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1. KNZ kot NMN2

The nervous system for
dummies

(or rheumatologists)

Locate the lesion!

Peripheral nervous system
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2. Ta Baowa tnc MRI KN2

“Speaks the truth”

Jkoupa datd ovoia «Avolyti» patd ovoia «Avortn» dpoaid ovoia
«Avoryti» Aeukn YkoUpa Asukn ouoia YkoUpa Asukn ouoia
ouoia Aeukod ENY Mapo ENY

MauUpo ENY




3. To pvnpoviko VITAMINS

V ascular

| nfectious

T raumatic

A utoimmune
M etabolic

| atrogenic

N eoplastic

S tructural

1. Elvoil okOTtLpo va mpooeyyiloupe tov
aoBevy pe mpoofoAn KNZ/MNZ kot
PEVMATLIKO voonua (mpomapyxov n veo),
onw¢ Ba mnpooeyyllape TOV YEVIKO
nAnBuopo, 6AS. va amokAsiovpe mpwta
aAo. —ouyvotepa- aitia (yia KABe
ocuvbpoun)

2. Note xpelaletal AvVOCOKATAOTOATLKN
Oepareia;



NeupLlKO cUOTNUA KOL PEVHATIKA VOO LOTAL

Condition

Neurological syndromes

Ankylosing spondylitis
Antiphospholipid syndrome

Behcet's disease

Churg-Strauss syndrome
Dermatomyositis/polymyositis
Lyme disease

Mixed connective tissue disease
Paget’s disease

Rheumatoid arthritis

Sarcoidosis

Systemic lupus erythematosus

Scleroderma
Sjogren’s syndrome

Systemic vasculitis

Takayasu's arteritis
Temporal arteritis/giant cell arteritis

Wegener’s granulomatosis/polyarteritis
nodosa

Spinal cord involvement due to bony impingement; spinal stenosis

Stroke; migraine; memory loss; demyelination; chorea; transverse myelopathy;
Sneddon’s syndrome (livedo reticularis, antiphospholipid antibody and
stroke in young women)

Brainstem involvement; stroke; seizures; cranial nerve palsy; multifocal
parenchymal involvement; meningoencephalitis; headaches; cerebral
venous sinus thrombosis

Peripheral or cranial neuropathy; encephalopathy; mononeuritis multiplex

Proximal myopathy

Headache; malaise; cranial neuropathy; myelopathy; meningoencephalitis;
diffuse CNS disease

Proximal myopathy

Hearing loss/vertigo due to impingement of 8th cranial nerve

Atlantoaxial subluxation; polymyositis; mononeuritis multiplex; peripheral
neuropathy; rheumatoid nodules in central/peripheral nervous system;
rheumatoid vasculitis causing stroke and/or neuropathy

Cranial nerve involvement; CNS parenchymal disease; aseptic meningitis;
peripheral neuropathy; myopathy; hydrocephalus; demyelination

Aseptic meningitis; stroke; demyelinating syndrome; headache; chorea;
myelopathy; seizures; anxiety/mood disorders; psychosis; Guillain-Barré
syndrome; plexopathy; cranial and/or peripheral neuropathy; myasthenia
gravis; autonomic disorder; migraine

Proximal myopathy; brachial plexopathy; intracerebral inflammation

Polyneuropathy; myelopathy; motor neurone syndromes; cognitive
dysfunction; ganglionopathy

Peripheral neuropathy; mononeuritis multiplex; stroke; polymyositis;
meningo-encephalitis; demyelination

Stroke; amaurosis fugax; visual loss; headache

Headache; visual loss due to lesions of optic nerve or retina; papilloedema;
stroke (posterior circulation)

Peripheral or cranial neuropathy; encephalopathy; mononeuritis multiplex;
ocular disorders



Karowa voonuata Oglxvouv poTiunon yLa to
KNZ, aAAa yio to TINZ (o ZEA Sev éxet peydAn mpotipnon)

JEA Ayyelitidec pecalwv-pIkpwy ayyeiwv
(cryo, ANCA, PAN)

