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FIGURE 2 Interictal epileptiform activity in an 8-year-old boy with sleep-related hypermotor (hyperkinetic) epilepsy. (A)
Electroencephalogram shows repetitive spiking over the anterior regions of the left hemisphere with phase reversals at F3 and F7
electrodes (boxes). (B) A hyperkinetic seizure during non-rapid eye movement sleep in the same boy. The tracing is almost masked by
muscle artifact due to movement. It is possible to see a leading sharp wave followed by fast activity (ellipse) in the left frontal region. (C)
Magnetic resonance imaging shows a subtle band heterotopia in the subcortical white matter of the left frontal lobe, seen as a linear signal
abnormality, isointense to overlying cortex, running in an anterior-posterior direction in the white matter (arrow), which is subtly brighter
on this T2 image compared to the same area in the right frontal lobe (box)
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FIGURE 3 Electroencephalogram in a 53-year-old patient with mesial temporal lobe epilepsy with hippocampal sclerosis (left-sided
hippocampal sclerosis). (A) Interictal: There is continuous polymorphic slowing and a spike followed by a slow wave at the F7 electrode
(drowsy, average reference montage). (B) Ictal: Seizure onset is depicted by the arrow (longitudinal bipolar montage)
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FIGURE 4 T2-weighted imaging in a coronal plane at right
angles to the long axis of the hippocampus showing increased
signal and loss of volume in the left hippocampus (arrow)

RS. (ot gl ) da e | 2.4.2

JubY) & jeday (il ylaal g (8 Jsaall ¢ Rasmussen §lbedll (gl anly Wil Cag y2all) RS
(g yra e Sl cnanll jgeatl) & a3l Eleall Coial e el g il yall
eka) 38 S g gmpda il Sl e leal) i) jedad o (S e dlias awa s oy Al
Sl e il ey Asl) ALE Slibiasl) 5 ¢ SU i jall (g )5 cslianl) pall iy S 355
L (B sl 5 par ) shali (Al 5 ¢ (Daionall (S5l g peaall elly 8 Lay A8 ja Sl sidale) 4y 5
g el el e (adiall adiag 4y gill ¢ sl GuSlaall cuilal) 8 it A5 LS ) shaty Lgiad
L8 Ll yedai La gl pa) i 18] (S ¢ 4y sllan gloall de S (S3Y a8 7879 ) guaaill il 5 yaall
Clual) 33T RS iing . badll g laall Caiai 1) seana i g ¢ Lyl LA (lai g ¢ 5l daeia
e 8 ¢ Cagyma je Elaall Chual ) gaa G O (e a1l e 4 ¢ g el D ey dalall
RS A sl s 5eSI A 30l Dilase 58 A (a4l



RS o ganal_s da ™00 il dpcilal) uslaal) (A) a8 Jeax

Aaama Ay gall Aglay (s A e JS35 Ay 55 Al S AN /A sl el ) £ all 453
Cre JASRS (e daiid £ 2) deadl 58S laa e LT s alay L Wlle
(e DseS ) anibsd
At Cililes ) 53 B jalina aad Cme pe pSled Chaal flals 2,00 ,gS Jankads
dsaxe il 5a s e o £laall
& sl 5 38al yall yas Alad) dgay ASs _yamd)
RIS R . i e S Alie ARal) ; gdasl)
Aat) Aytay
qi‘idludbnuls\al)u,a!\a_um‘__.mﬂu 5 3 _dl @ty
G09S etinall 3080 g suall ey 3 pa saliae
sl JLEW 2y 55 Caeaill da3DMa Gagatal
(HHE
Du s s de 3DNha 3 geaill Helhn S/ 5 33N Aa jhia BLE) dsm g pie (siail) glaall ) gai:m ralaliaal) 5l
5o cailadl Cdiy Gl Gl (8 e Oadll Sl parzall) o sl
3335T2 / FLAIR 3_L3) i 5l / (Bl 3) 3l il s (s el
slanll Sl Zuala )l salall Aa15SYH
adesall (33l & seall ) caad) 15 A Gl gad
PLIVES Y [ § 5 DUt CRONpIFS DR DL I PINWATEY 1, B Y W10
Balzaall
EEPEL L EE D v e Al gda Al

