Sex: Boys > Girls
m Development: normal
m Genetic: familial, linked to Chromosome 15 q
: 50% of close relatives have EEG
abnormalities between the ages of 5-15 yr
: 12% of persons whom EEG abnormal

have clinical seizure.




BRE

Seizure

>50% 15%
Nocturnal only sleep and awake

10-20%
During awake

[ Seizure ]

[Sleep and awak% [ During awake }

>50%
Nocturnal only

Clonic mouth mvt, 30%

Salivation (30%) and gurgling

2° gen is common, ~ 50%, Todd’s hemiparesis}

Remain partial

Seizure

awake

Motor-restrict to one side

Freq invl face

Rarely gen

Motor/sensory
Change side

Interictal EEG in BRE

m Spike/wave discharges
- triphasic follow by after coming slow wave
- the complex lasts for 80-120 seconds
- unilateral discharges 70 %
- bilateral discharges in 30 % of patients, independent&

asynchronous

CTS are not specific to Rolandic sz

m 2-3% of normal school-aged children (< 10%
develop rolandic sz

m Non-epileptic children with various symp eg.
headache, speech and learning difficulty

m Occur in a variety of organic brain diseases with
or without sz eg. tumors, Rett’s synd, focal
cortical dysplasia

= Common among relatives
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Benign childhood focal epilepsies

= Rolandic epilepsy ( BRE)

: Benign childhood epilepsy ¢ centro-temporal

spikes (BECTS)

: benign focal epilepsy of childhood (BFEC)

m Panayiotopoulos syndrome (PS)

m Idiopathic childhood occipital epilepsy of

Gastaut (ICOE-G)

BRE PS ICOE-G

Typical onset | Hemifacial | Autonomic | Visual

sensory- symptoms | symptoms

motot mainly mainly with

ofr emesis elementary

ofo- visual

hallucination
pharyngo-
laryngeal

symptoms

CTS- SLEEP [

BRE PS ICOE-G
Prev 15% 6% 0.5-1%
amongst
children age
1-15 yrs
Ran, f

ABCOTIES L 14 1-14 315
(yrs)
Peak age at 7-10 36 8-11
onset (yrs)
Brain,131:2264-86, 20)8

BRE PS ICOE-G
Duration for Yes No Yes
1-3 min
Duration Rare Common Rare
> 5 mins
Partial status no 40% no
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BRE PS ICOE-G
Single sz only | 10-12% 30% exceptional
Frequent sz | 10% 10% 90%
Nocturnal 70% 64% exceptional
(sleep only)
Sz after age  |rare exceptional | common

EEG BRE PS ICOE-G
CTS alone Yes Rare Not reported
Occipita] Not reported 65% 90%
spikes
Spikes in Uncommon | Frequent Exceptional
other
location
Photo-

1 0,
sensitivity Not reported | Exceptional | 20-30%
Tetal onset Rolfdndic Ant* and' Ogcipital
region post® regions | region

Fotandic epnepsy
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