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[lepiypaupa TTAPOUCIiacnG

1. AvTiowpua oXeTICOMEVO UE HUOTITION

2.




1° MepIOoTATIKO

*["'uvaika 62 eTwv

AT 3 prjvou gaivouevo Raynaud, apBpalyiec yIKpwv apBpwoewV XEPIWYV KAl YOVATWYV
*AvaokKOTTNON CUCTAUATWYV: TPIXOTITWAOT, PwToEUaIobnaia, APOec oTOUATOC, ENPOCTOMIO

*KAIVIKI) €CETAOT: CUUMPETPIKI apBPITIOO NETAKAPTTOPAAAYYIKWY KOl HECOPAAAYYIKWY apBpwoewv

*ATOMIKO 10TOPIKO: aAAEPYIKO AoBua

*Alaxutn uttepyapuacaipivaidia, ANA -, RF- Anti-CCP- ENA-, APLs-

- AvTi-Ku+



2° MNepIOTATIKO

['uvaika 30 eTwyv
ATTO 15 eTiag XeIMETAWDEIC BAGRBEC pIVOC KAl DAKTUAWYV

Y110 udpocuxAwpokivn Kai TTEVTOEUPUAAiIVN (Aidyvwon depuUaTIKOU AUKOU)

AvookOTTnon cUuoTNPATWY: CUXVA aioBnua TTAAPWY Kal ETTEICODIA TaXUApPPUBUIwY,
OUOTIVOIa OTNV KOTTWON




2° TNePIOTATIKO (CUVEXEIQ)

Neukotrevia, ANA+ 1/160 TTupnvioKIKOG TUTTOGC, DIAXUTN UTTEPYAMMAT@aAlIpIVAIia

CT Bwpakog: YPAPMOEIDN IVWON OTOIXEIO OTIC TIVEUUOVIKEC KOPUPEC

2TTIPOMETPNON TIVEUNOVWY OTATIKOI/ QUVAMIKOI OYKOI K¢

Tripplex kapdIA¢ @uUaIOAOYIK ) GUCTOAIKI AEITOUPYIQ XWPEIC TTVEUUOVIKI UTTEQTAON

MRI KapdIAg: eupriuata TPpOc@PaATNG HUOKAPDIOKAG PAEYMOVAG, ApXOMEVN DIAXUTN
MIKpOivwon

AvTi-PM/Scl100+



3° TTEPIOTATIKO

> yevv. 1964, epuBpodepuikr) wwpiaon atrd £Toug, KOTTWOoN, AlwOIES, TTEAPATIAIO
ATTOVEUPWOITION

»=—npo¢ Brixag, duoTtrvola Tutrou XAl (un KatvioTpia)
HKANPOVOUIKO aVANVNOTIKO: UNTEPA PE AEUPWHO

+AvaokotTnon cucTnUAaTwV: ApBpalyiec NXK & wpwyv duew

+EpyaocTtnpiakd: | WBC, C3, C4

s AtreikovioTIKG: CT Bwpakog = BOOP, oTTipouéTpnon YE TTEPIOPICTIKO TTPOTUTTIO
Anti-Pm/Scl 75 ++




MeTtd Anwn HCQ




O¢parTreia - [NapakoAoubnon

*MTX 15mg/w, MPZ 24mg/d
“»BeAtiwon apBpitidac, BAxa, ecavbriuaTog

o 2g 6unvo: Meta TARpn dlakoTr KopTI(OVNG, ETTAVEUPAVION KOTTWONG, AINWOIEC KATW
AKPWYV

»2e 1,5 €1o¢: ITwon Het, WBC, tpixotrtwon — aAAayn o€ Leflunomide // d10TAKTIKN yIa
MMF



2. UVEXION TTAPAKOAOUBNONC

<5/2022: US AKK=oTmAnvag pe augnuéveg 01a0TaoeIg Kal avopoloyevela = NHL oTrAnvog,
OINOnon & pueAou. IeviK& QOUUTITWPATIKA atTd peupaToAoyiko voonua utrd Leflunomide.

v4/2023: AvoooBepaTreiec X 8, KOAO atToTEAECUO

vAAAG. ..

vEpyaoTtnpiakd: ||| WBC — STOP Leflunomide

vCT AKK= utrétrukvn trepioxn katw mmoAou AE veppou = A'TTaBéc Ca veppou
v5/2023: MepIKA VEQPEKTOUN

v11/2023: Z1ad10KA £TTAVEVAPEN AIMWOIWY AVW AKPWYV, OUCKOUWIAC XEIPWV
v12/2023: MMF ue KaAd attoTéAeoua