Behcet’s Sjogren’s

AvtipwodoArtdiko cuvdpopo (AEE) JEN

GCA (AEE omicBiac kukAodopiag)
Takayasu (AEE)



Nepintwon 1. Neapog Avdpog e TUPETO KAl VEUPOAOYLKA ocuvdpoun

oéelag Evapéng
. TEN
d 24 etwv
Huépa 1n Huépa 7n
Epmupeto <40°C Eumupeto
Abduvapia oupnong

Aduvapia opBootatnong- fadiong

oA

Awadavela A. Nigta



Nepintwon 1. Neapog Avdpog e TUPETO KAl VEUPOAOYLKA ocuvdpoun

oéelag Evapéng

Hx: 0
Kamviopa: meplotactlakd

Mpoodatol epBoAlacpol @
Mpoodata tatidia @

Aadavelo A. Migta

Quoikn e€€taon :

GCS: 15/15

Muikn woxUc: 0/5 audotepwyv K.AKpwv —>
XoAapr rapanAnyia

AwoBntikotnta: 4 dpdw

Tevovtia avtavakAaotikda:  auew
Entloxeon oVpwv

Aoumad cuothpata: xwpic aflodoya eupnpata

Ertimedo BAABNC

Melwpéva avtavokAooTIKA! -




Nepintwon 1. Neapog Avdpog LLE MUPETO KAl VEUPOAOYLKA cuvdpoun

oéelag Evapéng

AmelKovion:

MRI AM22-OM22-OMz22

SEARCH UNIMUNIV; ATHENS
s N % 50026357
S BRAWMIET.L.SPINE

T2W_SPAIR

STIR_longTE

/2014 4:21:55 pp - STIR_longTE

S

RAD RESEARCH UNIT U

BRAIN

3 Fs:
TR: 386145 TE: 60.(
8/4/201414203:51 p

Ektetapévn HUEATIOQ, KEVTPOUUEALKA, aTto HeoOTNTA Ad £WC LUEALKO KWVO



Nepintwon: Nuvaika pe ndpeon NPoowrikou, iAtyyo kot aduvapio Badiong

WBCs= ké «  ANA (+) 1:640
Hb= k¢ e anti-dsDNA (+)
PLTs= ko * Anti-Ro (+)
ONN * Anti-CCP (+)

3 kOttapa (Aépdo)
Glu 62
Prot 92

OALYOKAWVLIKEG LwVEG (-)




Nepintwon 2. Nuvaika e mapeon mpoowrikou, iAtyyo kat aduvoauia
Baéiong

58 eTwv

* [epidepiLkol TUTIOU MAPECN TIPOCWTILKOU
* YnooOnoia katavoung tptdupou

e Atatio AP akpwv

* ‘JAtyyoc —Epetol

MRI BAaBn AP omttoBormAdyla otn yeédbupa tpog tTn YePUPOoTPOoUNKLIKA
oUUPBOAN Kal 0TO aVW-UECO TIAPEYKEDAALOLKO OKEAOC



Nepintwon 2. Nuvaika e mapeon mpoowrikou, iAtyyo kat aduvoauia
Baéiong




WBCs= k¢ . ANA (+) 1:640
Hb= k¢ e anti-dsDNA (+)
PLTs= k¢ e aPL(-)

ONNM « C3/Cakd

3 kOttapa (Aépdo)
Glu 62  AQP4-igG (-)

Prot 92

OALyOKAWVIKEG LwVEG (-)

MuelonaBewa o £6adoc ZEN



Nepintwon 2. Nuvaika e mapeon mpoowrikou, iAtyyo kat aduvoauia
Baéiong

Film array ENY, PCR kok: OAa apvntika
‘EAgyX0G HE avTlowHaTa yia LoUC: ApvNTLKO
Mavel avtodvoong eykedpaAitidag: ApvnTtikod

* Mropei va eivat NYZEA;



Nepintwon 2. Nuvaika e mapeon mpoowrikou, iAtyyo kat aduvoauia
Baéiong

11/2023: Jadng opikpuvon tou peyEBouc tng PAABNC




O OKOTELVOC KOGOG ToU veupouylatpikov ZEA

MNwc tekpaipetal o veupoPuxlatplkog ZEA;

Nwc eipaote BEPRatot OTL pLa ekdNAwon aro tn veupouxlatpkn odaipa
odeiletal og «mtpoofoAn tou KN armod tov ZEA», kat dpa xpetaletol va 600ei —
LOXUPN- AVOOOKATOOTOATLKN aywyr, TopAAANAa pe TiiOavr OUUITTWHOTIKA
aywyn;

Million
Dollar
Question!