(N guac AN

PSR PUPRSVETEIUN RECO REVCRN IUPRG [
umug,as\_u_bmt\_anu_,,s;h.ap,;ﬁy
OSI ¢ e man Hae aa ¢ la ) 5 8 e 535 JSS 2 55 Ag 5aS Aaslie An s At led Chead Cilasi (e O sile a3 S ) skasll | 8 de DG

RS el 3 sy 4y Of cama ¢ csoa ) ASIal Aetiall y a3aN Jal Ciliaa Slasiul o3 Cua oy ¢ Gaasla alalieall G5l s seailh Jlay
A5 e lad Chaad Fn )5 A s 40al (tan sal AL ST S ledll daykadsi 0 30 RS (easddi aalaiodc Al gall 33 53aa (Blalial) 8 1 g smiae S (5 50 e 300G

Sl s 3 a skl Gl shall il pa SlaSY) ey W s Bamiaall s Aaal W) Ty peall (il e W) S Axal L8 ST (530 s Aand sad Fy g ye il el 4nal el
IO TR TN I D A VPSS REWX [

a5y oY) ale
8081 338 Hoale 10 JS12.4-1.7 Sigas ma ¢ i 4 e 58 RS

Gl Gl

Bla A la ) ¢ Al gelall JISal J8 (il sin 6 = dasi 5ie) Gl i 10-1 sp el die yaall
Gl 058 Lesdle (gsbually Cpuial) IS il 82 S (40 710 s ¢ Guadld) S ial al
8 3 sl ddaaall 5 yil) o) Jaad) Cliclias (e LY &5 288 ¢ @l aag ¢ Uagada (3l 5 30Y 4l
Al xie83 1987 51945 o Le 3l (8 Cual sasl s daal e ALl 8 i sall e 719
&b Y i jeday ¢ gl g per Ay skl Apalil) e Gpaada Bale JUY) (S5 ¢ i al)
hand) gl Qi JY) la) 38 ¢ 5l Vs 8 Lk (5 pud) sl () 6S Lesale 4lal)
Sy (paia pall Sy ¢ sl g par Dol Al J (apad)) Soa @bl ol culall alal]
Sle g Al OV 8 uisall g salll JIal aa ol 84 ceall (g sbiay BB ¢ (o ) ua
& Lt Ll ol A3a ) el Ay e (0 il () (i el 8 Uil RS o8 ()5S bl ¢ Laall G
8284 san Ji1 Jledl) Dl (S5 85 ¢ JUlaY) (gl (el seda (g (o silay ) il



ol s
¢ b Al e ¢ hual JLE) ) e a5 Ay 500 Al by Sie g RS Jasi
) e (s aiad) Al 4y ol Als je iRS (e ol e O dllia (o Silesale | ((S13) Cana

¢ Cadd gheal LI 53 Sie g ae ¢ (G jraa) JlaY) die juall Wil (e a2l e ¢l s
o (G ) JulaY) die sl Wil (g a2 M) e ¢l sin s (e i) B3l A
il JLall 5 ¢ (Sl g peall ) il ge Glal) Gany (s ¢ il e S50 5 ) Sie s

1oeal s ¢ (bl ¢ Laal) Canas AS13) a1y (o salll 5 8 ymall sanill g ¢ AN Caaill g ¢ ooyl
o2l (o) B ydinee lsis ¢ (5 AT dpnae Clile) 5 iiaay aily 5 a JLb e ¢ Ale ) dls all
o L) il 3 S Caai Juad Al o ()79 (salad) Als pall A 4gle il Laa )50 55 8 Ll (g
ol sill 48 5 paall Bags sl Ady el D) a5 S Caal Jlaiind sl (Apaa) 3 SN Caial sk

