Ertidnuiodoyia - KAwvikn elkova - Aldyvwon cuoTnUOTLKNG oKANPodepuiog

AHMHTPOYAAZ ©OEOAQPO2
A’ TTA©OOAOTIKH KAINIKH — INMOKPATEIO NOZOKOMEIO OEZZAAONIKH2



2Y2THMATIKH 2KAHPOAEPMIA - 2KAHPOAEPMA

2TIOVIC, * AQUTOAVOQT), CUCGTNUATIKN
VOOOC, TTOU XapaKTNpI(eTal aTTO
AEITOUPYIKEC KOl OOMIKEC
OVWHAAIEC TWV JIKPWV ayyEiwy,
KAl ivwan Tou d€puaToc Kal
E0WTEPIKWV OQYAVWY, TTOU
0dnyouv o€ oopapn voanpotnTa
Kal BvnrotnTa **
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K Andréasson et al, Ann Rheum Dis 2014;73(10):1788-92.



https://pubmed.ncbi.nlm.nih.gov/?sort=date&term=Andr%C3%A9asson+K&cauthor_id=23897770

TYTNOI 2KAHPOAEPMATO2



KAGOPIZMOZ QAINOTYTOY

Me Bdaon tnv €ktoon Tthe SEPUATLKAC TtpooBoAnc (rmeploplopevo - dLaxuto)
Me Bdaon tnv nPooPoAr TwV ECWTEPLKWY OPYAVWV
Me Bdon tov TUTTO AUTOAVTLOWATWY

Y UYKEKPLUEVOL PaLvOTUTIOL OXETL{OVTOL IE

v’ pakpoxpovia €kpoon/mpoyvwon

v erhoyn /ovtarnokpLon o€ CUYKEKPLUEVN Bepareia

v aUuENUEVO KIVOUVO YLOL CUYKEKPLUECVEC ETILITAOKEC

(TT.X QLVTIKEVTPOUEPLOLOKA QVTLOWHOTA LLE TIVEVULOVLKN uTtepaton, Scl-70 pe mvevpovikn ivwon)



[TEPIOPI2MENO 2KARPOAEPMA

*[Tdyuvon Tou S£PUATOC IOV MEPLOPLlETAL OTA ATIW
TUAOTA TWV avTBpoxiwyv, akpwv todwv Kol SAKTUAWY
AVW KoL KATW AKPWV

*MakpU Lotoptko (<5 €tn)Raynaud’s phenomenon
*J0BapEC EMUTAOKEC O€ QMWTEPO XPOvo (late
complications)

*EmikpAatnon/umepoxn Tou oyyeLokoU oToLXelou (EAKN,
TIVEULOVLKI UTIEPTOON)

* pooBoAn olcodpayou

*HmoTEPA LUOOKEAETIKA cupmTtwpata (r.x. apBpitida)

*OETLKA aVTLKEVTPOUEPLOLaKA aviiowpata (ACA)

Denton and Khana Lancet 2017



2YNAPOMO CREST



AIAXYTO 2KAHPOAEPMA

*[Tdyuvon Tou gyyuc SEPUATOC TOU TIPOCWTIIOU, TOU
QUXEVA, TOU KOPUOU, KOL CUMMETPLKA TWV AKPWV XELPWYV,
TwV avTifpoaxiwv Kol Twv akpwv nodwv

*IYETLKA CUVTOMOTEPO LoTOPLKO Raynaud’s phenomenon
*Otela evapén pe oidnua deéppuatoc (puffy hands),
apBpalyiec, cuvOpouo KapTLaiou cwAnva, KpLypot
TEVOVTWV

*Emikpatnon/umepoyn Tou LVWTLKOU OTOLXELOU
(mveupovikn/ puokapdiakn ivwon/ cofapr mpooBoAn)
YOOTPEVTIEPLKOU)

