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Comparaison des critéres de classification [AECG 2002] et [ACR/EULAR 2016]
dans une cohorte de patient suspects de syndrome de Sjogrén primitif et
apport de I’échographie des glandes salivaires

occidentale
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INTRODUCTION




SSDAI (Eular Sjogren Syndrome Disease Activity
index)

erci de COCHER la case correspondant au niveau d'activité de la

aladie atteinte par atteinte.
scome de chaque domaine se calcule en mulipfant e poids du domaine parle niveau dactivité. Le
e fotal est ls somme de tous les domaines.
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» Echographie des glandes salivaires

syndrome de Goujerot Sjogren primaire = bon outil

Jousse-Joulin S & Al, Rheumatol Oxf Engl. 2016




Normale Pathologique

Farotides




2002 2016

AECG ACR/EULAR

Sl sécheresse ou ESSDAI 21

1. Sensation de sécheresse buccale 1. BGS: sialadénite lymphocytaire focale et un focus score > 1

2. Sensation de sécheresse oculaire 2. Anticorps anti-SSA (Ro) +

3. Signes ophtalmologiques

- Test de Shirmer <5 mm/5 min ou 3. Score 0SS > 5 (ou VB > 4) sur au moins un oeil 1
- Score de van Bijsterveld > 4

)| 4. Biopsie des glandes salivaire: Focus score > 1 foci/4 mm2 4. Schirmer £ 5 mm/5min sur au moins un oeil 1

5. Flux salivaire non stimulé < 0,1 ml/min

5. Flux salivaire non stimulé < 0,1 ml/min 1
II:} 6. Anticorps anti-SSA ou anti-SSB positifs

L Pas de critéres d’exclusion 0
L Au moins 4/6 items, dont au moins 4 et 6 OU
O Presence d’au moins 3 des 4 items objectifs ((3, 4, 5, 6)

Pas de critéres d’exclusion
O Score>4

Radiothérapie téte et cou, hépatite C, SIDA, lymphome prééexistant, sarcoidose,

Radiothérapie téte et cou, hépatite C active, SIDA, amyloidose, sarcoidose, GVH, maladie
GVH, traitement anti cholinergique

associée aux lgG4

Shiboski CH, et al. Ann Rheum Dis. 2017




2002 AECG criteria 2016 ACR/EULAR criteria

Weight
Items 1. Ocular dryness symptoms 1. Labial salivary gland with focal lymphocytic 3
2. Oral dryness symptoms sialadenitis and focus score of > 1 foci/4 mm?
3. Ocular signs: Schirmer's test <5 mm/5 min or : .
van Bijsterveld score >4 2. Anti-S5A/Ro-positive 3
4. Focus score > 1 foci/4 mm? on minor salivary 3. Ocular Staining Score =5 (or van Bijsterveld 1
gland biopsy score >4) in at least one eye
5. Salivary gland involvement: unstimulated ) o
whole salivary flow <0.1 mL/min 4. Schirmer's test <5 mm/5 min in at least one 1
6. Positive anti-SSA or SSB antibodies eye
5. Unstimulated whole saliva flow rate 1
<0.1 mL/min
Rules for classification — Absence of exclusion criteria® Applies to any individual

— Presence of any 4 of the 6 items with at least
item 4 or 6, or

— presence of any 3 of the 4 objective items
(3,4, 5 and 6)

— who meets the inclusion criteria” with at least
one symptom of ocular or oral dryness or
ESSDAI =1

— does not have any of the conditions listed as
exclusion criteria“

— and has a score of >4 when the weights from
the 5 criteria items are summed

====) populations comparables entre les études?



OBJECTIFS

1) Evaluer la concordance entre les critéres

AECG ACR/ EULAR

American College of Rheumatology (ACR)
European League Against Rheumatism (EULAR)

2002 2016

American-European Consensus Group

2) Evaluer I'apport de ’'échographie des glandes salivaires




PATIENTS ET METHODE




> Critéres d’inclusion et d’exclusion

m==)  Monocentrique

B REST
CENTRE HOSPITALIER
REGIONAL UNIVERSITAIRE

m==) Suspicion de syndrome de Sjogren primitif: cohorte DIApSS

m==) Prospectif

m==) Janvier 2006  « > Septembre 2016




- Sensation sécheresse oculaire/ buccale
- Gonflement des glandes salivaires Autre connectivite
- Manifestation extra glandulaires

