’ 3%\ EMIETHMONIKH
O N/ ]

GTIKI cUZATNON NEPIGTATIKWOV
“re¥s s

08-11 NMépTo XEAI,
Madiou 2025 TNMeAonévvnoog
gevosoxeio AKS Porto Hel -

S1adIKTUAQKN napakoAoubnon

S AN,

[TAPOY ZIAXH IIEPIXTATIKOY

A0Bevi¢ e ocLUOTNUATIKO GKANPOSEpUa tov eppavidet puoacitida

'adn XovZava: Atevbuvtpla Pevpatoloyikng KAvikng TNA KAT

Y XoAlaotpla opthiag: Melayia Katowpmpn, Atevbuvipla EXY

Mapia MNavvomovuAou: Eldikevopevn Pevpatoloyikng KAtvikng FNA KAT



NO CONFLICT OF INTERESTS

PYEL KOl GUYKPOLOT



AcBevic Ue yvooto totopiko SScl ko ILD (15/07/2023)

KAwvin ewova

Raynaud, EAkn dakTUAWYV, okAnpodepuia, apBpitida kat velchro
Baoswv.

O¢parteia

AKETUAOOAALKLKO 0EL 100mg/nuepa, vipedimivn 10mg/nuepa,
Booevtdvn 125mg/nuEpa.

Ecopenpaloin 40mg/nuepa, HUKOPALVOALKO 0EL 2x2gr/nuepa Kat
oXNua pe LhompooTn.

Nintentanib-> pn avoxn
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Epyaoctnproxd

ANA (+) 1/320 kevtpopeptdiov, CT Bwpakog pe potuto NSIP.
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EPTAYXTHPIAKA EIXAT'QI'HX 15/07/2023

E¢€taon Twn E¢€taon Twn
AIMATOAOrIIKEX

WBC 15500 (75/11)

Hb 15

Ht 46,2

PLT's 324000

TKE 8

BIOXHMIKEX FENIKH OYPQN ()
CREA 0,55

Ur 67 MIKPOBIOAOTIIKEX

ALP 80 CRP ®)
CPK 57

LDH 222

SGOT 33

SGPT 31
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Born 06-Feb-1962 (63y)

[IOPEIA - 15/11/2023

= 3 Unveg Peta @ KAvikn ekova
H acBevi¢ mapovaoialel EumUpEeTO Kal PUiK
dLoTIVOLa KOTIWOEWG aduvapia ov odnyei og vea
TPOOOEVTIKA CT Bwpakog.
eMLOELVOVPEVNG.

A4S Evpiuata cvupotd e OP

[MTUKVWTLIKEG E0TIEG MEPLPEPLIKA TWV TIVELHOVWY, TIAXLVON
TEEPLBPOYXLKOU KAl TIEPLPEPELAKOV JECOU LOTOU, BPOYXEKTACIES KAl
Oappr vaiocg.



IIOPEIA - Epyoaotnplokda

AvEnUEVOL OelKTEC

CPK: 1000, LDH: 453, SGOT: 40 (34), SGPT:29, TKE: 35, CRP:
0,94 (<0,3)

K/a aipatog kat ovpwv (-), quantiferon (-), BAL (-)

EotaAn veog avoooloylkog eAeyxog: ANA SCREEN + MYO
SCREEN

PFT's - ZoBapn emdeivoon

02/08/2023
FEV1 58
FEV1/FVC 80
DLCO 56

KCO

20/12/2023

56

82

35

47



IIOPEIA - O¢gpartteia

AvOoGOAOYIKOC EAEYYOC

Mapoucidlel Ro52 oxupa 6stika (+), UTRNP(+)

Oepatteio O1GMOOMNG

Awakort cellcept kat evap&n 3 KOUKAWV KUKAOPWoPauidng + y-
opapivng

AvtaTokpion

H acBevnc mapapevel otabepr) ahAa oxl BEATIWPEVN

Rahaghi, F. F., Hsu, V. M., Kaner, R. J., Mayes, M. D. Et al. Respiratory research, 24(1), 6. https://doi.org/10.1186/s12931-022-
02292-3
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Borm 06-Feb-1962 (63y) sender Female

ITOPEIA - YTtotpoTn

KAwvikn eikova XUttt
4 priveg HeTA N AcBevVNC «  EpmopeTto
TIPOOEPXETAL PE VEQ - ApBpitda
CLUTITWHATA.

«  Mvomnabela

ATIEIKOVIOTIKO

CT Bwpakog cupBatn pe opyavoupuevn nivevpovia (OP)




Opyavovuevn Ttvevlovia (OP) LUNGS

Opiooc

Mn €101Kr anavtnon Twy TIVELPOVWY O€ dLAPOPEC KATAOTACELG.