*YhnAotepog kivbuvoc yia vedplkni kpion

*O¢etika anti-Scl-70/anti-RNA polymerase

Denton and Khana Lancet 2017



Arntoucia okAnpodaktuAiog, maxuvong Kol oKArpuvong Tou S€pUATOC

Raynaud’s phenomenon
AAMOLWOELC OTNV TPLXOELOOOKOTINON
MpooBoAn opydvwy

OETIKA AUTOOVTIOWLOTA



RAYNAUD: mpwiun ekbnAwaon tTng vooou

Matucci-Cerinic M et al, Arthritis Rheum 2013






[NMAXYN2H TOY AEPMATO2

Prominent inflammatory infiltration

Fibrosis, collagen and loss of dermal
capillary structures






AEPMATIKH TMTPO2BOAH

Npwipn — odnuoatwdng paon (bAsypovn)

- Taxela e€€EAEN > —> SuouevéoTtepn TPOYVWON

- Kvnopocg - aAyoc

- AMwAELO TPLXWV, LOpWTOTOLWV/CUNYUATOYOVWY adEVWY
- Kplypocg tTevovtwv

Herrick et al, Nat Rev Rheumatol. 2022 May;18(5):276-28



AEPMATIKRH NMPO2BOAH



AEPMATIKH TMTPO2BOAH

v lKpn SLApKELO VOOOU

v XOUNAOTEPEC TIHEC oTNV évapén TS vOoou
v pAeypLOVWOEC OTOLXELD

v'tpooBoAf apBpwoswv (vpevitida)

v'RNA polymerase IlI

Maurer et al. Ann Rheum Dis 2015;74:1124-31.

2TLG KALVLKEC UEAETEC

MéetpLa mpoBoAn—> enideivwon
YoBapn npocaPBoln = BeAtiwon

To MRSS armotelel diktn yla TNV TaélvOpNon TS VOOOU Kol
UTTOKELJEVLK LETPNON TNG 00BaPOTNTAC KL EKTAONC TNG
SepUATIKAG VOoOU 0T S€60UEVN XPOVLKI OTIYUA

aAAd Sev avtikatomtpilel amapaitnta tn CUVOALKN EvepyoTnTa
(kuplwg peTA TO MPWTA XPOVLA TNC VOOOU)

H depuatikn) mpoofoAn aéloloyeital pe tnv aAlayn tou MRSS katd
Tn SLAPKELA TOU XPOVOU

To MRSS BeAtiwvetal pe tn Beparmneia aAAd Kal TTPOTOVTOC TOU XPOVOU
JUOXETLON UE MPOCPOAN EOWTEPLIKWY OPYAVWYV (MVEUOVIKA tvwon)

To MRSS cuo)eTileTal PE TIC LETPAOELS TNG TToLoTNTAC {WIG TWV
aocBevwv



AEPMATIKA EAKH

Dilia Giuggioli et al, Autoimmunity Reviews 2018






EMAZBE2TQ2EIZ MAAAKQN MOPIQN
(Calcinosis cutis)

25% Twv aoBevwv
v MeyaAutepn SLapKELO VOOOU

v/ LOXOULLLKAL EAKN

v aKPOOOTEOAUON
v OETIKA AVTLKEVTPOUEPLOLAKA OVT

v Oetkd anti-PM/Scl avtiowpata



MYO2KEAETIKE2
EKAHACQ2EI

* JuvnBwg umoekTuouvtal (20-

80%)

*  ApBpalyieg

* ApBpitida

*  Kplypog tevoviwyv

* MuoaAyieg

* Muooitda (LuikA cuppeToxn
vooou/aAAnAosmikaAuyn)

*  Muikn atpodia

Tendon friction rubs in systemic sclerosis



Sicca symptoms

[TPO2BOAH
[A2TPENTEPIKOY — —
2Y2THMATO2 e natapas Gptuns

*  To yooTpevtepLKO €lval iowg To cUoTNUa o ipooBAaAAetal cuxvotepa (90%-8% cofapn mpooBoAn)