- Ac évocateurs pSS ou autres anomalies biologiques




> Evaluation standardisée

Tests sécheresse

Flux salivaire <0O,1 mL/min
Shirmer < 5mm sur 5 min

Clinique
ESSDAI

Comple rendu standardisé d examan analemepathelogigue de biopsie

glande salivaire accessoire (BGSA)

Mom du ik
palignt  --rreeseeeesse—eseee )

'I-:\"I o
Age etDOM e patholkgista

HEjENIEN

L]

1. Mombre de glandes sur la lams
2. Diagnostio

[] dans 1 imitas e ta nomnale
[ sintadérite chvonige non spécliquetsciareants 5

diagnostic spéofigue : nflammaton granulomateuse,
amykrse au autne -

D slaladénite hmphooytaire focal oooupant ot ou
pare du parenchymes salivaine

Echographie

]
[]

1. Mombre de foci’

NOM : Date :
PRENOM :
DDN:
Opérateur :
Glande
| parotide * 1 non
Canal sublingual
Glande * 2:probablement pas
~ sublinguale — J 3 experts : consensus?
o -~ "f* 3:probablement
Canal sousmandibulaire— e &~
- Glande =
sousmandibulaire bR .
W BT s o M+ 4 certain
b Lol = f - %
frria MO 4 b, ] | I
—

11 rwalafion adipeisas Joem)

= alecfusrs e croonecriies
Savas afau mans S0 caluies

COMCLUISION @ ...




a OPHTALMOLOGISTE

A

Conjonctive (vert Cornée
\ de Lissamine) (Fluorescéine) 3 3 3
.o Grade Points Grade Points
/ Van Bijsterveld
0 0-9 0 0
. . q q 1 10-32 1 1-5
Conjonctl\lle (v:ert de Lllsrsamme) 5 SoL 5 s
Cornée (Fluorescéine) 3 100 3 30 9
Score Spots
Confluents +1 bt
1 Aucun
5 Peu — dispersés Région papillaire +1 . 3
3 NIeIiAlBITEE = CISPErREs 1 ou plusieurs filaments +1 =
4 Confluents
12
\ VB>4 / 0SS 25 .

DENTISTE
e +/- PSYCHOLOGIE — DERMATOLOGUE - AUTRE




RESULTATS




RESULTATS

» Population

»Comparaison [ACR/EULAR seuls] et [les 2 ]

» Groupe “discordant”: ACR/EULAR +

» Groupe “diagnostic du clinicien” seul

» Echographie des glandes salivaires




» Population

SUSPICION DE SYNDROME DE GOUJEROT SJOGREN

324 patients
cohorte DIAPss

AUTRE CONNECTIVITE
34 patients EXCLUS

\ 4

SUSPICION DE SYNDROME DE SJOGREN PRIMITIF

290 patients

56 +13 ans

2 ] @ N
i t2.%4% et7ans




2002 AECG criteria 2016 ACR/EULAR criteria

% dryness symptoms
Oral dryness symptoms
3. Ocular signs: Schirmer's test <5 mmy'S min or
van Bijsterveld score >4
4, Focus score 21 foci/4 mm? on minor salivary 3. Qeular Staining Score = 5 (o van Bijsterveld
gland biopsy score 24) in at least one eye
5. Salivary gland involvement: unstimulated
whale salivary flow <0.1 mUmin 4. Schinmer's test <5 mmy5 min in at least one
6. Positive anti-SSA or 558 antibodies ere
5. Unstimulated whole saliva flow rate
<0.1 mL/min

1. Labial salivary gland with focal lymphoeytic
sialadenitis and focus score of > 1 focid mm?

2. ANtFSSA/Ro-positive

— Absence of exclusion criteria®
~ Presence of any 4 of the 6 items with at least

Applies to any individual

- who meets the indusion criteria” with at least

item 4 or 6, or one symptom of ocular or oral dryness or
5 !
presence c!;)ﬂy 3 of the 4 objective items ESSDAI> 1

~ does not have any of the conditions listed as
exclusion criterla

~and has a score of > 4 when the weights from

the 5 criteria items are summe

ACR/EULAR +
AECG +
114 (34%)

CLINICIEN +
135 (47%)

