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Ayyeutidec

2TIAVLOL VOO LOTOL

MoAUTTAOKEC KoL ETEPOYEVELC EKONAWOELC
AdUvatn n dnuloupyla evog Kat povo aAyopiBuou

JUOTNUOTIKA CUUTTTWHOTO
+
MpocBoAr evOC 1 IEPLOCOTEPWV OPYAVWV-OTOXWV
(16lwe pe ouykekpLUEVEC TPOOBOAEC)
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Mepintwon acBevouc
#1




NMepintwon acBevouc #1

Altia elcodou

¢ 74 etwv pe mpoodatn (~1.5 uAveg mpv anod tnv epdavion) avrikataotaon aoptikng BarBidag
(BlomtpooBeTikn) kat tomoBetnon daktuAiov pitpoetdolc mpoonABe pe:

v Mapatewvopevo NMupeto €we 38 °C anod 2 eBSopdadwv
v  AvapepOUEVO EEAVONHOL KATW AKPWV



NMepintwon acBevouc #1

ATOULKO OLVOLLLVNOTLKO Qapuakeutikn Aywyn

* 2tevwon AoV (KA, EF~40%) Tb Furosemide 40mg 1x1
Tb Aldactone 25mg 1x1

* KoAmuwkn poppapuyn p Th Seropram 20mg 1x1

. Ay " \ Tb AcetyloSalicylic Acid 100mg 1x1
Tb Acenocoumaroldmg 2 x 1

* AwoOntikn moAuveupomnabela agovikou
TUTIOU KATW AKpwv (2018)

e KataBAuttik cuvépoun

. ‘E€erg
Karnviopa + (50 pys)




Mepintwon aocBevouc #1

KedpaAn: Enpootopia
Kapéia : S1S2, cuotoAko puonua AoV 3/6

Mvevpoveg : AW opoTLHO

KolAia : MEA, Hrtap — ZmAnv (-)

M2ZK : xwpic ewkova apBpitidag

m \
Aéppa : AvadepOpevo puBnuatwdeg
efavOnua oe anodpoun
AN=120/70mmHg, 2d0&ec=80/min,
©®=37.8 °C, Avamvogc=15/min
G=15/ / MNZ : unawoOnoia ota KATW AKpa
Sat0,=98%




NMepintwon acBevouc #1

Fevikn Aipatog
WBC ( Neut / Lymph / Eos )

Hb / Hct
MCV

PLT

Bloxnuikég E€etaoelg
Oupia/ Kpeativivn
SGOT / SGPT

LDH

PT/INR/APTT

OAwka Aseukwpuata / AABoupivn

8480 (79/15/1)
10/32.8
85

261.000

54/1.0
18/9

270
23/2.2/48

5.9/3.4

BloxnHwkEg-AvoooAoyikeg E&etaoelg

CRP/ESR
C3/C4

RF

ANA / ENA
IgG/I1gM /IgA
SPEP / IF
Cryos

Fevikn oUpwyv

Whbc : 0-1

RBC : 0-1

93/105
62/3

2130

(-)
1192/321/209
(-)

(-)

AeVKwpa (-)



NMepintwon acBevouc #1

Transesophageal echocardiogram (TEE)

Npookouilel

Alowsodayeto U/S: Eukivnto popdwpa aoptikol LooXEULOTOG
Nopiopa CT AKK: AMowwoelg og nrtap/onAnva/AP vedpo (mibava epdpaktal)

V' TIaPOATEWVOUEVO EUTIUPETO

SUBACUTE

v Mpoodatn aviikatdotaon aoptikig BaABidog BACTERIAL ENDOCARDITIS

v Ouonpa, popdpwpa Hooxsupatog, ERdpoKTa GANVOC

v OAeypovwdeg olvSpopo

v RF M ko C3/C4 IV



NMepintwon acBevouc #1

AMK x 3 (-)
BuBookonnon (-)

Eunelpkn avtipikpopLlakn aywyn

NopoAa avtd, N aoBevh¢ cuveXilel vor KAVEL TTUPETLKA KUMOTO KOLL

ol Seiktec PpAeypovic mapapevouv vPnot

Kot srtutAgov!



