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1.0050, 95% Cl 1.0032-1.0070, p<0.0001) was associated with signifi-
cantly increased risk of subsequent flare. In contrast, C3 and C4 levels
were not statistically significantly associated with flare risk (p>0.05). In
the multivariable model, both anti-dsDNA and ESR remained indepen-
dently associated with risk of subsequent flare in the cCR (anti-dsDNA:
HR 1.0005, 95% Cl 1.0001-1.0008, p=0.0078; ESR: HR 1.0041, 95% ClI
1.0020-1.0063, p=0.0002) and cCR-0 (anti-dsDNA: HR 1.0004, 95%
Cl 1.0000-1.0008, p=0.0188; ESR: HR 1.0045, 95% Cl 1.0023-1.0067,
p<0.0001) models. In the univariable model of patients in cLLDAS,
ESR was also significantly associated with subsequent risk of flare (HR
1.0047,95% Cl 1.0029-1.0065, p<0.0001).

Conclusion: Despite attainment of T2T goals, elevated anti-dsDNA
and ESR levels independently predicted flare risk in cSLE. These find-
ings support continued biomarker monitoring even in clinically stable
patients to guide long-term disease management. Further studies with
larger international cohorts are needed to confirm these associations.
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Introduction: Immunoglobulin A vasculitis (IgAV) is the most common
vasculitis in childhood, characterized by affecting the small vessels of
the skin, gastrointestinal tract, and kidneys. Although IgAV is a benign
and self-limited disorder, relapses may occur during follow-up.
Objectives: The aim of this study is to evaluate the frequency and pre-
dictors of IgAV relapses according to clinical and laboratory features in
children.

Methods: We retrospectively reviewed the medical records of 546
pediatric IgAV patients between 2005 and 2025. IgAV-related recur-
rence was accepted as a recurrence of skin lesions and/or any systemic
organ involvement after an asymptomatic period of at least 6 months.
Patients were divided into two subgroups: Group 1, which consisted
of IgAV patients who had at least one recurrence related to IgAV, and
Group 2, which consisted of IgAV patients who had no recurrence.
Results: There were 546 IgAV patients with a male dominance. A total
of 40 (7.3%) patients had a relapse related to IgAV after an asymptom-
atic period of at least 6 months (Group 1). Patients’ characteristics and
laboratory features were presented in Table 1. Male predominance,
diarrhoea, bloody stool, bloody vomiting, gastrointestinal involve-
ment, testicular involvement, WBC, creatinine, and pediatric vasculitis
assessment scale (PVAS) at first visit were significantly higher, while
mean age at diagnosis of IgAV was significantly lower in Group 1
than Group 2 (p=0.033, p=0.015, p=0.013, p=0.045, p=0.047, p=0.003,
p=0.012, p=0.012, p=0.000, and p=0.015, respectively). The most
recurrent clinical finding was purpuric skin eruption (65%) (Table 2).
Recurrence free survival of Group 1 was illustrated in Fig1. Logistic
regression analysis for the prediction of recurrence of IgAV was shown
in Table 3. Male sex, diarrhoea, testicular involvement, Hb value, and
PVAS were found as independent risk factors for the prediction of IgAV
recurrence in the long-term follow-up (p=0.033, p=0.015, p=0.003,
p=0.025, and p=0.005, respectively).

Conclusion: In this study, we have shown that male sex, diarrhoea, tes-
ticular involvement, higher Hb value, and higher PVAS at first visit were
found as independent risk factors for the prediction of IgAV recurrence
in the long-term follow-up. Close follow-up is important especially in
the presence of male gender, testicular involvement in boys, presence
of diarrhoea and high PVAS at first visit, considering that the disease
may recur in the long term.
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Introduction: Treatment of intravenous immunoglobulin (IVIG)-resis-
tant Kawasaki disease (KD) remains non-standardized. IL-1 blockade
with anakinra (ANK) has shown promising results in case series and a
phase Il open-label trial.

Objectives: To describe the longitudinal clinical and coronary evolu-
tion of IVIG-resistant KD patients treated with anakinra, from treat-
ment initiation to long-term follow-up.

Methods: We retrospectively analyzed IVIG-resistant KD patients
treated with ANK at a French tertiary referral center and enrolled in the
JIR cohort. Clinical, laboratory, treatment, and echocardiographic data
were collected at predefined timepoints: baseline (T0), day 7, day 14,
day 30, day 365, and last follow-up. Coronary artery aneurysms (CAA)
were defined according to American Heart Association (AHA) criteria.
Z-score normalization was defined as <2.

Results: Thirty patients were included (56.7% male, mean age 2.17 £+
2.31 years). Mean follow-up duration was 16.95 + 17.26 months. All
received aspirin and IVIG (63.3% one dose, 30% two doses, 6.7% three
doses). Before ANK, 40% received corticosteroids and 6.6% infliximab.
At ANK initiation, all had persistent inflammation, and 11 (36.6%) had
CAA (2 at diagnosis). Two had myocarditis. Three additional patients
developed new CAA under ANK, all affecting the proximal right coro-
nary artery (RCA). CRP normalized in 77% of patients at day 14, and in
82.6% (19/23) during follow-up (median time 33 days, IQR 33.5). The
median duration of ANK therapy was 14 days (range 1-324); 26.6%
received corticosteroids after ANK. Seven patients were switched to
another biologic.