*  HmpooPoAr Tou yaoTtpevtepLkol amoteAel TNV apxiki ek6nAwon tng vooou oto 10% twv acBevwy Kal
odopd OAa Ta TUAMATA (OTOUATIKA KOIAOTNTA - TIPWKTOG)

*  HmpooPoAr 1o yootpevtepkol euBUveTaL yla 6-12% twv Bavdatwv otoug aocBeveic pe okAnpodepua KOL)\LOLKI‘] 6LO(TOLOI‘]

*  OLyooTpevIEPLKEC eKONAWOELS epdavilouv PeYAAn eTepoyévela Xwplc va dtadopomolouvtal HeTafl Twv
KOTNYOPLWV TNG VOOOU

*  To CUUTITWUOTO UITOPEL VA TTPONYOUVTOL TWV AVOTOULKWY BAaBwv AUGKOL)\LOTI’]TOL
*  INMaVTIKA eMimtwon otnv moldtnta {wng

AkpaTtela

ALappoleg



2UYVOTNTA
npooBoAnc
OPYAVWV
LETA TNV

sudavion
Raynauds

100

U

0
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EUSTAR DATA BASE

MpwLun KoL cuxvotepn PooBoAn
YOOTPEVETPLKOU:

v peyaAutepn nAkio p= 0,002
v' Suayutn popdn p=0,002

Kapia dtadopd petatv dUuAwv
KOl LUTOOVTLOWHATWY

Jaeger VK et all, Plos One 2016



OIZODAIO2

* H o ouvnBlopévn B€on npooBoAng oto
YOOTPEVIEPLKO CUOTIULOTOG

* 80% twv acBevwv epdavilovv cupmTwpaTa
naAwvépounong

* AeUTEPN OUXVOTEPN TIPWTN EKOAAWON PETA
To Raynaud’s phenomenon

* Owoodayitida

* Owoadayoc Barret

* Bpayxog dpwvnig

* [vevpovia amnod slopodnon

* loxupr cucxEtion pe ePdAVION TIVEUHOVIKAG
lvwong




* [aotpitda

* [aoTtpomapeon

* TnAeayyelekTaoieg oTOpdOU

* Gastric antral vascular ectasia (GAVE) — watermelon
stomach (5-22%)

e Juyvn attia avatlpiog otouc aoBeveic pe okAnpodepua



ENTEPIKE2
EKAHAQ2EI2

* AEMNTO ENTEPO (40-90%)

e JUVOPOUO UTTEPAVATITUENC
HLKpoBiwv

* MEelwPEVOC TTEPLOTAATIOUOC

* EvaAlayecg Stappolag
duokolAlotntag

* MAXY ENTEPO (50-70%)
* Weuboamodpaln
* [MpwkKTIKN TtPocfoAn - AkpATela







[TPQTOMNMAOH2 XOAIKH
XOAATTEIITIAA
(PBC)



H INMNEYMONIKH MNMPO2BOAH AMNOTEAEI AY2MENH MNMPOINQ2TIKO
[MTAPATONTA

Mvevpovikn ivwon: 50% twv aoBevwv
Mvevpovikn Yniéptaon 6-10%

Steen VD et al. Arthritis Rheum. 1994:37:1283-1289. Nihtyanova et al, Arthritis Rheumatol 2014






KAPAIAKH TTIPO2BOAH 2TO 2KAHPOAEPMA




MHXANI2MOI
KAPAIAKH2
[TPO2BOAH2

lvwon tou puokapbdiou

TUNUATIKA KOTOVORN

* AEN mpooPBaAAel ta peyala otedaviaia
ayyeia

MikpoayyelondBeLa

*  SOULKEC KOl AELTOUPYLKEC SLATAPOXES TNG
HLkpokukAodopiag

* Ayyelo0macouog

* (?? Raynaud tn¢ kapdiLag)

