4 N

CPC: Avtpac acBevic pue epdavion adpvidiac naparnAnyiog kot A/a
vooou Wegener, UTto alpokadapon

OZela MapamAnyla

LUUTIECTIKA altia M1 CUUTILECTIKA

ImovSVALIKO # 1) e€dpBpwon (Tpavpua, | ATOUVEAVWTIKA VOO LT

TB, aA)a..) (eykdpoila pueAitida, MS, 6.Devic’s )
[Ipomtwon Siokov Aopuwéelg: HZV, HSV1, HSV?2
YmookAnpidio/EmiokAnpidio Ayyelakd: Opopuwon mpodobiag
ALLATW U vwTlalag aptnplog

QLUATOUVEALX Avtoavooa: SLE, capkoeidwon

NwTtlaio emokAnpiolo amoéo T

Awpoppayia (ayyelodvomAaoia,
ayyeutida?)

Mapiva Zukapad
ElSlkeLOMEVN LATPOG
A’ NaBoloykn KAwviki

\ AwevOuvtiGE. KOKKI.V('lKr]C/
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TL eivat ayyeutda;

MeyaAn Kol ETEpPOYEVNC opada dlatapaxwVv UE KOO oTtolxelo tn dAsyuovn
TWV ayyeilwv
[Mpwtonadeic oUTTNUATIKEC ayyeLiTIOeC 2> v uTIAPXEL EPdAVAG aLTia N

UTTOKELLEVO VOO AL KOLL OL EKTOC TWV aYYELWV EKONAWOELC elvarl
deutepoyevelc.

Acvuteponadeic ayyeltidéec = n mpooBoAn Twv ayyelwv elvot
HEVTEPOYEVIC KOl UTIAPXEL ota TtAaiola dAAou voonpatoc (rty RA, HBV).

OL CUCTNUATIKEC AYYELTLOEC pmopouV va TtPpooBAAAOUV aPTNPLEC Kall
dAEBEC omoloudrimote peyEBouc / peyalo eUPoC KAVIKWVY EKONAWOEWVY




MaBoyeveTikol pnXoVIopOL ayyeLTiO WV

* NMaBoyova avococUUNAEyaTO
o KukAodopouvta avtoaviiowpata (ANCA, avti-evéoOnAiaka abs)

* MnXOVIOHOL KUTTOPLKNAG OVOOLOG - SNHLOUPYILOL KOKKLWUATWVY

o Alatapoaxn ayyeLlakng Aettoupyiag amo AoUwOELG TTAPAYOVTEC
o Ayyelakn BAABN amo veomAaoHATLKA KUTTAPA 1 arto Toékn dpdon

OUOCLWV




NMwc¢ n ayyetitida MPoKaAEL CUpNTTTWHATA;

OAEI'MONH TQN AITEIQN

Avsvpiopata, Amo@padn,

33 R O G ALUOPPAYLEC LYoo




Chapel Hill Consensus Conference (1994)-AvaBswpnon (2012)
oUoTnua ovopatoloyiog pe Baon To HEYEBOC TOU ULKPOTEPOU AYYELOU TTOU
npooBaAlouv

Immune Complex Small Vessel Vasculitis
Cryagiobulinemic Vasculitis
IgA Vasculitis (Henoch-Schonlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis l
Polyarteritis Nodcsa ’ Anti-GBM Disease ‘
KawasakiDisease

|

ANCA-Associated Small Vessel Vasculitis

Microscopic Polyangiitis
| | Granulomatosis with Polyangiitis
' (Wegener's)
Large Vessel Vasculitis Fosinophilic Granulomatosis with Polyangiitis
Takayasu Arteritis (Churg-Strauss)
Giant Cell Arteritis Arthritis Rheum 2013;65:111

/




/ Avvelitidec & Nevpowko SUothua J Neurol (2005) 252, Infl. Diseases of the Brain(zom

