ITANEIIIXTHMIAKO T'ENIKO
NOZOKOMEIO HPAKAEIOY

>ENA-OLayVWOoTLKO KPLTAPLOL: QVETTOPKELAL KOLL

KALVLKEC T(DOKANOELC

11° KPHTO-KYINPIAKO
ZYMIMOZIO PEYMATOAOTIAZ

=ENOAOXEIO HILTON PARK | Aevkaza | kvneos XpLot tva ASa H'LXO U
20 - 22 SENTEMBPIOY 2019

PeupatoAoyoc




2 EA- kpLtiipla Ta€LlvopnonG: QVETIAPKELA KO KALVIKEC TIPOKANOELG

2EN
* [MoAUCUOTNUATLKI) VOOOC
* Meyalo daopa KAWLKWY EKONAWOEWV Kal coBapotntog

e Amo nruieg BAevvoyovodeppatikeg ekbnAwoelg og <<full-blown>> lupus

Kpttipla taéivopunong ZEA = mtapoAo ou Snuoupyndnkav yia KAWIKEC LEAETEC g@
aroteAoUV XprioLUo epyaleio otnv KAWVLIKA TtpAdén yla tn dtayvwon %_

Ytoxol BeAtiotomnoinong kpLttnplwv: O

» Na pn kabuotepriost N SLayvwon Kupilweg o€ coBapES TIEPUTTWOELG TTOU XPELAOVTOL AUECT AVTILETWITLON.
» Na anodeuyxBei n AavBacpévn dtayvwon, Wbiwg og coBapa voonuata (coBapec AolUweELS, KakonBeLa).

Aev tpoopilovtal va untayopevoouv th dtayvwon!



Meplypoppo OpALaG

YrtevOuuion twv kpttnplwv taétvopnong ACR 1997 kat SLICC 2012 pe meputtwoelg a.obevwy
Meploplopot twv ACR kot SLICC

Eloaywyn ota véa kpttipla EULAR/ACR 2019

AVETIAPKELQ KOLL TTPOTEPAHATA KpLTNPLlWwV

JUUMEpACUATA



AocBevnc #1

« 25y0 ¢

* malar rash

* dwroevaloOnoia
* AdBec oTOHATOC
* ApBpitda

* ANA 1/320

* M anti-ds DNA

ACR 1997 SLE classification criteria 4/11

Malar rash

Discoid rash

Photosensitivity

Oral ulcers

Nonerosive arthritis

Pleuritis or pericarditis

Renal disorder

Neurologic disorder (Seizures OR Psychosis)
Hematologic disorder

Immunologic disorder (anti-dsDNA OR anti-Sm OR aPL Abs)
ANA



AoBevng #1 6/11= CLASSIFIED!

« 25y0 ¢ ACR 1997 SLE classification criteria 4/11
Malar rash

malar rash —
Discoid rash

Photosensitivity

* dwrtoegvalcOnoia

* AdBec oTOMATOC Nonerosive arthritis

Pleuritis or pericarditis

* ApBpitida Renal disorder

Neurologic disorder (Seizures OR Psychosis)
 ANA 1/320 o
Hematologic disorder

« Manti-ds DNA Immunologic disord anti-dsDN@anti-Sm OR aPL Abs)

Cama O




AocBevnc #2

28 yo ¢

Nopatelvopevo epmupeto 38.5°C
Extetapevo e€avOnua SCLE
Aepdornevia <1000/uL
Opoppormnevia <100.000/uL

J C3/C4
ANA 1/640
Manti-ds DNA

Panti-Sm

ACR 1997 SLE classification criteria 4/11

Malar rash

Discoid rash

Photosensitivity

Oral ulcers

Nonerosive arthritis

Pleuritis or pericarditis

Renal disorder

Neurologic disorder (Seizures OR Psychosis)
Hematologic disorder

Immunologic disorder (anti-dsDNA OR anti-Sm OR aPL Abs)
ANA



AocBevnc #2

28 yo ¢

Nopatelvopevo epmupeto 38.5°C

3/11= NOT CLASSIFIED!

