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Table 1 Baseline characteristics

Overall Pre-pubertal onset Post-pubertal onset
population (Aged <12 years) (Aged 12-17 years)
Patients, n 630 363*
Sex, female, n (%) 404 (64.1) 219 (60.3) 185 (69.3)
Age at onset, years, median (range) 10 (0-17) 5(0-11) 15 (12-17)
Comorbidities, n (%)
Infection 125 (19.8) 80 (22.0) 45 (16.9)
Depression 36 (5.7) 10 (2.8) 26 (9.7)
Anxiety 93 (14.8) 45 (12.4) 48 (18.0)
Hypertension 14 (2.2) 7 (1.9) 7 (2.6)
Any diabetes 10 (1.6) 2 (0.6) 8 (3.0)
Autoimmune thyroiditis 5(0.8) 2 (0.6) 3(11)
Systemic lupus erythematosus 3(0.5) 0 (0.0) 3(11)
Other autoimmune disease' 4 (0.6) 2 (0.6) 2 (0.8)
Dyslipidemia 3(0.5) 1(0.3) 2 (0.8)

*Pre-pubertal-onset and post-pubertal-onset patients comprised 57.6% and 42.4%, respectively, of the overall population.
tIncludes ankylosing spondylitis, psoriasis, psoriatic arthritis, Crohn’s disease and ulcerative colitis.



Figure 1 Treatment escalation patterns
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Of the 630 patients initially identified, one did not receive any treatment, but was followed for less than three months and so did not qualify for the ‘no treatment’ cohort. This patient was therefore excluded and all analyses involving treatment
cohorts were based on 629 patients.

In total, 446, 243 and 203 patients received treatment within three months of the first claim in the overall population, the pre-pubertal-onset group and the post-pubertal-onset group, respectively.

AChEI, acetylcholinesterase inhibitor; CS, corticosteroids; Ig, immunoglobulin; NSIST, non-steroidal immunosuppressant; PLEX, plasma exchange; Tx, treatment.



Figure 1 Treatment escalation patterns

(b) Patients with pre-pubertal-onset IMG
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Of the 630 patients initially identified, one did not receive any treatment, but was followed for less than three months and so did not qualify for the ‘no treatment’ cohort. This patient was therefore excluded and all analyses involving treatment
cohorts were based on 629 patients.

In total, 446, 243 and 203 patients received treatment within three months of the first claim in the overall population, the pre-pubertal-onset group and the post-pubertal-onset group, respectively.

AChEI, acetylcholinesterase inhibitor; CS, corticosteroids; Ig, immunoglobulin; JMG, juvenile myasthenia gravis; NSIST, non-steroidal immunosuppressant; PLEX, plasma exchange; Tx, treatment.



Figure 1 Treatment escalation patterns

(c) Patients with post-pubertal-onset IMG
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Of the 630 patients initially identified, one did not receive any treatment, but was followed for less than three months and so did not qualify for the ‘no treatment’ cohort. This patient was therefore excluded and all analyses involving treatment
cohorts were based on 629 patients.

In total, 446, 243 and 203 patients received treatment within three months of the first claim in the overall population, the pre-pubertal-onset group and the post-pubertal-onset group, respectively.

AChEI, acetylcholinesterase inhibitor; CS, corticosteroids; Ig, immunoglobulin; JMG, juvenile myasthenia gravis; NSIST, non-steroidal immunosuppressant; PLEX, plasma exchange; Tx, treatment.



Figure 2 (a) Time to and (b) time in each treatment cohort, from

index date
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Of the 630 patients initially identified, one did not receive any treatment, but was followed for less than three months and so did not qualify for the ‘no treatment’ cohort. This patient was therefore excluded and all analyses involving treatment
cohorts were based on 629 patients.
AChEI, acetylcholinesterase inhibitor; CS, corticosteroids; Ig, immunoglobulin; NSIST, non-steroidal immunosuppressant; PLEX, plasma exchange; Tx, treatment.



Figure 3 Incidence of thymectomy in each treatment cohort
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Of the 630 patients initially identified, one did not receive any treatment, but was followed for less than three months and so did not qualify for the ‘no treatment’ cohort. This patient was therefore excluded and all analyses involving treatment
cohorts were based on 629 patients.

There was no incidence of thymectomy in the overall population and in each age-of-onset subgroup in patients treated with biologics (Cohort 5).

AChEI, acetylcholinesterase inhibitor; CI, confidence interval; CS, corticosteroids; Ig, immunoglobulin; IR, incidence rate; NSIST, non-steroidal immunosuppressant; PLEX, plasma exchange; PY, person-years; Tx, treatment.



Figure 4 JMG-related exacerbations in each treatment cohort
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Of the 630 patients initially identified, one did not receive any treatment, but was followed for less than three months and so did not qualify for the ‘no treatment’ cohort. This patient was therefore excluded and all analyses involving treatment
cohorts were based on 629 patients.

AChEI, acetylcholinesterase inhibitor; CI, confidence interval; CS, corticosteroids; Ig, immunoglobulin; IR, incidence rate; NSIST, non-steroidal immunosuppressant; PLEX, plasma exchange; PY, person-years; Tx, treatment.



Summary and conclusions

Some patients with JMG were escalated rapidly through the treatment hierarchy, but continued to
experience exacerbations and high HCRU, suggesting current treatments do not provide adequate
disease control

Patients with post-pubertal-onset JMG were escalated faster onto later-line treatments than those
with pre-pubertal-onset JMG

The large ranges observed in time to treatment escalation could be indicative of individual disease
expressions and highly individualized treatment approaches of clinicians in treatment of the pediatric
population

New treatments that provide rapid and adequate disease control for patients with JMG are needed to
reduce the burden and social impact of disease on patients and their families and to decrease the
costs associated with high HCRU

HCRU, healthcare resource utilization; JMG, juvenile myasthenia gravis.
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