KAINIKH, OPOAOTIKH KAI TPIXOEIAO2KOMNIKH MEAETH
XAPTOIPADOHZH2
TOY ®GAINOMENOY RAYNAUD 2E EZAPMONIZMENOYZ A2OENEI2 ME
NOZO TOY SJOGREN: ZYNEIS®OPA $THN KAINIKH QAINOTYMHIH TH2
NO2QOY

Koutooywavvn A., NaAAa M., Xatlnc A., BevetoavomouAou A., M€lovAag B., Mavayonoulog M., Baldini
C., De Vita S.T, ®wtiadng A., FTouAég A., TlloVdac A.

Epyaotriipto MaBoAoywkng @uotoroyiacg, Tunpa latpkng, EOviko ko Kamodiotplako Maveniotipio
ABnvwv
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Sjogren's Disease (SjD)
* Mpwtomnabec n devtepomabec

e 0/3:9/1->20/1

e ErumoAaopoc: 0,01-0,05%

e 4"N-5" SekaeTla

SkANPOSEpUa

* Apyn) €€€ALEN

* AUOKOALOL OTNV QVTLUETWTILON

Beydon, M., McCoy, S., Nguyen, Y. et al. Epidemiology of Sjégren syndrome. Nat Rev
Rheumatol 20, 158-169 (2024). https://doi.org/10.1038/s41584-023-01057-6
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WYnAaenth mopeupa

Mucosa-associated lymphoid
tissue lymphoma (MALT

Lymphoma)

Diffuse large B cell lymphoma
(DLBCL)

* Nodal marginal zone
lymphoma

KAWVLKN ETEPOYEVELQ

Aéppwpa

Konwon
ApBpalyieg
ApBpiTida
Raynaud
KatabAiyn

AdEeVIKEG
=nNpPo®BaApia
=npoaToyia
AIOGYKWON MapwTidwv
=NpPoTNTa dEPLATOG
E¢wadevikég
MpwTomadng XoAIKn
XOAQyyElTIOO
NOOoOG LIKpwV
agpaywywyv
AGueon veppiTida
MuoaiTida

Mavragani et al. CMAJ 2014
Chatzis et al. Oxford Rheumatology 2022



Raynaud in SjD

13-30% twv acBevwv pe SjD

Skopouli FN et al. ] Rheumatol. 1990

Juyvotepa apBpitda, PnAadnti mopdpupa Kat OeTkdO avoooAoyLko TtpodiA
(ANA, Ro, La)

SkGarcia-Carrasco M et al. J Rheumatol. 2002
Tuxvotepa o€ aoBevelg pe avtikevipopeptdlaka aviiowpata (ACA)
YoBapotepn adevikn vooog (ACA+ vs ACA-)

Baer AN et al. Arthritis Care Res (Hoboken). 2016

Ol ACA+/SjD mapouctalouv KAWLIKO ¢pavoturo petalu ACA-/SjD kat
okAnpodEpuatog

Bournia VK et al. Arthritis Res Ther. 2010




2 KOTIOC TNC MEAETNC

H KAWLIKA, opoloyilkn kol tpuyoewbookomikn dawvotunnon tng SjD oe
aoBeveilc pe RP pe Kol xwplg AVILKEVTIPOUEPLOLAKA AVTLOWOTOL



MeBobol

Avaokomnnon Baoncg dedopévwy 1583 e€appoviopévwy aocBevwyv pe oclvdpopo Sjogren (oo 4 MAVETLOTNLLAKA
ETILOTNMOVLIKA KEVTpa og EAAada kal Itadia) ou mAnpouv ta kpttipla taftvopunong ACR-EULAR 2016 -> ZUykplon

KALVIKWYV, EPYOOTNPLOKWY, AVOOOAOYLKWY KoL LOTOAOYLIKWV S€SoUEVWV aoBevwy Ue Kol Xwpic RP

Ertlhoyn acBevwyv pe evepyn ntapakolouBOnon kat RP (n=83)
» 21 aoBevelc pe avikevipopeptdlaka aviiowpata (ACA+) (ACA+/SjD-RP)
» 62 aoBeveic apvntikol yta ACA (ACA-/SjD-RP)