Mepintwon aocBevouc #1

Mopduptko e€avOnua KATW AKPWV




NMepintwon acBevouc #1

* EmavaAnyn dtabwpakiko / dtowcodayeto U/S oto

voookopeio pog (-)

* EnavaAnmnuki CT AKK (-) I F I N D o U BT
[ |

* PET-CT (mpwtokoAAo evbokapditidac): KapSLakec o U T
BaABidec (-), Ground glass AAA (SUVmax: 2,6)




NMepintwon acBevouc #1

A/A Bwpakog CT Owpaka

v' Bpoyyxookonnon / BAL: Xpwon aipootdnpivne (+)
v Sdnpoddya 90% twv pakpodaywv
>20% —> [Mveupovikn alpoppayia



NMepintwon acBevouc #1

v TIOPATEIVOUEVO EUUPETO

SUBACUTE
BACTERIAL ENDOCARDITIS

v Mpoodartn avrkoradotoon aoptikic BaABidac

v Oovonua, poppwpa pooxeupatoc, Eudpakta GANVOg

v OAeypovwdec cuvEpopo
v RF M kaw C3/C4 V4
v TMopduptkd e€avOnua

v KupeMSikn atpoppayia



2UOTNMOTLKO VOONLA — TTOLO €lvalt TO HoTiBo tTnG mpooBoAnG?

1

Nomenclature of Cutaneous Vasculitis

ZUCTNHOTIKA CUMITTWHOTO: TIUPETOC,
dAeypovwdec cuvépopo

Dermatologic Addendum to the 2012 Revised International Chapel Hill
Consensus Conference Nomenclature of Vasculitides

Cord H. Sundcrkéttcr,l Bernhard Z[:lgv::r,2 Ko-Ron Chcn,3 Luis chucna,4 Warren F’ir::tt(:,5
J. Andrew Carlson,fi Jan Dut2,7 Peter Lamprccht,g Alfred Mahr ,9 Elisabeth Abr::rc:r,10
Victoria P. Werth,'! David A. Wetter,' Seiji Kawana,"® Raashid Luqmzmi,14 Camille Frances,”
Joseph Jorizzo,'® J. Richard Watts,'” Dicter Metze,'® Marzia Caproni,19 Erkan Alpsoy,20
Jeftrey P. Callen,?* David Fiorentino,” Peter A. Merkel.” Ronald J. Falk.” and J. Charles Jennette®

Dermal Vessels

Subcutaneous Vessels

|

Skeletal Muscle and Adjacent Tissue Vessels

Aorta Small Caplimey Venule

Medium Artery
Artery

Arteriole

Aépua : Mopdupko e§avOnpa
«WnAadntn noppupar

Vein

Large

Small Vessel Vasculitis

g

" Medium Vessel Vasculitis

s

// Large Vessel Vasculitis\\\’-»\.\\




Méeyeboc¢ Twv ayyeiwv tov npooBaAAovrtol
PRIMARY SECONDARY

Variable vessel vasculitis

Vasculitis associated

Large vessel (LVV)

e Giant cell arteritis (GCA) (VVV)
e Takayasu arteritis (TAK)

with systemic disease

e Behget’s disease (BD)

e Lupus vasculitis (SLE)
] e Cogan’s syndrome (CS) e Rheumatoid vasculitis (RA)
Medium vessel (MVV) e Sarcoid vasculitis (Sarcoidosis)
e Others

e Polyarteritis nodosa (PAN)

