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What Is Lupus?




Lupus is a neudIdYical
disease aR netimes

er organs

Prof G Hughes



ACR Classification for
Neuropsychiatric Sl-

e Aseptic meningitis
e Cerebrovascular disease

e Demyelinating syndrome y fin-Barre syndrome
» Headache tonomic disorder

* Movement disordeg % * Mononeuropathy

I2

e Myelopathy e Myasthenia gravis
e Seizure 'm@ * Neuropathy

e Acute c%@ | state  Plexopathy

e Anxiety rder  Polyneuropathy

« Cognitive dysfunction
Arthritis Rheum 1999
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CNS lupus

Significance g{&
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Odds rafis. %% Cl p value

?’ 2.79-13.36 <0.00001
§ 1.24-7.57 0.015
1.82 1.03-3.22 0.039

Sanna et al. J Rheumatol 2003
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Stroke in APS

Most common neurological
complication -

Most frequent arterial % »

thrombosis

1:51n youn %
Stroke 1992

Recur

years) :

nts frequent

Levine et al. Ann Neurol 1995 \
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MS or APS?
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Cuadrado et al. Medicine 2000



aPL and white matter hyperintensity lesions
-“small vessel disease™? ‘




D’Cruz et al. J Rheumatol 2004
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Transverse myelitis: animal model

Azi_z Gharavi







Pulse cyclophosphami
treatment of neu
systemic lup s

matosus

R, Khamashta MA, Hughes GR

Ramos PC, MendeE \Y/|

Clin Exp Rheumatol 1996; 14: 295-9



Radiology

 Reversible

Posterior
|_eukoencephalopathy
Syndrome |



@2 e NEW ENGLAND
%Y JOURNAL o MEDICINE

Volume 334:494-500 Number 8

A Reversible Posterior Leukoencephalopathy Syndrome

Judy Hinchey, M.D., Claudia Chaves, M.D., Barbara Appignani,

M.D., Joan Breen, M.D., Linda Pao, M.D., Annabel Wang, M.D.,

Michael S. Pessin, M.D., Catherine Lamy, M.D., Jean-Louis Mas,
M.D., and Louis R. Caplan, M.D.



Reversible Posterior

_eukoencephalopathy Syt@rome
o Acutely rapidly evolving gl dition
characterised by
— Headache %

Isual perception (blurred vision,
noaisual neglect, cortical blindness)

lertness and behaviours
ntal state abnormalities

— Seizure (usually generalised)

— Focal neurological signs



Reversible Posterior

| eukoencephalopathy Sy€drome

e Described In
— Pre-eclampsia/ecla
— Hypertension
— Hypertensi
— Renal dise HTN
— Immu Ive therapy

_ ‘@; connective tissue disease
GI syndrome

cute intermittent porphyria
— Organ transplantation
— Hypercalcaemia

athy
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Rheumatism

Reversible Posterior le.fkopn“npﬁalopathy in
Patients with Systamic u )us Erythematosus

Molly D. Magnano,” T umas M. *.sr - wonne Herrera,* and Roy D. Altman?

Semin Arthritis Rheum, 2006 35:296-402



MRI Imaging

o Parieto-occipital subcortical wi




MRI Imaging

o Differential diagnosis
» Sinus thrombosis
» Ischemic cerebrova:E




Pathophysiology ‘
e Vasogenic oedema $
 Disruption of auto re 0 anism
(brain-capillary leak s e)
icpaation
lor

gradient
Innervation of posterior circulation

Finnochi et al Arch Gynecol Obstet 2005



Therapy

- Empirical %ﬁ)@

e Based on clin rience

. Laciwmd randomized trials



Therapeutic approach

Mild CNS disease
Symptomatic th

Analgesic / NSAID
Ergotamine &

antagonists

Anxiol tic

ntipsychotics

L_ow dose corticosteroids



Therapeutic approach
Severe CNS disease

Diffuse / nonthrombgt
« High-dose corti

Ceglel o
e 1V pulse met% olone
* IV pulsgZycl@eéSphamide
* Pla SIS
mnoglobulins
Mot

G exate (? intrathecal)
Azathioprine
 Mycophenolate mofetil
e Rituximab




Therapeutic approach

Severe CNS diseas

Focal / thrombotic — aPL. ed
e Prophylaxis %§)

— Low-dogé\aspityi / Clopidogrel

e Thro

4%2 erm warfarin
G (3.0 — 4.0)