» 2UYKPLON KALVIKWYV, EPYOLOTNPLOKWY, AVOCOAOYLKWY KOl LOTOAOYIKWV S€S0UEVWV

* 36 aoBeveic pe SjD-RP (15 ACA+ kat 21 ACA-) unteBARBnoav o€ CUYKPLTIKNA TPLXoELS0OKOTINON
e  Opada avriotolyn we tpoc ¢puAo, NALkia Kat Stapkela vooou (n=42) yia toug ACA+/SjD-RP kat (n=110) ywa
touc ACA-/SjD-RP



ArnoteAeopata (1)

* 30.1% twv acBevwv eiyav pawvopevo Raynaud (RP)
(476/1583 aocBeveic)

SjD




Age at SS diagnosis
(p<0,001)

ArnoteAeopata (1) fi
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2UYKPITIKA pE 6AouUGg Toug aoBeveig xwpi¢ Raynaud 46| .
(n=1107) ot acbeveig pe Raynaud (n=476) RP- RP+
Age at SS onset
(p<0,001)
52.5F
50.0f H
» Mikpotepn dtapeon nAwkia Stayvwonc SjD, 51 vs 53 €tn i
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Disease duration from SS diagnosis until last follow up
(p<0,001)
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» Meyalutepn dapeon dSapkeLla mapokoAolOnong amo 1ol
™ Sldyvwon tng SjD, 6 vs 5 €tn
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RP- RP+



ArnoteAeopata (1)

2UYKPITIKA pE 6AouUGg Toug aoBeveig xwpi¢ Raynaud
(n=1107) ot acbeveig pe Raynaud napouaciacav
ouUxXVvVOoTEPQ:

i. ApBpitda

i. ApBpalyiec

iii. WnAadnti mopdupa

iv. XaunAo C4

v. Kpuoodatlpwatpia

vi. Aépdwpa

Vii. OETLKA QVTUTUPNVLKA OVTLOWUOTO

Clinical and Laboratory features Non-Raynaud Raynaud Croup,

Group, %, n=1107 %, n=476

DEMOGRAPHICS
Median age at SS diagnosis, years (range) 53 (15-84) 51 (16-79) <0.001
Median disease duration from SS diagnosis 5 (0-36) 6 (0-33) <0.001
until last follow up, years (range)
Median age at SS onset, years (range) 50 (14-83) 45 (15-76) <0.001
FOCUS SCORE at diagnosis (range) 1.3 1.6 0.15
GRANDULAR AND NON SPECIFIC MANIFESTATIONS
Dry mouth % 92.3 93.6 0.42
Dry eyes % 91.8 92.6 0.27
Salivary gland enlargement % 27.5 23.6 1
Arthralgias % 65.2 74.9 <0.001
Arthritis % 17.1 25.6 0.004
EXTRAEPITHELIAL MANIFESTATIONS
Lymphadenopathy % 10.6 9.4 0.47
Palpable purpura % 9.6 104 0.001
Liver involvement % 2 1.8 1
Lung involvment % 4.4 5.2 0.96
Kidney involvement % 1.6 1.1 0.57
SEROLOGY
ANA positivity % 86.7 91.1 0.02
RF positivity % 58 57 0.94
Anti-Ro positivity % 749 75.3 0.96
Anti — La positivity % 37.6 35.2 0.93
LOW C4 % 40.9 449 0.04
Cryoglobulinemia % 13.6 28.4 0.007
Lymphoma % 12.3 15.2 0.01




ArntoteAeopata (2)
ACA+/RP vs ACA-/RP

» otnv mAslovotnta Twv aoBsvwv ACA-,
to RP akoAouBet tnv epdavion tTwv
CUMMTWHATWY Enpootopiac (55% gvavtl
45%)

» 0TnVv MAslovotnta Twv aoBsvwyv ACA+,
1o RP mponyeital Twv oUUMTWHATWY
Enpootoptiac (67% evavtt 33%)

