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Elcaywyn

2EA: moAvmapayovtikn vooog. MeyaAog eUpoc
KAIVIKWV EKONAWOEWY KXL UTTOTPOTTIIA{OVG N KALVIKN
TTopeia

EULAR (2010): Avéykn a€loAdynong tng evepyotnrog
VOOOU

EULAR (2014): Treat-to-target. Avéykn eA¢yyov tng
EVEPYOTNTOC TNC VOGOU YIX TIPOANYTN ovATTTUENC
XPOVIWV BAaPwv

AVAYKT] QVTIKEIMEVIKTC HETPTIOTC TNG EVEPYOTNTOC TNC
VOGOU

Ceccarelli et al. Autoimmun Rev. 2015 Jul;14(7):601-608
Mosca et al. Ann Rheum Dis 2010;69:1269-74
van Vollenhoven et al. Ann Rheum Dis 2014;73:958-67
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AELKTEC EVEPYOTNTOC

Systemic Lupus Erythematosus Disease Activity Index
(SLEDAI)

British Isles L.upus Assessment Group Index (BILAG)

European Consensus Lupus Activity Measurement
(ECLAM)

Systemic Lupus Activity Measure (SLAM)
Lupus Activity Index (LAI)




SLEDAI

Wtd  Descriptor
score

8 Sei1zure

8 Psychosis

8 Organic brain syndrome

8 Visual

8 Cranial nerve

8 Lupus headache

8 Cerebrovascular accident
8 Vasculitis

4 Arthritis

- Myositis

[ N S N 2 " T o T o R S T o & N T =

New malar rash
Alopecia

Mucous membranes
Pleunisy

Pericarditis

Low complement
Increased DNAbinding
Fever
Thrombocytopenia
Leukopenia

Bombardier et al. Arthritis Rheum. 1992 Jun;35(6):630-40
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SLEDAI

YXETIKX €VKOAOC — XPT)0T) 0€ HEAETEC KOl KAIVIKT TTPAET
24 €EKONAWOELQ

Kataypadovtor 06e¢ Toy mapoUoeg TIC TEAEUTAIEC 10
NHEPES

2kop avdAoya tn ocofapotnta tng kdbe ekdnAwonc (oo 2
G 8)

SLEDALI: &Bpotopa twv emipgpoug okop (LEYIOTO 6KOp 105)

TpomomomoelC pe KOO TNV AITOTUTTWAOT) TNC EEEAIGOOUEVNC
vooou: SLEDAI-2K, SELENA-SLEDAI

Eyxupotnta kot aélomiotio

Gladman et al. ] Rheumatol 2002;29:288-91
Buyon et al. Ann Intern Med 2005;142:953-62



BILAG

BILAG2004 INDEX Centre: UCLH

PATIENT LABEL:

Only record items due to SLE Disease Activity & assessment refers to manifestations occurring in the last 4 weeks

(compared with the previous 4 weeks).

Scoring: ND Mot Done
1 Improving
2 Same
3 Waorse
4 MNew

Yes/MNo OR Value (where indicated)
o Indicate if not due to SLE activity
(default is 0 = not present)

CONSTITUTIONAL

[. Pyrexia — documented = 37.5°C
2. Weight loss — unintentional >5%
3. Lymphadenopathy/splenomegaly
4. Anorexia

MUCOCUTANEOUS

5. Skin eruption — severe

6. Skin eruption —mild

7. Angio-oedema — severe

8. Angio-oedema — mild

9. Mucosal ulceration — severe

10. Mucosal ulceration — mild

[ 1. Panniculitis/Bullous lupus — severe
12, Panniculitis/Bullous lupus — mild

13. Major cutaneous vasculitis/thrombosis
14, Digital infarcts or nodular vasculitis
15, Alnpur_'ia— severe

16. Alopecia — mild

1 7. Peri-ungual erythema/chilblains

18. Splinter haemorrhages
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44170 BE USED WITH THE GLOSSARY ++

CARDIORESPIRATORY

44,
45.
46.
47.
48.
49.
50.
51.
52
53.
54,
55.

Myocarditis — mild
Myocarditis/Endocarditis + Cardiac failure
Arrhythmia

New valvular dysfunction
Pleurisy/Pericarditis

Cardiac tamponade

Pleural effusion with dyspnoea
Pulmonary haemorrhage/vasculitis
Interstitial alveolitis/pheumonitis
Shrinking lung syndrome

Aortitis

Coronary vasculitis

R T T T T T e,
e g e w g

GASTROINTESTINAL

56.
57.
38.
59.
60.
6l.
62,
63,
04.