A jle i o) Sy A

iy ol

@ Al U e Ak 0 5 ¢ AS a g e Gt (585 Le Bale g ¢ Al Lyl o
¢ B SV (o el 8 ey ¢ )50 A8 J2e g e by 53 0 5SE L Bale L gill « RS A géhall Al e
LuSlaall dgall 8 & Ay puall A8l allaall 84 o gui ST (55 (550 o sl Cima il 5
g mall Jadi ) (8ars ) sed M gl (530 o (a3 503 IS il il 312 35l g ladll Caal
RY s an sl (oS Le Wty ¢ auall (e aals Cuila (B ale (laE ) ge ¢ pasall 3 3al)
Ain 5l g Uyl ot o (Aaene) Al daland ) 4 55 68 0l g ) Ay sl il gil) ) sl 8 4 lall
Aale gag Al by gill dyy ) Sy 5 Ailill) glaall A0l Jdde s byl dlidn 8 4

gladl) Ay g€ habada
Ol e ¢ Unhay Bale el i€y ¢ (im pall Ayl (8 Unda 4] 8 2 Laall 4 jqS Jalada ()5S, 8
ST AR Gl ade aay ¢ Gl g 50 pe laall i) e o il Ay g Lalall e 8y
gl ) 3e (5 JSEN) Claal) ¢ Laall Caial (358 an ol N & yuall 3535 6 ilasale )5
3925 ol Sy oa ) al) anil) e G el dxginn V138 GuSleall ¢ Laall Caial Lty S «
Chual JA 5 bae (e iy 5l Lo a8 2, 55020 98 0l )8 ¢ Leall Ay jeS laladie jelad o silly g suall
A eS bahdse a5 45l POIA g lay) el Sall g peall calias Ve Wle Gliadll ¢ Laall
o 1585 Elaall Ay 5eS Ialad jelad 38 cliaddl flaall Caial jsan pa (sl )l 55,540 ¢ Ll



Aasia Aiie 45 A Gisan e $ LY a8 Le 1530 ¢ Al pay uSlaall cuilall e 4 gill Jilaia

79 (YN (e 72) ("N RS) fledll Liaai
(A) (B)
Fp2-Ref —ywwww
F4-Ref P it Mt et A O e P2 L i N b e A P
C4-Ref St
P4-Ref L N Yt T e WL T
02-Ref %MW—WAJ%—NWWMW
Fa-Ref I et
T4-Ref i
Te-Ref M A e
FT10-Ref At e et N Pt e A e N e N P g ot P
TP10-Ref ittt foateimenired
Fz-Ref At R A A A A e A A SN A AP Pt B P ot
Cz-Ref B e o e 2
Pz-Ref WWW—“MA
Oz-Ret B s e AP At e P e NP\ s
Fp1-Ref Pt e At i Nt A PN e
F3i-Ref WHMWWHWMMMM.
P3-Ref

01-Ref AWM s s A Am AR At p N F Y it oA I e

F7-Ref A A e gt P b P N s A et
T3-Ret et e s

T5-Ref MAASAA A ARt er R AAAA A AS AR (s e A e
FT9-Ret A aart

TP9-Ref L MAA A A g e g A * f *

FIGURE 5 A 12-year-old female with Rasmussen syndrome affecting the left hemisphere, 18 months after seizure onset. (A) The
interictal electroencephalogram (referential montage) shows a low-voltage spike wave discharge at C3 (box shows the spikes denoted
by arrows). (B) The axial fluid-attenuated inversion recovery magnetic resonance imaging performed at the same age shows focal
hyperintensity and atrophy in the left supplementary motor area (square)
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FIGURE 6 T2-weighted axial image in a patient with
Rasmussen syndrome showing atraphy of the caudate (white
arrow) with subtle loss of volume of the left insular region (blue
arrow, evident as increased sulcal spaces)

FIGURE 7 T2-weighted axial image in the same patient with
Rasmussen syndrome as for Figure 6, showing increased atrophy
of the left hemisphere with time (interval of 8 years between

imagings)
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FIGURE 8 A 42-year-old woman with epilepsy with reading-induced seizures from 18 years of age. Electroencephalogram shows (A)
spikes with perioral bilateral myoclonia, followed by a bilateral spike-and-wave; and (B) 3-6-Hz generalized spike-and-wave discharges
without a seizure (consistent asymmetry of the spike-and-wave discharges was not seen throughout the EEG recording)