* Kawasaki disease (KD) Single-organ vasculitis

(SOV) Vasculitis associated

Cutaneous leucocytoclastic angiitis with probable etlology

Small vessel

(SVV) .
e Cutaneous arteritis )
® ANCA-associated (AAV) e Primary CNS vasculitis HCV-assoc!ated ey »
- GPA (Wegener) o lealaies seriis HBV-.a.ssomate.d VaSCU|It-IS.
- MPA e Others Syphilis-associated aortitis

Drug-associated immune complex vasculitis
--/[-- ANCA-associated vasculitis
Cancer-associated vasculitis

- EGPA (Churg-Strauss)
e Immune complex SVV
- IgA vasculitis (HSP)
- Cryo vasculitis
- Anti-GBM
- Hypocomplementemic
Urticarial Vasculitis (HUV)



Ayyetitida pe npocBoAn dEppatoc

® Juyvotepn popdn ayyelitidog

® Ayysittida pkpwv ayyeiwv

= ® - Meploplopévn popdn (Lovo Sépua)

(Aeppatik) AEUKOKUTTAPOKAQOTLKA ayyelitida —

Cutaneous Leucocytoclastic Angiitis-CLA)

[ 4

n

- ZUCTNMOTLKA

Npwtonadng

(ayyeritida pkpwv ayyeiwv) Asuteponadng

Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hyp Urticarial
(Anti-C1q Vasculitis)

Qadpuoaka (ANCA-/+)
Peupatikég maBnoeLg (Sjogren/PA/ZEN/)

NOLUWEELG (evbokapbitida, HCV, HIV, HBV)

NeomAaoieg

Aepdwpata/Asuyotpieg

Cwegerers Alddpopeg mabnoelg (capkosibwon, IONE)

(Churg-Strauss)




Xpewaletal navra n Broyia tov dEppatoc?

Eav n Sidyvwon eivar epdaviis mmmp  Oxt

Xpnowotnta
- EmBePaiwon Siayvwong ayyetitidag
- EukoAia AnYng

- AlyvwoTiki

TiLeidoug BloYia xperalopaote?

Npdodatn BAGBN (<24-48h)

H&E + AvocodBoplopog (IIF) — Dpéokog LOTOG

OXI dopuoAn

e QY ) g Excisional

yre
5

Stone JH,
A Clinician’s Pearls and Myths in Rheumatology



TLva mepLHEVW amno tn Bloyia tov dEppatoc?

Diagnosis

Urticarial vasculitis

Lupus vasculitis

Polyarteritis nodosa

Granulomatous polyangiitis
(ANCA+)

Mixed cryoglobulinemic
vasculitis

Hypersensitivity vasculitis
(drug)

IgA Vasculitis (Henoch—
Schonlein purpura)

Inflammation

Perivascular + basement
membrane zone

Perivascular + basement
membrane zone

Perivascular + basement
membrane zone

Perivascular + basement
membrane zone

Perivascular

Perivascular

Perivascular

Results of Direct
Immunofluorescence Assay

C3, IgG, and IgM

C3, IgG, and IgM

C3 and IgG

C3 and IgG

lgM

Fibrin and C3

IgA

Histopathological Features

Small-vessel vasculitis

Small-vessel or medium-size—
vessel vasculitis

Small-vessel or medium-size—
vessel vasculitis

Small-vessel or medium-size—
vessel vasculitis, necrosis,
granulomas

Small-vessel or medium-size—
vessel vasculitis

Small-vessel vasculitis

Small-vessel or medium-size—
vessel vasculitis



2UOTNMOTLKO VOGO — TTOLO £ival To Hotifo tn¢ mpocoBoAnc?