Lupus peritonitis

Abdomial serositis or ascites
Lupus enteritis/colitis
Malabsorption

Protein losing enteropathy
Intestinal pseudo-obstruction
Lupus hepatitis

Acute lupus cholecystitis
Acute lupus pancreatitis

P T T = T e
g w g e

OPHTHALMIC

65.0rbital inflammation/myositis/proptosis
66,
67.
68.

Keratitis — severe
Keratitis — mild
Anterior uveitis

o e e
e

Isenberg et al. Rheumatology (Oxford) 2005;44:902-6
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BILAG

NEUROPSYCHIATRIC

19. Aseptic meningitis

20. Cerebral vasculitis

21. Demyelinating syndrome

22. Myelopathy

23. Acute confusional state

24. Psychosis

25. Acute inflammatory demyelinating
polyradiculoneuropathy

26. Mononeuropathy (single/multiplex)

27. Cranial neuropathy

28. Plexopathy

29. Polyneuropathy

30. Seizure disorder

31. Status epilepticus

32. Cerebrovascular disease (not due to vasculitis)

33. Cognitive dysfunction

34. Movement disorder

35. Autonomic disorder

36. Cerebellar ataxia (isolated)

37. Lupus headache — severe unremitting

38. Headache from IC hypertension

MUSCULOSKELETAL

39. Myositis — severe

40. Myositis — mild

41. Arthritis (severe)

42. Arthritis (moderate)/Tendonitis/Tenosynovitis
43. Arthritis (mild)/Arthralgia/Myalgia

— -~ -~ -
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Weight (kg):

African ancestry: Yes/No Serum Albumin (g/1):

Serum Urea (mmol/l):

VAS(Patient) 0
BLOOD RESULTS: ESR DNA

10cm
C3

69. Posterior uveitis/retinal vasculitis — severe (
70. Posterior uveitis/retinal vasculitis — mild (
71. Episcleritis (
72. Scleritis — severe (
73. Scleritis — mild (
74. Retinal/choroidal vaso-occlusive disease (
75. Isolated cotton-wool spots (cytoid bodies) (
76. Optic neuritis (
77. Anterior ischaemic optic neuropathy (
RENAL
78. Systolic blood pressure (mmHg) value (
79. Diastolic blood pressure (mmHg) value (
80. Accelerated hyptention Yes/No (
81. Urine dipstick protein (+=1. +=2, +++=3) (
82. Urine albumin-creatinine ratio mg/mmol (
83. Urine protein-creatinine ratio mg/mmol (
84. 24 hour urine protein (g) value (
85. Nephrotic syndrome Yes/No (
86. Creatinine (plasma/serum) pumol/l (
87. GFR (calculated) ml/min/1.73 m? (
88. Active urinary sediment Yes/No (
89. Active nephritis Yes/No (
HAEMATOLOGICAL
90. Haemoglobin (g/dl) value (
91. Total white cell count (x 10°/1) value (
92. Neutrophils (x 10°/1) value (
93. Lymphocytes (x 10°/1) value (
94, Platelets (x 10°/1) value (
95.TTP (
96. Evidence of active haemolysis Yes/No (
97. Coombs” test positive (isolated) Yes/No (
VAS(Dr)0

C4 CR-P

Isenberg et al. Rheumatology (Oxford) 2005;44:902-6

10cm
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BILAG

[Tio oAokAnpwpevog og oyeon e tov SLEDAIL aAAd ko
Lo oUVOEeTOC

97 €KONAWOCEIC ATTO 9 CUCTIHATX

Katoypadovral 6oeg 1ty mapolUoec TIC TEAEUTAUES 30
NHEPES

KaBe exdnAwon aélodoyeitaun wg PeAtiovpevn, idie,
XELPOTEPN I KOUVOUPLXL

KdBe cvotnuo AdapuPdvet éva okop: A (peilwv
evepyotnta), B (petpla evepyotnta), C (eAacowv
evepyotnta), D (otaBepdtnra), E (un mpooforn)

Symmons et al. Q ] Med 1988;69:927-37.
Isenberg et al. Rheumatology (Oxford) 2005;44:902-6



ECLAM

Table VIL European Consensus Lupus Activity Measurement (ECLAM).

1.

3a.

3b.

Generalised manifestations

Fever
Fatigue

Articular manifestations
Arthritis

Evolving arthralgia

Active muco-cutaneous manifestations

Malar rash
Generalised rash

Discoid rash
Skin vasculitis
Oral ulcers
Evolving mucocutaneous
manifestations
Myositis*
Pernicarditis
Intestinal manifestations

Intestinal vasculitis
Sterile peritonitis

Pulmonary manifestations
Pleurisy
Pneumonitis

Ingravescent dyspnoea

Any of the following:
Documented basal morning temperature of 37.5°C not due to an infective process.
Asubjective feeling of extraordinary tiredness.

