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MEPIZTATIKO 1



AnpoypodLka

Avopac 64 eTtwv

ATOULKO LOTOPLKO: OUCAUTLOaLULA,
nepwkapotda, maAala pupatiwon




Evapén vooou

Amo unvoc:

Eunupeto

£wc 39°C Qapuyyadyia Brixoc

W, J




Epyaotnplaka supnuato

Aevkokuttapwaon (26.800)

CRP: 290 mg/L, ESR 116 mm/h

Depptrtivn: 16.000 ng/mL

Auvénpuevec tpavoopvaosc (SGOT/SGPT 136/115 U/L)

D-dimers 18.000 ng/mL



KALVLKN ELKOVA

Nepikapditida pe mpwrtoepdpavilopevn KM

N

[MAgupLtiki cUAAOVYN

Eppevov epmupeto

|
— l
7.

OuAakitidba AP wuou

N\




Awadopikn dtayvwaon

Nolpwén (TB flare, aAAo)
2nyn

KakonBeLa
HLH
AOSD



Alepelvnon

ApPVNTLKOC
AOLLWELOAOYLKOC EAEYXOC olpwén—2>Bpoyxektaoiec
Kol lvwon Kopudwv




oraxRoutine NE (Adult)
.0 B70s

CT OQPAKO2



Mopela

Eppévov Evtovo
dAeypovwdec cuvdpopo-
KOK KALVLKN KATAOTOON

Yrniotporalov EUMUPETO
XwpLic eotia Aoipwénc kat
XWPLE avtamnokpLon o€
TIOAAQTTAGL AVTLBLOTIKA
oxnuota

MoAuvopoyovitida-
KnALSoBAaTdwdec e€avBnua

ue Seppoypadlopo-
nepLapBpitida wpou




Alayvwon-Oeparneia

Noooc Still evnAikwv (AOSD)

» 'Evapén koptikooteposldbwv apyka 40mg
iv Kol €melta 32mg p.o pE otadlakn
Helwon =2 Apeocn KAWIKOEPYOAOTNPLOKNA
BeAtiwon

» ‘Evapén Anakinra (anti-IL-1) sc daily=>
otaBepn Kataotaon-vdeon

Review > Drugs. 2024 Mar;84(3):257-274. doi: 10.1007/s40265-024-01993-x.
Epub 2024 Mar 5.

Adult-Onset Still's Disease (AOSD): Advances in
Understanding Pathophysiology, Genetics and
Emerging Treatment Options

Sara Bindoli ', Chiara Baggio ', Andrea Doria ', Paolo Sfriso 2

Affiliations + expand
PMID: 38441807 PMCID: PMC10982104 DOI: 10.1007/s40265-024-01993-x A

AOSD Phenotypes

IL-1 IL-6
Fever CRP 1
Rash Liver
Ferritin 1T
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OnAu, 72 €TWV OLTLATOL:

e JE&kata amo UnNvog, EUnUpPETo amo 15nuépov,

*  VEVIKELUEVN aduvapia-kataBoAn

e dlayutec apBpalyieg

Exet AaBet : apoukiAAivn/kAaBouAaviko (875/125)mg x2
noéipAocaoivn 400mgxl yia 7 HEPEC

Alakotril CST atmré
20npéEpou

AMAepyiec (-) Kamviopa (9 p.ys) AAKoOA (-)
A.l.: aptnplokn unteptaon, SucAutdatpio, cakyopwdng drapntng Il, untepBupeosldlopog,
XPOVLOL AVOTIVEUOTIKA OVETAPKELA, Kataypa 0O1,, avutodvoon ntaykpeatitida |l

@D.A: O\peocaptavn 20mg x1, Aekapdurtivn 10mg x1, Mupemnptdn 3mg x1, PooouBaoctartivn
10mg x1, KapBipaloAn 5mg x1, AkAdivio/ doppotepoAn( 340+12) meg x1



TEN:
BP: 150/85mmHg, Sp02:92%, HR:113bpm, T:40 C, RR:23/min

KAINIKA:

av. PBuplopa: | aplotepaq, tpilovtec Baocswv A>A

un wpwdn odnuata opupwv Apdw,

TJIC:6/68, SIC:2/66

emwoUVN, TIEPLOPLOUEVN ATIAYWYN WHWV A>A,

avwduva, opoTipa PnAadntec kpotadlkeC aptnplec apudpw

(-) e€avOnua, (-) eEAkwTkEC BAABEC

LULKN LoXVUG-atoOntkotnta: 5/5, CUPMETPLKA, Apdw
Aepdpadevonadelo: utoyvabLa Kol UTTEPKAELS L Ywpa aplotepa

N



E.E.:
WBCs:14.700
CRP:188.4<6
TKE:33
PCT:0.03




EIZATQrH B NAGOAOTIKH: «Aotipwén
AVOTIVEUOTLKOU »

4" MEPA NOZHAEIAZ

o Yo mmepakiAAivn/Talopaktdun 4.5mg x4

* Xwpic amoudvwaon adoyovou

EMMONH EMIYPETOY

KAMIA BEATIQZH ZE KAINIKH KAI EPTAZTHPIAKH EIKONA




v Napakevtnon NAYypou: e€i6pwpa kata Light, 4800
KUTTOP A, ASPOKUTTOPLKOC TUTTIOC, OLPVNTLKI KUTTOPOAOVYLKNA,
oteipec k/q,

> Pevpatoloyikn Ektipnon

MOavry LORA: 16mg MP p.o - MNtwon epnupetov — BeAtiwon!

