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Abstract

Systemic lupus erythematosus (SLE) is a chronic multisystem autoimmune disease
characterized by variable clinical symptoms. It disproportionately affects African-
American women and women from other ethnic groups. The complexity of SLE,
stemming from its genetic and phenotypic diversity, poses challenges in diagnosis,
treatment, and development of novel therapies. Neuropsychiatric systemic lupus
erythematosus (NPSLE) encompasses a spectrum of neurological syndromes
involving the central, peripheral, and autonomic nervous systems, as well as
psychiatric syndromes diagnosed in SLE patients after ruling out other causes.
Neuropsychiatric manifestations typically emerge in the later stages of SLE (10—
75%). The acute onset of neuropsychiatric symptoms as the primary presentation of
NPSLE is exceptionally rare and can be diagnostically elusive when other organs
are unaffected. In this article, we present the case of a 53-year-old woman who was
admitted to the hospital due to disorientation and an acute confusional state.
Following the diagnosis of NPSLE, she received treatment consisting of three doses
of pulse corticosteroids and one dose of cyclophosphamide. She exhibited a
favorable clinical response, leading to partial resolution of her symptoms and
subsequent discharge from the hospital.

Practical Implications. Due to the rarity and diverse clinical presentations of
NPSLE, particularly with the sudden onset of neuropsychiatric symptoms, there is a
significant risk of delayed or incorrect diagnosis, which can lead to ineffective
treatment. Therefore, maintaining a high index of clinical suspicion is paramount
for achieving early and accurate diagnosis, which is crucial for initiating timely and
effective treatment strategies.
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Extended Abstract

Background

Systemic lupus erythematosus (SLE) is a chronic
multisystem autoimmune disorder that manifests

with a wide range of clinical symptoms affecting
organs such as the kidneys, skin, nervous system, and
cardiovascular system. It disproportionately affects
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African-American women and women from other
ethnic groups. The diagnosis, treatment, and
development of novel therapies for SLE are
challenging due to the diversity of its clinical
symptoms, as well as its genetic and phenotypic
variability.  Neuropsychiatric ~ systemic  lupus
erythematosus (NPSLE) encompasses a spectrum of
neurological syndromes involving the central,
peripheral, and autonomic nervous systems, as well
as psychiatric syndromes diagnosed in SLE patients
after ruling out other causes. The etiology of NPSLE
lacks a unified pathophysiology, suggesting the
involvement of multiple factors including immune
mechanisms. ~ Neuropsychiatric ~ manifestations
typically occur more frequently in the advanced
stages of SLE (10-75%). The acute onset of
neuropsychiatric symptoms as the initial presentation
of NPSLE is exceedingly rare, making diagnosis
challenging especially when other organs are not
concurrently affected. In this study, we present the
case of a 53-year-old woman who initially
experienced migratory joint pain in her upper limbs,
beginning from the left shoulder, which was not
associated with activity and lacked morning stiffness.
She was later admitted to the hospital with a primary
complaint of disorientation and an acute confusional
state. After excluding common neurological causes
for altered consciousness, she tested positive for
ANA and anti-dsDNA antibodies, leading to a
provisional diagnosis of new-onset SLE with
cerebral involvement. She was subsequently
admitted to the rheumatology department at Imam
Reza Hospital, a university-affiliated hospital in
Tabriz, Iran, for further management. The patient had
no significant past medical history and had not
experienced episodes of loss of consciousness.
During examination, she exhibited skin involvement
characterized by a malar rash, despite not reporting
prior photosensitivity. Based on established SLE

diagnostic criteria, the final diagnosis of NPSLE was
confirmed. Treatment included three doses of pulse
corticosteroids and one dose of cyclophosphamide.
Following treatment, the patient showed a positive
clinical response, with partial resolution of her

symptoms, leading to her discharge from the
hospital.
Central nervous system (CNS) involvement,

including neuropsychiatric manifestations, represents
a significant complication in SLE and is associated
with substantial long-term functional impairment and
increased mortality. Common neuropsychiatric
manifestations, occurring in more than 5% of
patients, include cerebrovascular disease and
seizures. Less frequent but severe manifestations
such as severe cognitive dysfunction, major
depression, acute confusional state (ACS), peripheral
neurological disorders, and psychosis occur in 1-5%
of cases. The acute and sudden onset of
neuropsychiatric symptoms as the initial presentation
of NPSLE is exceedingly rare, and diagnosing such
cases becomes more challenging when symptoms
involve only one limb. As evidenced in previous
studies and our case study, NPSLE can manifest in
various clinical forms with neuropsychiatric
symptoms presenting at the onset. Delayed or
incorrect diagnosis significantly hampers the efficacy
of the treatment. Therefore, maintaining a high
clinical suspicion is critical for early identification
and prompt initiation of treatment. It is noteworthy
that psychiatric symptoms in NPSLE typically
respond well to immunotherapy or systemic
corticosteroids, often obviating the need for
psychiatric medications. This underscores the
importance of early and appropriate management of
underlying autoimmune processes in improving
neuropsychiatric outcomes in SLE patients.
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