2 gl
¢l (m sl ey Clew llia Cil€ 1Y) Urph sl sealll (6 of @8 siall (g
Aol Glied) Aadia  p gl jliie] Jaaid

Z\S\Jﬂ\ @-‘9
720 % « GGE 3 IGE le 2 2l 0 5& lasale 5 ¢ ¢ puall sl Jile )5 o iall o
8 8 Ao adlioa (sSad 138 3y 8791 EWRIS (0 0 5iba il ouiasall 010 7 40 -



dlaldtl) clandldsl)

ol adalaall g ol sl Al o sl D) IS o guall pe Slalil) andiy ;e pall e el e
o) LA adaing ¥ Al gl I culiall Cal gl @l i ) eyl <l jlall ol LK)
Gl )z Aixliall

Glaia (790- 780 ¢ Jaal s (Sleo) Ly i 5l a8 Lmall )l o5 « EWRIS (2 :JME »
L5l e B g Caling 87 ~luall AU Gaany Vg ¢ Glill Una 508893 ¢ 2l 3laia ol 36 jally
S climall el sl das el (& i pal) el 13] , 31 (o sall gAY (s e (0
c«ﬂ\‘)d\g\uudhu;@_g‘u\)ja\}”jajﬂ\ i lcac ‘_A;\ M}&M\@J\ah J\J}u\
- A jladl) Baoh e ) Gl e Ca el (e a2 QN o) WAl sl ae )l Coasgy ¢ 8
Alain) Gaangy S g ¢ pluall e gl ST ¢ Ay glall Gl JLaY) e i 94 ¢ (L)l Al o jsal)
Eledll 4 yeS hlade o 4y ) (Say o suall 4 i

aa Y ST el 5y sk e Age dual) AN Sl 33 ) sl b gill Gaass o (e L el e
. 55 Ghme g

claPliag £ pall gl / 5 Al flaall Plic) g £ all cla Dia | 2.6
A maad) adll) aa £ pall

S s sl man ) (S ey el Allad 4l a6 Ladie "DE" alhuadl (i
EE oy el Dlic) aa g ¢ Joliall & L Cliss () 5 ple clld aa jg ¢ lasdl 5l a8
"o pally il gleall Jlicl" allaias addiud & juall Bl Ca §laall JSlie) sy Latic
b Gubill Gea "DE" mlhias ¢ 5 o 0Sar i sall Ala 8 cplalall DS aaly Laxie (DEE)
Janll 3 = 5y ¢ 138 Aalladd | auh JSG skl Gllee aen 15k ol U 5881 o) _aY)
S G ) sibeay (pdl) (a gall 6Y 38 Jiad DE (3 Y " oan pail) mall | saill" xllaias
2ol & el Gl ¢ A8 5l e anadl) 138 8 5 il ) Gl Capy i o uac
L e ladl (3 yeall s Slssall e Bliel ¢ 685 o) (S Al « PME  (oaauil) lusal
OB ol A el e 13laie) oo )il sl ) adill pa g guall i 3N 5l DEE ae g all
AN e sl DEE g gy dea 3Dle Uil (oo (il 0 58) Cilisnanaly Lalall RS g el e 3
e yee & (FIRES) & seadl s saadly Aas sl g pall 4e 33000 o 0 (8 (o2 )85 (i
A galal) b as il g jeall cile yDlie (e Aliadia 48 )5 8 4L8le Cad ¢ uallll ie 5 500 LSt