ANA:1/160, Anti-ENA:0.24, C-ANCA: >1/160, P-ANCA:<1/20, MPO-
ANCA:1.65U/ML, PR3-ANCA: >100U/ML anti-Ro: <15 U/ML,
anti-La: <15 U/ML




AIAKOMIAH 2TO PEYMATOAOI'IKO

TMHMA: ANCA-AITEIITIAA

» OdOaAuoloyikn Ektipnon: fubookomnnon Kat
Schimer’s test: avev maBoloyiog

» QPA Ektipnon: wta K., pwitida, o oldbnua
VAWOOLKAC AUYSAANC KAl apUTOLVOELO WV
XOVOpwvV, KA KLvNTKOTNTA GWVNTIKWV XOpSwv

v' CT TPAXHAQOY-OAKKO: moANamAEC 0{OUOpPEC
aAAolwaoelc otov mveuuova, KUPLwe
UTIOUTIE(WKOTLKA, UE UYPLKO TTEPLEXOUEVO Kol
ontnAaitortoinon, utoUTIE(OKWTLKI) GUAAOVY)
OPLOTEPA HLE OTEAEKTAOLL

v" Tahaktopavvavn kot B-D-yAukdvn opou:
OLPVNTLKEC

v' Zul\oyr oUpwv 24wpou: 725 mg AeUkwpa 1°
OTLYHLOTUTTIO, 426mg AsUKWHO 2° OTLYLOTUTIO

v linua oUpwV: XWPLC OTIELPAPATIKA EpUBPQ,
Xwpic epuBpokuTTApPLKOUC KUAIVOPOUC







2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EUROPEAN ALLIANCE OF ASSOCIATIONS FOR RHEUMATOLOGY
CLASSIFICATION CRITERIA FOR GRANULOMATOSIS WITH POLYANGIITIS

! CONSIDERATIONS WHEN APPLYING THESE CRITERIA

v Epmnupeto
\/ . I} o These classification criteria should be applied to classify a patient as having granulomatosis

S ICCa OU |.1T[Tw LlOLTO)\OV La with polyangiitis when a diagnosis of small- or medium-vessel vasculitis has been made

! ! o Alternate diagnoses mimicking vasculitis should be excluded prior to applying the criteria

v apBpalyiec-apBpitida 9 9 P i
v 1 1 ' CLINICAL CRITERIA

Pwitida (+/- e€oibnon aputatvostdwv

1 6 Nasal involvement: bloody discharge, ulcers, crusting, congestion,

XOV p wV) blockage, or septal defect / perforation +3
‘/ ! [ A Cartilaginous involvement (inflammation of ear or nose cartilage, hoarse voice

T[O)\)\an)\o L TTVEU uov LKOL O ZO L p.E or stridor, endobronchial involvement, or saddle nose deformity) +2

Ot n )\a LOTTO i_n o) r‘l , d ud) w Conductive or sensorineural hearing loss +

‘/ A n t I - P R 3 > 1 OO I U/ M L LABORATORY, IMAGING, AND BIOPSY CRITERIA

Positive test for cytoplasmic antineutrophil cytoplasmic antibodies (CANCA)
or antiproteinase 3 (anti-PR3) antibodies +5

S C O re . 1 O - 1 2 S 5 Pulmonary nodules, mass, or cavitation on chest imaging +2

Granuloma, extravascular granulomatous inflammation, or giant cells on biopsy +2

Inflammation, consolidation, or effusion of the nasal/paranasal sinuses,

BVAS 1+1+ 3 = 5 ( r’] TT [_a) o mastoiditis on imaging +

Pauci-immune glomerulonephritis on biopsy +1
Positive test for perinuclear antineutrophil cytoplasmic antibodies (pANCA)

or antimyeloperoxidase (anti-MPO) antibodies -1
Blood eosinophil count > 1 x10%/liter -4

Robson JC, Grayson PC, Ponte C, Suppiah R, Craven A, Judge A, et al.2022 American
College of Rheumatology/European Alliance of Associations for Rheumatology classification Sum the scores for 10 items, if present, A score of 2 5is needed for classification of GRANULOMATOSIS WITH POLYANGIITIS,
criteria for granulomatosis with polyangiitis.Ann Rheum Dis. 2022;81(3):315—

