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A€V UTIAPYEL CUYKPOUGOHN CUUPEPOVTWV...



Napovoiaon meplotatikov (1)
Apxiki mapouoiaon: 71 stwv Kavkdolog avdpog

Awadopikn dStayvwaon (1)

> [EVIKEULEVN ETUANTITIKN Kplon oto oritt (V2 AemTd) PE LETOKPLTLKY cUyXUOon
Teheutaiog 1 pAvag: OO O H OB P KEAEE
* emneloodla neplodiknc Ppaxeiag SLApKeLAC AMWAELAC UVAUNG + QATTOTIPOCAVATOALOUOU ) ,
* Ynotporualovoa {aAn + StaAeimovoa cuyxuon (avadepopevr amnod TOUG CUYYEVELCS) «
PR 5 ,
ATOMLKO avapvnoTiko: PA (og xpovia Udeaon) umd AepAlouvopidn ) , ,
AY uTto dpelodurtivn +—BponBusR-Erkehakikmu-PIeBwY
YriepAutdatpia umo atopfaoctartivn —S—Fpredettr e o
SN "
LKWV —sykedororabsta
2 Vaotel : B0AR
21)] 8. -Epredekto-eROsTRTe
9. Mnvuyyitida r{ eykepalitida
Ho—HrertporoTecStoTotpoxEC
—H—Anoovpon—
D MR AR , 55
Apxikog EAeyxog e CT kot MRI ekyedadlou: xwpic onpeia ofeiag maboloyiag 13— VrrorettereeRTHE-SHvEPOHO

Ocduovwtiaia mapakévinon (ONM): 37 kuttapa (Aepdokuttopa)
duololoyka emtineda mpwteivwy Kat YAukolng
MuwpoBLoloyikég e€etaoerg ENY: (-) [Gram, India ink, Z-N xpwoelg, film array, kaAAEpyeleg, avtiowpata yio West-Nile virus]




Napovuoiaon meplotatikov (2)

YnoBeon epyaociag: Loyeving eykepalitida
N
Apxlkn epnelpky Ospaneia: IV akukAoBipn 10mg/kg 3B x3
IV AeBetipaketapn 1000mg x2

N
KAwikn mopeia: - apyr veupoloyikn BeAtiwon
- emdewvoupevn unovatplapia [Sy,=123mmol/L, U,,=143,5mmol/L (SIADH 1 salt wasting syndrome?)]
- 2" ONM: 21 kOTttapa (AepdokutTopa)

N
JUUMANPWHATIKA TX HE UTTEPTOVO HUGLOAOYLKO 0PO YLOL TNV UTTOVATPLALLLLOL
N
E§utipro: 14" nuépa voonAeiag pe onpavtikn BeAtiwon (3" ONM mAnpwg puotohoyikn, Sy,=139mmol/L)
N

Tx peta to eéitipro: BalakukAoBipn PO 1000mg X2 yiot 7 NUEPEC
NeBetpaketapun PO 1000mg x2
Néa MRI eykeddAou kot veupoAoyLkn emavektipnon o€ 1 piva




Awadopiki dtayvwon (2)

Emavelicaywyn
1.Aolpwdncg eykedpaAitda
8 NUEPEC LETA TO EELTNPLO: 2.Autodavoon gykedpalitidba
" JTaSLOKA ETLOEWVOUHEVN EMELCOSLOKI) VLN 3.MapaveomAacpaTikn
= Ontikég PeuvdaloBnoeLg eykedahitida

" NMapadaoieg

. . , , , , 4.NeupoekdUALOTLK) VOOOG
» [poowrno-BpayxLoviec SuoToVIKEG Kploelg (FBDS)*, > 100/nuépa, akOUn KoL oTov UTIVO

J 5.EmAnmtiko cuvépopo
Duoikn e€€Taon KoL EPYOLOTNPLAKOC EAEYXOC: 6.ATIOLUEAUVWTLKA-
Evtog duotoloyikwy opiwv ANV Tng umovatplatpiog (Sy,=126mmol/L) $Aeypovwdng vooog