2 KAnpopuoaitida- OpIouOC

«OlAKPITR KAIVIKI) OVTOTNTA XaPAKTNPICOUEVN ATTO TNV TTAPOoUCia

OKANPOOEPUATIKWY EKONAWOEWY OE OUVOUQOUO JE MUIKN TTPOCROAN»

« KaAutepn Tpdyvwaon atrori
2KANPOOEPUA OUVODEUOPEVO ATTO

Muoaitida

QAeypovwdelg JUCTNHUOTLKO ’ ,
LUOTIAOELEC okAnpoOSeppa * Al0@OPOTTOiNCN CUNTITWHATWY

oTNV TTOPEia TNG vOoou

e YTrooudda SSc

Clin Rheumatol 1998;17:465—7




2 KANpouuoaiTioa — KAIVIKG onueia

s daivouevo Raynaud’s “*Eyyuc puikny aduvapia (86%)

% 2KANPOOEPUIKEC AAAOILTEIC “*ATTw PUIKA aduvapia (49%)
TTPOCWTIOU — XEIPWV ) ) )

s*[Ttwon kepaAng — kauywn 22 (50%)
“*ApBpaAyia / apBpitida ) )

“*Aduvapia diappayuaTtog (17%)

*MuaAyia/ puooiTida
s Alqueon TrveupovoTTatela

wAoBeoTwozelg

Clin Rheumatol 1998;17:465-7

Leclair et al Rheumatology 2022;61:1148-1157




AAANAOETUKOAUTITOEVA VOO LATA GUVOETLKOU LoTOU AVTLYOVLKOG OTOXOG

2IXETWOMEVA LE ELOLKA OQLUTOAVTLOWHOTOL

MKt vOoOG GUVOETIKOU LoTOU U1RNP
ZUvdpopo avtlouvBeTaowyY t-RNA ouvBetdoeg
2KAnpopvooitida Avtiowpoto OXETLW{OMUEV UE
puooitida

Mn oxetl{OpevVa e ELOLKA AUTOOVTLOWHOTA
JUOTNUATIKOG epuBnuatwdng AUKog/Peupatoeldnc apbpitida (Rhupus)
JUOTNUATIKOG epuBnuatwdng AUkog/o. Sjogren
Juotnuatikn okAnpuvon/o.Sjogren
Juotnuatikn okAnpuvon/ Peupatoeldnig apOpitidba
Pevpatoeldng apBpitida/ocuvépopo Sjogren

Autoimmun Rev 2013; 12:363-373.




2 KANPOPUOOIiTION

Canadian Inflammatory Myopathy Study (CIMS) n = 146
Canadian Scleroderma Research Group (CSRG) n = 361

. Excluded n=18
Myopathic* plus overlap features** n=77 |} - ASS and other overlap
i syndromes (SLE, RA,...)

ooooooooooooooooooooooooooooooooooooooooooooo

A 4

Other SSc features (digital pits and ulcers, telangiectasia, SSc
pattern on videocapillaroscopy)

...................................................... » i Excluded n =17
i No consensus achieved

A 4

Scleromyositis n=42

4

SSc-specific ab SSc-overlap ab No SSc-related ab
n=8 n=14 n=20

Rheumatology (Oxford). 2022 Mar 2;61(3):1148-1157.




Anti-SRP

Anti-PM/Scl

ACA

| Scleromyositis ¢ 70

_KS , -RNA
. _polll_

Anti-MDA5

PL7 Antisynthetase

G syndrome j
. PL12

Anti-Jo1

Joint Bone Spine 85 (2018) 23-33



Autoavtlowporta oxeTllOpevVa e LUooitda (Myositis associated autoantibodies, MAAs)

Autoavtiocwpo

AVTLYOVIKOG 0TOXO0C /AElToUpYiaL

KAWLKEG CUOXETIOELG

Anti-PM/Scl

Mupnviokiké cupnAoko 11-16 npwrteivwy, (20 kd -110
kd)/E€wpiBovoukAedon

ZTuvépopo puocitibag/okAnpodépparog (apOpalyieg, Raynaud’s, puooitig,
Siapeon nvevpovonadeia)

Anti-U1-snRNP

Mikp& pLBOVOUKAEOTIPWTEIVIKA GUUTTAOKO

Juvépopo puooitdog/IEN

Anti-Ku

EAwkdon DNA

ZUvépopo puocitidag/okAnpodéppatog

Anti-fibrillarin (anti-U3-RNP)