Any of the following:

Non-erosive arthritis involving at least 2 peripheral joints (wrist, metacarpophalangeal or
proximal. interphalangeal joints).

New onset or worsening of specific localised pain without objective symptoms in at least two
peripheral joints.

Any of the following:

Fixed erythema. flat or raised over the malar eminences. and tending to spare the naso-labial folds.

Amaculo-papular rash not induced by drugs. that may be located anywhere on the body. and that
1s not strictly dependent on sun exposure.

Erythematosus. raised patches with adherent keratotic scaling and follicular plugging.

Including digital ulcers, purpura. urticaria. bullous lesions.

Oral or naso-pharyngeal ulcers. usually painless. observed by a physician.

If any of the above mucocutaneous manifestations are new or have worsened since the last
observation, add 1 point.

Confirmed by raised muscle enymes and/or EMG examination and/or histology.
Documented by ECC or rub or evidence of pericardial effusion on ultrasound

Any of the following:
Evidence of acute intestinal vasculitis.
Evidence of abdominal effusion in the absence of infective processes.

Any of the following:

Clinical or radiological evidence of pleural effusion 1n the absence of infective processes.

Single or multiple lung opacities on chest X-ray thought to reflect active disease not due to and
infective process.

Due to an evolving interstitial involvement.

Vitali et al. Clin Exp Rheumatol 1992;10:541-7
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ECLAM

8. Evolving neuropsychiatric manifest.® New appearance or worsening of any of the following: 2
Headache/migraine Recently developed. persistent or recurrent. Poorly responsive to the most commonly used
drugs. but partially or totally responsive to corticosteroids.
Seizures Grand mal or petit mal seizures, Jacksonian fits. temporal lobe seizures, or choreic syndrome. in

the absence of offending drugs or known metabolic derangements (e.g. uremia. ketoacidosis or
electrolyte inbalance).

Stroke Cerebral infarction or haemorrhage. instrumentally confirmed
Organic brain disease Impairment of memory. orientation. perceprion. and ability to calculate.
Psychosis Dissociative features in the absence of offending drugs or known metabolic derangements. e.g.

uremia, ketoacidosis or electrolyte imbalance.

9a. Renal manifestations™™ Any of the following: 0.5
Proteinuria At least 500 mg/day.
Urninary casts Red cells, haemoglobin. granular, tubular or mixed casts.
Haematunia Microscopic or macroscopic.

Raised serum creatinine or re-
duced creatinine clearance

9b. Evolving renal manifestations If any of the above renal manifestations are new or have worsened since the last two observations.

add 2 points.

10. Haematologic features Any of the following: 1
Non-haemolytic anaemia ACoombs-negative normocytic hypochromic or normochromic anaemia without reticulocytosis.
Haemolytic anaemia*® ACoombs-positive haemolytic anaemia, with reticulocytosis and elevated LDH. in the absence of

offending drugs.
Leukopenia (or lymphopenia) Less than 3.500/mm?® WBC (or 1.500/mm? lymphocytes) in the absence of offending drugs.
Thrombocytopenia Less than 100.000/mm? in the absence of offending drugs.

11. Erythrocyte sedimentation rate 1
Raised ESR = 25 mm/h by Westergren or comparable methods. not due to other concomitant pathological process

12a. Hypocomplementaemia Reduced plasma level of any of the following: 1
c3 By radial immunodiffusion or laser nephelometer.

CH50 By standardised haemolytic methods.

12b. Evolving hypocomplementaemia Significantly reduced level of any of the items mentioned above (plus C4) with respect to the last 1

observation.

FINALSCORE #

Vitali et al. Clin Exp Rheumatol 1992;10:541-7
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ECLAM

[TponABe oo P LEYAA HEAETT UE TP XY LATIKOUC
aoOeveic
AmoteAeitou oo 15 EKONAWOEILC

Katoypadovral 6oeg 1ty mapolUoec TIC TEAEUTAUES 30
NUEPES

[TAeovektnuo: Epyaotnplokd poutivae — EvkoAx
eDAPHOCILOC

Melovektnuo: AToucio tvOGOAOYIKWV THPAUETPWV
el0IKwWV Ylx To 2EA

Vitali et al. Clin Exp Rheumatol 1992;10:541-7
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SLAM

e A¢lodoyel 9 cuoTipoTa Kot TepLAdpPBavel 30 eKONAWOCELG

o KdOe exdnAwon AapPdavel mOVTOUG avAAOYX [E TN
Baputnta

o TlepiAapPavel vmokeleVIKE oTOLYEIN, OTIWC TO AicONu
KOTIWOTC

LAI
e VAS (0-3) YlOt 4 CUUTTTWUOTH KAL 4 CTJUEIX
e Agv €yel ouvtedeoteg PaplTNTOC
® YUVOTITIKO EPYUAEIO