Ektetapévo e€avOnuoa SCLE

Aepdomnevia <1000/pL

Opoppormevia <100.000/puL

J C3/C4

ANA 1/640

Panti-ds DNA

Panti-Sm

==

1 kpLtrplo

ACR 1997 SLE classification criteria 4/11

Malar rash

Discoid rash

Photosensitivity

1 kpttptlo Oral ulcers

Nonerosive arthritis

Pleuritis or pericarditis

Renal disorder

Neurologic disorder (Seizures OR Psychosis)

ematologic di

mmunologic d

sorder
isorder (9nti-dsDNA OR anti-Sm OR aPL Abs)

CaNAD



AoBevnc #3

18 yo 9 ACR 1997 SLE classification criteria 4/11
Malar rash
e Eykapola pueAitida Discoid rash

Photosensitivity

 c3/ca Oral ulcers

Nonerosive arthritis

ANA 1/640 diffuse
Pleuritis or pericarditis

Panti-ds DNA Renal disorder

Neurologic disorder (Seizures OR Psychosis)

T anti-Sm Hematologic disorder

Immunologic disorder (anti-dsDNA OR anti-Sm OR aPL Abs)
ANA

TputAn BetikotnNTa aPL positivity!



AcBevric #3  2/11= NOT CLASSIFIED!

18 yo 9 ACR 1997 SLE classification criteria 4/11
Malar rash
o EVK(’XpO'la HUE)\(II.&Q Discoid rash
Photosensitivity
" b G3/ca Oral ulcers
. ANA 1/640 diffuse Nonerosive arthritis
Pleuritis or pericarditis
* Manti-ds DNA Renal disorder
1 kputjplo  Neurologic disorder (Seizures OR Psychosis)
* Manti-Sm —

Hematologic disorder

Immunologic disorder)(anti-dsDNA OR anti-Sm OR aPL Abs
TputAn BetikdtnTa aPL positivity! | S g >( )




2012 SLICC classification criteria

» MNpooBnkn mMepLOoOTEPWV SEPUATIKWV (0€£0C, UTIOEEWC KL XpOVIOU SEpUATIKOU AUKOU)
KoLl

VEUPOAOYIKWV eKENAWGCEWV (1Y eykdpota pueAitda, povoveupitida)

» MpocORKN MEPLOOOTEPWV AVOOOAOYLKWV AVWHAALWV:
Coombs+ ywpic atpuoAvtikn avaiuia, xounAo cuunAnpwua C3/C4,CH50

» Anapaitntn n uvmapén touvAdxlotov 1 kAwikoU KAl 1 avoooloyikou kpttnpiou!

Lupus profundus
IR

» Nedpitda AUkou tekpnpwwpévn pe BroPia ouv ANA R anti-dsDNA apkel yla T Stayvwon



SLICC 2012 criteria: touAdaxiotov 4 kpunpia (anapaitntoa 1 KAwKO Kat 1 avoooAoyLka)

Clinical criteria

ACLE (malar rash, bullous lupus, TENs variant,
maculopapular lupus rash, photosensitive
lupus rash) or SCLE

DLE (classic discoid, hypertrophic, lupus
panniculitis, mucosal lupus, lupus tumidus,
chilblains, lichen planus overlap)

Oral or nasal ulcers

Non-scarring alopecia

Arthritis

Serositis

Biopsy-proven lupus nephritis

Renal
(proteinuria>500mg/24h OR RBC casts)

Neurologic (seizures, psychosis,
mononeuritis, myelitis, peripheral or
cranial neuropathy, acute confusional
state)

Hemolytic anemia

Leukopenia (<4000/uL)

Or lymphopenia (<1000/uL)
Thrombocytopenia (<100,000uL)