Alaomnacon mpo-rRNA

Juvépopo puooitidag/okAnpodépuatog

Anti-Ro52

E3 ligase-ouBIKITIVIwoN TTPWTEIVWV

2UxVvA ouvuttapén pe Jo-1-Bapultepn TTVEUPOVIKA TTPOCBOAN

Anti-cytosolic 5-nucleotidase
1A (NT5C1A)

Anodpwodopuliwon Twv voukAeoolSiwv- PUBULON emumédwv
voukAeoTldiwyv

JuoxETtion He Baputepn MPOoBoAr 0Tn VEAVIKN puooitida

Anti-RuvBL1/2

Tpomomnoinon ¢ HeTaypadlkiG SpacTtnpLlOTNTAC KAl TNG
0pyAvVWoNng TWV MPWTEIVWV

Agppatikn mpooBoAn okANPOSEPUATOG TAXEWC EEEALOOOUEV, LUTKA TTPOCBOANR,
Slapeon mMveUoVIKN TIPooBoAn

Anti-PUF-60

Martwopa RNA

YJUvépopo puooitidag/pevpatostdolc apbpitidag
JUvépopo puooitdag/cuvépopou Sjogren

Auto Immun Highlights. 2014; 5: 69-75.

Arthritis Care Res (Hoboken). 2014 Apr;66(4):575-84.




Autoavtlowporta oxeTllOpevVa e LUooitda (Myositis associated autoantibodies, MAAs)

Autoavtiocwpo AVTLYOVIKOG 0TOXO0C /AElToUpYiaL KAWLKEG CUOXETIOELG

Anti-PM/Scl Mupnviokiké cupnAoko 11-16 npwrteivwy, (20 kd -110 ZTuvépopo puocitibag/okAnpodépparog (apOpalyieg, Raynaud’s, puooitig,
kd)/E€wpiBovoukAedon Siapeon nvevpovonadeia)

Anti-Ku EAwkdon DNA ZUvépopo puocitidag/okAnpodéppatog

Anti-RuvBL1/2 Tpomnomnoinon tng petaypadikig SpaotneLoTNTAG KoL TG Aeppatikr) TpooBoAn oKANPOSEPUATOG TAXEWG EEEALGOOEVN, LUTIKNA
0pYAvVWOoNG TWV MPWTIEIVWV npocBoAn, didpeon mveupovikn PocBoAn

Auto Immun Highlights. 2014; 5: 69-75.

Arthritis Care Res (Hoboken). 2014 Apr;66(4):575-84.



AuToavTiowpata oXeTICOMEVA PJE YuoaiTIda - AvooopBopiouoc ANA

ANA IIF
Autoantibody pattern

anti-PM-Scl-100 anti-PM-Scl-75 anti-U1l-snRNP anti-Ku

Ku Nuclear speckled

PM/Scl Nucleolar homogeneous
and nuclear speckled

U3-RNP C|umpy nucleolar

RuvBL1/2 Nuclear speckled

Ro52/TRIM21  Nuclear fine speckled

or negative

Anti-UTnsRNP  Nuclear large/
coarse speckled

NT5CT1A Cytoplasmic anti-fibrillarin anti-Su/Ago2

Clin Mol Allergy. 2018 Mar 7;16:5.

PUF-60 Not reported

Curr Opin Rheumatol. 2018 Nov;30(6):637-643.




AvTi-PM/Scl (75 & 100)

AugnuéEvn ouxvoTnNTa MUIKAG TTPOOBOANC, DIAUECNC TTVEUMOVOTTABEIOG, OEPUATIKWYV
QOPBECTWOEWY KOl OEPUATIKWY EKONAWCEWV OEPPATOMUOCITIOOC OE QOOEVEIC JE
MEPOVWHEVO anti-Pm/Scl avtiowua

Aidueon TveupdovoTTabela: KaAn TTpoyvwaon

Mn cuoxETiIon JE KOKONBEIA 1] VEQPIKI Kpion

Rheumatology (Oxford). 2021 Nov 3;60(11):5028-5041.




AvTi-Ku

38% pe 55% aoBevwv PeE OKANPOPUOCITION
2 UTTOTUTTOI:
- au¢nuévn CK + diaueon TrveupovoTTabela
- anti-dsDNA + oTreipapaTovepPiTIdQ
Augnuévn ouxvornta Raynaud kai apOpiTidag

2UOXETION ME VEKPWTIKO TTPOTUTTO O€ Bloyia Juog

Semin Arthritis Rheum. 2021 Aug;51(4):728-734.

Ann Rheum Dis. 2022 Mar;81(3):e48.