MpwtoTtabeig IINX KNZ tpooBoin KUpleg vevpodoyikég KALVIKEG EKSNAWOELS
TPOGBOAN

l'tyavtokvtTapkn (kpota@kn) Bpeypatikn ke@aadyia , omTiKEG STPYX, XWAOTNTA YVAbou
XIIANIA AEE
Takayasu TuykomTiKa emelcodia. Emaviotepa AEE
0lwoéng moAvapTnpitida 50-75% 5-40% Kepaayia, [ToAAamAY) povovevpitida/ TTepLP. CUUUETPIKN
Ieprg. ap@/madela, ALoOM TIKOKIV TIKT] VEUPOTIABEL
vevpomaOewx  eyke@aiomadeia, 10%-> AEE ,I1apeon eyk. culuyuwv
Kawasaki
A-TaBM G KOKKLWHATWONG Ke@adadyia, eyke@aromddela, apacia, nuimapeon.
ayyeutida tov KNX ZITANIA AEE
Wegener’s 22-54% 7-11% [epup. NevpomaBela, [Tapeon eyx ocvluywwv (11, 111, VI, VID),

EMANTITIKEG Kploelg, Aonmn unviyyitida, eyke@aiomadela,
uvedomadela, 0popBwon EAeLwSwV KOATIWYV,
evdoeyke@aAKn /vmapayvoeldn aipoppayia, AEE (omavia)

Churg-Strauss 60% 8-14%
MikpooKoTIKTY TIOAVAPTNPITISA 9-12% Ayyelaka ocvpfapata, maxvunviyyitida (omavia)
Sjogren 5% | kepaAadyia, AEE,
EYKEPOAAOTIADELN , EKTITWOT] YVWOTIKWOV AELTOUPYLOV

RA , .

L emAnyia, YOxwon
SLE 40-60% / 7-13% ONII: TAELOKVTTAPWOT), OALYOKAWVIKEG {WVES abs
MCTD 10-30% _
Behcet’s 10-40% Mapeyxvpatikég 1/kat ayyslakés BAaBeg KN
Aoluwéelg
NeomAdopata

dapuoka



Kokkiwpatwon pe moAvayyetittdba (GPA) /N.WEGENER

* NEKPWTLKN KOKKLWMATWONE aYYELLTLOQ, KUPLWE TWV HULKPWV OYYELWV

* AVWTEPO aVarVEUOTIKO: GAEYLLOV WTOC-PLVOC-OTOLATOC

o Katwtepo avanveuotiko: olidla, mveuovikn tpyostditida , kuPpeAldkn
aLpoppayia

o Neppoi: Taxewg eéeAlooopevn omnelpapatovedpitda (75%)-maboAoyiko
lnua oupwv

* Jnaviotepa : apBpitida, AsUKOKUTTAPOKAQOTLKN ayyeLitida, emokAnpitda,
payoslditda, cuppetoxn Nez

* PR3/c-ANCA (+) :82-94% = cuo)£TiOoNn HE evepyoTnTA + BaputnTta vooou
* RF(+): 50%
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Kpunpla Taéwvopnonc Kokkiwpdatwong pe moAvayyetitida (GPA)

= 85 aoBeveic pe GPA vs 722 aoBeveic pe aAAov TUTIO ayyeLTdag
= 22 ano 4 kpunpla—> 88.2% svacOnoia, 92.0% sidikotnta

= (OAegypovn oTOMATOC 1 PVOC (OTOUATIKA EAKN, TTUWOEC 1 ALLUATNPO PLVLKO
EKKPLUQ)

= [MNaBoloyikn aktwvoypadia Bwpakoc (olidla, dtapeoa dindrApata
KOLAOTNTEC)

= MNaBoloylko Wnuo ouPpwWV (ULKPOOKOTILKN alpatoupla Le 1 xwplg
gpuBpokuTTaPLKOUC KUALVOpOUC)