C{:?j) Aevtepoyevic OP

[Mapoucia VTIOKEPEVOL atTiov OTIWGS AOLPHWEELS KAl vOool

OLVOETLKOUL LOTOU.

r) Kpvtmtrtoyevrigc OP

Amovoia avayvwpiolpou attiov (COP).



ATA®OPIKH AIAI'NQXH OP

Karnyopia Nadnosig / AiTia AiapopodiayvwoTiKa ZToixeia

Aolpwdn aitia

dappaka

AuTtodvooa voonuata

Idlomtabng (COP)

KakonOeleg

AKTIVOBOAia

MeTtapboyxeuon

AAAeq attieg

BakTnplakég, loyevelg,
MUKNTIAOLIKEG AOLUWEELG

Amiodarone, Bleomycin, MTX,
Nitrofurantoin

PA, ZEA, ZkAnpodepuia, Muooitideq
Cryptogenic Organizing Pneumonia
MapaveonAaouatikd, Aépdwpua,
Kapkivog

Post-radiation OP

HSCT, solid organ

Ewopéonon, unepeualodnoia,
loxatuia

MupeTdG, CRP T, BETIKEQ
KaAAlEpyeleg ] PCR, BAL+

XPOVIKY) CUOXETION ue ANYn
dbappakou

AUTOQVTIOOUATA, CUCTNUATIKA
ouurnTOuata

Anouaoia attiag, KaAr anavtnon oe
KOPTIKOELDN

Juvunapén 6ykou, LOTOAOYLKN
emBepainon

AVATOULKY KAl XPOVIKT) OUOXETION
HE aKTIvoBepareia

GVHD, LOTOPIKO HETAPOOXEUONG

loToptkd, HRCT, Blowia

Arenas-Jiménez, J J et al. "Organizing pneumonia." Radiologia vol. 64 Suppl 3 (2022): 240-249.

@ ERS



KAvikd yapoxtnprotikd OP

Emonoroyio

Meoog 0pog nAtkiag 50-60 €1n

KAwvikn ewova
(D Mn Tiapaywylkog Brnxag, duomvola Kal EUTMUPETO

Aev avtamokpivetal ota avTiBLoTiKa

Bootwka yopoktnplotikad

Apeon avTanokpLon oTta YAUKOKOPTIKOELON Kal UTIOTPOTIN
cl) oTn MpoomabEeLa peiwone Tne

AUTOHATN LTIOCTPOYN KAl HETAVACTEVTIKOC XAPAKTNPAG

Twv BAaBwv




2ovottapéEn NSIP/OP

ddaopa Ttaboroyiog

w

ddopa avti yia OLaKPLTEG OVTIOTNTEQ

AMnAosTiikdAoyn

Y UVUTIAPXOULV N HETATITITOVV ATIO TO £va OTO AAAO

Flare Pattern

OP prmopei va eivat e€apon mavw oto NSIP

& Kown avocoloyikn Bdon

Ro52, INF pathway

Edv 6oupue OP og CTD-ILD ac6evr) opeiloupe va eVICXUGOULE TNV AVOGOKATAGTOAI (EVEPYOTNTA VOGOU).

Enomoto, Noriyuki et al. Respiratory medicine vol. 174 (2020): 106201.



[IOPEIA AXOENOYX - O¢partteia

x'w?yc_opheno‘@&
mMofetil .

ATtoKAeLoPOC AolpwEewy Kal evapén solumedrol 20mg. BeAtiwon KALVIKNAG KAl EpyAcTnPLAKAG €lkovag (mtwon CPK 1000 — 670).

Blopia puog pn dlayvwoTiKr).

TeAwkn Beparneia pe MABTHERA Kat JuKo@alvoALlko o0&V e BeapaTikr KALVIKA KAl epyactnplakn BeAtiwon.



EUROPEAN RESPIRATORY JOURNAL
ORIGINAL RESEARCH ARTICLE

J. MANKIKIAN ET AL.

Rituximab and mycophenolate mofetil combination in patients
with interstitial lung disease (EVER-ILD): a double-blind,
randomised, placebo-controlled trial

Julie Mankikian®, Agneés Caille*>, Martine Reynaud-Gaubert®®, Marie-Sara Agier®, Julien Bermudez*?>,
Philippe Bonniaud™®, Raphael Borie ©%'°, Pierre-Yves Brillet'!, Jacques Cadranel'?,

Isabelle Court-Fortune®®, Bruno Crestani 99’10, Marie-Pierre Debray”'*, Emmanuel Gomez®?,