ABNPOoCKANPUVTLKA VOCOG




2022 May;74(5):849-859.



KAINIKEZ EKAHAQ2EI2Z KAPAIOANATNEY2TIKOY 2Y2 THMATO2

e "Hma cupmtwpotoAoyia

* Mn €0Lka cupnmTWHOTO

» Mvevpovikn ivwon
» Mvevpovikn Yméptaon
» Kapdlakn mpooBoAn
» Avatuia
Xpovia vOooG
Avoarmoppodnon

ATtwWAEL OlLLATOC Ao TO
YOOTPEVTEPLKO

AvoookataoTaAtikn Beparmeia

» Muilkni cuppETOXN



NEOPIKH KPI2H 2KAHPOAEPMATO2

2MANIA ENIMAOKH 2-5%

Taxewcg e€eAlocopevn dtatapaxn tng vepplkng Aettoupylog

Mpoodatnc Evapénc umEptaon

-KeparaAyia

-Alotapaxec opaong

- AlpoAuTtikn pkpooayyelonaBela (LDH, oxlotokuttapa)

-Yrieptaolkn eykeparonabdeia - apdiBAnotposidonabdela

-O&U MVEUOVLKO oldnua

- MAguputikn) cuAAoyn

ErBiwon 1 €tog 15% (1979), > 89% onuepa

ACE inhibitors
Steen V Annals Rheum Dis 2007



NEDOPIKRH KPI2H 2KAHPOAEPMATO2

-loxupn cuoxEtion pe avtiowpata evavtt RNA-roAuvpepdaoncg (60%) — ACA = POOTATEUTIKOC POAOG
- ALaxuto okAnpodepua >>> MNeploplopévo okANpOSepua

-ApXIKO cUUMTWHO 22 0€ 22% TWV MEPLTTWOEWV

-Xopryynon otepostdwv > 10-15mg €xeL mponynOsl ~ 60%

-2uvnObwc epdaviletal peoa ota 3 MPpWTA XPOVLA LETA TN SlAyvwaon Tn¢ vOoou

Nguyen et al. Arthritis Rheum 2011, 63: 530-534






AIATNQ2 TIKH TTPO2EITI2H TOY 2KAHPOAEPMATO2

- lotoplko (xnueloBeparmeuTikd taxanes or gemcitabine, epdutepata olAlkovng?)
- KAwikn ewova

- KAwwkn g€€taon

-  Epyaotnplakec e€eTAOELC

- Tpoeldbookonnon

- ATTELKOVLOTLKOG EAEYXOC



KAINIKH EZETAZH — AKPA!!

JkAnpodaktuAia

TnAeayyelektaoieg ‘EAKN Kplypog tevoviwv



Kpwtipla taéivopnonc 22-1980
(to peilov, | 2 eEAAdccova)

Meilov kKpIiTplo

EyyUc okKANPOOEPMA: CUMMETPIKA TTAXUVOoN Kal dINBnon O£pUATOC TWV
OAKTUAWYV Kal Tou d€ppaTog eyyuTtepa TwV MK®O 1 MTO®. O1 aAAayEg
MTTOPEI VA apOopouUV o€ OAOKANPO TO MEAOG, TTPOCWTTO, AAIJO, KOPHUO
(Bwpakacg, KOIAIG)

EAGdococova KpiTRpia

2. KANPOOAKTUAIA: Ol TTAPATTAVW OEPMATIKEG AAAAYEC TTEPIOPICHEVEG OTA
OAKTUAQ

AOKTUAIKEG OUAEC | ATTWAEIA TOU OAKTUAIKOU TTOAPOU (AOYW I0XAIMIAC)

ANQPOTEPOTTAEUPN TTVEUMOVIKI ivlwon BAcewV: DIKTUWTO 1 OIKTUOLWOEC
TTPOTUTTO OTIC a/a BWPAaKA, «TTVEUMOVAC MEAIKNPUBPAC» XWEIC
TTPWTTABN TTVEUUOVKI VOO O