2002 AECG eriteria

mwyavm

Neht

1. Ocular dryness symptoms
2.0ral dryness symptoms

3. Ocular signs: Schirmers test <5 mms min

van Bijsterveld score >

4, Focus score 2 1 feci/4 mm?” on minor saljfary 3. Ocular Staining Score 2 5 (or van Bijsterveld 1

gland biopsy

5. Salivary gland involvement: unstimulatel
1 ml/min
6. Positive anti-SSA or 558 antibodies

whole salivary flow <

- Absence of exclusion criteri

~ Presence of any 4 of the 6 items with at le)

item 4 or 6, or

~ presence of any 3 of the 4 objective items

(3,4, 5 and 6)

1. Labial salivary gland with focal lymphoeytic
sialadenitis and focus score of > 1 focid mm?

2. Anti-SSA/Ro-positive 3

score 24) in at least one eye

4. Schirmer’s test <5 mmy/5 min in at least one 1
eye
5. Unstimulated whole saliva flow rate
<01 mUmin

Applies to any individual

- who meets the indlusion criteria® with at least
one symptam of ocular or oral dryness or
ESSDAIZ 1

ACR/EULAR +
AECG -
11 (3,8%)

SUSPICION DE SYNDROME DE SJOGREN PRIMITIF

290 patients

ACR/EULAR -
AECG -
165 (57%)

CONCORDANCE++
K 0.92

ACR/EULAR
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»Comparaison [ACR/EULAR seuls] et [les 2 ]




» ACR/EULAR seuls et AECG

Table 2 Comparison of patients meeting 2016 ACR/EULAR criteria and/or 2002 AECG ariteria

Patients fulfiling boath Patients fulfilling ACR/EULAR ' p vaue*

sets of oiteia set of oiteria only

n=114 n=11
Age (years mean = 500 566x 137 S36+162 Usb
Symptom duEtion (vears, mean + 5D) 65+71 G5 +567 045
Female, n (38 106(593) 17 (1030 i
¥erophthalmiz®, n [{6) 110 {97 208 <01
Xerastomia®, n [96) 111 (97) & (35) < 001
ESSDAI (mean £ 500 48+ 55 45+ 332 058
ESSDAL =1, n (%) o8 {856) 10 (91} 100
Only sicca, n (%) 15 14} 1 100

| Only ESSDAIL n (%) 101) 3027) <001 |

Schirmer's test <5 mmyS min, n (%) o0 (549 4 (38) 018
VB =4, n (%) 24480 (30) 244 (50) 058
UWSF <00 mlfmin, m (%) 73103 (71) 208) < 0N
Abnormal 3GE, n (%) 93/112 (83) 10 (=1} 068
Anti-554 and/or S5B positivity, n (36) 77 (68) 5 (48) 014
Anti-55A, m (%) 75 [65) 5 [48) 018
ANA =1:320, n (%) 83 (73) 8(73) 100
RF positivity, n (%) 514112 (48) 4 (38) 075
1gG (g/L, mean + SO} 14579 14. 7£5.1 049
SGUS score =2, n (%) 614105 (58) 49 (44) 050
Physician diagnosis of p55, n (%) 111 (97} T <001



Table 2 Companson of patients meeting 2016 ACR/EULAR cniteria and/or 2002 AECG criteria
Patients fulfiling both Patients fulfilling ACR/ELILAR Patients fulfilling neither p value*

sets of aitetia set of aitefia only st of aitefia

n=114 n=11 n= 165
Age (years mean £ 500 5e6+137 536+162 Le0+ 136 Q56
Symgtom dumtion (years, mean £ 350D) 6671 55+57 26+h2 045
Female. n (i) 106 {93) 17 (1000 150 {91} 1
¥erophthalmiz®, n (G 110 {97 2 (18} 141 (B8) <001
Xerastomia’, n (%) 111 (97) & (55) 144 (87) <001
ESSDA (mean+ 50 48+55 46+ 32 i8+44 (54
ESSDAI =1, n (%) o8 {88) 10 (91} 118 (701 Ry

Only ESSDA, n (%) 101} 127

Schirmer's test < 5 mmvS min, n (%) 70/110 (64) 436} AECG 82 2 98 1
e [ ]

VE=4,n (%) 24/80 (30) 2/4 (50)