ACA status
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AnoteAeopata (2)
ACA+/RP vs ACA-RP

* Ol aoBeveic pe ACA+RP rtav nALKLOKA peyaAUTepoOL:
i. Kata tn Stdyvwon tng vooou (pHEon nAkio dtayvwong 56.6 +

9.5vs 50.5 £ 12.1 étn)

ii. Kotd TNV €vapén tng vooou (pEon nAtkia Evapénc
CUUTTTWHATWY Enpotntag 53.7 £ 9.2 vs 45.9 £ 11.7 £tn) ka

iii. kata tnv évapén tou RP (Slapeon nAkia évapéng 53 vs 45
£€tn)
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55.0F
52.5F
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(p=0.04)
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Age at disease onset
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Clinical and Laboratory features ACA-RP ACA+ RP

AnoteAeopata (2)

ESSDAI at diagnosis (range) 2 2 0.81
ACA+/R P VS ACA- R P FOCUS SCORE at diagnosis (range) 1.74 2 0.52
GRANDULAR AND NON SPECIFIC MANIFESTATIONS
Dry mouth % 85.2 100 0.1
Dry eyes % 90.1 94.7 1
Salivary gland enlargement % 42.6 38.3 0.98
* oL aoBeveic ACA+ gudavioav o oxeon He TouC ACA- [armraigias % 0.74
O-UXV c')-te pa- Arthritis % 27.8 26.3 0.92
EXTRAEPITHELIAL MANIFESTATIONS
Ulcers, % 0 15.4 0.03
i ’E)\Kn Liver involvement % 4.9 21 0.06
Lung involvment % 229 315 0.7
.. , , Pulmonary hypertension % 1.6 23 <0.001
I I_IVEU P-OV'-Kr] UTLE ptaon Kidney involvement % 49 0 1
Palpable purpura % 9.6 104 0.43
iii. Awyotepa tpLXoeld ava XIALOOTOUETPO oRD > 2 o
Dysphagia % 34 142 0.16
SEROLOGY
iv. Zuxvotepa ylyavtiaia TpLYoeldn ANA% 96 104 056
RF positivity % 44.2 33.3 0.58
Anti-Ro positivity % 68.6 77.7 0.84
Anti — La positivity % 44.2 49.6 0.18
LOW C4 % 26.2 111 0.22
Cryoglonulinemia % 8.1 125 0.65
ACtive Lymphoma % 19.6 5.2 0.16
CAPILLAROSCOPY FINDINGS
SCIerOderma Number of capillaries/mm 7.5 5.8 0.004
patte rn Giant capillary % 19 733 0.001




ArnoteAeopuata (3)

ZUYKPLTLKA e avTiotowxn we tpog to puAo, nAkio Ko
SLapkelag vooou opadag acBevwv xwpic Raynaud kat
Xwpic ACA (n=42),

ot ACA+ RP+ aioBeveic napouaioocav ouxvoTePQ:

i. lveupoviki uTtEpTaon
i. Avodayla

i. Hmatwkn

iv. Mveupovikn mpooBoAn
V. ZInpootopuia

Clinical and Laboratory features

ACA+RP+
Group, %, n=21

Matched ACA-RP-
Croup, %, n=42

DEMOGRAPHICS

Gender % 100 100 1
Mean age at SS diagnosis, years 56.6 (20-75 56.8 (42-74) 0.93
(range)

Median disease duration from SS 7 (0-40) 7 (2-28) 0.87
diagnosis until last follow up, years (range)

Mean age at SS onset, years (range) 52.5 (18-71) 53.7 (38-70) 0.67
ESSDAI at diagnosis (range) 3 2 091
FOCUS SCORE at diagnosis (range) 2 1.54 0.1
GRANDULAR AND NON SPECIFIC MANIFESTATIONS

Dry mouth % 85.2 100 0.02
Dry eyes % 90.1 94.7 1
Salivary gland enlargement % 42.6 383 0.21
Arthralgias % 0.54
Arthritis % 27.8 26.3 0.08
EXTRAEPITHELIAL MANIFESTATIONS