320.doi:10.1136/annrheumdis-2021-221795



OEPANEYTIKA:

v" 0.5mg/kg/day methylprednisolone iv (LoVAS TRIAL)

v’ 1g Rituximab Induction of Remission

v 0.5mg ente Cavir/ d ay oot orgen - trostenng’ | - 4y GPAMPA } L ....’?‘.’9.“!..:
v’ Ca/D3

v altnon mpoc¢ &ykplon teputapatidng

" statRTX | * [ Combine with GC? |+ Stant
(of MTX or MMF) L (oc avacopan’) _ RTX*or CYC )

\

\/ 1 A ! * Taper GCs to f—e )
Tporornoinon avidlaBnTikng aywyng Sy =t
after 4-5 months? may be considered” |

\

v' puoloBepareio/kvntonoinon
A —

! ! ! omission?  >—No—» Conm

ALLEoN KAWVLIKOEPYOLOTNPLOKH OVTOTTOKPLON \R ' eencan |

» E&unplo pe 40mg pred \Y/

\ 1

> P ET/CT Hellmich B, Sanchez-Alamo B, Schirmer JH, Berti A, Blockmans D, Cid MC,

et al. EULAR recommendations for the management of ANCA-associated
vasculitis: 2022 update.Ann Rheum Dis. 2024;83(1):30-47.doi:10.1136/ard-

MoykpeATIK CUMUETOXA?

OXI! «Autoavoon Maykpeatitidba lI»-BloPia: Tvwon-OAsypovwdelg
dnOnoelg






Avoyepnc artokAlwakwon Baon PEXIVAS/LoVAS:

uTtoTPOTI APOPAAYLWY Kol SEKATLKAC TIUPETLKAC Kivnong

8 eBdopada:napapovn ota 30mse:

»- OnUAVTIKA arnoppuBuLon tou XA2
»- VEO OOTEOTIOPWTLKO KaTaypo 02

ADVOCATE Demonstrates Avacopan’s

Superiority Over Standard of Care

@ Stop active vasculitis
-+

BVAS Remission*

25
>
&2
26 Weeks
o)
(D) 52 Weeks

Avacopan

Active
Comparator /
SOC Control

70.1%

54.9%

ADVOCATE

Primary Endpoints: Can avacopan therapy fulfill the pre-specified
statistical null hypothesis for the primary BVAS endpoints of vasculitis
remission at week 26 and sustained remission at week 52?2

p Value

p<0.0001
non-inferiority

[ p=0.0066

superiority

Numerically superior, statistically significant non-inferior at
26 weeks
Statistically superior sustained remission at 52 weeks

NpooOnkn Avocopan 30mg x2:

Maintenance of Remission l

Continue or switch to RTX for 24-48 months - -
[ (of AZA of MTX) J [ Induction of remission
(see upper panel)

continue GC taper / stop avacopan®

\
!
I T
_— Sustained ~——_ No ——> | Relapse
~~_Remission?_—

omiss
\;//

Yes

}
TGt
Yes

'

L Assess individual relapse risk, ]

comorbidities and patient preferences

'

Continue or stop
maintenance treatment

Hellmich B, Sanchez-Alamo B, Schirmer JH, Berti A, Blockmans D, Cid MC,
et al. EULAR recommendations for the management of ANCA-associated
vasculitis: 2022 update.Ann Rheum Dis. 2024;83(1):30-47.doi:10.1136/ard-
2022-223764

v\ erutuxnC amokAlpdxkwon 16" eBdopada:15mg pred

v' Udeon vooou

v" AAAA VEO 0OTEOTIOPWTLKO KATOYHO O12
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ONAv, 74 eTwWV, TOPATIEUTIETAL OTTO LOLWTN PEUMATOAOYO UE:
* Eumupeto

e KataBoAn-Mualyieg
e AmnwAela Bapouc

o KedalaAyia

* OAeypovwdec oUVOPOO ATTO EPYAOTNPLAKO EAEYXO

YTrorpotmrialouca
onueloAoyia amod
£Toug!

Alayvwan: Kpota@ikn Aptnpitida:
» “Halo Sign” o€ oTéAeX0C KOl LETWTILALO KA. KpOTADLKAC, AUDW
»  Yrakpwptakn Oulakitida dpdw (U/S puookeAetikov)

» Mpo 3unvou: evapén 60mg pred: Metpia Avtanokptlon (TKE:80,
CRO:60)

» Amo pnvoc: 50mg pred+162mg/W, sc, TCZ :'E€apon




AAAepyicc (-) Kanviopa (-) AAKOOA (-)
A.l.:Zakxapwdnc Awapntnc I, YmoBupeoelbiopog, NOM, ooteonodpwon

®.A: T4 50ug x1, ecopenpaloAn 40mg x1, pilevdépodpovartn 35mg/W,
methylprednisolone 40mg x1, Ca/D3 nuepnoiwg, tocilizumab 162mg/w