PME 2203 (Aaad) aal) £ pa | 2.6.1

e Al il Slsnsd) (e duilaia ye de gane Lty 6,506 (10 Js2all) PME 4 33k
S Canally Sl Sleall s il ) saill (2) ¢ limnll aa sl (1) asas (6 4dde <oyl
(e gladll A s pandl Rpalall e LAY 5l (4) 5 ¢ Audall s dpnad) LMl (3) «
Oe paall ddle G ¢ puall Lpuliall it &) oY)y anlall skl Gl a2l (& jelai (5)
(Vlal) aliza b adie gl e 4 )5 aa e F Ui dla ()5S 8 PME G pall Cilasss
Ghlal 8 el JLam) pe (g Al S dihia (e JLEBY) alisy U ie PME 058 Of 08 oSl
o O all A8 jall 5 4 jaall LAl ol o Ml 5 o )BY) )55 Junall A BN 8 5] AL g el
) i) ) (el dege Uil

PME . o2l limall pajl) g peall L) (il julas 10 Jsaal

Anay Sl g &)AS‘LJJ
BTN Cila gall 5 dpaadl Cila sall dariefieens dnde Cla ga EL«.\!\ huxsm
JacLe ¢ JSEI
Sl
LY e< GwoenY Al Lfay ais jeall
Al 4oy (4 anla dip ) ghatl)
Al Ly
A Ay b el ) paadl)
CEPME il 4y ) pea gl 55 par AdaaBlall (685 GV (any ) (il aanll i jeall ) sai) dalaa (il sl
JME
A Ay b ke mbalizal) cpud )
sl ¢ Aalall dyea b A 53 sl il sl 5 Aplinall Apna Sl by il g ¢ Limad) ma )l B a5 ) A wayall jlwa
s 5ol 51/ 5 ot Bl 5l wa g leall Ay jeS laladia a5 a3l godid) ciladle 5 ¢ byl
Ao pall s gl

3 61 55 Al lpandl il o1y o Lo e (S0 el sl i) (35 sy ol

L ladll iy seS Jalada dgn g o iy ¥

O sl (53 seisad) s 55 15 o) s a1 el e (58 st ) PMIE i (S ¢ 3 sal) 83 s (3lbiall 3 205 e 3585 ()93 e 35000
, bl R Al ol ) S U5 ) 3 e

AN VS b Ll 5 R 3l st 8 il ) maases 55 Ol s e (S Lo 1556 0805 ¢ VLA (o (palaall Al 5 A5l 4yl ypixn

'PME (e 4sba¥) @Yl e (e A 5 5 40Ul LLS)
Somarll el )W elag ¢ Lafora ¢ls ¢ (Unverricht-Lundborg (ULD =
LYY 8l pea¥) 05l Cgnnadll Limall ga il ¢ jeall) (550 5S girall iyl ol s « (NCL)
238 (g 453 Lidie & sjalidosis s ¢ (MELAS 5 ¢« POLG = adas yall bl jlacallg
UL aaa (S ol gnd J81 S8 5 1 Jsaadl (8 Lemsdlli 5 543 5 5l) o3 3 ST (S8 jealial)
el QAo Dy ¢ Claal) @ siaiia G ges ¢ Dalidll Laldll - Jsiiad) ) gea A
ranll (Sl Jagi el JLsll g ¢ i 0l g ¢ HaaY) puanll jsaall jgaay g slSH - Liaall



o Sie seds ¢ peleall slandl salall L33 ¢ cuanl) Gl e (5 gy 3 aual) e
Gile ja ¢ sl Plia A Limal) oaa Nl g peall ¢ GOSR2 ial jad Al &l il ¢ yanla 31
Al e e ¢ el e 50l S e ¢ opterin -2 a8 e ¢ GM2 doliaall ) silaial)
& o) (e il Al o g i) o3a alaral 4 glae dal) el Hlaa¥) | daiad) dpulisn 610 G e g
Bana gyl A pad Sl acal (g sual) ALl ol oasedll HLEAY aladiiol (Say Gl paai
Sl Ozl 848 el o) yaad) LIV 5 ¢ (5 padl (o pma LA 3158 aliad ¢ QU Jas o)

(e die M

MJ}‘@M@MJJA‘M‘@AJ'I Jﬂlgﬁluwwﬁﬁw'. ]]djaﬂ'l
<l e 7 90 M 2 Cystatin B (EMP1) g f S0 Jis o AS ally &S] ) bl b s Aty a3 el i pdlf L g