Front Immunol. 2023 Jan 26;13:974078
Rheumatology (Oxford). 2023 Jan 27:kead049.




AvTi-RuvBL1/2

2TTAVIA AVTIOWHATA OXETICOPEVA UE OUCTNUATIKO OKANPOdEpUa (1%-2%)

51 TTEPIOTATIKA £XOUV TTEPIYPAPEI EXPI ONUEPT

60% eIkOva OKANPOUUOCITIOOC

2UOXETION JE MEYOAUTEPN NAIKIa dIdyvwaong, Appev QUAO, dIAXUTN OEPUATIKI VOOO

Front Immunol. 2023 Jan 26;13:974078




Anti-SMN (survival of motor neuron complex)

100% eyyu puottdBeia, auénuéva etrireda CK, HMI™ diatapaxég

60% apBpiTIda KOl A0BECTWOEIG

80% €eIKOVa TTEPIOPICHUEVOU OKANPODEPHUATOS

2UOXETION ME MEYaAUTEPN NAIKIa dIdyvwaong, AppeV QUAO, diIaxuTn dEPUATIKNA VOOO

XapakTtnploTiké pattern ANA otov avocopBoploud (TTupnvika Kokkia, nuclear dots, AC6/7)

Front Immunol. 2023 Jan 26;13:974078




Red flags for SM

2024 GCOM presentation by Landon-Cardinal ‘




[lepiypaupa TTAPOUCIiacnG

1.
2. Avtiowpa €101KO yIa HUoaiTIOA




4° TTEPICTATIKO

4.10.2022: AcBevnc & 70 eTwv TTPoaéxeTal AOyw €TTipovou £€avBriuaTOC o€ OAO TO CWHA UE EVTOVO

KVNOMO aQTTO 6ur)vou TOUAAXIOTOV
TOTTIKA OKEUAOUATA: METPIO ATTOTEAECUA
2.Uv0o0Q TPIXOTITWON, XWPIC AAAa evoxAnuaTa

+loTOPIKO:

2.A utro linagliptin, katdBAiwn utro sertraline

<+ AvaoKkOtTnoOn CUCTNUATWYV:

>ECAvOnua, yuikni 1oxuc 5/5, couoT. euonua PITpoEgidou







Blowia 0EpPaTOC

Interface deppaTITIOO PE KEVOTOTTILON EKPUAION BAOIKNG OTIRAdAC
‘Hma-pétpia @Aeypovwdng dINBnon Xopiou PE TTEPIAYYEIOKI) KATAVOUN

Avooo@BopIoudc apvnTIKOS

*»Cell-poor interface depuaritida

DM, SLE K.a. autodvooa vOoorjuaTa



EpyaoTnplaka

__Results |

IgA 445 mg/dl
(<350)
B, 6,14 mg/l
MIKpOO@aIpivN (<2,4)
RF 27,9 1IU/ml
(<14)
TKE
ANA 1/1280
Anti-ENA -
KapkKivikoi -
OEiKTEG



Panel yuoaiTtidoac

TIF-1y +++




naturereviews rheumatology hitps://dol.ora/10.1038/s41584-023-01045-w

Evidence-based guidelines ) Check for updates.

. T . . IIM diagnosis
Inflammatory Myopathy-Associated \Il
Cance;r_Screemng: dn lntem?]t!onal Juvenile-onset IIM Adult-onset [IM IBM
Myositis Assessmentand Clinical
Studies Group (IMACS) initiative Cancer screening not Cancer risk Cancer screening not
routinely required stratification based on routinely required
risk factors
A
4 ¥
‘High risk’ factors ‘Intermediate risk’ factors
IIM subtype | Dermatomyositis [1CADM [1ASSD
[ Polymyositis (] CTD-associated IIM
[1IMNM
MSA and _| Anti-TIF1-y antibodies [ Anti-SAE1 antibodies "I Anti-SRP antibodies
MAA C1 Anti-NXP2 antibodies "1 Anti-HMGCR antibodies "1 Anti-Jo1 antibodies
[ Anti-Mi2 antibodies I Non-Jo1 ASSD antibodies
[ Anti-MDAS antibodies LI MAA®
Clinical [1Age >40 years at [IM onset [ Male sex [ Raynaud phenomenon
features | Persistent high disease activity ] Inflammatory arthropathy
despite therapy I Interstitial lung disease
"I Dysphagia (moderate to severe)
[]Cutaneous necrosis
Total
L J

All patients with IIM, irrespective of cancer risk, should continue to participate in
country- or region-specific age- and sex-appropriate cancer screening programmes

Nature Reviews Rheumatology | Volume 19
| December 2023 | 805-817




»2 “High risk’ factors ?
A
{ )
Yes No

l }

>2 ‘intermediate risk’ factors

High risk of [IM-related cancer or1'High risk’ factor?
l A
v ' \
Screening at time of diagnosis: Yes No
Basic and enhanced screening panels |
. l Moderate risk of Does not fulfil criteria for
Screening at follow up: IM-related cancer high or moderate risk?