QEpel MpoodATWC:
 Taotpookomnnon: yootpitida, ouAwdng LoTtoc os PoABO
dwdekadaktuAou

* Moaotoypadia: Nriwg avénuevng ukvotntoc Aspdpadsvonabdela oe
HooxaAlaieg kolhotnteg apdw, aveu maboloykol popPwWHOTOC

 CTOAKKO: moAAarmAoi, oplakd dtoykwpevol Aspudadevec oTLg
LOLOXOALOLLEC XWPEC, OTO LECOBWPAKLO, TIEPLOLOPTLKA TTEPLE TNG KATW
KOLANG PAEPBOC KaL OTNV TTOPELD TWV KOWVWV AQyOVIWV QlyYELWV

* MRAaoptnG (12m petd): xwplic maBoAoyla oTIC ayyELAKEC SOLEC,
rnioAAamtAol StoykwpEvol Aspdadevec oe paoyallaieg neploxeg (16mm),
OTO HECOBWPAKLO, TIEPLOOPTLKA Kol oTtAnvopeyaAia optakn (15x4.7x10)



WBC

NE/LY
HCT/HGB
MCV/MCH
PLT

FIB
D-DIM

CRP

TKE
FER
SGOT

SGOT

11.300

6300/2860
11.6/34.7
86/37
114.00

751

1144

175

112
1360
11

18

PCT

vGT
ALP
UR
CR
NA/K
CA/P

LDH/CPK

nyoz
EPYOPA
AEYKQMA

NITPQAH

2,89

26

73

59

0.91
133/48
9.2/2.6

218/13

2-4
1-2

+

T.Pr

ALB

Glu

T.BIL

D.BIL

HbAlc

7.1

3.1

390

0.8

0.3

8.1

1890

201

259

122

17.8




HKI:SR Ro®/RoK:aveu maboloyiag
EI2ATQIH 2TO PEYMATOAOTITKO TMHMA:
EMNOYPETO-OAETMONQAEZ ZYNAPOMO

Et€0n os:
- Qoelc peBuAmnpedvilohovng 250mg iv
-runepokAAivn/Talofaktaun 4.5mg x4



NE/LY
HCT/HGB
PLT

PCT

FIB
DDIM
CRP
TKE

FER

SGOT
SGOT

3800/1200
28.7/9.1
82.000
3.7

677

2342

120

130

1688

7
10

vG

ALP 60
UR 56
CR 0.81

NA/K 132/51
CA/P 9.2/2.6
TROP 20.1
TG 300
LDL/HDL 58/7

* 3°24wpo, enideivwon:

* EUUEVOV EUTTUPETO

* KUTTOPOTIEVIOL OE > 2 OELPEC
e oTAnvopeyaAia

* uTtepTPLyYAUKEpLOOULULOL

* s|L-2Ra/sCD25:27.120 IU/mL,
sCD163:4.895 IU/mL

e >5 of the 8 HLH-2004 criteria
e Hscore:177 (54-77% probability for HLH)

* Evapén 2g/kg IVIG (140g)
e KAlpdkwon oe meronem 2g x3

NMAEON

AcBevnic kKAvripng, ue cofapn uuondee,
EUNUPETN UE EKTETAUEVO oldnua ava

odpKa
4



- K/ec OUpwv, alpatoc: otelpec pkpoPilwv

- loAoylko¢ EAeyx0C: apvnTLKOG

- IGRA: apvnTIKO

- ACE:42( edo)

-Avoooloytkoc: ANA:1/80 Ra-test: (-), anti-CCP: (-), c-ANCA: (-), p-ANCA (-),
anti-ENA(-), anti-SSA(-), anti-SSB(-), anti-Jo-1: (-), anti-RNP(-)

- AeUKwpa oUpwv 24wpou: 630mg

- Kapkivikoi Agikteg: CEA:1.5, aFP:3.17, CA 125:15, CA 19-9 <2
-NoAukAwvIKA Yriepyappoodatpvatpio

-B2-puikpoodatpivn:29,6<26

ECHO Kapdiag: xwpic Aotpwdn emwvéunon BaABidwv

CTOAKKQ: Acupadevec: moAarmAol paoyaAiaiot, umto /urtepkAeidiot, otnv
1UAN TOU OTTANVOG, KATA MAKOC Tou oTtANVIKoU dAgBLKoU Siktuou Kal yUpw
arto TO TIOYKPEATLKO TIAPEYXLU U, TtoOAAATTAOL omloBoTepLtovalkol,
EKATEPWOEV TWV PEYAAWVY ayyELwV, AayovLoL, TIEPLAOPTLKOL, TIEPLE TOU
aAAnpelou tpimoda, ortAnvousyadio 16cm



2. uvoyidovTag...