Preliminary criteria for the classification of systemic sclerosis (sclerodermay). Arthritis and Rheumatology, 1980. 23(5): p. 581-590






EPTA2THPIAKE2 EZETA2EI2

e Alayvwon

Xwpic dlattepa EUPAUOTO OTTO TO YEVLKO EAeYX0 — Mn €L0LKA
- T. aipatocg/y. oupwv

- TKE: Amuia avénon

- CRP: avénon ota mpwta otadia (owdbnupatwédnc daon)

- CPK: puikn ouppetoxn

- ANA Betka > 95%

MapakoAouBnon
- NMapevepyelec Beparteilac



AYTOANTIZQMATA KAI 2Y2 THMATIKO 2KAHPOAEPMA




H tpyoclbookommon

Cutolo M, Sulli A, Pizzorni C, Accardo S. Nailfold videocapillaroscopy

assessment of microvascular damage in systemic sclerosis.
The Journal of rheumatology. 2000;27(1):155-160.




THE LANCET
Rheumatology

Koenig M et al, 2008;58:3902-12. Silvia Bellando-Randone, et al, 2021;3;819-26

764 patients with Raynaud, the median time since the
onset of Raynaud’s phenomenon was 4-0 years and had f/up for 5
years - 55% progressed to SSc

The absence of ANA at baseline was the factor most strongly associated
with a lack of progression within 5 years, with only four (10-8%)
of 37 ANA-negative patients progressing.



ANA, disease specific antibodies
Puffy hands

NVC changes



Case 1

e Q 46 etV

* ApBpalyieg pikpwv apBpwoswv—
QULLWOLEC- KOTtwoN

Xwpic dAAn cupmtwpotoAoyia

TKE: 22

CRP: (-)

ANA: 1/630

dsDNA (-)

ENA (-)

C3, C4: ko

IgA, 1gG, I1gM, nAektpodopnon: kd
. oUpwv, AeUKkwpa 24wpou: kP

HCQ: 1x2

6/12 AvadeEpeL TOvo ot HUTN Kot
QTIOXPWHATLOMO XWPLC CUYKEKPLUEVOUC
EKAUTLKOUC TIOPAYOVTEC

ANA:1/5200 — €vavTtL KevtpopepLdiou
TKE: 12
CRP (-)



Case 1

15 months F/UP > YEARS
ACA :1/1200 ACA: 1/1200-1/250
TKE : 4, CRP (-)

Xwpi¢ ovpnmtwpatoloyia Xwpi¢ oupnmtwpatoloyia

No disease progression
Normal ECHO/LFTs

ITMpopETPNON: Kb
ECHO kapbLac: ké

HCQ: 1x1



Case 2
A>€ I

@ 74 etwv WBC 5.5 (65/25/10)

2017 — 318npomeviky avoupia — Gastric Antral Vascular Ectasia (GAVE) — Watermelon stomach HB(mg/dl) 10,4

2017-2022 — SUXVEC LeTayyLoELC Ttopd T Bepameiec te KpUOBEepaTELDL PLT 230.000

Aywyr: PPi, Iron tablets, Escatilopram TKE 24

EvSookémnon KNz (2016/2019): kd CRP 0,12

MRI dvo-kdtw kothiag (2022): kb SGOT/SGPT 32/34

Alepevvnon armd yaotpevtepoAdyo: ANA: 1/1250 URE/CRE 27/0,95
ALP/g-GT 78/12

IgA/1gG/I1gM 160/6504,/78
ANA 1/1260



Case 2

PeupatoAoyLkn eKkTipnon

loTopLKO

» Xwplc Lotoplkd Raynaud

» Xwplc ekdnAwoelc amnod touc BAevvoyovouc

» Xwplc LoToplkd pwtoeBalobnoiag

» Xwplc Lotopko npoodatng Aolpwénc/epunupetou
» Xwplc Lotoplkod EnpodBaluiac — Enpootouiag