Basic screening panel at 1, 2 and
3 years after [IM onset 1

Screening at time of diagnosis:
Basic and enhanced screening panels

Standard risk of IIM-related cancer

Consider additional screening: Scregnir_lg at time of diagr;osis:
18F-FDG PET-CT, Screening at follow up: Tobinisli s
upper and lower Gl endoscopy None Screening at follow up: None

Basic screening panel
« Comprehensive history

» Comprehensive physical examination Enhanced screening panel:

» Complete blood count « CT scan of the neck, thorax, abdomen and pelvis

» Serum liver function tests « Cervical screening®

» Serum ESR and/or plasma viscosity « Mammography®

« Serum CRP _ ' « Prostate-specific antigen® Screening for nasopharyngeal carcinoma:

* Serum protein electrophoresis « CA-125 » Consider nasoendoscopy at the time of diagnosis
. Unnalysm _ » Pelvic or transvaginal ultrasonography for ovarian cancer of adult-onset IIM in geographical regions where

» Plain chest X-ray radiograph « Faecal occult blood® the risk of nasopharyngeal carcinoma is increased

Nature Reviews Rheumatology | Volume 19
| December 2023 | 805-817




[lepaiTEPW OlEPEUVNON

PET SCAN: Au¢nuévn tTipocAnyn pivo@apuyya & ocuvodd dIoYKWHEVOI TTOPAPAPUYYIKOI
& TpaxNAIKOi Aep@adEveC

Bioypia Aepadéva pe FNA: (Byevic eviotmion Ca pivo@apuyya XaunAng
dlagpopoTToinong




Kal 0 agBevnc pac?




20-12-2022 utmto MTX, MPZ




META 4 XMO, 1 AKO

‘Exer diakowel MTX, MPZ




META 35 AKO, 4 XMQO

« AmwAcia 25 kg, 2B <50 Kg

» EvTutTOUPEVO 0IdNUA KATW AKPWV
*  Muikn 1I0XUGC KATW AKpwv 3/5

e 2KEWN yIa MPZ, MTX



2YNOWH 40V MNEPIZTATIKOY

AgpUATIKO €CAVONUA UA-XOPAKTNPIOTIKO Yia dliayvwaon
KaBuoTtépnon didyvwong ~ 1 £10¢

Avaodeicn autoavtiowpaTtog TIF-1y= repaitépw diepelivnon yia KOKoNOeIa
O¢eparTtreia KakonOelag: BeATiwon cavOnuaTtog???




5° MNMepICTATIKO

*AvOpac 34 eTwv

*TTPOCEPXETAI AOYW EVTOVOU £€AVOAUATOC ATTO 6UVoU TOUAAXIOTOV O€ OAO
TO OWMPA, KAUOTIKO KOl KVNOUWOEC

*Kakouyia

*Muik& GAyn diaxuTa

*ATTwAEgla puIknG padag, ammwAeia 10kg o 1 unva
‘MeiwpéEvn 6pecn



AvaoKOTTNON CUCTNUATWV

s AIGXUTO £CEPUBPO, KAUOTIKO, KVNOUWOEC £€avOnua o€ OAO TO CWA

*Muika aAyn diaxuTta o€ JEYAAEG HUIKEC OPADEG: DIKEPAAOUG, TPIKEPAAOUG, TETPAKEPAAOUG
*Muikn 10xU¢ 4/5 o€ dvw & KATW AKPa

**Gottron,V-sign, Shawl sign

s Auvokartatrooia armrd 14nuéEpou

*Epyaotnpiaka: Ao S5urivou 3ynoeia SGOT, SGPT, yGT // LDH, CPK, aAdoAdcon augnuéva
“*ANA = 1/160






MyoO screen

TIF -1y = +++




naturereviews rheumatology hitps://dol.ora/10.1038/s41584-023-01045-w

Evidence-based guidelines ) Check for updates.