ZUCTNHOTIKA CUMITTWHOTO: TIUPETOC,
dAeypovwdec cuvépopo
Kugehdikn apoppayia
/')?\ \ *

Aépua : Mopdupko e§avOnua
«WnAadntn noppupa»




Méeyeboc¢ Twv ayyeiwv tov npooBaAAovrtol
PRIMARY SECONDARY

Variable vessel vasculitis

Medium vessel (MVV)

e Polyarteritis nodosa (PAN)
e Kawasaki disease (KD)

Small vessel

(SVV)

e ANCA-associated (AAV)
- GPA (Wegener)
- MPA
- EGPA (Churg-Strauss)
e Immune complex SVV
- IgA vasculitis (HSP)
- Cryo vasculitis
- Anti-GBM
- Hypocomplementemic
Urticarial Vasculitis (HUV)

Vasculitis associated

(VVV)

with systemic disease

e Behget’s disease (BD)
e Cogan’s syndrome (CS)

Lupus vasculitis (SLE)
Rheumatoid vasculitis (RA)
Sarcoid vasculitis (Sarcoidosis)
Others

Single-organ vasculitis

(SOV) Vasculitis associated

Cutaneous leucocytoclastic angiitis with probable etlology

[ ]
e Cutaneous arteritis - -
e Primary CNS vasculitis -assoc!a € o

" HBV-associated vasculitis
e [solated aortitis Svohili iated it
e Others yphilis-associated aortitis

Drug-associated immune complex vasculitis
--/[-- ANCA-associated vasculitis
Cancer-associated vasculitis



MéeyeBoc twv ayysiwv mou pocsfaAAovrot
PRIMARY SECONDARY

Vasculitis associated

with systemic disease

e Lupus vasculitis (SLE)
ANA (-) - e Rheumatoid vasculitis (RA)
CCP (-) no arthritis e Sarcoid vasculitis (Sarcoidosis)
No hilar adenopathy e Others
HCV (-)
HBV (-) » :
Small vessel T. Pallidum (-) Vasculitis associated
(SVV) with probable etiology
e ANCA-associated (AAV) No drugs associated with HCV-associated CV
- GPA (Wegener) vasculitis HBV-associated vasculitis

Syphilis-associated aortitis

Drug-associated immune complex vasculitis
--/l-- ANCA-associated vasculitis

Cancer-associated vasculitis

- MPA
- EGPA (Churg-Strauss)
e Immune complex SVV
- IgA vasculitis (HSP)
- Cryo vasculitis
- Anti-GBM
- Hypocomplementemic
Urticarial Vasculitis (HUV)



MpooBoAn 6EpHATOC KoL TVEVOVAL

ANCA negative

Small vessel PR3 (-) / MPO (-)

SVV

: Xwpic nepidpepkn
e ANCA-associated (AAV) nwowodAia, LOTOPLKO
- GPA (Wegener) acOparoc

- MPA
- EGPA (Churg-Strauss)

@mune complex SVV > YMOOUUMANPWUATWVALULKA ayyeLtida pe upnAo
- IgA vasculitis (HSP) PEVMATOELON TTapayovTa
- Cryo vasculitis
- Anti-GBM

- Hypocomplementemic
Urticarial Vasculitis (HUV)



NMepintwon acBevouc #1

IF IN DOUBT,

OouT

Cryos (+) / Kpuokpitng: 4.5 %




MéeyeBoc ayyeiwv tov ntpocBaAAovtal +
Avoyvwplon Tou potifou = Kovta otn dtayvwon

2TOLXELOL OTTO TO LOTOPLKO KoL TV £€ETOLON MOV £ixav LdLaitepn onpaocia

- lotopko aloONTIKNAG MOAUVEUPOTIAOELOG

TEAIKH AIATNQ2H

- ZnpooTtopia
Kpvoodarpvatpikn
/ \ 1 4 1 4
Bloyia eAdooovog alehoydvou adéva ayyettida el

(+) yia abvSpopo Sjogren eddadouc cuvdpouou
Sjogren

S Mapott ANA (-) kau xwpic untepyappacdatpvorpio! y




Mepintwon acBevouc
H2




NMepintwon acBevouc #2

¢ 83 €TWV — MAPATIOUT OO TOUG ALUATOAOYOUC
» OpBoxpwun opBokuttaptkn avatuia (Amo €touc)
Hb: 10.1g/dL, Ht:32.3%, MCV: 88 fl
> ? attoloyiog