Immunological criteria
ANA

Anti-dsDNA

Anti-Sm

aPL antibodies

Low C3, C4 or CH50

Direct Coombs test (in
the absence of hemolytic
anemia)



SLICC 2012 criteria: touAdaxiotov 4 kpunpia (anapaitntoa 1 KAwKO Kat 1 avoooAoyLka)

Clinical criteria Immunological criteria

C ACLE (malar rash, bdllous lupus, TENs variant, Renal < ANA >
m upus rash, photosensitive (proteinuria>500mg/24h OR RBC casts)

lupus rash) or SCLE

DLE (classic discoid, hypertrophic, lupus Neurologic (seizures, psychosis, <Anti-dsDNA >
panniculitis, mucosal lupus, lupus tumidus, mononeuritis, myelitis, peripheral or 25 Yo 9
chilblains, lichen planus overlap) cranial neuropathy, acute confusional
state)
@I or nasal uIcers) Hemolytic anemia Anti-Sm
Non-scarring alopecia Leukopenia (<4000/pL) aPL antibodies
Or lymphopenia (<1000/uL)
C Arthritis Thrombocytopenia (<100,000ul)  Low C3, C4 or CH50
Serositis Direct Coombs test (in
the absence of hemolytic
anemia)

Biopsy-proven lupus nephritis

AoOevnc #1: 5 kpttipla (3+2)



SLICC 2012 criteria: touAdaxiotov 4 kpunpia (anapaitntoa 1 KAwKO Kat 1 avoooAoyLka)

Clinical criteria Immunological criteria
ACLE (malar rash, bullous lupus, TENs variant, Renal ( ANA >
maculo hotosensitive (proteinuria>500mg/24h OR RBC casts)
lupus&ash) or SCLE
DLE (classic discoid, hypertrophic, lupus Neurologic (seizures, psychosis, <Anti-dsDNA >
panniculitis, mucosal lupus, lupus tumidus, mononeuritis, myelitis, peripheral or 28 yo S}
chilblains, lichen planus overlap) cranial neuropathy, acute confusional

state)

Oral or nasal ulcers Hemolytic anemia C Anti-Sm )

Non-scarring alopecia

> eRaFe4000 aPL antibodies
Qr lymphopenia (<100044L)

Arthritis Thrombocytopenia (<P00,000uL) @v C3,C4 or CH50>

Serositis Direct Coombs test (in
the absence of hemolytic
anemia)

Biopsy-proven lupus nephritis

AcBeviig #2: 7 kputnpla (3+4)



SLICC 2012 criteria: touAdaxiotov 4 kpunpia (anapaitntoa 1 KAwKO Kat 1 avoooAoyLka)

Clinical criteria Immunological criteria

ACLE (malar rash, bullous lupus, TENs variant,

maculopapular lupus rash, photosensitive
lupus rash) or SCLE

DLE (classic discoid, hypertrophic, lupus
panniculitis, mucosal lupus, lupus tumidus,
chilblains, lichen planus overlap)

Oral or nasal ulcers

Non-scarring alopecia

Arthritis

Serositis

Biopsy-proven lupus nephritis

Renal < ANA >

(proteinuria>500mg/24h OR RBC casts)

psychosis, <Anti-dsDNA >

Neurologic (sej

monone eral or 18 Yo 9
cranial neurope gconfusional

state)

Hemolytic anemia <Anti—Sm >

Leukopenia (<4000/uL) QPL antibodies >

Or lymphopenia (<1000/uL)
Thrombocytopenia (<100,000uL) @w C3, C4 oDCH50

Direct Coombs test (in
the absence of hemolytic
anemia)

AoOevnc #3: 6 kpttpla (1+5)



AMNAQL...