. T . . IIM diagnosis
Inflammatory Myopathy-Associated \Il
Cance;r_Screemng: dn lntem?]t!onal Juvenile-onset IIM Adult-onset [IM IBM
Myositis Assessmentand Clinical
Studies Group (IMACS) initiative Cancer screening not Cancer risk Cancer screening not
routinely required stratification based on routinely required
risk factors
A
4 ¥
‘High risk’ factors ‘Intermediate risk’ factors
IIM subtype | Dermatomyositis [1CADM [1ASSD
[ Polymyositis (] CTD-associated IIM
[1IMNM
MSA and _| Anti-TIF1-y antibodies [ Anti-SAE1 antibodies "I Anti-SRP antibodies
MAA C1 Anti-NXP2 antibodies "1 Anti-HMGCR antibodies "1 Anti-Jo1 antibodies
[ Anti-Mi2 antibodies I Non-Jo1 ASSD antibodies
[ Anti-MDAS antibodies LI MAA®
Clinical [1Age >40 years at [IM onset [ Male sex [ Raynaud phenomenon
features | Persistent high disease activity ] Inflammatory arthropathy
despite therapy I Interstitial lung disease
"I Dysphagia (moderate to severe)
[]Cutaneous necrosis
Total
L J

All patients with IIM, irrespective of cancer risk, should continue to participate in
country- or region-specific age- and sex-appropriate cancer screening programmes

Nature Reviews Rheumatology | Volume 19
| December 2023 | 805-817




»2 “High risk’ factors ?
A
{ )
Yes No

l }

>2 ‘intermediate risk’ factors

High risk of [IM-related cancer or1'High risk’ factor?
l A
v ' \
Screening at time of diagnosis: Yes No
Basic and enhanced screening panels |
. l Moderate risk of Does not fulfil criteria for
Screening at follow up: IM-related cancer high or moderate risk?

Basic screening panel at 1, 2 and
3 years after [IM onset 1

Screening at time of diagnosis:
Basic and enhanced screening panels

Standard risk of IIM-related cancer

Consider additional screening: Scregnir_lg at time of diagr;osis:
18F-FDG PET-CT, Screening at follow up: Tobinisli s
upper and lower Gl endoscopy None Screening at follow up: None

Basic screening panel
« Comprehensive history

» Comprehensive physical examination Enhanced screening panel:

» Complete blood count « CT scan of the neck, thorax, abdomen and pelvis

» Serum liver function tests « Cervical screening®

» Serum ESR and/or plasma viscosity « Mammography®

« Serum CRP _ ' « Prostate-specific antigen® Screening for nasopharyngeal carcinoma:

* Serum protein electrophoresis « CA-125 » Consider nasoendoscopy at the time of diagnosis
. Unnalysm _ » Pelvic or transvaginal ultrasonography for ovarian cancer of adult-onset IIM in geographical regions where

» Plain chest X-ray radiograph « Faecal occult blood® the risk of nasopharyngeal carcinoma is increased

Nature Reviews Rheumatology | Volume 19
| December 2023 | 805-817




lIM subgroup or No. No. SPR No. of

autoantibody group Person-years  observed  expected (95% Cl) Pt patients
All cancers 6,576 94 447 2.10(1.70-2.57) <0.001 1,125
[IM subgroup
DM 4,084 66 26.3 2.51 (1.94-3.20) <0.001 701 N
PM 2,492 28 18.4 1.52 (1.01-2.19) 0.045 424
IMNM 1,432 22 11.3 1.94 (1.22-2.94) 0.006 244
Autoantibody group
TIF1y >6 units 1,504 36 10.3 3.48 (2.44-4.82) <0.001 262
TIFTy >32 units 950 25 6.4 3.88(2.51-5.73) <0.001 167
TIF1y <6 units 2,532 30 15.7 1.91(1.29-2.73) 0.002 431
TIF1y <32 3,086 4 19.6 2.09 (1.50-2.84) <0.001 526
EJ, Jo-11, PL-7, PL-12, O] 1,379 10 8.8 1.14 (0.55-2.10) 0.760 233
Mi-2 407 8 3.2 2.52 (1.09-4.96) 0.032 71
NXP-2 423 5 3 1.65 (0.54-3.85) 0.380 72
SAE 109 4 1 4.04(1.10-10.34) 0.037 19
MDA-5 388 3 2.2 1.37(0.28-4.01) 0.750 66
Mi-22, NXP-2, SAE 938 17 7.1 2.40 (1.40-3.84) 0.002 162
HMGCR 878 13 8.4 1.54(0.82-2.63) 0.176 150
SRP 425 6 2.3 2.64(097-5.75) 0.057 73
PM/Scl 246 0 1.2 0.00 (0.00-3.11) 0.610 4
Ku 143 3 0.9 3.17 (0.65-9.26) 0.141 25

Mecoli et al, Arthritis & Rheumatology Vol. 75, No. 4, April 2023, pp 620-629




NoO. No.