A, "'N e an Y e a2V LAY o L € e e e i AN L L7l A 4 !
g Neuropsychological evaluation (upon readmission) 7'AVVELGKOL OUVGpOplOL
24/30 8 Fobuch—peraBoti—
MMSE (Mini Mental State Examination) (Orientation: 5/10, Registration: 3/3, Attention/Calculation: 5/5, Recall:
1/3, Language: 8/8, Copying: 1/1) syxsdororabeo——

Y 16/30 .
- (Visuospatial/Executive: 3/5, Naming: 3/3, 9.UJUXLOLTpLKn VOGOG

MoCA (Montreal Cognitive Assessment) . .
Attention: 5/6, Language: 0/3, Abstraction: 2/2, Delayed recall: 0/5,

Orientation: 2/6)
8/18
(Similarities: 2/3, Lexical fluency: 0/3,
Motor series: 3/3, Conflicting instructions: 0/3,
E Go-No Go: 0/3, Grasp reflex: 3/3)

Epupévouoa umovatpLlopia moapad tn Beparmneia

K FAB (Frontal Assessment Battery)

*EadVIKEG, aKoUOLEC, cUVTOUNG SLAPKELAC, OLOUETPEC, ETAVAAAUBAVOUEVEG KLVAOELS TWV AKPWV KoL TNG KEDAANG TTOU TTPOCOUOLA{OUV O LUOKAOVIEG



ngpaujépw éhgvxoq (1) Awadopikr) Stayvwon (2)
1.ANolpwdng eykedpaAitida
2.Autoavoon eykedpoaAitidba
3.MNapoveoMAQCUATLKA

ApXKN Ttapouoiacr geykedaAitida
4. NevupoeKDUALOTLKN VOOOC
5.EmAnmtikd cuvopopo
6.ATTOLUEAUVWTLKA-
dAeypovwdng vooog
7.Ayyelaka ouvépopa
8 Fofrer—retafokts—
—syxspodonalsic—

9.Wuylatplkn vooog

Ertaveloaywyn

MRI gykedpalov otnv akoAouBia FLAIR
A kat D: maALég BAAPeg
E: ®Aeypovwdeig BAaPeg otov €0w kpotadiko AoBo Sirmha oto mpdobilo kEpag tng MAAyLOG KoLAlag.

F: ®Aeypovwderg BAABeg otov Eow Kpotadikd AoPo oto eminedo twv Baoikwv yayyAlwv petal tou kepkodopou Aofou
Kal Tou pakoeldoug upnRva



n , £ ( 2) Differential diagnosis (2)
EPOALTEPW EAEYXO
P P YOS 1.Aolpwdncg eykedpaAitda

Aokipaoio AnotéAeopa 2.Autoavoon gykedaAitida

ATTELKOVIOELG 3.4 )

CT Bwpako¢ — KotAiag Quololoyikn

OANoowpun PET-CT Quololoyikn EV'KEd?U*ﬂT&U_
HAektpopUOLOAOYIKEG LENETEG N | ) 0

HET Quololoyiko
EpyaoTnpLOKEC EEETAOELS S ERARFEHE-G UV pOHe—
Motkila auToaVTIoWHOTA Movo anti-CCP [+] 6.Artopu E)\UVCUUKI']'
EnineSa Tau, p-Tau kot 14-3-3 oto ENY DuGLoAOYIKE PAeypovwbng vooog
AvTiowpata évavtl Twv yoyyAlooldiwv oto ENY ApvnTika 7.Ayye LKA GUVE pOLLOL