AocBevnc #4

35yo ¢

* AlLOyKwon mopwtidwv
* SICCA

* Agpdornevia <1000/uL
* MNoAvapBpitda

« LyC4

* ANA 1/1280

* anti-SSA+



AocBevnc #4

* 35y0 ¢

* AlLOyKwon mopwtidwv
* SICCA

e Agpdomevia <1000/pL
* MoAvapBpitda
AN

* ANA 1/1280

* anti-SSA+

Bloyia pikpwv oleAoyovwv:
Focal lymphocytic sialadenitis
MNpwtonaB<c cuvdpopo Sjogren

4 SLICC kputipLa

24

1244



SLICC 2012: kaAUtepn gvaloOnoia, xapunAotepn €L0KOTNTA

Kputiiptat ACR:

» KaAUtepn dwadopormoinon and aAla cuvadn voorpata (e8kotnta)
83-85% svaloOnoia

93-96% £LO1KOTNTA

Kputinpua SLICC:

» BeAtlwon otnv evtomnion acBevwyv ZEA, aAAd uoTtepoUV oTn SLAKpPLon oo AAAa voorpato
93-97% esvaloBnoia

84-92% s16KoTNnTA

Petri et al, Arthritis Rheum 2012;64:2677
Ines et al, Arthritis Care & Research 2015



[Meploplopol Twv KpLrtnpilwv ta€tvopunong

levika
* AnpwoupynOnkav pe Baon ta YapaKTnpLoTkA acBevwy pe ZEA pe eykataotneEvn vOoo

* OLTEPUTTWOELS 0.oBEVWV OTLC OTtoLEC oTNPiXBNKOV TIPOEP)XOVTAV OO TPLtoBAaduLa KEvTpa
naparounnc (rt.x. Hopkins Lupus Clinic)

Meovektnuata twv SLICC 2012

* Hevowpatwon tn¢ dwtoevalcbnoiag oto kpttripto ACLE evdexetal va kaBuotepnoeL TN
Slayvwon

* HoupnepiAnyn toéco tnG SLafpwtlknG 000 Kot TG KN dtaBpwtikng apBpitidag emnpealsL tnv
eLOLKOTNTA TWV KpLTnpiwv

* H mnpooBnkn xapnAol cuUTANPWHATOC TIPOoPEPEL LEYAAUTEPN EvALOBNGCLA LE TO KOOTOC TNG
XOUNAOTEPNG ELOLIKOTNTOLC



EULAR/ACR 2019 SLE Classification Criteria

MpoonaBsla avaBswpnong KpLtnpiwv:
Néa kputrjplra EULAR / ACR 2019

KUplec dLadopeEc:

a) Kpttplo eloodou eival n urtapén Betikou tithouv ANA

B) KaBe exdbnAwon €xel Stadopetikn BaplTnTA YL TOV UTTOAOYLOUO TOU GUVOALKOU BaBpol nou Ba
EVTAOO0EL TOV aoBev we maoxwv A un amno 2EA



EULAR/ACR 2019 SLE Classification Criteria

Entry criterion: history of a positive ANA by Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 I1gM/1gG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse IcrI'I\L;:;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. . 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis ope .
e  Proteinuria >0.5g/24h 4
e C(lassllorVLN 8

) Class lll or IV LN

10

Aringer et al, Ann Rheum Dis 2019



ﬁ

AnapattiTwe
Oetikd ANA!

EULAR/ACR 2019 SLE Classification Criteria

Entry criterion: history of a positive ANA by Hep 2 immunofluorescence 21:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse Icrlj\gr;;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. o 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis ope .
e  Proteinuria >0.5g/24h 4
e (ClassllorVLIN 8 Aringer et al, Ann Rheum Dis 2019
e ClasslllorIVLN 10




7 KAwwka
nedla

EULAR/ACR 2019 SLE Classification Criteria

Entry criterion: history of a positive ANA by Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* oriup 8 P ,
e ACLE 6 3 AvoooAOYLKA
j j nedla
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse Icrlj\gr;;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. . 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis ope .
e  Proteinuria >0.5g/24h 4
e ClassllorVLN 8 Aringer et al, Ann Rheum Dis 2019
e ClasslllorIVLN 10




To kpLTtipLo Tou
nupetoL >38.3 C

53.7% twv
acBsvwv
avadEpouv OtL
glyov MUPETO WG
oPXLKN ek6NAwoN
Tou ZEN!