ATOMLKO OLVOLLVNOTLKO:
O Aptnplakn untéptaon
0 Zakxapwdng dtaprtng tumovu 2

J Octeonopwon Alepelivnon amd atuatoAdyo:

0 Kapuotumoc pn SLayvwoTtikoc yLa
C @ nueloduomiacio
DoPUOAKEVTIKA AYWYH: ? I 0 OcteopueAikn Blodia: \( “
Q Perindropril 10mg OD avTLSpaoTLkoU TUTIOU OANOLWOELG T\
L Amlodipine 10mg OD
O Furosemide 40mg OD \
O Linagliptin 5mg OD (‘\\\
O Glimepiride 4mg OD b
O Insulin glargine 12 iu OD
L Denosumab 60mcg gémo




Nepintwon acBevouc #2: apyxiko work up

Hb: 10.1g/dl Ht: 33%, MCV/MCH: 88/29
WBC: 7240 (N 70%) PLTs: 236000

CRP: 15.7 (<5 mg/dl), TKE 38 mm/h

BUN: 79 mg/dL, Cr:0.9 mg/dl
Glu: 226 mg/dl

AST/ALT: 51/78 U/L (<34/<55)
y-GT 13 1U/I LDH 213 1U/I CPK 47 IU/I

Neviki oUpwv: WBC 0-1, RBC: 0-2
Hb (-), Pro: (+)
Ferritin: 316 ng/mL

AKTIVOoypa@ia Bwpakog: Xwpic KAIVIKG onuavTika

TTaBoAoyIKA euprjuaTa

ASovIiKn Topoyp! i XG:
aApVNTIKN VIO KAIVI g Jft 1

eupruara




4

4

N ElKOvVA

KALVLK

NMepintwon acBevouc #2




Enopevo Bnpa?

1. Boyia kpotadikic aptnpiog

2. Mayvntikn ayystoypadia aoptnc (MRA)
3. PET-CT

4. Atovikn ayyeloypadia aoptic (CTA)

5. US kpotadkwv aptnplwv




Enopevo BRpa?

EULAR recommendations for the use of imaging in
large vessel vasculitis in clinical practice: 2023 update

Christian Dejaco © ,"? Sofia Ramiro ® ,** Milena Bond @ ,? Philipp Bosch @ |’
Cristina Ponte @ ,>® Sarah Louise Mackie,”® Thorsten A Bley,’
Daniel Blockmans @ ,'®"" Sara Brolin @ "> Ertugrul Cagri Bolek
Rebecca Cassie,'® Maria C Cid @ ,'® Juan Molina-Collada @ ,"
Bhaskar Dasqupta @ ,'®'° Berit Dalsgaard Nielsen,”*' Eugenio De Miguel @,
Haner Direskeneli @ ,% Christina Duftner ® ,2* Alojzija Hocevar @ %%

Anna Molto @ ,2”?8 Valentin Sebastian Schafer @ ,%° Luca Seitz,*®

Riemer H J A Slart, "2 Wolfgang A Schmidt @ *

14
'

22

TEIUILF, JUUTLIUIGn ST LY LUNVOIUS O ULELIUSS ane eeesaal i.

Recommendations

1. Ultrasound of temporal and axillary arteries should be considered as the first imaging modality
to investigate mural inflammatory changes in patients with suspected GCA.

2. High-resolution MRI or FDG-PET™ can be used as alternatives to ultrasound for the assessment

of cranial arteriest in patients with suspected GCA.

3. FDG-PET™, alternatively MRI or CT, can be used for the detection of mural inflammation or
luminal changes of extracranial arteries in patients with suspected GCA.

4. In patients with suspected TAK, MRI to investigate mural inflammation or luminal changes

should be used as the first imaging test to make a diagnosis of TAK.