o 3

-Eptropero
-MuaAyieg
-Ke@aAaAyia
-ATTwAg1a Bapoug
-OA. Z0vdpopo
-N\eppadevottddeia
CST «|.!£pIKr']
g!Ig]IQKplQ"»

-EpTtTUpETO

-MuaAyieg
-KepaAaAyia

-OA. Zuvdpouo
-Eppévouoa
Nep@adevoTtabela
CST+ TCZ

KTTEPAITEPW
emoeivwon»

ATtO 7nuEpou
-EpTtTUpeTO
-Oidnua ava oapka
-OA. Z0vdpopo

-ETTiTaon
Nep@adevoTTaneiag

Qoeig CST+
AvTipikpoiaka

«HLH, TrpooOnkn
IVIG»

2TadIaKn
oTafgpoTroinon

AuBAuvon
EutrupéTou



YV V V

YV V V VY

AladpopodLayvwon:

Népowpa (Hodgkin / Non-Hodgkin)
Xpovia AEU@OKUTTAPIKI Aeuxaipia

Eidikég Nopweelc (Puuatiwon, BpoukEAAWGN, ZTTAAXVIKN
Aeiopaviaon, Toulapaiyia, N6oog atro Bartonella, lNupeTtog Q,
lotoTTAGopwon, EBV, CMV, HIV k.a.)

2. 0PKOEIdWON

GCA

Nooog Castleman (TAFRO)

loTiokuTTApwon atro KuTTapa Langerhans (LCH)



Bioyia KpOoTa@IKAG apTnpiag: pun d1ayvwoTIKO ATTOTEAECHA

PET/CT: ekTeTQMEVN, METPIWG UTTEPUETABOAIKN AgupadevorTrabeia o€ TPAXNAO,
MAOXAAIQIEC XWPEG KAl KOIAIQ, UE OUUUETPIKO TTPOTUTTO KATAVOUNG, UTTELETABOAIKOC
OIOYKWUEVOS OTTANVAC EVTUTTWON KAEPPOUTTEQTTAACTIKOU VOORUATOG, 8.0.
QAEYUOVWONC VOOOC»

Antibodies: Coxiella Burnetti, Bardonella, Rickettsia, Mycoplasma:apvnTika,
HSV2:apvntikad, HSV1, Adevoioi, HCMV: BeTika IgG/apvnTikd IgM

PCR: HSV1,2(-), Mycoplasma Pn. (-),HHV-7 (-), HHV-6 (-), HHV-8 (7.4X10°), HCMV (-
)

Rickettsia (-), Mycobacterium(-), Bartonella(-), Brucella(-), Borellia (-), Mycoplasma (-)




E¢aipeon kai Bioyia MaoxaAiaiou
Aeppadiva:

v" XQPIZ: KOKKLWHLOTA 1) OTOLXEIQ HETAOTATIKAC E€spyaciag
v' Yriootpodr BAACTIKWY KEVTPWY

v Yrieprhaoio peTatpyostSikwv GAeBLSIWY

v MIKpEC aBpoloEL MAOCUATOKUTTAPWY

v' Otk avoooiloToxnMLKA xpwon ya HHV-8

A

g NMoAveoTiakn, HHV8-NoO
P+0: crsmom e
LOLLIPOP + ONION-SKIN

I/h

Singh S, et al.
Castleman disease: diagnosis on cytology.
J Cytol. 2023.



ASYMPTOMATIC

SYMPTOMATIC

Castleman Disease

l Castieman disease lymph node (LN) I

-

Unicentric

1
-
Clinically multicentric
1
{ s 1
poems || 1aiopawic || MMV
|
$ 1
HIV + HIV -

More enhancing disease

Hyaline vascular pathology
Plasma cell pathology

el

Multi-focal LN and systemic features

Chen LYC, Zhang L, Fajgenbaum DC. Expert Perspective: Diagnosis
and Treatment of Castleman Disease. Arthritis Rheumatol. 2026
Jan;78(1):12-25.



JN':.'/I‘,' diagnosed MCDll
v
HHV-8 Positive MCD HHV-8 Negative MCD|

A4

MCD+PEL:KS

MCD alone MCD+KS

> R-Dox ] ’
> Retreatment upon > Specific therapy for
Assess severity relapse ‘ PEL
Inadequate
Response
l A O 1 ]
Asymptomatic Mild symptomatic Selere TG | G Kr] u 0 K I u u Kw 0 r]
> Monitoring labs > Rituximab [> R-Dox/R-Etop
and HHV-8 viral D Retreatment upon | > Retreatment upon
relapse relapse

load

T /héov éveu aywyic, YOESH

Y
Continue therapy > R-Dox/R-Etop Inadequate re
D> Retreatment upon
relapse
] > Individualized
further therapy

A4
Consult CD expert / Continue IMID +
Inadequate ';"""‘”"‘e Consider IMID Steroids
Response esponse &
l Consult CD expert

A A
[ Consult CD expert ]

