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Backgrounds
Pediatric systemic lupus erythematosus (pSLE) is an autoimmune
disorder, characterized by more severe multi-system involvement than
in adults. The neurological and psychiatric manifestations of SLE are a
heterogeneous set of clinical manifestations grouped under the term
‘‘Neurolupus’’.
Objective
We aimed to assess neuropsychiatric manifestations in childhood-
onset Systemic Lupus Erythematosus (cSLE) in Algeria and to
determine the clinical, therapeutic, evolutionary profiles and their
correlations with the activity disease and the prognosis.
Methods
This was a prospective, multicentre and descriptive study for 36months
(January 2015 - December 2018) at the department of Pediatrics of
University Hospital Nefissa Hamoud ex Parnet Algiers. Children less
than16 years of age fulfilling the American College of Rheumatology SLE
criteria were included. Disease activity estimated by Systemic Lupus
Erythematosus Disease Activity index (SLEDAI) whose use has been
validated in children and damage index based on Systemic Lupus
International Collaborating Clinics (SLICC) score were determined.
Results
A total number of 83 patients, who had been diagnosed with cSLE,
including 14 males (16, 9%) and 69 females (83.1%), were enrolled in the
present study. Out of these 83 patients, 16 (19.3%) cases were younger
than 6 years, 18 (21.7%) were 6–10years, and 49(59%) were older than
10years. The mean ages at lupus onset and diagnosis were 10, 12�3,
88 and 11, 3� 3, 62years respectively. Thirty-four patients (41%)
developed neurological disease during this study. Neurological damage
was polymorphic: psychosis and headache (38.2%), seizure (35.2%),
motor deficit (32.4%), Other neurological manifestations included
posterior reversible encephalopathy syndrome (PRES), Broca’s aphasia,
Guillain Barré Syndrome, Charles Bell paralysis (32.4%).
Neurological involvement was significantly correlated with the presence
of anti-phospholipid antibodies (APL) (p ¼ 0.00002), severe forms (p ¼
0.0006) and SLEDAI disease activity (p ¼ 0.0001). Our patients received
boluses of corticosteroids at the start and then cyclophosphamide.
The outcome was fatal for seven patients knowing that the overall
number of deaths in our series was 9 deaths with a highly significant
correlation according to the bivariate analysis between neurolupus and
the death variable (p ¼ 0.02).
Our study demonstrated that neurolupus in children was a predictive
index of severity and prognosis based on multivariate analysis with an
odds-ratio of [40.965 (1.470–1141.709)].
Conclusion
Neuropsychiatric involvement complicates SLE in> 50% of cases.
Pediatric neurolupus would be very heterogeneous and severe
according to the few published pediatric series. It has a high lupus
activity. It can be considered as a predictive factor of severity and
prognosis. Neurolupus should be investigated at each lupus flare-up
for early management in order to prevent any irreversible complication.
Key words: Neuropsychiatric, Systémic Lupus Erythematosus,
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Background
Childhood-onset Systemic Lupus Erythematosus (cSLE) is a rare but
severe multisystem autoimmune/inflammatory disease that can affect
any organ system and cause significant damage, disability and/or
death. Corticosteroids are one of the important therapeutic weapons
for childhood Systemic Lupus Erythematosus (SLE). Prednisone doses
are increased during flare-ups of lupus disease, and then progressively
reduced to reach a threshold dose in order to avoid the harmful effects
of this treatment in growing children. The oral route is by far the most
used over prolonged periods, however corticosteroid boluses are
recommended in the treatment of severe acute attacks of the disease.
Objective
Assess the use of corticosteroids in childhood systemic lupus
erythematosus (SLE) and the risk of steroid-related damage.
Methods
Patients with childhood -onset SLE (n¼83) treated at paediatric
rheumatology centre were followed for 36months. Information on
medication use, disease activity as measured by SLEDAI was collected.
Results
Eighty-three (83) patients were studied. Female: male ratio was 1:49.
Mean ages at lupus onset and diagnosis were respectively: 10, 12
(�3,88_ and 11, 3 (�3,62) years. Corticosteroids were used in 92% of
cases in oral form and on 37% of cases as a bolus of high dose
intravenous methylprednisolone. The indication of corticoids bolus
was significantly related to severe forms (p ¼ 0,001), high disease
activity (p ¼ 0, 00008), and macrophage activation Syndrome (p ¼ 0,
0006). The doses varied between 0.5–1 g/1.73m2. The mean initial
disease activity in these patients was 30�10, while that found after
taking the treatment was 12.9� 15. The decrease was statistically
significant (p ¼ 0, 000001). More than half of our patients were on high
dose oral corticosteroids (2 mg/kg/d) and only 1/5 of the patients
benefited from a dose of (1 mg/kg/day). The use of corticosteroids has
been associated with significant side effects, including growth delay
(22%), cushingoid obesity (58%), stretch marks (49%), osteoporosis
(33%), femoral head osteonecrosis (1%), infections (54%). The
association of certain side effects with a high dose of oral
corticosteroids (2 mg/kg/day) was significant in this case cushingoid
obesity (p ¼ 0, 0003), stretch marks (p ¼ 0.014).
Conclusion
Corticosteroids are the mainstay of therapy for prompt control of acute
disease related inflammation in patients with SLE; they remain the first-
line treatment for significant lupus manifestations, especially severe
forms and life-threatening situations Higher dosage and longer
duration of therapy, which are common in SLE, result in greater risk
of adverse effects. Their use wisely is the guarantee of a better
response and the reduction of deleterious effect.
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Nakajo-Nishimura syndrome is a hereditary autoinflammatory disorder
caused by an autosomal recessive homozygous mutation of the
PSMB8 gene, which encodes the immunoproteasome subunit beta 5i.
The clinical manifestations of NNS are mainly pernio-like skin rashes,
nodular erythema, lipodystrophy, clubbed fingers, remittent fever,
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