Among patients with CAA, the proximal RCA showed the highest ini-
tial Z-score (median 3.48 [IQR 2.6-7.6]). Despite a frequent transient
increase in coronary Z-scores around day 7 to 14 after ANK initiation,
the median time to normalization across all coronary segments was 5
days (IQR 0-181; n=13). At last follow-up, only 3 patients had persis-
tent CAA.

Conclusion: In this French tertiary cohort, anakinra was associated
with favorable 1-year outcomes regarding systemic inflammation and
coronary artery evolution in IVIG-resistant KD. Prospective studies are
needed to confirm these findings.
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Introduction: Childhood-onset systemic lupus erythematosus (cSLE)
involves interferon (IFN)-mediated inflammation emerging during
the critical period of adolescent brain development. Neuropsychiatric
lupus (NPSLE) manifests as syndromes like cognitive dysfunction, sei-
zures, and psychiatric Clinicians face challenges diagnosing/treating
brain inflammation in cSLE, due to suboptimal diagnostic tools. Neu-
ronal/glial structural proteins may be useful biomarkers of brain injury
in cSLE.
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Introduction: CD19 CAR T-cell therapy is an innovative strategy to
induce profound B cell depletion in patients with refractory idiopathic
inflammatory myopathies (IIM). However, its effects on B cell pheno-
types in pediatric patients remain largely unknown.

Objectives: To characterize the reconstitution profile of B cell subsets
in three patients with juvenile dermatomyositis (JOM) treated with
anti-CD19 CAR T-cell therapy.

Methods: Three patients with refractory JDM received a single infusion
of autologous, second-generation anti-CD19 CAR T cells (1x10° CAR
T cells/kg; lentiviral vector), manufactured on the CliniMACS Prodigy
system. Lymphodepletion was achieved using cyclophosphamide
(1000 mg/m2 over 2 days) and fludarabine (90 mg/m? over 3 days). B
cell immunophenotyping was performed according to standard oper-
ating procedures (SOPs) before and after CAR T-cell infusion. A com-
parator group of five JDM patients treated with rituximab (RTX) was
included.

Results: B cell reconstitution occurred at a median of 8 weeks (IQR:
8.0-12.0) post-CART therapy, with an immature transitional B cell phe-
notype. B cell subsets distribution was assessed at a median of 27.3
weeks (IQR: 22.5-40.2) after treatment, when all B cell subsets were
present for each patient, and compared to pre-treatment profiles. In
the RTX group, B cell phenotyping was performed at a median of 47
weeks (IQR: 33.4-50.7) post-treatment. The proportion of CD19" B cells
among lymphocytes was similar before and after CAR T-cell treatment
(pre: 32% [IQR: 23-40], post: 21% [IQR: 20-24]). B cell subset analysis
showed comparable levels of transitional, naive and plasmablast pop-
ulations pre- and post-treatment. However, there was a notable reduc-
tion in total memory B cells (MBCs) post-treatment (pre: 6.4% [IQR:
6.3-9.1], post: 3.9% [IQR: 3.1-4.0]), particularly in the switched MBC
subset. Interestingly, JDM patients treated with RTX showed higher
frequencies of switched MBCs during B cell reconstitution compared
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to those treated with CART cells: CAR T treated-patients 16.0 % [IQR:
8.5-18.0], RTX group 52.0% [IQR: 28.0, 60.0].

Conclusion: These data show that following CART cell treatment, the
memory B cell compartment presents a lower frequency of switched
MBCs when compared to pre-treatment levels and to patients treated
with RTX, suggesting a specific effect of CAR T cell treatment in regu-
lating the memory B cell compartment in JDM patients.
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Introduction: CD19 CAR T-cell therapy represents an innovative
approach emerging as a promising treatment option in patients with
refractory idiopathic inflammatory myopathies (IIM), but the experi-
ence in children so far is limited.

Objectives: To report on the safety and efficacy of anti-CD19 CAR
T-cell therapy in 3 JDM patients.

Methods: All 3 patients received a single infusion of fresh, autolo-
gous second-generation anti-CD19 CAR T product (lentiviral vector)
manufactured on the Prodigy device (1x10° CART cells/kg), after lym-
phodepletion with cyclophosphamide (1000 mg/m? over 2 days) and
fludarabine (90 mg/m2 over 3 days).

Results: Maximum follow-up after CAR T-cell therapy was 20 months.
Patients 1 and 2 had a history of severe chronically active disease with
extensive calcinosis and ulcerations. Patient 3 presented interstitial
lung disease (ILD) and persistently active muscle and skin disease with
ulcerations. Short-term effects of CAR T-cell therapy on Patient 1 have
been previously reported (Nicolai A&R 2024). All patients were refrac-
tory to multiple immunosuppressive treatment lines and presented
significant side effects from chronic glucocorticoid treatment. After
infusion, CAR T cells rapidly expanded, reaching peak concentrations
after a median of 7 days (range 7-9). At peak, the median number of
circulating CAR T cells was 32.69 per microliter (range 31.04-535.02).
CD19+ B cells were undetectable in peripheral blood after a mean of
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