H peyaAn etepoyevela tovu NWIEA (ovopatoloyio ACR 1999)

e ——

Focal NPSLE
Seizures

Cerebrovascular
disease
Myelopathy
Movement
disorder
Cranial
neuropathy
Polyneuropathy

Mononeuropathy

Myasthenia
gravis

Autonomic
neuropathy

Plexopathy

Guillain-Barré
syndrome

Diffuse NPSLE
Psychosis

Acute confusional
state

Aseptic meningitis

Demyelinating
syndromes

Anxiety disorder

Cognitive
dysfunction
Mood disorder

Headache

—

Q&ntral NPSLE

Peripheral NP@

Seizures

Cerebrovascular
disease
Myelopathy
Movement
disorder
Psychosis

Acute confusional
state
Aseptic meningitis

Demyelinating
syndromes
Anxiety disorder

Cognitive
dysfunction
Mood disorder

Headache

Cranial
neuropathy
Polyneuropathy

Mononeuropathy
Myasthenia
gravis
Autonomic
neuropathy
Plexopathy

Guillain-Barré
syndrome




OvopatoAoyia ACR 1999 yia tov NWZEA

MBavov Bewpeital Eemepacpevn, yLati:

1) kamota cuvdpoua gival ToAU ouyxva Kat atov YeVIKO TANSUoUO kat dev
glvai B€Baio otL amoteAouv mpooBoAn tou KNZ/IINZ armo to voonua
e kedbalaAyia
* ayxwdnc ocuvbpoun
e Slatapaxn cuvalcOnuaToC
e moAuveupomnadBeia xwpic HNI tekpunpiwon

2) karota ouvdpoua tou UmopEl va aroteAovv ekdbnAwon tou JEN be
ovuneptAauBavovtat atnv ovouatoAoyio ACR
1) moAAarmAn povoveupitida
2) veupormaBela AeTTWV VWV
3) posterior reversible encephalopathy syndrome (PRES)



[MpoogyyLon Ko evOeiéelc avoooKATAOTAATLKNG
Bepamneiog

Mpwta ATTOKAELOMOC AAAWV KATAOTACEWV (AOLUWEELC KTA-
VITAMINS)

Amtewkovion KNZ, e€€taon ENY

Jrravia (ywplic ouwc va amokAgietat) n uepovwuevn rtpooBoAn
tou KNZ, ywpic ouuuetoxn aAAwv opyavwy rj opoAoyikn
EVEpPyOTNTA

ElOLKEC KaTAOTAOELC - Ogpareia

— AEE: Ztaviotatn n yviola ayyetittda KN wc attio tou AEE
— Kpioelc E: OxL amapaitntn N HOKpOXpOvLa aywyn, oV n vooocg eAeyxOel
Kol oL Kpioelg Sev umntotporialouvy

— NeuponadBelec: Antapaitntn n Bepamneia oe moAAaAR povoveupitida,
Alyotepo cadEC 0 CUMHETPLKA TIOAUVEUpOTIABOELL



Mate eival o mBavo va £xel oviwe npooBAnOei to KNZ
arno tov 2EA;;

A mBavotnra:

1. Meilov NW emnelcodlo >> Ao

N

Madl | kovtd otn dltdyvwon th¢ vooou

w

[EVIKEVUUEVN evepyoOTNTA VOOOU (62%)

s

MaBoloyikry MRI eykedpaiou

5. aPL (+)

6. ATIOKAELOMOC AAAWV KaTtaotdoewv 1ou eEnyoulv to NW cuvdpopo (n
amnodoon otov ZEA pmnopet kal va entavaélodoynBel oe petayeveotepo
Xpovo)!