= Kokkliwpatwdng pAeypovn otn Boia ayyeiov A meplayyetakol Xwpou

ACR. Arthritis Rheum 1990;33:106873




GPA & NeuvpoAoyiki cuppetoxn—> NN

Standardized Neurologic Evaluations of 128 Patients With Wegener Granulomatosis

Kirsten de Groot; Diego K. Schmidt; Andreas C. Arlt; Wolfgang L. Gross; Eva Reinhold-Keller
Arch Neurol. 2001;58(8):1215-1221

Males/females 65/63 Characteristic No. (%) of Patients
Age at diagnosis, median (range), y 48 (9-79) All Patients With Peripheral Neuropathy 56 (100)
Time from initial manifestation to diagnosis, 9 (1-295) Symmetrical sensorimotor polyneuropatny 371 (554)
median (range), mo Mononeuritis multiplex 25 (44.6)
Histologic confirmation of WG, No. of patients 102 Aﬂgzt:)‘;::l“’eﬁ 5
c¢(PR3)ANCA—positive patients, No. of patients 112 Tibial 6
pANCA—positive patients, No. of patients 3 Sural 2
Cumulative disability extent index (DEI) score, 10 (2-17) Ulnar 6
median (range), points l’;":;';" g
Patients with neurological r_namfestatnons, No. 64 Al etiepa 41 (732)
Central nervous system involvement 9 Demyelinating neuropathy 2 (3.6)
Cranial nerve involvement 6 Both types of lesion present 9 (16.1)
Peripheral nervous system involvement 56 Acute or subacute onset 25 (44.6)
Chronic prolonged onset 28 (50.0)

ANE: vrtaioOnola, amwAela TEVOVTIWY
QVTAVAKAACGTIKWY, LUIKN aTpo@la, TTdpeon




GPA & Neuvpoloyiki cuppetoxn—> MNZ

Standardized Neurologic Evaluations of 128 Patients With Wegener Granulomatosis

Kirsten de Groot; Diego K. Schmidt; Andreas C. Arlt; Wolfgang L. Gross; Eva Reinhold-Keller

Arch Neurol. 2001;58(8):1215-1221

Patients With  Patients Without

PN PN
Variable (n = 56) (n=72) P
Males/females 34/22 31/41 .04
Age (range) at initial 53 (11-78) 44 (9-66) .001
manifestation of WG, y
Age (range) at diagnosis 54 (13-79) 44 (17-74) .001
of WG, y
Cumulative disease 11 (2-17) 7 (3-15) .001
extent index
score (range), points
Maximal cANCA* titer 1:256 1:128 .002

Mabo@uolodoyikol pnyaviopot :

(1) emEKTOOT KATA CUVEXELX TNG KOKKLWUATWOOUG (PAEYUOVIG EVTOG TOU EYKEQPAAOL KAL TWV
KPQAVLIAKWV VEVPWV

(2) oYMUATIOUOG KOKKLWUATOG TIPWTOYEVWS GTO VEUPLKO GUOTNHO Kol

(3) ayyeutida tov KNZ 1/kat [INZ




/" GPA & NeupoAoyiki cuppetoxn—=> KN2

RHEUMATOLOGY

262

Original article

doi:10.1093/rheumatology/keu336

Central nervous system involvement of
granulomatosis with polyangiitis:
clinical-radiological presentation distinguishes
different outcomes

™~

Avadpopikn, moAvkevtpikn, 35 aocBevelg

2 Stakpltol @atvotumol (KAvika &
QUTELKOVIOTIKA):

vG-CNS: KOKKLWUATWONG

VA_CNS: ayyeutidikog (relapsing+refractory)

GPA phenotype

All
Characteristic patients G-CNS V-CNS

Number 35° 20° 13°
CNS symptoms, n (%)

Headaches 23 (66) 19 (95) 4 (31)