(Leuchten N, et al Lupus, 2018)

EULAR/ACR 2019 SLE Classification Criteria

Entry criterion: history of a positive ANA by Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 I1gM/1gG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse IcrI'I\L;:;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. . 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis ope .
e  Proteinuria >0.5g/24h 4
e (ClassllorVLIN 8 Aringer et al, Ann Rheum Dis 2019
e ClasslllorIVLN 10




KaOe ekénAwon
EXEL
dtapopetiko
BaOuo
Baputntog!

EULAR/ACR 2019 SLE Classification Criteria

Entry criterion: history of a positive ANA by Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight [Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse Icrlj\gr;;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. . 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis oo .
Renal domain » Classification threshold of 10
e  Proteinuria >0.5g/24h 4
e (ClassllorVLIN & Aringer et al, Ann Rheum Dis 2019
e ClasslllorIVLN 10




2e KAOE medio
METPAEL LOVO

o uPnAdtepOC
BaBuog!

EULAR/ACR 2019 SLE Classification Criteria

Entry criterion: history of a positive ANA by Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
. 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers or lupus anticoagulant positive
e SCLE or discoid lupus* @ aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse Icrlj\gr;;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. o 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis oo .
Renal domain » Classification threshold of 10
e  Proteinuria >0.5g/24h 4
e (ClassllorVLIN 8 Aringer et al, Ann Rheum Dis 2019
e ClasslllorIVLN 10




Organ-dominant
SLE:

O aoBevnc pe
VEUPOYUXLATPLKO
2EA

EULAR/ACR 2019 SLE Classification Criteria
Entry criterion: history of @tive A@y Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse IcrI'I\L:):;s Highly specific antibodies domain @
Y *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. o 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis opo
renal domain ANA+ score of 11= classified
e  Proteinuria >0.5g/24h 4
e (ClassllorVLIN 8 Aringer et al, Ann Rheum Dis 2019
e ClasslllorIVLN 10




Organ-dominant
SLE:

O aoBevnc pe
OLLLOLTOAOYLKO ZEN

EULAR/ACR 2019 SLE Classification Criteria
Entry criterion: history of @tive A@y Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse Icrlj\gr;;s 3 Highly specific antibodies domain @
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. o 5
e  Acute pericarditis 6

Hematologic domain

e Leukopenia

e  Thrombocytopenia or
autoimmune hemolysis
Renal domain

e  Proteinuria >0.5g/24h
e C(lassllorVLN

e ClasslllorIVLN

0 A

10

ANA+ score of 10= classified

Aringer et al, Ann Rheum Dis 2019



Organ-dominant
SLE:

O aoBevnc pe
vedpitda ZEN

EULAR/ACR 2019 SLE Classification Criteria
Entry criterion: history of @tive A@y Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :
, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .
: 2 or anti-B2GP1 IgM/IgG 2
*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P
e ACLE
Arthritis domain Complement proteins domain
e  Synovitis 6 e LowC3orlowcC4 3
e LowC3andlow(C4 4
Neurologic domain 5
Deliri
: Pse Icrlj\gr;;s 3 Highly specific antibodies domain 6
Y 5 *  Anti-dsDNA or anti-Smith antibody
e Seizure
Serositis domain
e  Pleural or pericardial effusion
. o 5
e  Acute pericarditis 6
Hematologic domain
e Leukopenia 3
e Thrombocytopenia or 4
autoimmune hemolysis opeo
Renal domain ANA+ score of 10= classified
e  Proteinuria >0.5g/24h 4

e C(ClassllorVLN
e ClasslllorIVLN

Aringer et al, Ann Rheum Dis 2019



AAAQ KoL O
aoOevnc pe
apBpitida...