UWSF <0.1 mL/min, n (%) 731103 (71) 2(18) AC R/EU LAR 87.4 95.4
Abnormal SGE, n (%) 93/112 (83) 10 (91) o

Anti-55A andfor S5B positivity, n (%) 77 [68) 5 [48) 604 014

Anti-55A, n (%) 75 (66) 5 [48) 5(3) 018

ANA 21320, n (%) 83 (73) B (73) 55 (33) 100

RF positivity, n (%) 517112 {48) 4 (38) 18185 (17) Q.75

lgG (g/L, mean + 50) 145+ 75 14. 751 10.5+35 045

5GUS score =2, n (%) 61,105 (58) 4/9 [44) 17741 12 Q50

Physician diagnosis of p55, n (%) 111 (97) 764 170103 <0




RESULTATS

ACR/EULAR + ACR/EULAR +

» Groupe “discordant”: ACR/EULAR + T’ o
ACR/EULAR —

| | cuNiciEn +
17




» groupe “discordant”: ACR/EULAR +

Table 3 Descrption of the 11 patients fulflilling only ACR/EULAR critena

[hi-tien®

M Ay
i 51
4 2|
3 H
4 g4
5 5
{ &
r &4
] af
9 &7
4] a2
11 ab

LS

Fye’ Mo uth' ESSDA ESS0AI domaing® Cher MDD Liwee LIWWST St meer VEz4 SGH ARLA, A 558 RF oG SGLS Diag”
{0 i -1.= B 0 i { i Q 0 a i 237 i |
0 : 2 A i a I 20 ] a : 115 4 {
0 | a f Thyroudinis I 0 I 120 0 0 a 21 0 i
i 1 5 AG R U U i ] 1 el 1 Q a 175 1 1
i i 10 PG 0 0 a i 0 ] a i 125 ] i
1 i d A Throicdinis g i 1 o Q i ] a5 1 4
l a & AHE Al hpatite U d u 31 1 i u 154 ! !
| 1 10 AHB A hepatin | 1 1 { 1280 1 1 1 208 ! 1
Q ! 2 A 0 Q 1 0 1 120 0 Q Q 8 0 d
Q Q 5 AB 0 Q Q 1 320 1 Q Q 19 0 ]
| 1 4 | Thyrodditis | 1 1 &0 { { a af { o
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» Groupe “diagnostic du clinicien” seul

ACR/EULAR +
AECG +
114

ACR/EULAR +
AECG -
11

SUSPICION DE SYNDROME DE SJOGREN PRIMITIF

290 patients

/
¥ ACR/EULAR -

AECG —
165

N CLINICIEN +

17




» Groupe “diagnostic du clinicien”— ACR/EULAR et AECG -

Table 4 Description of the 17 patients who received a physician diagnosis of pS5 but fulfilled neither classification criteria set

5 Age Curatior Eye” Mauth® ESSDAI ESsDAl domains® Other AID Low LIWSF Schirmer VB=4 S5GB ANA 554558 RF lgG 5GUS
1 52 4 1 1 O ; 0 0 0 ! 1 640 0 O 116 1
2 25 0 0 o & H 0 0 0 b 0 160 1 1 16 0
3 a3 | 1 1 O i 0 ! 0 0 1 1280 0 0 69 |
4 69 3 1 1 10 PNS, R 0 o 0 ! 1 G G 0 98 G
.7 48 6 1 ] 19 A CNS B Thyroiditis 0 o / 0 b ¢ 4] 220 0
6 1) 3 1 G P A 0 0] 0 # 1 1 280 G 0 115 1
7 47 24 1 1 4 H B 0 ! 1 ! 0 b 0 | 4 o
8 a0 20 1 1 B A, PNS, B 0 0 0 / 0 1 280 1 0 185 |
9 50 13 1 1 14 A, PNS, G 0 0 0 0 1 160 0 0 114 0
10 50 ] 1 1 4 H 0 0 0 ! 0 1 280 0 0 10.7 0
11 55 7 1 1 V] ! 0 V] o V] 1 160 0 o B8 o
12 61 5 1 1 0 ! 0 0 0 0 1 0 0 0 11.2 0
13 49 P 1 1 b ! 0 b 0 b 1 160 0 )] 10, 1
14 51 4 1 0 2 G 0 0 0 0 0 0 1 1 6.7 1
15 63 1 1 1 B AC 0 0 0 0 1 160 0 0 110 0
16 65 28 1 1 1 B 0 0 0 1 0 320 0 0 77 0
17 51 1 1 1 12 F B 0 0 0 0 0 320 1 0 158 1
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» Echographie des glandes salivaires