[+] OAlyOKAWVIKEG UMAVTEG TUTIOU 5

8. fottri—rtereforkr—

OALYOKAWVIKEG Umavteg oto ENY (EVOELKTIKEG yLa TNV MAPAY WY AVTILIOWUATWY 0TNV TEPLPEPELA KaL TAONTIKN
petadopa toug oto ENY) | 2 o
AVTLOWHATA VLot UTOAVOOEG / TIOPAVEOTIAACHATIKEG EYKEDAAITIOEG [+] anti-LGI1 o€ 0pO kat ENY .,
(ENY kot 0pdc) [+] anti-VGKC oTov 0pd 9.WuyLatpLkn vooog

HAektpodOpnon MpwTEIvwV TOU 0poU Kol avoooKaBNAwan opou 2 povokAwva kAaopoata IgGk

AwBnon amnod 8% mAaouatokuTIapo—>

OoteopueAikn BoPia
= N Brov monoclonal gammopathy of undetermined significance (MGUS).




v’ [+] anti-LG1 avtiowpata o opo kat ENY
v Yrio€eia évapén eMelpdtwy pvApne, FBDS kat aradntikr cupmnepidopd
v BAABec otouc kpotadLkolc AoBou¢ otnv T2-FLAIR akoAouBia tng MRI —

v MAglokuttdpwon tou ENY
v Yriovatplotpio

Pathogenic antibodies

LGI1-
CA§PR2° antibod >
antibody :

EXTRACELLULAR

Qa
A TADAM

TR R ERESEYE R YRANYNY

1] Hyexe 1 191111
INTRACELLULAR G‘.‘ |

Intracellular
antibodies

Michael, S., Waters, P, & Irani, S. R., Practical neurology, 2020

Nevpwvikn
urtepdpaotnpLotnTa

TeAkn Stayvwon

anti-LGl1 avtodavoon sykepaAitida
(Graus et al. Lancet neurology, 2016)
[LGI1: leucine-rich glioma inactivated 1]

Npwtn neplypadn tng cuvunapéng tng
LGI1 avtoavoong eykedpaAitidog pe PA
n/xot MGUS otn BiBAloypadial




Oepanceia

Apxikn Tx: 1V peBuAmnpedviloAovn 1gr/nuépa yia 5 nuépeg, akodouBoupevn amnod PO peBuinpedvilohovn 48mg/nuépa ya 4
efdopadec, akodouBoupuevn amno tapering
+ IVIG 80gr polpacpuévn o€ 3 NUEPEC
+ TtapakoAoVOnon ano alatoAoyo ava 6punvo

J (éva pnva apyotepa...)

s Eppévouoa nmia cupntwpatoloyia (SucBupia kat anadntikn cuunepldopa)
s YYnAn mbBovotnta UTToTPOTHC TS VOOOU

NG

YuunmAnpwpoatikn Tx: IVIG 100gr popaopévn o€ 3 NUEPEC
+ |V rituximab 1gr (Lolpoopévo og 2 60oelg pe 15 nuepeg dtadopa)




YV V

1,5 uva apyotepa...

AcBevnc KAWVIKA oTtaBepoC

Amnouoia pellovwy veupoPpuxLlaTtpLKwy
OUUMTWHATWV

2 NUOVTLKA HELWMEVOL TiTAOL anti-LGI1
Quolohoyika enimeda Na otov opo
MARPNG uTtooTpoPr TWV EVPNUATWY TN
LOLYVNTLKE €yKEDAAOU

ApXLKn Ttapouciaon

Enaveloaywyn

2,5 HAVEC apyotepa



Plot twist???

6 LAVEG apyoTepa
N
™ Tipuég PSA
N

Bloyia mpootdtn - TOMIKA MEPLOPLOUEVOC KAPKIVOG Tou pootatn [Gleason score 6(3+3), T2ZNOMO]