5. FDG-PET, CT or ultrasound may be used as alternative imaging modalities in patients with
susoected TAK. Ultrasound is of limited value for assessment of the thoracic aorta.

LoE
1

1
1 (PET), 3 (CT), 5 (MRI}
3

3 (CT) and 5 (PET and US)

9.6 (1.0)

9.4 (1.1}

9.6 (0.9)

9.5 (0.8)

9.7 (0.6}

9

92

100



Temporal Artery UltraSound (TAUS)

Patient with Temporal Arteritis Control Subject

Longitudinal
- Safe plane

- Rapid

- Well tolerated

- Less costly Transverés

plane

“fast track clinic” approach

Schmidt WA et al. NEJM 1997;337(19):1336-42



Nepintwon #2: TAUS otnv acBevn pog

TAUS:

(AE) kpoTta@Ikf: VNUATOEIBNG pOK 0€ OAA TA ATTEIKOVI(OUEVA TUNUOATA

(AP) kpoTta@Ikf: VNUATOEIBNG POK OTO £yyUG TUAKA TTOU ATTEIKOVICETAI. ATTOUCIQ PONG OTO ATTW TUAMA.
QideTAI N EVTUTTWON TOIXWHATIKAG BAABNG TrepitTrou 0.8 X 1.8 XIA 0T HECOTNTA TOU

atreikovi{ouevou TuRParTog TG AP KpoTagikAg a

Elvaul cupBato pe kpotadikn
aptnplitida???




Temporal Artery UltraSound (TAUS) in GCA

‘Halo’ sign: concentric, homogenous, hypoechoic wall thickening
surrounding residual colour flow

Stenosis: Blood flow velocity>2x in the stenosis, wave forms
demonstrating turbulence and reduced velocity proximal/distal to
stenosis

Occlusion: absent colour flow in a clearly visible vessel on B-mode
us

‘Compression’ sign: arterial wall remaining visible upon compressior
to occlude blood flow

Vessel wall pulsation: decrement of vessel wall pulsation in M-mode
assessment

Ultraschall in Med 2013; 34: 47-50




Enopevo BApa? — MEPALTEPW EAEYXOC

EULAR recommendations for the use of imaging in
large vessel vasculitis in clinical practice: 2023 update

Christian Dejaco @ ,"? Sofia Ramiro ® ,** Milena Bond @ , Philipp Bosch @ ,'
Cristina Ponte @ ,>® Sarah Louise Mackie,”® Thorsten A Bley,’
Daniel Blockmans @ ,"®'" Sara Brolin @ ,'>™ Ertugrul Cagri Bolek
Rebecca Cassie,'® Maria C Cid @ ,'® Juan Molina-Collada @ ,"
Bhaskar Dasqupta @ ,'®"? Berit Dalsgaard Nielsen,?>' Eugenio De Miguel
Haner Direskeneli @ ,? Christina Duftner ® ,2* Alojzija Hocevar @ %%
Anna Molto @ 2”28 valentin Sebastian Schafer @ ,? Luca Seitz,

Riemer H J A Slart,*"*2 Wolfgang A Schmidt @ *

14
'

22
'

LoA (0-10)
Overarching principles Mean (SD) % with LoA=8
A. In patients with suspected GCA, an early imaging test is recommended to support the clinical diagnosis of GCA, assuming 9.1 (1.9) 88
high expertise and prompt availability of the imaging technique. Imaging should not delay initiation of treatment.
B. Imaging examination should be done by a trained specialist using appropriate equipment, standardised operational 9.8 (0.4) 100
procedures and settings.
C. In patients in whom there is a high clinical suspicion of GCA and a positive imaging result, the diagnosis of GCA may be 9.4 (1.0) 96

made without an additional test (biopsy or further imaging). In patients with a low clinical probability and a negative imaging
result, the diagnosis of GCA can be considered unlikely. In all other situations (including the case of an inconclusive imaging
result), additional efforts towards a diagnosis are necessary.