EULAR/ACR 2019 SLE Classification Criteria
Entry criterion: history of @tive A@y Hep 2 immunofluorescence >1:80.

Clinical domains and criteria Weight |Immunologic domains and criteria  Weight
Constitutional domain Antiphospholipid antibodies domain
e Fever 2 :

, e  ACLIgM/IgG >40 GPL units
Cutaneous domain .

: 2 or anti-B2GP1 IgM/IgG 2

*  Alopecia or oral ulcers 4 or lupus anticoagulant positive
e  SCLE or discoid lupus* 6 aridp & P

e ACLE

Arthritis domain
e  Synovitis

Neurologic domain
e  Delirium

e  Psychosis

e Seizure

Serositis domain

e  Pleural or pericardial effusion

e  Acute pericarditis

Hematologic domain

e Leukopenia

e Thrombocytopenia or
autoimmune hemolysis
Renal domain

e  Proteinuria >0.5g/24h
e C(lassllorVLN

e ClasslllorlIVLN

w

w

0 A

10

Complement proteins domain
e LowC3orlowcC4
e Low(C3andlowC4 @

Highly specific antibodies domain 6
*  Anti-dsDNA or anti-Smith antibody

ANA+ score of 10= classified

Aringer et al, Ann Rheum Dis 2019



Ta ANA w¢ ipoamatoULEVO KPLTAPLO

H ouvtputtikn mAstoPndia twv aocBevwv pe ZEA Ba €xel Betikd ANA KATTOLO OTLYLLA KOTA TN
SLapKeLa TNE opeiag tng vooou AANA:

2To apyLlka otadla tng vooou ta ANA pmopet va eival apvntika rp acBevwe Betika (<1:80) oto 89%
TwV aoBevwv.

XapnAotepn edkotnta tne e€€taonc (70-98%) pe ELISA ) dAAeC auTopaTomoLlNUEVEC pLeBodouc.

O avooodBoplopoc dev eival SLaBeoLuoc os un e€elOLKEVEVAL KEVTPAL.

Eva pLkpO tooooto aocBevwy e ZEA (repimou 5%) mapapevel ANA apvntikog o€ OAn tnv mopeia
vOGoOU.

Bertsias G et al, Nat Rev Rheumatol, 2013
Cross, L. S et al, QJS, 2004



TeAKA o0 N oNUAoLo TwV KpLtnplwv otnv KAWVLKA tpaén;

Mol n evalcOnola kot eOKOTNTA TWV 3 KPLTAPLWY TAEWVOUNONG OE TPOYUATIKO TTANBUOUO
acBevwv pe ZEA;

Mold/a oo ta KPLTNPLOL ETUTPEMEL TNV MPWLHOTEPN Stayvwon/Taévopunon tneg vooou;

MNooo dtapEpouv oL acBeveic mou taélvopouvTal PE To KABEva KPLTpLo TaévOUnongc;



MeA£Tn olyKpLoNG KpLtnpilwv og opdda acOsvwv PE TIPWLLLN VOOO

+ AvaBpou pehémn o pevaratov |

KAWLk tou MalNH (HpdkAegwo) kat tou -
voookopeiou *'Attikov’ (ABAva). Zuvoho 630
Fuvaikeg/ Avépeg 636 (92.2%)/ 54 (7.8%)
e SUYKOLON TWV 3 KPITNPwV TAVOUNoNC Kaukaoiot / AAAot 685 (99.3%)/ 5 (0.7%)
oe 690 aoBeveis pe Siayvwon ZEA and HAwia kaa T 42.8+14.7
peVpaToAdyo Kkal 300 acBeveic pe aAAo 5“’,‘\’"‘”“" :
peupatoloykd voonua (controls). Aapkera vooou 53.8 + 40.8
(nnveg)
ANA positive 646 (93,6%)