NG

ETILTUXAG POUTIOTLKA TIPOCTOTEKTOUN

NG

Kapla aAAayn otn veupouxlatplkni Katdotaon Tou aoBevolg



" AVOOOTPOTIOTTOINTIKA BEPATTEIA yIa TNV auTOAVOON £YKEPOAAITION

Confirmed or highly suspected autsimmune encephalitis litis is a heterogenecus entity that includes paraneoplastic, idiopathic, drug-inducad,
In addition to immunomaodulatory therapy, potential triggers of auteimmunity should
v De treated prompuy. rhis includes treatment of the associated tumor in paraneoplastic cases.
What is the most likely pathogenic mechanism?*
| l 1
Antibody-mediated or unknown T-cell mediated NMDAR: N-methyl-D-aspartate receptor; IVMP: intravenous methylprednisolone; IVIG: intravenous
" v immune globulin; TPE: therapeutic plasma exchange; LGI1: leucine-rich glioma inactivated protein 1;
Are any of the falloving present? CASPR2: contactin-associated protein-like 2.
" Severe j;ﬁﬁi:ﬂ;;f;:ﬁ?whs'gﬁ; IVMP 1 gram daily x 3 to 7 days. 1 * Examples of antibody-mediated encephalitides include those associated with antibodies against neuronal
EZ:EptiEUE} . Iml’m”:gfl“;'?l_’.:;:;;" from cell-surface antigens, such as anti-NMDAR, anti-LGI1, and anti-CASPR2. Examples of T-cell mediated
= Definite or probable anti-NMDAR s . ) ) - . . . . .
Enmpha"tif encephalitides include paraneoplastic cases associated with high-risk onconeuronal antibadies.
T ' 1 T I 1 1 IVMP dose is for adults. For children, use 20 to 30 mg/kg once daily (maximum 1000 mg per day) for 3
Yas Mo Yas Mo to 5 davs
v v v v ve
reat with both: T :’;ansitiﬂrztzﬂlgﬁle-aﬁ:t Review alntihnt_llv grsultﬁ- if not A The cheice between IVIG and TPE is individualized and may vary by center. IVIG is often favored
u IVMP 1 daily = 3ta 7 d erapy for mao S, previously available. . i B i . i .
and gram =iy S o o calloourt oy b because it is more readily available and does not require a central line. TPE is an alternative to IVIG when
- Options i : =] - ti _ R ) . .
® IVIG or TPEA IVMP 1 gram daily * 3 to 7 days. 1 fc';’;f;:fc:czrﬁmid taper beon identified. follow excalation | there are relative contraindications to IVIG, such as high thromboembolic risk or severe hyponatremia.
Improvement by 14 days from » Maonthhy TVvMP staps as for antibody-mediated i L ) ) . ) . .
i':;ftm;if:;tp:g 14 days from start of therapy? onthly disease. ¢ Before each escalation step, it is important to review the diagnosis and reconsider alternative diagnoses.
' Maonitor for relapse. u If not, consider additional
therapy with IVIG, TPE, or § In severe cases, cyclophosphamide may be started at the same time as rituximab.
cyclophosphamide, ¥
I—|—| T 1
Mo Yes Yes Mo
¥
Add IVIG or TPE.& ¢
Improvement by 14 days
from start of IVIG or TPE?
Yas MNo
¥ ¥ ¥

Transition to single-agent therapy for 2 to & months.

Options include:
= Oral glucocorticoid taper
= Monthly IVMP
» Monthly IVIG

« Single course of rituximab + OLVTLULETWTILON TNG awtiag v eival yvwoTtn
Monitor for relapse. (nx KdT[OlOC 6VKOC)...

Add rituximab. ¢ &

If no improvement, consider additional therapies for refractory disease.




MaveAAnvio EMISTHMONIKH ENQZH
FA TH MYOEKEAETIKH YFEIA

Oepivé Tupnodoio 2
MUOOCKEAETIKNAG -
Yyeiag

AladpaoTikn cuAThon
NEPICTATIK®OV

KaAapara |
&evodoxeia

Filoxenia & Elite City

National University
of Athens

Greece Mg SiadikTuakn napakoAouénon

www.epemy.gr

Euxaplotw yLa tTnv npoooxn ocog!

Dept. of
Pathophysiology

School of Medicine