Rehman MEU, Chattaraj A, Neupane K, et al. Efficacy and safety of regimens used for the treatment of
multicentric Castleman disease: A systematic review. Eur J Haematol. 2022;109(4):309-320
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12TOPIKO

04/2025

l l 2A2, DVT (02/2025),

Avdpac 68 eTwv FOMN,
XOAOAIOIAZH

AAAepyiec (-)
Kanviopo(-)
AAKOOA (-)

Owk. lotopko (-)




‘Evapén vocou

ATO 4unvou:

e dpAeypovwdec cuvdpopo

e avalpia (opBoxpwun, opBokuTTOPLKA)
e Avad. SeKATLKN TTUPETLKA Kivnon

e aduvapio- kakovyia

e ApBpalyiec

e anwAela Bapouc 7-10kg amo 4 pnvou

e Ao 10 nuEpou emipovn kKedpaAaAyla HETWTTO-BPEYUOTLKA,
vplopevn pe AnPn mopakeTatuoAng kot aAyog otn facn tng
PLVOC UE oldnua Ko Evtovn evaoBnoia otnv YnAadnon.




HAektpodopnon:
QVWHAAN KOUTTUAN OTNV
TLEPLOYXN TWV Y-OPaLplvwv

Epyaotnplako MpodiA

E-E
HB 12.5 g/dL
MCV 90
MCHC 30
WBC 5100
NEUT 71%
TKE 108 mm/1h
CRP 167 mg/l
SGOT/SGPT 30/31
UREA/CREAT E.®.O
IgG 1870
Ferritin 1500ng/mL



Awepelvnon

Bloyia puelov (-) (rud.
opxopevo MAZ-AVEU KALVLKNC
onuooiag amo EKTLUWVTEC
QLUATOAOYOUC)

CT OAKKO (-)




Alepevvnon

Bloia kpotadtknc (-

gevapén avtiBlwonc eupewc paopatoc, Udeon

TIVEULOVLKA OtNOnpata Kal 2 pikpa olldLa-aveu KALVIKNG onuoaolog




Awadopikn dtayvwon

avn oLayvwon




Oeparneia

* Koptikootepoeldn IV kot p.o = BeapaTIKA oVTOOKPLoN
* Tapering GCs <12mg - vumotpornn 11/2025
* Tocilizumab sc = amnotuyia

* 12/2025: ZoBopr uTtOTPOTN Kal VOONAELQ PUE EUMUPETO, EVTOVN KATAPBOAN,
SLaxuto Kolhlako aAyoc—> total work-up (-) (CT AKKO, CTA kotAlag, CTPA, MRI-
‘ MRCP, avoooAoyLKOG emavEAEYXOC, AOLLWELOAOYLKO TTAVEA, UTIEPNXOC KOPSLAC,
20 PET)

\- AM\epykn avtibpaon oe iv tocilizumab

. {evaluation dtayvwonc—> autoinflammatory?



KAwvikn mopeia

OVTLOPAOELC

empapuvon (ewkova o. POTS

HB

MCV

MCHC

WBC

NEUT

TKE

CRP
SGOT/SGPT
UREA/CREAT

Ferritin

30
5100
71%

140 mm/1h

400 mg/I
60/65
E.®.0

2000ng/mL




* Evapén kineret 100mg sc daily—=>un
QVTOTIOKPLON KoL COBAPEC TOTIKEC AVTLOPATELC

\& :Y;"? S R

- [ S
{ N ..’-“, 3 2



2YNEXEIA
AIEPEYNH2H2

3" voonAsia—>Néo OMB + KuttapopeTpiat ponc + yovidlakog EAeyxog =2
+ ATUTIO KAWVLKO MANBUOO yla B-AepudokutTopa

sCd163+sCd25 €.¢.0

Bloyia nmatog (xwplc dlaitepa euprpata)

Boyia Almoug yia apuvAosidwon (-)

Xopryynon iv Anakinra 300mg/day ywa 3npépec—> not effective
Xopniynon GCS>50mg iv—> mapodikn BeAtiwon

3° PET Scan—>

Néa 4" voonAeia emi peiwong GCS pe idlo cupnTwHOTOAOYLO CUV ELKOVA
TIEPLTOVOLOMOU, ELOOYWYN O XYK KAWLKNG HE E€KOva Ofelag KolAlag,
dAEYHOVN G LECEVTEPLOU KAl TAQCTPOV

BeAtiwon pe aviBlotikn aywyn Kot avénon tng koptilovng
NE€a koAovookomnnon (-)

AlevepyeLa AOTIOPOOKOTILKA. OKWANKOELWSEKTOUNG Kal Blodiag peosvtepiov
(eupnuata ocupBata pe dAeypovwdn avtidbpaon- GAeyHOVWOELG
dnOnoslg, EOTLEC AUTOVEKPWONCG, gvanobeon LVLKAG,
HULKpOOPOUPOL LVIKAG O TPLXOELON ayYEla, XWPLC VEKPWON TOLXWHATOG)