NMepintwon #2: TAB otnv acBevn pac

O D!

TEAIKH AIATNQ2H

llyovtoKkutTapLki
optnpltida




US kpotadikwv (TAUS) n Bovia kpotadikng (TAB)?

4 , y )
KAwwkn untoya

ZUMMTTWHOTA KOl ONUELL

‘%‘
YgnAi MétpLa XapnAn

+ @ - KdBe mpoomndBela yia + 0 -
SLayvwoTIKA

T(POOCTIEAQLON TIPETIEL VAL
lvetat:
Y 4

\ 4 v
- TAUS :
GCA . TAB Oxt GCA
Ag xpeldleTal TEPALTEPW ] ) Ag xpelaleTal MEPALTEPW
Eheyyoc - LV imaging (MRA, ENeyyOC

PET-CT)



Mepintwon acBevouc
#3




Nepintwon acBevouc #3

U Twpyog, avépag 35 eTwv, MPOoypaUATIOTAG

d  Aro Swunvou
kepaAaAyla
atpwdiec apLlotepol Avw AKPOU HE
StaAeimovta xopaktipa + {AAn + eLPBOEC

d  Néo olumrtwpa: mMTwon YwvViog OTOUATOC

d  KE: Barre (+) AP, Aouta k¢




Mepintwon acBevouc #3: diepevvnon

(d Head CT: unonukvn aAloiwon AE kpotado-
BpeypoTika

d US Kapwrtidec kd

d Brain MRI: pnviyyoeykedalAitida - 2
EKTETOLUEVEC TIEPLOXEC OTNV TPOKEVTPLKN EALKOL
KOlL TN BpeYHATIKA KAAUTITPO TNC VIOOU
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Mepintwon acBevouc #3: diepevvnon

(J Head CT: unonukvn aAAoiwon AE kpotado-
Bpeypatika

J  US Kapwrtidec kd

d Brain MRI: pnviyyosykedaAitida - 2
EKTETOLMEVEC TIEPLOXEC OTNV TIPOKEVTIPLKN EALKAL
KoL TN BpeyMATIK KAAUTITPA TNC VACOU

d ONIN: 2 kUtTapa, pro 22, glu 64



Mepintwon acBsvouc #3: mepattepw dtepevvnon

MepoTEPW AMELKOVIOELG:

- Brain MRA: opOAEC KOl ETILUNKELC OTEVWOELG ot e€La pLEon eykedaALkn aptnpia
(?ayyetitida)

- DSA: oTeVWTLKEC aAAOLWOELC oTtloBlou petwriaiiou kKAadou tne de€Lac mpoodLag
Kol 6e€Lac peong eykepaAlkneg aptnplog
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NpwtomaOnc ayyetititda tou KNZ (PACNS): mote va th
oKePpTW?

¢ Cerebral ischemia in a young patient with lack of traditional
cerebrovascular risk factors for strokes

¢ Cerebral ischemic episodes in different vascular beds, usually

separated by time, with the presence of inflammatory changes in ~ Sometimes...
the cerebrospinal fluid (CSF) : It is the

. : R N . 1 1/ 1/ ( Zebra

+** Chronic meningitis without a demonstrated infectious or malignant f

etiology

-n
~
— 4

¢ Subacute or chronic headache associated with cognitive
dysfunction, usually with a history of aseptic meningitis

** Combination of unexplained focal and diffuse neurologic
dysfunction

Byram K et al. Current Rheumatology Reports (2018) 20: 37
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PACNS: KAWVIKQ GUMUTITTWHOTOL

KEd)aAaAVi.a (O'UXVI"] > 60%) XpOVléTﬂTa

Eotlaka Kvntika / atodntikad eAAeippata
AlatapaxeC cuunepLPopag

Atoaéia

, , Yriotpomialovta
Kpaviakeg veupomaBeLe

Alatopayec opaong
'vwolakn SucAettoupyla

MuelomndBeia Xwpig aAAn
ggnynon



PACNS: dLayvwoTtika KpLtnplo

Acquired neurologic deficit that remains
unexplained after a vigorous diagnostic
evaluation and work up

