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Electroclinical Syndromes of Adolescence

Classification

Age at onset

Clinical

Geneti
Juvenile Myoclonic ene .IC 8-25 years (5% start as Childhood normal birth, development, cognition, exam,
] Generalized ) . . . .
Epilepsy ) Absence Epilepsy) head size; 5-10% with febrile seizures
Epilepsy
Juvenile Absence Genetic normal birth, development, cognition; ma
) Generalized 9-20 years (peak 9-13) ’ pment, cognition; may
Epilepsy . have ADHD and learning difficulties
Epilepsy
Epi .
p|Ie|:3$y with . Genetic .
Generalized Tonic . normal birth, development,
. . Generalized 5-40 years (peak 11-23) " .
Clonic Seizures Epilepsy cognition, exam, head size

(GTCS) Alone

Familial Temporal
Lobe Epilepsies

Genetic Focal
Epilepsies

> 10 years (median 25)

seizures often unrecognized; normal birth,
development, cognition, exam, head size

Autosomal
Dominant Epilepsy
with Auditory
Features*

Genetic Focal
Epilepsy

4-40 years

normal birth, development,
cognition, exam, head size

*is a distinct type of familial temporal lobe epilepsy
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Seizure Types
Must Have May Have Must Not Have
Juvenile myoclonic seizures (esp. upon GTCS (>90%);
Myoclonic ¥ ) p-Up absence (33%) which are infrequent any other types
. awakening) :
Epilepsy and brief (< 3 sec)

Juvenile Absence
Epilepsy

absence (infrequent as compared to
Childhood Absence Epilepsy, may
have incomplete loss of awareness)

GTCS (80%)

any other types (esp. myoclonic)

Epilepsy with
Generalized Tonic
Clonic Seizures
(GTCS) Alone

GTCS, predominantly within 1-2
hours of awakening

n/a

any other types

Familial Temporal
Lobe Epilepsies

focal seizures with temporal lobe
features, often with retained
awareness (often mild and
experiential)

GTCS (infrequent and controllable,
seen in 66% prior to treatment)

n/a

Autosomal
Dominant Epilepsy
with Auditory
Features

auditory aura may be elementary
(humming, buzzing, ringing), illusions
(sound distortions), or hallucinations
(specific songs or voices); receptive
aphasia

reflex seizures (auditory);
nocturnal GTCS (uncommon)

n/a
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EEG
Background Interictal Activation Ictal
photoparoxysmal
Juvenile generalized spike-and- response (33%); 3-6 Hz generalized spike-
Mvoclonic normal wave (incl. fragments); myoclonus upon and-wave or polyspike-
Ey"e s generalized polyspike-and- awakening; and-wave (single discharge
priepsy wave (3.5-6 Hz) hyperventilation (less with myoclonic seizure)
common)

Juvenile Absence
Epilepsy

normal, or occipital
intermittent rhythmic
delta activity (OIRDA)

generalized spike-and-
wave (incl. fragments);
generalized polyspike-and-
wave (NOT < 2.5 Hz)

hyperventilation;
discharges upon
awakening

3-6 Hz generalized spike-
and-wave or polyspike-
and-wave (rhythmic run)

Epilepsy with
Generalized Tonic
Clonic Seizures
(GTCS) Alone

normal

generalized spike-and-
wave (incl. fragments);
50% of patients have
abnormalities only in sleep

n/a

EEG obscured by artifact
during GTCS; may start
with generalized fast
rhythmic activity

Familial Temporal
Lobe Epilepsies

focal slow activity in 33%;
otherwise normal

temporal epileptiform
discharges in 20%;
otherwise normal

n/a

[not well published]

Autosomal
Dominant Epilepsy
with Auditory
Features

normal

temporal abnormalities in
30%; otherwise normal

n/a

mid, anterior, or fronto-
temporal discharges
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Genetics
Imaging
Inheritance Genes* Family History
Juvenile normal (not required CACNB4, GABRA1, CLCN2,
Myoclonic ) . 9 complex or Mendelian GABRD, EFHC1, 15g13.3 occasional
) in typical cases) . .
Epilepsy microdeletion
ile A | (not i
Juveni ? bsence no.rma (.no required complex GABRG2, CACNA1A occasional
Epilepsy in typical cases)
Epilepsy with

common (20%);

Generalized Tonic
| | CLCN2
norma complex febrile seizures (10%)

Clonic Seizures
(GTCS) Alone

normal (uncommonly
high (though seizures are

- may show .
Familial T | t I t (609
amitia _emp.ora hippocampal diffuse autosomal dominant (60% DEPDC5 mild and may not be
Lobe Epilepsies penetrance) .
temporal recognized)

abnormality)

Autosomal normal (rarely may very high (though seizures
Dom.lnant Epllepsy show nonspecific autosomal dominant (high LGI1 (50%) are mild and may not be
with Auditory penetrance) )
recognized)

Features temporal findings)

*these are examples of genes that may be mutated in some (but not most) cases
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. . . . Treatment if
PSVChOSO‘EIaI Seizure Prognosis First Line Alternative AEDs to avoid Medically
Prognosis Treatment Treatments
Intractable
Juvenile seizures often easily
controlled; TPM, ZNS, CLB GBP, PGB, CBZ
Myocloni ! LEV, LTG, VPA ’ ’ ’ ’ ’ ’ VN iet
yoclonic good (probable) lifelong P PER OXC, ESL, PHT S, diets
Epilepsy
treatment
. . ) TPM, ZNS, CLB,
Juvenll'e Absence variable gften intractable; LEV, LTG, VPA  PER, ESM as add- GBP, PGB, CBZ, VNS, diets
Epilepsy lifelong treatment OXC, ESL, PHT
on only
Epilepsy with . .
seizures often easily
Generalized Tonic . TPM, ZNS, CLB,  GBP, PGB, CBZ, .
Clonic Seizures good conttr;)elget(;lr,]el:ﬁlong LEV, LTG, VPA PER OXC, ESL, PHT VNS, diets
(GTCS) Alone
Familial Temporal seizures often mild CBZ, ESL, LCM,
. p. good LEV, LTG, OXC GBP, PGB, TPM, ESM resection
Lobe Epilepsies and easy to control NS
Dor:i::r)istoEm;L S seizures often mild CBZ ESL, LCM,
priepsy good LEV, LTG, OXC  GBP, PGB, TPM, ESM resection

with Auditory
Features

and easy to control

ZNS

LEV, levetiracetam; LTG, lamotrigine; VPA, valproate; OXC, oxcarbazepine; TPM, topiramate; ZNS, zonisamide; CLB, clobazam; PER, perampanel; ESM, ethosuximide; CBZ, carbamazepine;
ESL, eslicarpazepine; LCM, lacosamide; GBP, gabapentin; PGB, pregabalin; PHT, phenytoin; VNS, vagus nerve stimulator