Bertsias G, et al. Ann Rheum Dis 2010;69:2074-82; Pamfil C, Fanouriakis A, et al. Rheumatology 2015 Jan 30. pii: keu482



Nepintwon 2. AcBevn¢ pe vooo Behcet und mAnupeAn
€\ey)o

* Avdpoc 44 stwv pe yvwoTtrn vooo Behcet amo 10etiog
(adpBec, apBpitidba yovatwv)

* Mapouoialel kepalaAyia amo 10pepou Kot PETA
eykaBOlota nuutAnyla de€la kat SuoapBpla -
duokatarnooia



Nepintwon 2. AcBevic pe voco Behcet uto mAnppeAn
€EAey)o
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Nepintwon 2. AcBevic pe voco Behcet uto mAnppeAn
€EAey)o
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Nepintwon 2. AcBevic pe voco Behcet uto mAnppeAn
€\ey)o

* TKE 100

 OAeypovwbdec ENY: MAslokuttApWON —
Auvénuevo AeUkwua

* Neuro-Behcet’s



Nococ Behcet — MeydAo eUpo¢ KAWIKWV EKONAWGCEWV

Oral ulcers 95-100 %
Genital ulcers 75-85%
Papulopustular lesions 55%

Erythema nodosum 45%

Uveitis 35-80 %

Arthritis 35-60 %
Superficial thrombophlebitis 25 %

Deep vein thrombosis 5-10 %

Aneurysms 3-8%

CNS involvement 10-20 %
Epididymitis 5-15%

Gl involvement 5-25%



Neuro-Behcet

» MpwTtonaBng mapeyxuatikni ouppetoxn (neuro-Behcet syndrome) -
DAeypovwdng

»  AsutepomaBnc KN mapeyxuLATIKI) cuppeToxn (cerebral angio-Behcet
syndrome) - OpopuBwTtiki



Neuro Behcet - Mapeyxupotikng vooog
Mo cuyvn popdn (80-90%)
» Ynoéeia eykataotaon (NUEPEC)

»  XapoKTnploTlKA pooBoAn:
- eyKEPAALKOU OTEAEXOUC
- Baokwv yoyyAiwv
- urtopAowwdouc Asukng ouoiag
-NM

» Etapoelc — vdpeoelc (ouxvotepn popdn)
» Avopevnc mpoyvwon xwplc Bepareia

» Ayyelitda (dAeBLko diktuo)



Neuro Behcet- Mapeyxvpatikn vooog

*YTrogeia pnviyyoeyke@aAitida

* Mupapidik cuvdopoun - HuItrdpeon

* MMpoo oA eyKePAAIKWY culuyiwV

» AucapOpia NMoAU ocuyxvég
* Mapeyke@aAidika onpueia (aotabeia Badiong) eKONAWOEIG

» KepaAaAyia

» AlaTapax€EG CUNTTEPIPOPAGS (aTTaOEIa, APpoN AVAOTOAWY)
* ‘EKTTTWON YVWOTIKWYV AEITOUPYIWV

* AlaTapax£EG TWV CPIYKTHPWYV (AKPATEIA)

* AiloOnTIKEG DlaTapaxEg - NMapaTtrapeon

* MupeTdg

« AonTrTn gnviyyiTida Aiyotepo

* EIKOVa ayyEIOKOU EYKEPOAAIKOU ETTEICODIOU OUXVEG

* ETIANTITIKOI OTrACMOI ekOnNAwoeig

* ESwtrupapuidika onpueia (xopeia, aBETtwon)
* OTTTIKA VEUPITIOA

* YrrvnAia/YTTeppayia

* YuxiaTpikEG EKONAWOEIG



Mn APEYXUUATIKA VOGOC

> Zrmraviotepn Hopen (10-20%)

>  TpwIyOTEPN £EVAPEN CUNTITWHATWY CUYKPITIKA ME
TTOAPEYXUHATIKN) VOCO

>  ZTITavioTaTn ouvuTTapén ME TTOPEYXUHATIKH VOO O
> EuvoIikotepn TTpOYyvVWOon

>  Ayyelakn ocuppeToxn (BpouBwon) — PAERES >> apTnpiEg

0 OpduBwon eAeBwdoug KO6ATTOU (CUVABWGS Avw ofeAINiog)

0 Evdokpavia utrépraon - oidnua otrTiKAG OnARG



Mn TTapEYXUMATIK VOO OG

» KepaAaAyia (cuvétreia Tng 0pOopBwong @AEBwWdOUG KOATTOU,
EVOOKPAVIOG UTTEPTAONG)