OMB-Vacuoles




Hpepopnvia: 13/3/2026

[ 4
Eiso¢ eféraong:
AMnhoiyion Néag Mevidg (Next Generation Sequencing) opddag yovidiwv
Opadeg yovidiwv ou avahi@nkav:

[ 4
Autoinflammatory disorders (Genomics England Panelapp, v2.0)
Primary immunodeficiency or monogenic inflammatory bowel disease (Genomics England Panelapp,

v8.0)

Amoréheopa:

Awigvelmke 1 voukheomdikry avmkardotaon ¢.118-1G>C oto yovidio UBAT (NM_003334.4) oto
¥xpwpdcowpa X. Mpokemar yia mapahhayr] oTo onueio pariopatog Tou e§wviou 3 Tou yowdiou UBAT. H
mapahhayr) aviyvelBnke pe khdopa ahhomwpévou arhnhopdppou (Variant Allele Fraction, VAF) 77%,

U BA]. I‘lstd}\xagn oupBarol pe cwpankr peTahhagn.

] NaBoyova km mBowig TaBoyova euprjpata oto yovidio UBAT (OMIM 314370) oyetifoviar pe mv
av LXVE U Oll.ln (C. 1 18‘ eppawvior Nwrigiag puikig arpogiag Titrou 2, X-guioouvderng, pegikrg (OMIM 301830), ou
khnpovopeima pe guiooivieTo uTohemopevo yapakmpa, ko IuvBpopou VEXAS, owparkig

1G>C), VAF: 77% TpoéAeuong (OMIM 301054).

To ouvipopo VEXAS mpokoheital amd cwpatkéc petaAhdieg oto yovibo UBAT, ol omoieg
eppaviCovian o aiporronmkd BAacTokUTTapa Tou puehol Twv ooTwv Kal odnyouv om dnuioupyia
khwwviol TAnBuopol apoTronmkuy kKuTTdpwy. Mpokemal yia omavo autophey povindeg olvBpopo pe
eppdwion omy evijhikn Jwr). Ex@nAveTal ye peupaToMOyIKEG KOl OUOTNUATIKEG exBnAwoEelg, OTwg

D N MT3 A (+) N G S utToTpOTMIAfoVTIa TTUPETO, @AEYHOV TOU BEPUATOS KOl Twv TIVEUUOVWY, XovBpmda Twy TITEpuyiwy Twv
’ aumwy kai Mg pvag, ayyeimda, v Tw Bader pAePikr] Bpoppwon ka apBpakyies. O epyacTpiakds

A ! VAF o 37(y Eheyyog avadewvier Tpoodeutikéc  aiparohoykéc  SioTapaygég, cupmephapBavopévwov G

l-lU E 0 U ] 0 pakpokuTTapikris avaipgias km g Bpopfomeviag, kabwe km augnuévous Seikteg pheypowic. H Boyia

pueAol Twv ooTuwv ouvrBwe katademvie! kuttapoBpiBea kan cupripata cupBatd pe dusThacgia [1].

H vouxkheondir] avikatdotaon €.118-1G>C oto yovilio UBAT £xen karateBel pia gopd om Baon
Bedopeviov ClinVar (ID 1298353), 6mou xapakmpiletal wg edpnua ayvwomg kAMKNG onuagiag. Aev

To edpnpa ¢.118-1G>C oo yovidio UBA1T tafnvopcitar wg miBavweg mabBoyovo (class 4), Baoe Twv
Kprmpiwv Tafnvopnong tou Apcpmdvikou Kohheyiou latpikris Meverkr)e wan Mevwpkrig (American
College of Medical Genetics & Genomics, ACMG) [3].

ZUCTAVETOI YEVETIKI] UM BOUAE UTIKT).



Timeline

‘Evopén ouUMTWHATWY
(12/2024)

02/2025: DVT

04/2025: 1n voonAeia

11/2025: umtotpornn-
évapén tcz sc-treatment
faillure

12/2025: coBapn-
enipovn €€apon
(koptikoe€apTwpevn)-2n
voonAeia

01/2026: evapén tcz iv-
aAAepyia Kat Evapén
kineret sc daily

02/2026: véa cofapn
umoTpom, 3n voonAeia,
kineret iv-amotuyia, 4"
voonAela-oeia kolhia,
aviyveuon UBA1 -
Stayvwon




Awayvwon-TeAwkn Oepaneia

Yuvbpopo VEXAS

‘Evapén ruxolitinib 10mg/day
(JAKi 1/2)

BeAtiwon pe Udeon KAWVIKAG
KOl EPYOLOTNPLAKNAG ELKOVOG,
QVAKTNON CWHATLKOU Bapoug
Kol AELTOU pYLKOTNTAG-tapering
GCS<32mg p.o