Ta kprtnpla taélvopunonc kabuaotepoUv CUYKPLTIKA PE TN dLayvwon armo Tov Latpo

B ACR 1997 ®mSLICC 2012 EULAR/ACR Any of the three
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Ta kpttipa taélvopunonc kabuaotepoUv CUYKPLTIKA PE TN Stayvwon armo Tov Latpo

% of patients

120 -

100 -

80 -

B ACR 1997 ®mSLICC 2012 EULAR/ACR

913 88

Sensititivity at diagnosis

Overall sensitivity

Any of the three
92.0 93. 4 39
» Movo 10 2.9% twv
aodevwv dev
nAnpouoayv KAmoLo
ano ta 3 cuvoAa
Kpltnpiwv
Specificity



Yriepoxn twv SLICC kpttnpiwv otig coBapec popdec tng vooou

mACR 1997 =SLICC 2012 =EULAR/ACR 2017 Any of the criteria
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Yriepoxn twv SLICC kprtnplwv ot coPapeC LopdEC TG VOOOU

mACR 1997 =SLICC 2012 m=EULAR/ACR 2017 Any of the criteria
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Neurological SLE Renal SLE Hematological SLE



Ta upLotapeva kpLtnpLa talvopouv dLadopeTikeC opadec acbevwyv pe ZEA

Both SLICC & EULAR/ACR Both SLICC & ACR Both ACR & EULAR/ACR
(not ACR) (not EULAR/ACR) (not SLICC)

N=58 N=29 N=17 P value
Acute cutaneous lupus 46.6% 82.8% 100.0% <0.001
Chronic cutaneous lupus 12.1% 24.1% 0.0% 0.061
Non-scarring alopecia 41.4% 65.5% 0.0% <0.001
Mucosal ulcers 6.9% 75.9% 0.0% <0.001
Synovitis 69.0% 72.4% 94.1% 0.112
Serositis 6.9% 13.8% 0.0% 0.224
Renal disorder 1.7% 10.3% 0.0% 0.095
Neurologic disorder 6.9% 3.4% 0.0% 0.466
Haemolytic anaemia 1.7% 0.0% 0.0% 0.670
Leukopenia 20.7% 24.1% 0.0% 0.096
Thrombocytopenia 20.7% 13.8% 0.0% 0.111
Anti-DNA 29.3% 0.0% 5.9% 0.001
Anti-Sm 3.4% 3.4% 0.0% 0.739
aPL Ab 0.0% 0.0% 0.0% 0.052
Low complement 58.6% 31.0% 0.0% <0.001
Coombs test 6.9% 3.4% 0.0% 0.466
ANA 100.0% 55.2% 100.0% <0.001




Ta upLotapeva kpLtnpLa talvopouv dLadopeTikeC opadec acbevwyv pe ZEA

Both SLICC & ACR Both ACR & EULAR/ACR
(not EULAR/ACR) (not SLICC)

N=58 N=29 N=17 P value
Acute cutaneous lupus 46.6% 82.8% 100.0% <0.001
Chronic cutaneous lupus 12.1% 24.1% 0.0% 0.061
Non-scarring alopecia 41.4% 65.5% 0.0% <0.001
Mucosal ulcers 6.9% 75.9% 0.0% <0.001
Synovitis 69.0% 72.4% 94.1% 0.112
Serositis 6.9% 13.8% 0.0% 0.224
Renal disorder 1.7% 10.3% 0.0% 0.095
Neurologic disorder 6.9% 3.4% 0.0% 0.466
Haemolytic anaemia 1.7% 0.0% 0.0% 0.670
Leukopenia 20.7% 24.1% 0.0% 0.096
Thrombocytopenia 20.7% 13.8% 0.0% 0.111
amtiona [ seaw [ oo [ 0 s | oo; |
Anti-Sm 3.4% 3.4% 0.0% 0.739
aPL Ab 0.0% 0.0% 0.0% 0.052
lowcomplement | ssew |  smox [ oo | <oom |
Coombs test 6.9% 3.4% 0.0% 0.466
ANA 100.0% 55.2% 100.0% <0.001