MupeTdg

O@OBaApoOTTANYia - pEiWON OTITIKAG OEUTNTAG

NauTia — EJeTOG

20yxuon

EoTIOKG VEUPOAOYIKA CUUTITWHATA (KIVNTIKA KOl aioONTIKA eAAEippaTa)

ETTIANTITIKOI CTTOCMOI



Neuro-Behcet

e H ouyvotnta tou neuro-Behcet Baivel mBavov pelovpevn,
kaBotL ol acBevelc uPnAou KvdUvou (vEoL AvOpeC Kok)
ouvnOwc AappBavouv vwpitepa TNFi Aoyw odBAALLKAC
nPooBoAnNc N aAAwV ekSNAwoewv ektoc tou KN2



Nepintwon 3. AcBevig He Evtova aAyn AKpwWV XELPWV,
nwowodiAia

AoBevnc 48 etwv
EAEUOEPO ATOULKO OLVOLVNOTLKO

ATIO NUEPWV gvtovoTaTta AAyn AKPpWV XELPWV Apdw
KAwika xwpic apBpitida

EkoeonuoopEvn nwotvodliia
AKPOOOTLKA BpOyXOOTIACLOU
YTLELPAUTLKA aLpoToupia
Epyaotnplako pAeypovwdec cuvOpouo



EGPA: KAWIKA XOLPOLKTNPLOTLKA
MoAAarnAn povovevupitida

MoAAanAn povovevpitidba \ »




Baolkd epwtApata yia tnv npocfoAr tou NN ota pEUUATLKA Voo LT

1. MNoto tpoTuTo MPOCPOANC Elval TIEPLOCOTEPO TUTILKO yLa TtPOooBoAN
PEVUHMOTIKOU VOO LATOC;

2. Mota veupoloykd cuvdpopa armo to MNZ xpAlouv aVOoOKATOUOTAATLKNG
Beparmeiag;

3. Mota veupoloykad cuvdpopa armod to NMNZ xprilouv povo

CUUTITWHOTIKAG Bepameiag;



Mpotuna mpooPoAnc NMN2

. To KUPLOTEPO TIPOTUTIO TIOU ATALTEL AECT AVOOOKATAOTOATLKN
Oepancia eivat n moAAantAn povovevpitida
. NMoAAarmAn povovevpitida = ayyeutdikni vevpomnadbela (vasculitic

neuropathy)

. AAN\OL TTPOTUTIO, OTIWC CUMMETPLKN aLoBNTIKA N KoL lloBnTIKOKLVNTLKA
noAuvevupomnaBela dev eival BERaLo OTL avtamokpivovtoLl otnv
OVOOOKOTOOTAATLKN aywyn

. Napopoiwc Kal N veupomaBeta AEMTWV VWV

. Baowog o poAoC TNC CUMMTWHATIKAC aywyn¢ (VeupomaBntikog movog

KOK)



[MoAAamtAn povoveupitida — Baolka onueta

Acuity (O¢utnta epdavionc)
Asymmetry (Acuppuetpla)
Asynchrony (Acuyxpovia)

[MoAU ouxva uTTAPXEL VEUPOTIAONTLKOC TTOVOC (sensory
neuropathy)
Turuka length-dependent neuropathy
* [epoviaio (80%), Kvnuiaio (38-50%), QAEvio/MeEoo (35%),
Kepkidiko (20-40%)



[MoAAamtAn povoveupitida — Baolka onueta

* Anapaitntoc o EAsyxog e HNI

e AnokaAuvyn acuppeTpng npooBoAng moANAAWY VEVUPWV

e JUMMETOXN aoBnTIkwy velpwv (amapaitntn!)