Cancer site observed expected SPR (95% CI) Pt
All 94 447 2.10(1.70-2.57) <0.001
Anti-TIFTy >32 units (950 person-years; n = 16/ patients)

All sites 25 6.4 3.88(2.51-5.73) <0.001
Breast 7 2 3.45(1.39-7.11) 0.01
Lung 2 0.6 3.56(0.43-12.86) 0.22
Colorectal 0 04 0.00 (0.00-8.99) 0.99
Melanoma 3 0.5 2.98 (1.23-1/.48) 0.029
Ovarian 3 0.1 20.88 (4.31-61.03)  <0.001
Cervical/uterine 2 04 4.60 (0.56-16.62) 0.142
Prostate 0 0.3 0.00 (0.00-12.56) 0.99
Kidney/renal pelvis 0 0.1 0.00 (0.00-24.71) 0.99
Lymphoma 2 0.2 8.70(1.05-31.44) 0.045
Thyroid 1 0.2 4.12(0.10-22.97) 0.43
Oral cavity/pharynx 2 0.1 18.47 (2.24-66.71) 0.011
Leukemia or myeloma 0 0.2 0.00 (0.00-21.00) 0.99

Mecoli et al, Arthritis & Rheumatology Vol. 75, No. 4, April 2023, pp 620-629




[lepaITEpW OlEPEUVNON

*PET CT scan: Au¢nuevn KabnAwon otopato@apuyya AE, avTidOpACTIKNG —
PAEYUOVWOOUC AITIOAOYIAG, XWPIC OTOIXEIO UTTEPUETABOAICUOU.

ECHO, CT Bwpakog, US xwpic euprjpata
‘Bloyia d¢puartoc: interface depuaritida — DM, SLE, MCTD
[ aoTPOOKOTTNON: NTTIA OICOPAYITIOA

*KoAovooKOTTnoN: pUCIOAOYIKN



OEePATTEUTIKEC ETTIAOYEC

First-line

Clucocorticoids and Methotrexate or azathioprine andfor IVWIG
therapy:
Second-line . MMF, tacrolimus or ciclosporin
therapy: Clucocorticoids and or combination t of andfor | INIG
methotrexate and azathioprine
Third-line L Rituximab, cyclophosphamide,
therapy: Clucocorticoids and RC| or other biologic ts andfor IVIG

2018, Oddis & Aggarwal, Nature Reviews




[TapakoAouBnon - Oepartreia

>MPZ 16mg S:2x1, ue tapering

»Methotrexate s.c. 20mg/w, concomitant medication
»2.€ 3UNVO: - ATTOKATAOTACN MUIKAG I0XUOG
> - BeATiwon e€avoruatog, TEpav NAIOTPOTTIOU

> - évTovn akun ato KopTiZdvn o€ paxn

»>2.€ 6unNvo — d1aKoTTA KOPTICOVNG: OTADIAKA ETTAVAPOPA KVNOPOU, ECEPUBPOU £CavBnuUaToC
oe TpoowTro & Gottron’s = Mycophenolate mofetil



Y110 Mycophenolate mofetil




6° MePIOTATIKO

* ["'uvaika 53 eTWV TTPOCEPXETAI UE
= £CAvVONUa TTPOCWTTOU KAl AKPWV XEIPWYV ATTO £TOUC
" ETTWOUVA OUAQ







KAIVIKEC EKONAWOEIC

AvaokOoTTnon CUCTNUATWV:
- aioOnua TaApwv/ kKOTTwon/ amrwAeia 13kg 10 TEAEUTAIO £TOC
- gUVOPONO ENPOTNTAC, AYBEC
- duopayia
KAIvIKry e€€taon: eCavlruara dépuartog, Tpiovteg BAOEWY
ATOHIKO AvapvnoTIKO: eTIANYIa
Pdappaka: AepeTipaketrdun 500 mg

Katrviopa/AAKOOA - // Oikoyevelako loTopIko -



6° [1epioTATIKO

1 EpyaoTnplaKOC EAEYXOC
WBC 5700 (NEUT 77%, LYM 12% ), Hb 11gr/dI,

SGOT 35, SGPT 29, CPK 46, LDH 235 (IU/L) - k¢
TKE 48mm

YTrepyaupaoc@aipivaipia 19,3%
Baoikdg avoooloyIKOG EAEYXOG (ApVNTIKOG) MDA-5 +++



[lola €ival N Ol1ayVWAOTIKN TTPOCEYVION;

AKTIVOYPAPIEC

[Mepaitépw digpeuvnon avaipiog (evdookotrioelc, OMB)
TpixogidookoTTNON

CT Bwpakocg

Bioyia xeiAoug

Muoypdagnua



I6lonabeic pAeypovwdelg puonadeteg

Autoavtiowporta
Anti-Zo't?
Anti-SRP!¥ Anti-SAE
Anti-Mi21% Anti-PL71% | | Anti-PL12% Anti-OJ° Anti-Ha''? | | Anti-NXP2Y* || Anti-HMGCR?