Anne Gondouin'®, Sandrine Hirschi-Santelmo®’ Dommnque Israel-Biet'®, Stéphane Jouneau ©%2°,
Karine Juvin'®, Julie Leger?, Mallorie Kerjouan®®, Charles-Hugo Marquette ©®**, Jean-Marc Naccache
Hilario Nunes??, Laurent Plantier ®%%, Grégoire Prevot25 Sébastien Quetant26 Julie Traclet?’,
Victor Valentin ©*°, Yurdagul Uzunhan ©%°, Lidwine Wémeau-Stervinou®®, Theodora Bejan-Angoulvant
Vincent Cottin ©@*’ and Sylvain Marchand-Adam ©%%% on behalf of the EVER-ILD investigators and the
OrphalLung network

12, 22

29, 30



EVER-ILD: MeAét amotelecpatikdtntog R t . b
ITUXima

efficacy

2KOTIOC [eAETNG

A&loAoynon tng mpoacbnkng Rituximab otn BeATiwon avamveuoTIKNG AELTOVpYiag o acBeveig
pe CTD-ILD (NSIP pattern).

10.00 f
=
;]
[Tpwtedov katainktiko onpeio (Primary Endpoint) i) —
i 1]
MetaBoAn tng FVC pred. 2200 — =
o ] %,
EYPHMATA
020 —

+1,6% o€ Rituximab+MMF
-2% o€ povoBeparneia pe MMF 1000 —

Alagpopa (+3,6%) (p= 0,0273)
5.00 —

500 200 200 200 2001

INTERSTITIAL LUNG DISEASE

Aocpdlela

YoBapeC avemBUUNTEG EVEPYELEG TIAPOHOLEG Kal 0Ta 2 oKEAN (Kupiwg LoyeveELR).



EVER-ILD: Khwviké
cLUTIEpAG T

537% 197%

SSc IM

[10CGO0TO A0BEVWY PHE GUOTNUATIKI) [MoocooTO acBevwy Pe PAeyHovwWoN
OKANpuvon otn JEAETN pvotadeLa

H npooBnkn Rituximab cto MMF mapexel onpavtika MAEOVEKTNUATA OTNV
AvVATIVELOTLKN AELTOLPYLQ KAl OTLC OOKLPAGLEG TIVEVHOVLKNAG AetTovpylag
Kat PFTs xwpig onuavTikn emBapuvon TG acpaielag.




Ro52/ TRIM21: ITaBogpucioloyia

MpwTteivn (evbok. MopLo) Tov oxeTieTal ge TNV pLOULON TNG AVOCOAOYLKNG ATIOKPLONG

Q@

Agrtovpyia

YUPPETEXEL OTNV anodopnon AAAWY MPWTEIVWY HECW TIPWTEACWHATOC KAl oTNV pLOULoN Tapaywyng INF1

PvOuietikog pohog

@

‘Exel pOAO pUBULOTLKO KaL TIPOOTATEVTIKO BonbwvTtag va pnv urdp&el LTEPBOALKI) AVOCOAOYLKN

gvepyormoinon

Anti-Ros2

Epmodicel tnv kavovikn Aettoupyia tov Ro-52

ATtotéheca

Av€npevn apaywyn INF1 kat pAeypovwdng anokplon



Anti-Ro52: Klvikn onllacia

Table 1
Frequencies of anti-Ro52 antibodies in connective tissue diseases.
Disease Anti-Ro52 frequency, %
Primary Sjogren syndrome 37% [22], 67% [43], 75% [42]
Systemic lupus erythematosus 42% [42], 50% [58]
Systemic sclerosis 8% [65], 20% [47,66], 35% [67], 38% [68]
Myositis 30% [73], 35% [42]
Dermatomyositis 17% [42], 21% [73]
Antisynthetase syndrome 29% [77], 40% [75], 43% [76], 58% [74]
Mixed connective tissue disease 29% [85]

To avtiowpa Anti-Ro52 avixveveTal o€ TIOLKIAQ AUTOAvVOOA VOO UATA, HE LYNAOTEPN CLXVOTNTA OTO CLVOPOUO Sjogren Kal TIG PAEYHOVWOELG puOTIABELEG.

Decker, P., Moulinet, T., et al. Autoimmunity reviews, 21(3), 103013. https://doi.org/10.1016/j.autrev.2021.103013



https://doi.org/10.1016/j.autrev.2021.103013

Anti-Ro52: IIpoyvootikn aéia

Avénuévn bovotta LD Avclevnc Tipdyvmon OepaTlevTIKY TIPOGEYYIO
H mapouacia tov Anti-Ro52 oxetidetatye  Xvoxetidetal ye vnotporualovoa i ATtalteiTal EVTATIKI AVOCOKATACTOAN
avénuevo Kivbuvo dlapeonc Taxewe e€eAlooopevn dlapeon Kal 0TEVN TtapakoAovdnon.

TIVEVOVOTIAOELAG. TvevpovomnaoeLa.



