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Epilepsy Syndrome
Neonate Infant



Epilepsy Syndrome
Childhood



Epilepsy Syndrome:
Idiopathic Generalized





CHILDHOOD EPILEPSY SYNDROME
- CHILDHOOD ABSENCE EPILEPSY
- EPILEPSY WITH EYELIDS MYOCLONIA
- EPILEPSY WITH MYOCLONIC ABSENCES
- MYOCLONIC-ATONIC EPILEPSY

DEE/EE WITH SPIKE-AND-WAVE SLEEP ACTIVATION
- ENCEPHALOPATHY WITH CONTINUOUS SPIKE-AND-WAVE SLEEP 

(CSWS)
ATYPICAL BENIGN FOCAL EPILEPSY
- NEGATIVE MYOCLONUS
- CSWS

SELF-LIMITED FOCAL EPILEPSY OF CHILDHOOD
- WITH AUTONOMIC SEIZURES
- WITH CENTRO-TEMPORAL SPIKES

INFANTS NEONATE
- SELF LIMITED (NON) FAMILIAL EPILEPSY
- MYOCLONIC EPILEPSY OF INFANCY
- DEE

- EARLY ONSET DEE
- WEST SYNDROME
- MIGRATING FOCAL SEIZURE

OUTLINE DELLA PRESENTAZIONE
- PATTERN CRITICI DI QUESTE SINDROMI



Childhood Absence Epilepsy





















Si arresta, si fissa, irregolarità respiro con apnea, poi devia occhi a sinistra
Scarica rapida focale parietale sinistra e poi parossismi diffusi di punta-onda

ASSENZA FOCALE



CF 1 EEG, sonno 
ASSENZA FOCALE



ASSENZA FOCALE



Epilepsy with Eyelid Myoclonia



Epilepsy with Eyelid Myoclonia



Epilepsy with Eyelid Myoclonia



Fer Cri 12 anni stato di eyelid myoclonia



Epilepsy with Myoclonic Absence



Pol Ann 8aa Assenza mioclonica







Myoclonic-Atonic Epilepsy
Previoulsy Myoclonic-Astatic Epilepsy



LaM Glo 3aa5m Mioclono-Atonia



Dif Gio Mioclono atonia in MAE



DF.G. Epilessia con crisi 
mioclono-atoniche  3aa8m
Presenza anche di crisi
generalizzate motorie
Mioclono-tonico-cloniche



DF.G. Epilessia con crisi mioclono-atoniche  3aa8m - stato mioclonico



Encephalopathy with Continuous Spike-and-Wave during Sleep (CSWS)









Atypical Benign Focal Epilepsy of chidlhood
Negative Myoclonus, CSWS



Sor Mar  5aa10m distrubid ell’equilibrio a rencente insorgenza Mioclono negativo



Val Sar 7aa5m Epilessia Rolandica, da qualche mese ipostenia AS dx



Juvenile Myoclonic Epilepsy

















Lafora



Self-Limited Epilepsy with Centrotemporal Spikes
Ex Rolandic Epilepsy or
Focal Idiopatic Epilepsy with Centrotemporal Spikes







Self-limited Epilepsy with Autonomic Seizures
Ex Panayiotopoulos Syndrome or
Focal Idiopatic Epilepsy woth Autonomic Seizures





SEL-LIMITED EPILEPSY 
1) NEONATE/INFANTILE











Female 6 mnths, PRRT2 mutation, focal seizures to bilateral tonic-clonic with PGES



Figure 1c
Well organized sleep, phase N2 NREM
Spindles are evident symmetric and
at time asynchrounous
No epileptiform abnormalities in the sleep interictal EEG 

Figure 1d
During wakefulness the theta-beta pysiological activity
is intermingled with delta waves, expecially over the bilateral
posterior regions
No epileptiform abnotmalities are evident in the wakefulness interictal EEG

Female 6 mnths, PRRT2 mutation, focal seizures to bilateral tonic-clonic with PGES



TrFi 13 mesi, 4 convulsioni neonatali Pb per 4 mesi, poi a 13 mesi grappolo di 13 crisi in 36 ore, CBZ per 4 mesi
Poi benessere - Mutazione KCNQ2  Crisi focal to bilateral tonic-clonic con PGES





Crisi sintomatiche acute da infezioni, stroke, traumi: Focali cloniche
Crisi in DEE o in Self limited: Focali toniche

Acute Symptomatic
- Focal Motor Clonic 30/31 (p>0.05)

- Stroke 13/13
- HIE 8/9
- Infective 9/9

Remote Symptomatic
- Focal Motor Tonic 19/20 (p>0.05)

- DEE 11/11
- Self-limited neonatal 4/4
- Malformative 2/2
- Metabolic 2/2



SEL-LIMITED EPILEPSY  
2) MYOCLONIC EPILEPSY OF INFANCY



Mioclono Generalizzato

Mioclono Focale

Il mioclono è chiamato EPILETTICO quando si associa a una 
controparte EEG epilettiforme sia diffusa sia focale
- scarica epilettiforme diffusa nel mioclono generalizzato
- punte focali centrali controlaterali, nel mioclono corticale focale



Myoclonus:
co-contraction 
agonist/antagonist muscles

Ext dx

Flex dx



Tremor:
Triangular contraction of
agonist/antagonist muscles

Flex dx

Ext dx



Str Car  8 anni
Esito HIE  - mioclono corticale focale in brevi crisi



EEG: technical notes

EOG LFF:    15 Hz
HFF:   10.000 Hz
GAIN:  200 µv/cm

RESP LFF:    0,53 Hz
HFF:    15 Hz
GAIN:    200 µv/cm

MUSCLE LFF:    53 Hz
HFF:   400 Hz
GAIN:  <30 µv/cm

EEG LFF: 1,6 Hz
HFF: 70 Hz
GAIN: 100 µV/cm

EKG LFF:   10 Hz
HFF:   15 Hz
GAIN:  >800 µv/cm



Ada Bry 16 mesi Epilessia Mioclonica della Infanzia



Mec Fil 15 mesi, Epilessia Mioclonica in Ritardo di sviluppo
Mutazione KBG ANHRD11 



DEVELOPMENTAL AND EPILEPTIC ENCEPHALOPATHIES (DEE)
1) EARLY INFANTILE



et al., Annals of Neurology





STXBP1



Giu Jac 2 mesi esordio epilessia mutazione TBD1D24



A. P. SCN8A



WFDM CDKL5



WFDM CDKL5



LomRidLu CDKL5



BolEE CDKL5



BolEE CDKL5



BolEE CDKL5



DEVELOPMENTAL AND EPILEPTIC ENCEPHALOPATHIES (DEE)
2) MIGRATING FOCAL SEIZURES





MPSI - Mir.Lat., 4 months, focal seizure, minimal signs

140 sec



DEVELOPMENTAL AND EPILEPTIC ENCEPHALOPATHIES (DEE)
3) INFANTILE SPASMS SYNDROME



Fusco et al, Epilepsy and Behavior 2020
Modified from Epilepsia 1993, Fusco e Vigevano

Mioclonia massiva Crisi tonica Spasmo Epilettico





INTERICTAL  EEG



During sleep: alternating paroxysmal pattern



• Slow wave

• Sharp wave 

• Attenuation

• Fast activity

Ictal EEG  
patterns



Pattern ictale dello spasmo epilettico



DEVELOPMENTAL AND EPILEPTIC ENCEPHALOPATHIES (DEE)
4) DRAVET SYNDROME



Mor Sar 14 mesi



Mor Ser 14 mesi durata crisi 5minuti dopo sli
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