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Aims of the study — Research questions

. Analysis of demographic, clinical and neuroimaging data from all NPSLE

cases

. Comparison of routine clinical practice against the EULAR
recommendations for NPSLE (pitfalls and limitations) - calculation of

concordance rates

. Evaluation of treatment options for NPSLE - Assessment of efficacy of

cyclophosphamide for severe neuropsychiatric manifestations

. Validation of proposed attribution models for NPSLE
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“Primary” NPSLE cohort

Neuropsychiatric syndromes N (%)

Cerebrovascular disease 21 (17.1)
Coghnitive disorder 18 (14.6)
Lupus headache 12 (9.8)
Mood disorder 12 (9.8)
Seizure disorder 11 (8.9)
Myelopathy 11 (8.9)
Psychosis 10 (8.1)
Cranial neuropathy 8 (6.5)
Peripheral neuropathy 6 (4.9)
Anxiety disorder 5(4.1)
Mononeuritis multiplex 2 (1.6)
Acute demyelinating polyradiculopathy 2 (1.6)
Aseptic meningitis 2 (1.6)
Acute demyelinating polyradiculopathy 1(0.8)
Acute confusional state 1(0.8)
Chorea 3(2.7)

Myasthenia gravis
Demyelination — MS-like

Pamfil C, Fanouriakis A, et al. Rheumatology 2015 Jan 30



Concordance rates of clinical practice with the EULAR
recommendations

Total study period Period 2001-10 Period 2001-12 p-value

(n=105 events) (n=76 events) (n=29 events)
Diagnostic 103/150 (68.7) 68/104 (65.4) 35/46 (76.1) 0.25
work-up
Treatment 89/142 (62.7) 64/100 (64) 25/42 (59.5) 0.70
decisions

Pamfil C, Fanouriakis A, et al. Rheumatology 2015 Jan 30



Brain MRI in NPSLE

EULAR recommendations vs. clinical practice

Performance of MRI with indication Performance of MRI without indication

18.5% 52.4%

p=0.008

Message: Brain MRI is more often informative when performed
according to the EULAR recommendations

Pamfil C, Fanouriakis A, et al. Rheumatology 2015 Jan 30



EULAR recommendations vs.
clinical practice

Thrombotic manifestations (aPL-
Inflammatory manifestations related)

80.5 % 75%

Immunosuppressive therapy Antiplatelet/Anticoagulant therapy

Bertsias G, et al. Ann Rheum Dis 2010;69:2074-82;Pamfil C, Fanouriakis A, et al. Rheumatology 2015 Jan 30



EULAR recommendations vs.
clinical practice
CVD

Inflammatory Thrombotic (aPL-related)

11/21 (52.4%) also received immunosuppressive therapy

82% occurred in the presence of generalized disease activity
Median SLEDAI-2K: 6

Immunosuppressive therapy & "l Antiplatelet/Anticoagulant therapy

Message: CVD in SLE often occurs in the context of generalized disease
activity. The choice of additional immunosuppressive therapy needs to
be individualized.

Pamfil C, Fanouriakis A, et al. Rheumatology 2015 Jan 30



Coexistence of SLE and MS in Crete
Prevalence, clinical characteristics, natural history

e SLE “Leto” cohort: 728 patients
e MS cohort: 819 patients

e 9 patients fulfill criteria for both diseases (~ 1% of cohorts)
— Mild SLE phenotype in all patients
— CNS lesions typical for MS in all patients

— Therapy driven mainly by MS severity

Fanouriakis A, et al. Semin Arthritis Rheum 2014;43:751-8



Typical CNS lesions
for MS in all patients

Anatomic distribution of the MRI lesions identified in the SLE-MS5 patients of our cohort ‘
Patient Pons Cerebellar Midbrain Cerebellum Periventricular Corona Semioval Subcortical Juxtacortical Corpus Deep gray Spinal
peduncles radiata center callosum matter (thalami cord

and basal ganglia)
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EpwtApata

* MNwcg umopoUUE va EIPAOTE Glyoupol OTL pia veupoPuyLaTpLKi
ouvépoun «odeiletar oto ZEA»;

— Movtéha anodoonc (attribution models)



Movtéda anodoonc (attribution models)

MoloU¢ mapayovteg Aappavouv urtoyn;

Xpoviko onueio NW
ekébnAwong

TOmnog ekbNAwong

Noapayovteg
ortokAELopoU N
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Hanly J, et al. Arthritis Rheum 2007;5: 265—-73; Hanly J, et al. Arthritis Care Res 2008;59: 721-29; Bortoluzzi A, et al.

Rheumatology 2014 Oct 21. pii: keu384




To ITaALlkO povtéAo otnv kooptr «Antw»
Avetaptntn emaAnBeuvon — ROC analysis
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Ongoing/Future projects

Establishment of a multicenter inception cohort for NPSLE patients
— Longitudinal follow-up (natural history, outcome etc)

Detailed evaluation of cognitive dysfunction in SLE
— Ongoing — Department of Psychology, University of Crete

Application of advanced MRI techniques in NPSLE (DTI, PWI, resting state MRI)
— Ongoing — Department of Neuroradiology, University Hospital (F. Papadaki)

Small WM lesions in SLE pts and long-term risk of stroke



Cumulative Incidence

Cumulative Incidence

Mukpéc BAaBec Asuknc ovaiog Kat kivouvoc yia AEE kat Bdvarto

leviko¢ mMANOUGHOC

Incident Stroke, by Lesion Size
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Windham BG, et al. Ann Intern Med. 2015;163:22