WITH
1. classic imaging for CNSV (angiography)
or

2. histopathological features of CNSV on
biopsy

AND

No evidence of systemic disease or any
other secondary cause

1. Calabrese L et al. Medicine (Baltimore). 1988;67:20—-39 2. Birnbaum J et al Arch Neurol. 66 (2009) 704—-709

Suggestive clinical history and clinical examination

v

Positive MRI suggestive for CNS vasculitis

v

Positive CSF suggestive for CNS vasculitis
and exclusion of infectious vasculitides in CSF

Extensive exclusion of systemic vasculitis or other diseases

— T

Suspected involvement Suspected involvement
of large and middle vessels of small vessels

v 4
Angiography < > Biopsy
v 4

Suspected diagnosis Definitive diagnosis




Awadopikn dtayvwon

Genetic

inflammatory diseases

vasculopathy

SLE

AAV
Behcet’s
Sjogren’s
PAN

Sarcoid

1. Calabrese L et al. Medicine (Baltimore). 1988;67:20-39 2. Birnbaum J et al Arch Neurol. 66 (2009) 704-709
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ALOYyVWOTLKN TTPOGEYYLON

* «MotiBo» tnC MPooBOANC TwWV OPYAVWY CTOXWV

* Meyeboc npooPBeBAnUEVWV ayyELWV



Mote va okedptw ayyeltida o€ evav acBevi

WnAadnt nopdpupa KATW AKPwWV
Entipovn kedpaAaAyia pe 4 TKE > 50 €tn
Mupetdg Ayvwotng atttoloyiog
AVOeKTIKO aoOpa pe nwotvodlAia Kot cUCTNUATIKEG EKdNAwoeLg (> 40-50 £tn)
Mvevpovika dinBipata + onelpapatovedpitida
MNoAAamnAn povovevpitida (amoucia ZA) * cucTNUATIKEG EKONAWOELSG
Ynotponualovoa pivokoAnitida/wrtitida/pactostditida
MoAAarnAda “aturo AEE/ioxatpia dkpwv o€ VEQ ATOp
Itevwtikéc BAaBeg/mdxuvon (CT/MRA)/ 1P npdéoAnyn (PET) totywpatog LEYAAWY apTNPLWV

Mveupovikn ivwon ayvwotou atttoAoyiag (ANCA+) Slide courtesy of Prof D Vassilopoulos



ALOYyVWOTLKN TTPOGEYYLON

e «Motifo» TnN¢ MPooBoOANC TWV OPYAVWY CTOXWV
* Meyeboc npooPBeBAnUEVWV ayyELWV

* MaBoyvVWHOVIKEC EEETAOELC:
- LotomtaBoloyla
- QTTELKOVLOELG
- XOPOLKTNPLOTIKEC EPYOOTNPLOKEC EEETACELC (TT.X. KPUOOGDOLPLVEC,
ANCA avtliowpoto)



Mpocoxn OTOUC ULUNTEC TNG AYYELTLOOC

Major categories of mimics of vasculitis

Infectious causes (eg, endocarditis, HBV, HCV, HIV)

Atherosclerosis

Thromboembolic disease

Congenital causes (eg, aortic coarctation, middle aortic syndrome)
Hereditary disorders (eg, Marfan syndrome, Ehlers-Danlos syndrome)
Fibromuscular dysplasia

Hypercoagulable states (eg, APS, TTP)

Vasospastic disorders (eg, RCVS, drug exposures)

Other multisystem inflammatory disorders (eg, sarcoidosis, Susac syndrome)
Malignancy (eg, lymphoma, leukemia)

Iatrogenic (eg, postradiation therapy)

IgG4-related disease
UpToDate®2024
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