Sensory impairment 15 (43) 10 (50) 8

Motor impairment 11 (31) 1(5) m

Vestibular syndrome 8 (23) 4 (20) 3 (23)

Hearing loss 8 (23) 7 (35) 18  Mnviyyltda—>

Psychiatric/mood disorders 3 (9) 0 3(23) CSF:

Diabat_as insipidus 2 (B) 2 (10 0 vProtein>0. 4_g /dl
MRI findings, n (%)

Cerebral pachymeningitis 16 (46) 16 (80) 0 vWBC>10/mm’

Spinal cord pachymeningitis 4 (11) 3 (15 0 vGlu<?2.8mmol/]

Cerebral ischaemic lesions 15 (43) 0 qmj

Ischaemic stroke 9 (60) 0 8 (0
Extensive white matter lesions 6 (40) 0 5 (38)

Cerebral haemorrhagic lesions 2 (B) 0 0

Brain and/ar spinal cord vessel abnormalities 7 (20) 0

Pituitary gland enlargement with infundibular thickening 2 (B) 2 (10 0
Granulomatous lesions, n (%)

Brain 1(3 0 0

Spinal cord 1(3 0 0




MRI eykedpdlou & 22

A. eyKe@aALKT TTaLUNVLYYITIoQ

B & C. ayyeutida pe BA&Peg Aevkng ovolog

D. [Tayvunviyyitida AMEE + OMZIE, pe evSopveALKT evioyvon
E & F. KuoTtikég evSopvedikég BAdBeg OMEIZ + OMXZ

G & H. EEwpuedikd kokklopoata OMEX




Avadopéc neplotatikwyv otnv BLAloypadia

Acute painful paraplegia in a 49-year man with allergic asthma (= Churg-Strauss)
BMJ Case Rep, 2014 Jun 30;2014

Behcet's disease presenting with sudden-onset paraplegia due to anterior spinal artery
involvement: 1-year follow-up of rehabilitation in conjunction with medication

Rheumatol Int 2013 Jun;33(6):1605-8

Primary central nervous system vasculitis presenting as spinal subdural hematoma
World Neurosurg 2012 Jul;78(1-2):192

Vasculitis of the spinal cord

(subacute myelopathy in young man with 1. Paraplegia, 2. Cellular reaction in CSF, 3.
responsiveness to corticosteroids, 4. Inatially MRI(-) = IHC: vasculitis of leptomeningeal
arteries of the spinal cord ) Arch Neurol 2003 Dec;60(12):1791

Isolated granulomatous angiitis of the spinal cord

(rapidly progressive spastic paraplegia/ IHC: vasculitis of the spinal cord)
Ann Neurol 1992 Oct;32(4):580-2
Spontaneous epidural hematoma in panarteritis nodosa

(60 years old woman presented severe pain in the lower thoracic spine followed by motor,
sensory and sphincter paralysis. With corticosteroid therapy, condition improved 24 hours
later-> myelography revealed an epidural hemorrhage)

Rev Neurol (Paris). 1982

/
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Avtpac aocBbevnc pe Ix
Wegener, amno 8stiog I:>

, , BAABn KN2
Alpvidla vnawcOnoia,
napamAnyia, 7 OTA |:>

AuTOpOTN UTIOXWPNON

OUUTMTWHATWY O€ 2 WPEG, |:>
napapovi tTng oopualyiog

-

2uvoyn & mBavn dayvwon

CRP, cANCA, pANCA: neg
ONMM: P kuTttapa (60%lympho), T Aéukwua, abs ?

1. YmooxAnpidio/EmiokAnpidio atpatwua
Jalpoppayla

2. OpouBwon mpdobag vwtiaiag apt.

3. EEwpveAiko Kokkiwua

4. [IpoTtTwon dlokov

Ayyettida pnviyyikwv aptnptwv NM—2 alpdtwpa
- TEOTIKA pavopeva NM

“V-CNS phenotype”
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