e ZuxVOTEPO VOO LOTOL

Kpuvoodalpvatpikn ayyetitida (20-70%)
ANCA-ayyeltitdec (10-75% - kupiwc EGPA!)
OlwdNnc¢ moAvaptnptitda (40-70%)

2EN



EGPA: Ogpaneia - Rituximab

Baseline Post-RTX

Fanouriakis A, et al. Semin Arthritis
Rheum 2015;45:60-6




2UvOpopo Sjogren

e Intavia n npoofoAn tov KNZ
* Av rudavoloyeital, okepteite erikaAuyin ue ZEN
* Meplooodtepo XopaKTnPLoTikn N mpocsBoAn tou MN2
* oAU otevr) cuoXETLON HE TN ouvdpoun TNC yoyyAlovomaBelog
Twv paxlaiwv plwv (dorsal root ganglionopathy)
e Emiong, ata&ikn vevpomnaBela, moAuvevponabeLa

 [1Lo omavio TTOAAQTIAN) LOVOVEUPLTLOQ, EKTOC AV KOUOGQPALPIVEC

(+)



H kpotadikn aptnpitida wg aitio AEE

Strokes at Time of Disease Diagnosis in a Series of 287
Patients With Biopsy-Proven Giant Cell Arteritis
Miguel A. Gonzalez-Gay, MD, PhD, Tomas R. Vazquez-Rodriguez, MD, Ines Gomez-Acebo, BSc,

Robustiano Pego-Reigosa, MD, PhD, Maria J. Lopez-Diaz, MD, Matilde C. Vazquez-Trifianes, MD,
Jose A. Miranda-Filloy, MD, Ricardo Blanco, MD, PhD, Trinidad Dierssen, MD, PhD,

Carlos Gonzalez-Juanatey, MD, PhD, and Javier Llorca, MD, PhD

Stroke associated with giant cell arteritis:
a population-based study

Maxime Samson, %3 Agnés Jacquin,* Sylvain Audia,">3 Benoit Daubail,*
Hervé Devilliers, Tony Petrella,® Laurent Martin,® Jéréme Durier,*
Jean-Francois Besancenot,” Bernard Lorcerie," Maurice Giroud,*

Bernard Bonnotte, "> Yannick Béjot*

Giant cell arteritis-related stroke in a large inception cohort: A
comparative study

Simon Parreau °, Stéphanie Dumonteil °, Francisco Macian Montoro °, Guillaume Gondran®,
Holy Bezanahary “, Sylvain Palat”, Kim-Heang Ly °, Anne-Laure Fauchais®, Eric Liozon ™"

Parreau S, et al. Semin Arthritis Rheum, 2022

* Kuplwc umtepnAikec appevec (> 80 etwv)

* OntioBLa kukAodopia

* Absence of involvement of the anterior circulation (OR =0.1
—ClI: 0.01-0.5)

e External carotid ultrasound (ECU) abnormalities (OR = 8.1 —
Cl: 1.3-73.9)

« CRP>3 mg/dL (OR = 15.4 —Cl: 1.9-197.1)

independently associated with GCA-related stroke.



NEUPLKO GUOTNUA KOl PEVUUOTIKA VOO LOLTOL
Take-home messages

e Y& a0Bevi) XwWpPLC YVWOTO PEVUATIKO VOO LA

— [Mpwta TUTOTIOLOUHE TO KALVLKO cUVOpOO (1 AmalToUE TNV TUTIoTtoinon autou ano
TOUG VEUPOAOYOUG, KOl KATOTILV KOLTAE O€ Ttota SIKA KOG VOoOo Umopel va kavel fit

— MRI, CSF, ENG Kok
— [Mpwta AMoKAELOPOG CUXVOTEPWVY KATAOTACEWV

e Y& a0Bevr HE YVWOTO PEVHATIKO voonua Kot ekdnAwon oo to KN ry MNZ:
— Aev elval auTtovOoNnTo OTL N PEVMATIKA VOOOC €lval n umtevBuvn attloAoyia

— Mvnuoviko VITAMINS

e Xwpic va amokAeietal, elval atumn N LEPOVWHEVN KAWLIKN EKOSNAWON aTto
TO VEUPLKO cloTnUa