Bae et al. Lupus 2001; 10: 405-9
Petri et al. ] Rheumatol 1992; 19: 53-9
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SLICC/ACR Damage Index

SLICC (Systemic Lupus International Collaborating
Clinics)

O KoaTtaAANAOGTEPOC OEIKTNG YIo TNV A€LOAGYN 0T TWV
XPOoviwv PAaPwv oto ZEA

41 BA&Pec amtd 12 cvoTHATA
Mn avaotpéipec petaforeg mou de oyeti(ovral e TNV
eveEPYO BAEYHOVT) Kol €ivol TOPOUVOEC YIX >6 U VEC

Eyxupotnrta kot aélomiotio

Gladman et al. Arthritis Rheum 1996; 39:363-9.
Gladman et al. Arthritis Rheum 1997; 40: 809-13



SLE Responder Index (SRI)

20vOETOC JElKTNG XVTATOKPLOT G TWV oBevwy o1
Oepameia

AVTOTTOKPLOT OTOV:
e SELENA-SLEDALI : Melwon mavw oo 4

e BILAG: oxop A o€ kaveva cuoTtnpa kot okop B o€ eva to
TOAU CUOTN X

e Oy1 emdeivwon 0TV CUVOAIKT EKTIUNOT) TOU LXTPOU YIX
™ vooo (VAS)

Xp1on o€ KAIVIKEC LEAETEC YIX TNV EKTIUNOT) TNG
avTamokplonc otn Oepareia

Navarra et al. Lancet 2011;377:721-31.

Furie et al. Arthritis Rheum 2011;63:3918-30.
Luijten et al. Autoimmun Rev 2012;11:326-9



Evepyotnta oto ZEN

2uveYelC eEdpaoelC Kal VUDETELS
Xpovia evepyT) vOOOC
[Tapocetopevn vdeon TNC vVOoOU

XP1OLUOL Ol OEIKTEC EVEPYOTNTAC YIX TN OLAKPLOT) AUTWV

Doria et al. Autoimmun Rev 2014;13:770-7
Lam and Petri. Clin Exp Rheumatol 2005;23(Suppl. 39):S120-32



'E¢apon vooou
e AUénon touv SLEDAI touAdy1oTov KaTd 3 — NIo-HETPLX
£E0POT
e AU¢non tov SLEDAI tovAdylotov katd 12 — cofap)
€5apor
Emipovn evepyoc¢ vococ: SLEDAI >4
[Tapatetopevn Vdbeon: SLEDAL o, ywpic Oepameia, yia
5 XPOVIX

Gladman et al. ] Rheumatol 2002;29:288-91
Nikpour et al. Arthritis Rheum 2009;61:1152-8
Urowitz et al. ] Rheumatol 2005;32:1467-72



[Tolov O&LKTN;

Aev vmtapyel deixktng — gold standard
BILAG: XpovoPdpoc. Amautel €101k0 AOYIOHIKO.
SLEDAI: EukoAdtepo epyaAeio, xAAQ:

o ASuvapio dakplong LeTaEU dladOoPETIKWY EKONAWTEWY
0TV TO oKOp eivalt (O10

e AvoTtnpol oplopol Twv oTolyeiwy mou epLAaPdvel

e Aev ammotuntwvel tn PeAtiwon 1 TV emdeivwon tng kaOe
ekONAwoNC

e H empovn tov id1ov okop Umopel v €ivat TO AITOTEAET X
VhEONC HIXC EKONAWONC Kl EUDAVIOTC HLKC VEXC

Ceccarelli et al. Autoimmun Rev. 2015 Jul;14(7):601-608
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2JUMTTEPAOOTA

H extipunon tnc evepyotntac TS VOGOU |LE TOUC OEIKTEC
EVEPYOTNTOC EVAUL XPNOLUN YIX TN Slayeiplon aoOevwy
ue 2EA

SLEDALI, BILAG xpnotipomolovvtal o cuyva

Aev vmtapyel oxopa gold standard yiox T pétpnon tne
evepyoTnToc Tov ZEA, AOyw Twv TEPLOPIOUWY TWV
UDIOTAPEVWYV OEIKTWV
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