> Echographie

SUSPICION DE SYNDROME DE SJOGREN PRIMITIF
290 patients

255 Echographie GS

ACR/EULAR -
AECG - V

ACR/EULAR + ACR/EULAR + CLINICIEN -
AECG + AECG - 8%
58,1% 44,4%

.| CLINICIEN +
41%
- Parotd
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Sublae gl
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ACR/EULAR-Echo

Applicables si
- symptoémes de sécheresse (critéres AECG)
-ESSDAI >1(atteinte systémique)

BGS avec sialadénite lymphocytaire focale et un focus 3
score>1

Anticorps anti-SSA (Ro) +

Score OSS 2 5 (ou VB 2= 4) sur au moins un oeil

Schirmer £ 5 mm/5min sur au moins un oeil

Flux salivaire non stimulé < 0,1 ml/min

= R, RPr k] W

Echographie des glandes salivaires anormale

ACR/EULAR
ACR/EULAR-Echo

87.4
91.1

95.4
93.8

\
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» AECG VS ACR/EULAR

2002 AECG criteria

2016 ACR/EULAR criteria

1. Ocular dryness symptoms

2. Oral dryness symptoms

3. Ocular signs: Schirmer’s test <5 mm/S min or
van Bijsterveld score = 4

4 Focus score > 1 foci/4 mm? on minor salivary
gland biopsy

5. Salivary gland involvernent: unstimulated
whole salivary flow < 0.1 mL/min

6. Positive anti-55A or 558 antibodies

— Absence of exclusion criteria®

- Presence of any 4 of the 6 iterns with at least
item 4 or &, or

— presence of any 3 of the 4 objective itemns
3,4,5 and 6)

1. Labial salivary gland with focal lymphaocytic
sialadenitis and focus score of > 1 foci/4 mm?

2. Anti-55A/Ro-positive

3. Ocular 5Staining Score =5 (or van Bijsterveld
score =4) in at least one eye

4. Schirmer's test <5 mm/S min in at least one
eye

5. Unstimulated whole saliva flow rate
<0.1 mL/min

Applies to any individual

— who meets the inclusion criteria” with at least
one symptom of ocular or oral dryness or
ESSDAI =1

— does not have any of the conditions listed as
exclusion criteria

— and has a score of = 4 when the weights from
the 5 criteria items are summed

e 2 patients SSB: ACR/EULAR +

e Examens obsoletes

1 O diagnostic
/ O suivi

\',’ 0 Avantla BGSA?




DISCUSSION

(o

imary
A Ci cl SSifi ! IS of th Wfﬂ‘x‘:‘r?pnm-
i 'Cation cpis. . = 2016 Ac R
h N Ch tEr [} R"E
Bilings | oy o Résultats superpodabiese. Findi
Wyv L 0 Hy gs ;
diagnosh™ evizos )
Nimwege® o vey
J ghE“ F ‘:::Gk;iiﬂ‘ E‘E:t erz:ﬁ G_ M' K'ﬂ:*'\l.E.“LI’!EE v, )
.Er““ A. L Epiikwt ’ k2 Bnntﬁma T —
i::n Vissink’ 20¢




CONCLUSION




CONCLUSION

AECG ACR/ EULAR

American-European Consensus Group American College of Rheumatology (ACR)

—l CONCORDANCE ++ l_ European League Against Rheumatism

(EULAR)

2002 2016

Applicébles si
- symptomes de sécheresse (critéres AECG)
-ESSDAI z1(atteinte systémigque)
ACR/EULAR I sensibilité./
H BGS avec sialadénite lymphocytaire focale et un focus 3
Plus sensibles -
Atteinte systémique - précoce Anticorps anti-SSA (Ro) +

Score 055 25 {ou VB = 4) sur au moins un oeil

N
o

Schirmer £ 5 mm/5min sur au moins un oeil

Flux salivaire non stimulé 2 0,1 ml/min

o= 2| e ow

Echographie des glandes salivaires anormale
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