Ulcers, % (0] 15.4 0.06
Liver involvement % 49 21 0.03
Lung involvment % 229 315 0.049
Pulmonary hypertension % 1.6 23 <0.001
Kidney involvement % 49 0 1
Palpable purpura % 9.6 104 0.65
GRD 21.4 9.5 034
Dysphagia % 14.2 0 0.05
SEROLOGY

ANA % 9.6 104 0.62
RF positivity % 44.2 333 1
Anti-Ro positivity % 68.6 777 0.83
Anti - La positivity % 44.2 49.6 0.21
LOW C4 % 26.2 111 0.19
Cryoglonulinemia % 81 12.5 1
Lymphoma % 19.6 5.2 0.4
DLCO % (pred) 813 0235 0.07




ArnoteAeouata (4)

ZUYKPLTLKA ME avTiotoxn we tpog to puAo, nAkio Ko
SLapkelag vooouv opadag acBevwv xwpic Raynaud kat
Xwpic ACA (n=110),

oL ACA- RP+ aoBeveic napouciacav ouxvoTepa:

i. AlLOyKwon mopwtidwyv

. Mveupovikn npoofoln

Clinical and Laboratory features ACA-RP+

Group, %, n=62

Matched ACA-RP-
Croup, %, n=110

p-value

DEMOGRAPHICS

Gender % 93.5 (104/110) 94.5 (58/62) 0.46
Mean age at SS diagnosis, years 50.5 (20-75 51.9 (42-74) 0.49
(range)

Median disease duration from SS 7.5 (0-40) 7 (2-28) 0.39
diagnosis until last follow up, years (range)

Mean age at SS onset, years (range) 45.9 (18-71) 47.8 (38-70) 0.33
ESSDAI at diagnosis (range) 2 2 0.6
FOCUS SCORE at diagnosis (range) 1.74 1.67 0.48
GRANDULAR AND NON SPECIFIC MANIFESTATIONS

Dry mouth % 85.2 100 0.07
Dry eyes % 90.1 94.7 0.23
Salivary gland enlargement % 42.6 383 0.01
Arhtralgias % 0.31
Arthritis % 27.8 26.3 0.12
EXTRAEPITHELIAL MANIFESTATIONS

Ulcers, % 0 15.4 1
Liver involvement % 4.9 21 0.7
Lung involvment % 229 315 0.01
Pulmonary hypertension % 16 23 0.35
Kidney involvement % 49 0 0.7
Palpable purpura % 9.6 104 0.31
GRD 51 12 017
Dysphagia % 3 0 0.12
SEROLOGY

ANA % 9.6 10.4 0.94
RF positivity % 442 333 0.83
Anti-Ro positivity % 68.6 77.7 0.62
Anti — La positivity % 442 49.6 1
LOW C4 % 26.2 111 0.47
Cryoglonulinemia % 81 12.5 0.54
Lymphoma % 19.6 5.2 0.71




v" To RP elvat ouxvo otouc 0.o00eveic pe SjD Kat oxeTiletol pe
adEVIKEC Kal eEWAOEVIKEC eKONAWOELG, KABWC Kol AEppwpa

H napouoia ACA kaBopilel tn xpovikn epdavion RP oe
OX€0N HE TOL CUUITTWHATO ENPOTNTOLG

14
2UItEpAoIOTaL
» otnv nmAslovotnta Twv acBevwv ACA-, to RP akoAouBel tnv
EUPAVLON TWV CUUMTWHATWY Enpootouiog

» otnv mAelovotnta twv acBevwv ACA+, To RP mponyeital Twv
CUUMTWHATWY ENpooTopiag

v" To RP otnv SjD ouviotd évav Eexwploto erOeTIKOTEPO
bALVOTUTIO HE KALVIKA/TPLXOELOOOKOTILKA EUPAMATA TIOU
TIPOCOOLA{OUV UE QUTA TOU TIEPLOPLOUEVOU OKANPOSEPUATOC



20.C EVYOPLOTW YLOL TNV Ipoooxn oac!