1976 1980 1984 1986 1992 1993 1999 2005 2006 2007 2009 2011 2013

Anti-Jo1V Anti-E)%° Anti-KS§! Anti-TIF1% Anti-MDAS>? Anti-cN1A!?




Anti-SRP

Anti-PM/Scl

ACA

| Scleromyositis ¢ 70

_KS , -RNA
. _polll_

Anti-MDA5

PL7 Antisynthetase

X syndrome j
. PL12

Anti-Jo1

Joint Bone Spine 85 (2018) 23—-33




Anti-MDA-5+

»Clinically amyopathic dermatomyositis (CADM)

XapnAoTepa eTTitreda KPEATIVIKNG Kivaong (CK)

[ToAU aucnuévn ouxvoTtnta ILD (90-95 %)

Taxéwcg eceAicoopevn ILD (50-80 %) = avaTtiveUuOTIKI) QVETTAPKEIQ
Kakn tTpoyvwaon =2 au¢nuévn Bvntotnta Kal voonpotnTa Adyw:
Ayyelotrabeia

MaAakoi epuBnNuUATWOEIC TTOUPOI

AepUaATIKA EAKN: TTEPIOVUXIA KAl UTTEPOEV TWV APOPWOEWYV OTIC EKTATIKEC
ETTIPAVEIEC

Open Access Rheumatology: Research and Reviews 2020:12 ‘




HRCT:
o TTAXUVON HECOAORBIdIWY dlaPPAYHATIWV

o VEPEAOEION TTUKVWTIKA dINBApaTa Auew
o QIKTUOLWONC ATTEIKOVION OTOIXEIWV OIAUETOU I0TOU

2TTIpouéTpnon-01axuon: DLCO 54%




[Tola elval N BepameuTIKN TPOOEYYLON;

Systemic Sclerosis Rheumatoid Arthritis Sjogren’s
Preferred
First-line ILD
therapy
Additional
options
+ -
Strong
C[TLIL I ALY ecommendation
against GCs
mmendation

AMERICAN COLLEGE Empowering rheumatology professionals to excel in their specialty
o RHEUMATOLOGY | 2200 Lake Boulevard NE, Atlanta, GA 30319

Empowering Rheumatology Professionals Phone: (404) 633-3777 - Fax(404) 633-1870 - www.rheumatology.org

2023 American College of Rheumatology (ACR) Guideline for the Treatment
of Interstitial Lung Disease in People with Systemic Autoimmune
Rheumatic Disease

Guideline Summary




m’eople with progression of M Strong recommendation against
ILD on first ILD therapy’ =1 Conditional recommendation against

| B Conditional recommendation
v

| T
Systemic Sclerosis Rheumatoid Arthritis Sjogren’s

Therapy
Options

—

Strong against
Additional long-term GCs

Considerations




2UMTTEPAOUATA

»OI1 HUOOITIOEC €ival ETEPOYEVI VOOUOTA PE DIAQOPEC O€ BEpATTEIa KAl TTPOYVWON
»H okAnpopuoaoiTida: acuvrBioTn eIkova, Xwpic okAnpodeppia, novo ANA
»OI1 HUOOITIOEG OXETICOMEVEG HE EIDIKO avTiowpa XpeialovTal TTPOOOXN:

»TIE-1y: MNapakoAouBnaon yia Kapkivo
wPm/Scl 75 & 100: diakupavaon KAIVIKNG EIKOVAG OTO XPOVOo

»Ku: lNpoooxn oc diGueon TTVEUPOVOTTIABEI / VEKPWTIKO TTPOTUTIO O€ Bloyia

+MDADS: lNpooBoAr} TTveupova — VEKPWTIKES BAAPBEC DEPUATOC — AVAYKN EVTATIKAG, £yKalpng BepaTtreiag

':éTa QVTIOCWHATA TOU TTAVEA PUOCITIOWV Eival avaykaia yia TTpoyvwaon, diayvwaon, €mAoyr KataAAnANng
EPATTEIAC
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