Al eladf prea 4 ¢l A e ) TN ULD 52ih 2 kil 02 0

CHT0 b el el uall el aforin (EMP2A) A jall 5 A1 pY) UL Sy S 6 D30 LD L&Y L m
227 A eyl cudl sl paismalin (EMP2B) £l yaed e die e g Lo 2es A1 6
S LA 1) Y gl s 6T B 8 o pell s i A b A e o e e Bl
@AY Ry gl 2 8 S

CLNZ / TPP1 ol padt Al il o il jas Malli g o @ gl g 3l s oty EOWER Tl N L £a

A guin A g At e o S STPPL g ) Bl Qs s O gl o ¢ A pall i el 5 o a1 CLN2 Jo sion gl 229 0

aleal s jgon § Plaall 5 pe€ll ladaasll A(Hp 3-1) dunbase [P S P R |
ol G o ) R A et gl 251 3 Sl R
4 gl Loal) f (alad

c..L.a\J | ena cile $CLNS ial yeSl Aussal) Al ) paciall 4akl) gy g %,‘J|J|m~;qe)“?m VL) CLN3 3 o N & £l
LAY f (lall ¢ Sl s o) Aol 8 0 gaall €10 At gl g el | geain ¢ Al Jageas il 2
e b ol LA A el ¢ ot loal

Lo 30 — 8 55t i)l 2tad a8 o etk

o L £3UY1 ) CLNG il Sl Aesal) Rl o) g hrn s Y g alle k) ) gl kel it g8 gl | i) p s
SCLNS CLN3 SPPT1 SCTSD 2 Lsal paSid Aadl) ol sl i S s . .
o (Rafine ¢« Aaie  Raca) AkbaL (512 §GRN SCTSF NCL (A g5) Aomand

4 yal) LAY ) (ad) ¢ Jua) Ji ) A2t

ULD s gd iy il (e
Guadl 58 138 Bl aa )l g geall 5 ] eaaail) sl ae )l ae g el anly Wagl oyl
&t sl Laasan Ji (g el Jaaiy Jadi o5 allall elail masn (3 PME aall selal o gt iSY)
B L i Jled ol ¢ Lig sl 3 Gaald) o ALaSuY) hlidl e YA Ak Liss 97 PME
A Al 328 e adgiall jeal) Jasie dainy 98 Jailid 3 1:20000 S SLESY) Jies Jaa
Lygclsiee® e 13 )7 sellle Gle 18 o J8 ULD faw 9799 1758 sl Caliay
3 onalll Gaoh e liaal) pall sy 28 Qlal) il Gt o (S ¢ Jliae gay sl Ama
e g B gale (S i of Sy BEALY) die 5 pmy ST (5 Lo sile 5 gl inl
¢l Ala 2my V) ol i) d e sale 5 ¢ A8 pal) (s 3y saill ey 100 ) gl
s je A WY ) Al dad | o (S)a) )5 ¢zl shiy ¢ ard) pa )l 8l ae



&) il and)l gl g2 By e s peall il (e V) aadl a5 Suall ¢ L
AlAll o il bl ey e Bale slal) (B Ranpla gleall A peS aladia Bdld 0S5 S ppuans
96 Ylal) alana & §Ladll Ay 5eS Jaladia e G gl 5 gl V) Jgusy 5 uall Saiaill G l) ) g pa
e Aaans Aidise Cila 5o 5 5Ss Ll e o 5o dagdad il AlAD) 8 )5S lld Alaa e oSy ¢
hanll aall cilgi ol glaall dy oS lahda jelad (9 JSA) dases deara dBdie s s
5Sual) dal el (8 Ganhs (pulaliinall (il g gesill 065 e Bale Aasna A 50y Bise Cila 5
B o) dua (A Sl axaill cpls Jia cadd jsamdng ) oSar ¢ @aY Dby 8 Al g
Lip o (Sa Bnia B0 ¢ Allal) ool e (B Y 52 7 90 Vs> (EMP1 «CSTB)

