








Primary Sjogren’s syndrome as a multi-organ
disease: impact of the serological profile on the
clinical presentation of the disease in a large
cohort of Italian patients

@ Abstract

ORH

BRMEY = — 7 VVEERR (pSS) KRBT 2EERIMREDONA ) R 7 BHOFREOFME. NFEFNFEOEEES
GEMERIER ~RETEEERE

OF

1115 A® pSS BEDOT—F &L bu AR T 1 TITHNT, B BIMVER~OMBEFEN~—T—ZXnPRT 4 v 7 H
AT &2 AV THHT.

OWER

1115 4D 5 5 1067 &1 ktE, 48 A 1X B, EERIMERIX 15% (5 B 11%ILTEENEIBER. 2% LKW REESE (B
B - BE) . EEALRMONS 14%, FELERD 6%, FERIx ) L IER 4.5%), C3/C4 BIEE, FHy 7T Y
viifE, RF, 7 VA7 a7 )V iED pSS DEEEDv—HI—ThoT,

MEFHRE OB X 'bfavourable (v—H—R¥EHRL) . intermidiate (1-2) . poor (2-0LL L) IZ4¥E, poor groupik
EERBREOEEREL . TV 77 vy VT REBEAABSBETH o T,

Ot

BESFERDONA Y RT TA—T 0 pSS DREBFRIE~15%, AFEFEH~—I—XEV T vy VT RIGRELEL T
L5BELRENOEETH—BL DM LR,

Taece 1 Patients’ demographic, clinical and serological features

Ramoas-Casala Martel
of al, 2008 [19) of al, 2011 [16]

Patients. n 1115 110 400 422 1010 445

Female 1067 (95.7) 107 (97) 373 {93) 402 (95) a37 (93) 400 (90)
Age at diagnosls, mean {s.n.), years 51.6 {13.8) 62 (13) 52.7 (0.85) 554 (12.5) 53 {0 48) 53.6 {14)
Age atinclusion, mean [s.0), years 57.5013.7) — $8.7 (0.72) - 58.7 {0.46) —
Follow-up, mean {s.0.), years 5.8 {6.9) - - - 6 {0.3)

Xerpstpmia 1033 (92.6) 97 (88 390 (98) - 975 {96) 371 (88)
Xerophthalmia 1054 (94.5) 86 (72 371 (93) - 968 (96) 380 (86)
Salivary glands enlargement, n (%) 346 (31.0) S0 (46) 73 (18) 110 {26) 269 (27) 113 {23)
Ocular tests positive 962 (88.1) - 351 (95) 422 (100) 898 (94) 373 (85)
Arthralgias 683 (61.3) 82 (75) 147 (37) 165 (39) 490 (48) 222 (50)
Arthritis 123 (11) 24 (22 - - 160 (195) -

RP 239 (23.4) 55 (50) 62 (16) 146 (34.6) 187 (18) 189 (42)
Lung involvernent 60 (5.4) - 3/{9) - 112 (17) $5(12)
PNS invalvernent 59 (5.3) 23 (21) 29 (7 - 110 (1Y) 70 (16)
Skin involvement 106 (9.5) 22 (20 47 (12) 204 7) 91 (9) 70 (16)
Lymphoma 50 (4.5) e = - - 18 (4)
ANA positive. n (34} 941 (B4.4) — 288 (74) 397 (84) 853 (B5) 347 (78)
Ant-Ro/SSA 762 (68.3) = 153 (20) 203 (50.9) 518 152) 221 {48}
Anti-La/SSB 410 (36.8) - 102 {26) 160 (40) 343 {34) 139 31)
RF positive H82 (52.2) = 146 (38) 136 (32.2) 467 (48} 184 {41}
Cryoglebulinzemia positive 69 (5.3) = 27 19) 107 (28) 62 (10} 68 (15)
Low: C3 176 (15.8) - 10 (9) - 67 (9; -
Low C4 124 {11.7) S 23 (& - 66 (9) =
Hypergammaglobulinaemia 53C (47.9) — - - - 225 {50y

All values @re n (%) unlesss stated otherwise. Ocular tests positive: positivity of Schirmer’s test and/or Rose Bengal/Gresen Lissamine stairing: PNS: peripheral nervous systern.
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Tazie 2 Impact of serological markers of disease severity on pSS chnical presentaton and treatment
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and RF positivity. AECG: American Eurapean Consensas Group
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Supplementary Table S1: Extraglandular manifestations of pSS and independent serologic markers

of disease severity (multivariate logistic analysis)

Clinical manifestations Independent Factors OR 95% CI
Age at diagnosis .983 I 995
Salivary gland enlargement | Disease duration 1.053 1.026 1.080
(SGE) AECG criteria 2.060 1.198 3.540
Low C4 1.857 1.197 2.880
Age at diagnosis 1.018 1.006 1.030
Articular involvement
Disease duration 1.081 1.052 1.111
Age at diagnosis 1.026 1.006 1.046
Disease duration 1.085 1.044 1127
Low C3 2.356 1.316 4218
Skin vasculitis
Hypergammaglobulinemia 2.176 1.231 3.848
Rheumatoid factor 2.642 1.406 4.964
Cryoglobulins 71233 3.747 13.963
Age at diagnosis 0.960 0.931 0.990
Renal Involvement
Cryoglobulins 6.453 2.498 16.674
Disease duration 1.093 1.045 1.143
Low C4 2.729 1170 6.318
Neurological involvement -
Hypergammaglobulinemia 0.422 0.204 0.871
Cryoglobulins 4.609 1.889 11.247
Heart Involvement Anti-La/SSB 5.241 1.890 14.528
Low C3 2217 1.478 3.324
. Hypergammaglobulinemia 1.832 1.282 2.619
Leukocytopenia :
Anti-Ro/SSA 1.656 1.076 2.549
Cryoglobulins 3.137 1.744 5.643
Salivary gland enlargement 7.675 3.600 16.364
Low C4 4.684 2252 9.741
Non-Hodgkin’s lymphoma
Male sex 3.437 LETT 10.040
Cryoglobulins 2.870 1.200 6.864

CI: Confidence Interval for odds ratios (OR)
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