Overlap myositis/Scleromyositis

Overlap Myositis Scleromyositis

AvTtodavoorn puooitidoa pe aAANAOETILKAAUTITOPEVA > uVOTIapEN CLOTNHATIKAG OKANPLVONG KAl PAEYHOVWOOUC
XAPAKTNPLOTLKA AAAOU VOO |HATOG CUVOETLKOU LOTOU. puotadeLag.

[Mapoucia auToavTIoWHATWY TIou dEV avevpiokovTal cuvnBwWG H SSc €lval To 1o cuXVO AVTOAVOCO VOCNUA TIOL CXETIeTAl
oTn pvooitida. e OM (40% TwvV MEPLTITWOEWYV).

Epugavidel 1dlaitepa KALVIKA KaL EpyacTnplaka

XAPAKTNPLOTIKA.

Giannini, M., Ellezam, B., Leclair, V., et al. Frontiers in immunology, 13, 974078. https://doi.org/10.3389/fimmu.2022.974078



https://doi.org/10.3389/fimmu.2022.974078

Scleromyositis: KAvikd kou
IotoTtaboroyikd XopoKTnpioTika

&

Mvixn) Epmioxn © IlolvovoTnUOTIKN

XapaKTNELOTLKN KATavoun Epmoxn

HLIKNG aduvapiag, ocuxva Mvevpovikn ivwon, Kapdlakr)

OTOUC €YYUG PUEG. EUTIAOKN KAl YOOTPEVTIEPLKEQ
dlatapaxeg.

[otoTtaforoyia

XapaKTNPLOTIKEG ayyelonadeleg pe MoOAAATAACLAoPO TNG BACLKNG
HepBpavng.

EvboBnAlakn) evepyotoinon mou dev mapatnpeitatl oe AAAEG HOPPES
pvooitioag.



Alayvootikd kpriplo Scleromyositis

KAvikd yopoktnpiotikd Avtoavticolato
or
>uvOLACHOG CLUTMTWHATWY SSc Kal 5 Mapoucia CUYKEKPLUEVWY
pvooitidag AU TOAVTIOWUATWY
ATIEIKOVIOTIKA EvprUaTa ) [otommaboroyikd svprllota
>uvbuaopog evpnuatwy ano MRI XapaKTNELOTIKA EVPAPATA ATIO YUK
pnowv Kat CT Bwpakog Bloyia

MNapoTL dev vmapyovv emicnua dlayvwoTLka KpLthpela, N dtayvwon Bacidetal 0TovV cLVOLACHO TWV TIAPATIAVW OTOLXELWV.



OepaTlevTikn TIPOGEYYIoN
Scleromyositis

) Koptikootepoeion
{.}/’
Mpwtng ypauung Bepamneia ye mpoooxr oTov Kiviuvo VEPPIKNG Kpiong.
AvVOGOKOTOGTAATIKA,
E® MuKo@aLvoAAdTn HOPETIAN Kal KUKAOPWOPaPidn wg Bepaneiec
e 6eLTEPNG YPAUUNG.
Managing
Autoimmunity, , :
restoring balance’ Bloloyikol Ttapdyovteg
G Rituximab dlaitepa o€ AvOEKTIKEG TIEPLTTTWOELG PE TIVELHOVLKN

OULHUMETOXN.

MeAlovtikég katevBoveelg

ATtattouvTal TEPALTEPW PEAETEC Yla KABLEpwon BEATIOTWY
BEPATIEVTIKWY OTPATNYIKWV.




2VUTIEpACOTOL

[TIvevovikn) cueTOYM

Epgpavidetal pe motkida npotuma (NSIP,
OP) kat avtavakAd evepyotnTa vOoOU.

EVER-ILD

H xprjon Rituximab + MMF BeATiwvel Tnv
FVC kat PFS og aoBeveic pe NSIP.

L

G

Pattern OP cg NSIP

YriodnAwvel e€apon Pe avaykn evioxuong

AvVOOOKATAOTOANG.

Anti-Ros2

>xetidetal ye av€nuevo kivduvo ILD kat
ETULOETIKN AEYUOVWON TIOpELQ.

H scleromyositis avayvwpidetal TAEOV wW¢ EEXWPLOTH VOCOAOYLKI OVTOTNTA PE XAPAKTNPLOTIKA ayyeLlonadelag, TOAVCLUOTNUATLKNA

EUTIAOKI) KAl CUCXETLON JE CLUYKEKPLUEVA AUTOAVTIoWHATA.



Evyopiot® yio tnv TIPOoGoYN GOG

O,TL oov cupBaivel, cLVERN yla eogva. HTav @TIayPEVO yla ECEVA.
ATtodeE0L TO Kal TIPOoXwWpA.

Mapkog AvpnALog