2 UAVEC HETA VEQ UTIOTPOTN
oe GCS 16mg p.o-->auénon
ruxolitinib ota 20mg kat
avénon twv GCS kat avapovn




Zuintnon

2mavio cUvOpouo

Avdpec >50

DAeypuovn + aluotoAoyLlko voonua

KopTilkoséaptwpevo —Udeon o€ LeYAAEC OOOELC
KOPTIKOOTEPOELOWV



Head & Neck:

Fever

Periorbital edema
Nose chondritis

Inflammotory eye disease
Ear chondritis

Sensorineural hearing loss =l

T

Thorax:
Pleural effusion

Neutrophilic alveolitis

Myocarditis

Bone marrow: Abdomen:
Myelodysplastic syndrome
Multiple myeloma Heparosplenomegaly
Cytopenias
Vacuoles in myeloid
and erythroid cells

Colitis

Musculoskeletal: Pelvis:

Inflammatory Orchitis/

arthritis epididymitis

Cutaneous: Lower
extremities:

Neutrophilic dermatosis

Medium-vessel vasculitis

Leukocytoclastic vasculitis Deep vein
thrombosis

DOI: 10.1182/blood.2021011455
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Red Flags

Pwikn xovépitida

FUO

DAeypovwdec cuvdpopo
HratopeyoAia

DVT

Vacuoles

Meoevtepitida

Neploplopéva  dAsypovwdn
TIVEUMOVIKA  StnBripata Kot
dAeypovwdn olidla

KAwvLKA alpormoinon

‘EVTOVEC TOTIKEC OVTLOPACELC
o€ anakinra


https://doi.org/10.1182/blood.2021011455

ACRS guidance statement MARCH 2026

Llll\.: riraanny }}dLllUlUsl\. lﬁlelﬁ!.la\fsalfsé\i!cllpelétu\'ré_s .(’ll}llbdl WL llblllc‘llUlU‘!__

. M is3or M ic A i . . . .
acrocytosis™ or ac.rocytlc femia When to consider testing for somatic UBA1 variant
. MDS or Myelodysplasia

. Thrombocytopenia* e e e e e e e e e e e e e e e e e e e e e e e
*  Monocytopenia® Pre-test probability is higher for MALES compared to FEMALES

Major Disease Features (DF):
*  Fever of Unknown Origin
. Auricular and/or nasal chondritis

. Neutrophilic dermatosis or neutrophilic urticarial dermatosis (Bx) /
. Leukocytoclastic vasculitis (LCV) or leukocytoclasia (Bx)
*  Non-infectious periorbital swelling BMV? 22 HF 1HF 0 HF
. Unprovoked or recurrent deep vein thrombosis
. Unprovoked or recurrent superficial thrombophlebitis + + +
»  Steroid dependency®
>1 Major DF 22 Major DF 23 Major DF
Minor Disease Features (DF): OR OR OR
. 3 . . . _ ) 1 Major + 2 Major +

* Recurrent, non-infectious scleritis, episcleritis, uveitis 22 Minor DF > 2 Minor DF > 2 Minor DF
* Erythema nodosum (Bx)
* Recurrent urticaria / urticarial plague
* Injection site reaction to anakinra l J l
* Steroid responsive, non-infectious ground glass opacities v

+ Inflammatory arthritis

» Vasculitis (any size), relapsing / recurrent or with lack of response to SOC’
* Pericarditis / Myocarditis Testing strongly recommended
* Nephrotic syndrome with renal amyloidosis (Bx)
* Interstitial nephritis (Bx)

DOI: 10.1002/art.43287
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Modern Rheumatology, 2026, Vol. 36, Issue 2, 307-312
doi:10.108%/mr/roaf035
Advance access publication date 9 October 2025
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Treatment Algorithm For VEXAS Syndrome

Genetic Diagnosis of VEXAS [
Require CS = 10mg/day - Close followup | %%
for more than 4 weeks I
, Relapse
l"ﬂ?;n":a:."ry - %| Start Corticosteroids * P
manifestations
Controlled with CS dose < aring
10mg/day of prednisone - S gent
|
No response
Manifestations Anti-IL6
Cytopenia . Anti-IL1
Transfusion dependent JaKi
Myelodysplastic syndrome

MSD/MUD 10/10
PBMC or BM
FluMel > FB2 ?
PTCY/MMF/Tacro >

DOI: 10.1002/art.43287
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VEXAS vs AOSD

AOSD: IL-1 driven,

VEXAS: ferritin ToAU vPnAn, Kowd:

hyperinflammation

UBAZ1,vacuoles, blood TmtoAvopoyovitida,
malignancy >50 age ggavonua,
dapuyyoduvia




Diagnostic Approach

! FUO - exclude

infection and
others

Think
autoinflammatory

Check steroid

response Ferritin T

-
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T ékava mov dev enpene; T Ekava ZAZ!

mov Enpene; 11 Empene va KAvw Ka

OLV TO EXUVL
(Mubayopas, 60s ar.x.X)