KAwikn e€€taon

» Anouoia e€avOrnpuoatog

» Anoucia evepyou apBpltidac

» Antovoio okANpodaKTUALOG, SAKTUALKWY EAKWV
»AW: ko (amouotia tpl{oviwy)

> KoWla: M-E-A

Systemic sclerosis sine scleroderma

WBC
HB(mg/dl)
PLT

TKE

CRP
SGOT/SGPT
URE/CRE
ALP/g-GT
IgA/1gG/1gM
ANA
dsDNA

ENA

ACA

C3

C4

. oupwv

5.5 (65/25/10)
10,4

230.000

24

0,12

32/34
27/0,95
78/12
160/650.,/78
1/1260

(-)

(-)

1/1250

112

28

0-1/0-1



Case 2 I

WBC 5.5 (65/25/10)
' / HB(mg/dl) 10,4
Peupatoloyikr EKTLUNGC
H yiKn Hhon PLT 230.000
loTopLKO TKE 24
> Xwplig Lotopko Raynaud CRP 0,12
» Xwplc ek ‘ ' :
»Xwplic o

» Xwplc o
»Xwplic o

KAwvikn €€

» Anouoia

» Anouoia

» Anouoia okANpodaKTUALAG, SAKTUALKWY EAKWV i

»AW: k¢ (amouoia tplloviwy) ACA 1/1250
Cc4 28

. oVpwv 0-1/0-1



ANEIKONI2TIKE2
E-ETA2EI2

* Jtadlomoinon - MNpooPoln
EC0WTEPLKWV OPYAVWV

e AlooTpwpATWon Kivduvou

* MNMapakoAouBnon




AIAOOPIKH
AIATNQ2H

*  AlaxuTo evtoTlopEVO okAnpodepua (LopdEac)

*  Muwuntég tng X - Scleroderma-like disorders

* Avutoavooa voonpoata (2EA- Muooitida)

*  20% kAwika onueia aAAnAosrikaAuvdng pe aAAa voonpata

*  AYVELOKEG SLATOPAXEC LE LOXALULKEC ETLITAOKEG (ayyetitidec-

BpouBospuBolikég voooL, vooocg Buerger, 2/A)

* Neom\aoleg



2YMITEPA2MATIKA

To ouoTNUOTIKO OKANPOSEpUA lval omtavia TABNoN — OXETIKA CUXVNA YO TO PEULOTOAOYO

EyKalpn avayvwpLlon XopoKTNPLOTLKWY KAWLIKWY onueilwv (Raynaud, okAnpodaktulia KTA)

'vwon Twv ekbnAwoewv amnod dtadopa cUOTHUATA — TT.X LUOOKEAETLKO, YOLOTPEVTEPLKO

H mpooBoAn ECWTEPLKWY OPYAVWYV UIMOPEL va tponyeltat Tng Stayvwong tng vooou (MveupoviKn tvwon/umnéptaon)

O MPooSLoPLOMOC TOU KAWVLKOU datvoTuTou (SLaxuTo/meEPLOPLOUEVO) ElVal ONUAVTIKOC yla T mapakoAouOnon tou acOevn)

H KAWLKN €lKOVA/KAWVIKO EUPAUATO 0 CUVOUAOHO UE TIC AVOOOAOYLKEC e€sTaoelc Ba B€oouv tn Slayvwon

H tpLxoel600KOTINGN AMOTEAEL XPIOLLN €EETAION TTOU CUVETILKOUPEL 0TN SLAYVWOTLK) TIPOOEYYLON TWV 0loBeVWVY

H Stadopikn Stayvwon Ba npémnet va repthapfavel eupl GACHA CUOTNUOTIKWY KOL OLYYELOKWY VOO UATWV