P el 3 ) shiy (a sadll il g g8

1 |
(A) Awake r, ®) Sleep Stage 2
FP2-FA s oy b gl st pmidons o mend fopi ey 'N'-“._.w -"M'*\..I-r‘rw'mk-"\ *"\.eu'--" Mo ipac), ¢
F4-C4

ol pivsnenth s i sttt 1 oot ey e AW"“-’MH\‘M""*

Ca-pP4 st g Sy WAl |’-« Nt nn/N

Vit e, AN it graninaopieelN, Al sar "’*‘-. T

P4-02 -'»“"-, VP, P P 1 It g, Aol [\ vt prarnce! N PN
R ¥ sk e A Was N \/\.—J""‘ e
%f’“*q‘m«.r-wﬂ"‘\ﬂ,w-\'
MN’WJ‘*‘WW’\’_‘ VRN

T e “M...-qh'\ m’-MMM

ek, "F\»-..-\ A
FP2-FB o, priprsanmivmiyfornd moppa\ phcarmentiommiinecsapidron b st spiwensd l‘w Vel
FB-TA oo\ dpuman s e gty pihpammsymsiste it mstfcsren \_,'\,-4‘.:#\.-\,WM ,l ™\ _*ﬂ
TA-TE A drsomimme™ o A AN, oo resdf gt o=V, Ve \,,Mr. rV“ A s

F2-Cz W .,A-«..wmmu\\ e s My o, AR r’\r‘ o

-, WM:(M Al airin s

FPL-F3 M\l yiond gu Ao otk o st mm *-m—w ha o
F3-C3 ol I R Y e e L Mg phatini w.-r .ﬁr e WA A A h‘! :%,“W.’*
C3-P3 Wiy A e tmmton o g by in »,M_"w,. P VAnA v A 'ﬂ.\ﬁf‘k'ﬁl’\"\,"MJ_.:‘p{u )
P3-01 M| Itnsirpmelymesy b Moo gt e b g ol Joa b A ot oo At ey
FRL-F7 ity \mrmti froscimassiompumsaeropml o, s\ o 'tm-" o VA A A AN A m (\'\ﬂl\ﬂW\l‘
F7-T3 o oneiamarrtogc fures/spte, poghi shisons it e “.".*-" e ot s ‘_‘.v*.n"l o WW%WV\W%:J L
T3TS ol sttt s o BN A Vgt Wy e e ’,'_'_, A ek TTR VAT Wy YWy ".M\.&“."‘."\'\VWM."\(I _4‘\/ Ny e
R.Delt. + -+ =
R.Flex. - -
R.Ext. " - — —
L.Flex. =
L.Ext. — — _—H_" o = e = = l__._
L.Quadr.Fem. = Lsec

FIGURE 9 Polygraphic recording in a 16-year-old boy with Unverricht-Lundborg disease. (A) In the awake state, abundant fast

rhythms (due to benzodiazepines) and bilateral spike-and sharp-and-wave discharges are seen; on electromyogram (EMG), there are bursts

of myoclonic activity without a simultaneous electroencephalographic discharge. (B) In stage 2 sleep, polyspike discharges are seen with

an anterior predominance and without myoclonic activity on EMG. L.Ext./R.Ext., left/right arm extensors; L.Flex./R Flex., left/right arm
flexors; L.Quadr.Fem., left quadriceps femoralis; R.Delt., right deltoid
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FIGURE 11 Axillary skin biopsy from a patient with Lafora
disease. The picture is taken of apocrine gland cells under light
microscopy. Intensely periodic acid-Schiff positive material (Lafora
bodies) is observed scattered in the cytoplasm of several cells
(circles)
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FIGURE 12 Electroencephalogram showing slow photoparoxysmal response to 1-Hz photic stimulation (applied at the time of the
arrows in the image) in a child 3 years 9 months old with ceroid lipofuscinosis type 2 disease
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FIGURE 13 Typical "fingerprint” inclusion bodies (arrows) in
a patient with adult onset neuronal ceroid lipofuscinosis, seen on
electron microscopy of a skin biopsy
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