Ta upLotapeva kpLtnpLa talvopouv dLadopeTikeC opadec acbevwyv pe ZEA

Both SLICC & EULAR/ACR _ Both ACR & EULAR/ACR
(not ACR) (not SLICC)
N=58 N=29 N=17 P value
Acute cutaneous lupus 46.6% 82.8% 100.0% <0.001
Chronic cutaneous lupus 12.1% 24.1% 0.0% 0.061

Synovitis 69.0% 72.4% 94.1% 0.112
Serositis 6.9% 13.8% 0.0% 0.224
Renal disorder 1.7% 10.3% 0.0% 0.095
Neurologic disorder 6.9% 3.4% 0.0% 0.466
Haemolytic anaemia 1.7% 0.0% 0.0% 0.670
Leukopenia 20.7% 24.1% 0.0% 0.096
Thrombocytopenia 20.7% 13.8% 0.0% 0.111
Anti-DNA 29.3% 0.0% 5.9% 0.001
Anti-Sm 3.4% 3.4% 0.0% 0.739
aPLAb 0.0% 0.0% 0.0% 0.052
Low complement 58.6% 31.0% 0.0% <0.001
Coombs test 6.9% 3.4% 0.0% 0.466
ANA 100.0% 55.2% 100.0% <0.001




Ta upLotapeva kpLtnpLa talvopouv dLadopeTikeC opadec acbevwyv pe ZEA

Both SLICC & EULAR/ACR Both SLICC & ACR _
(not ACR) (not EULAR/ACR)
N=58 N=29 N=17 P value
Acutecutaneoustupus | aee% [ mes [ w00 | <oo; |

Chronic cutaneous lupus 12.1% 24.1% 0.0% 0.061
Non-scarring alopecia 41.4% 65.5% 0.0% <0.001
Mucosal ulcers 6.9% 75.9% 0.0% <0.001
Synovitis 69.0% 72.4% 94.1% 0.112
Serositis 6.9% 13.8% 0.0% 0.224
Renal disorder 1.7% 10.3% 0.0% 0.095
Neurologic disorder 6.9% 3.4% 0.0% 0.466
Haemolytic anaemia 1.7% 0.0% 0.0% 0.670
Leukopenia 20.7% 24.1% 0.0% 0.096
Thrombocytopenia 20.7% 13.8% 0.0% 0.111
Anti-DNA 29.3% 0.0% 5.9% 0.001
Anti-Sm 3.4% 3.4% 0.0% 0.739
aPL Ab 0.0% 0.0% 0.0% 0.052
Low complement 58.6% 31.0% 0.0% <0.001
Coombs test 6.9% 3.4% 0.0% 0.466
ANA 100.0% 55.2% 100.0% <0.001




Ol aoBeveic oL onoiot dev Taévopouvtal amo Ta KPLTAPLOL AVOTTTUCCOUV N
avaotpePun PAABN
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Take home messages

v Ta kpLtipla ta€vopnong amoteAoUv moAUTIHO pyoAsia yia Tn Stdyvwon

v Mapolo mou svaloBnoia touc mAnowdlet to 100%, ta Kpttipla Taflvopnong Kobuotepolv we
TPOG tn dtadyvwon tou ZEA o€ ox€on He Tov €LO6LKO LaTPO.

v Ta maALd KoL VEOL KPLTHpLo TOELVOOUV N-ETUKAAUTTTOMEVEC UTTOOUAOEC aloBEVWIV

v’ 3TNV KAWIKA TIPGEN, N oUyXpovn epopoyr KO TWV TPLWV KPLTNELWV ToELVOUNOoNG ETLTUYXAVEL Th
Sldyvwon tng ocuvtputtikng MAsloPndlog Twv acBevwv

v AEN avTtikaOLotoUV Tn YVWLN TOU pEUMATOAOYOU yLa TN Stdyvwon



