A. Lambea-Gil, A. Sancho-Saldafa, R. Caldd-Agud et al.

We suspect that excessive consumption of this extract
caused secondary AHT, which predisposed our patient to
sequential bilateral atypical NAION.

Our case is particularly interesting due to the unusual
association between pseudo-HAP and atypical NAION. We
should underscore the importance of detailed history-taking
in cases of atypical NAION, given its association with a broad
range of drugs, conditions, and clinical situations.
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Myasthenia gravis and systemic
lupus erythematosus:
presentation of 5 cases and
PubMed review™

Asociacion de miastenia gravis y lupus
eritematoso sistémico: aportacion de 5 casos y
revision de PubMed

Dear Editor:

The contribution of Alba Isasi et al.,” who present 3 patients
with myasthenia gravis (MG) who developed systemic lupus
erythematosus (SLE) after thymectomy, is of great impor-
tance given the rareness of this association and the scarcity
of research into the causes and triggers of lupus disorder.?
We searched on the PubMed database using the key-
words SLE and MG, and obtained the following interesting
results: the search returned 586 articles, although 483 do
not report cases. The first article dates from 1961, although
the first case of association of both conditions was published
in 1954.% Of the 103 articles describing patients, 76 report a
single case. We found a total of 180 cases from 32 different
countries, mainly in Europe (54 articles/ 126 cases) and Asia
(22 articles/24 cases). Prevalence of SLE in patients with MG

* Please cite this article as: Jiménez-Alonso J, Navarrete-
Navarrete N, Jiménez-Jaimez E, Jaimez L. Asociacion de miastenia
gravis y lupus eritematoso sistémico: aportacion de 5 casos y
revision de PubMed. Neurologia. 2021;36:556—557.

was 1.12%-8.4% and prevalence of MG in patients with SLE
was 1.3%. MG manifested first in more than twice as many
cases; both conditions rarely presented simultaneously. Both
adults and children were affected, with the great majority
being women. Patients with MG and SLE were younger than
those with MG only; they also showed higher prevalence
of anti-acetylcholine receptor antibodies, received more
immunosuppressants, more frequently underwent thymec-
tomy, and presented a higher rate of remission.

The possible association between SLE and thymectomy
in patients with MG is controversial.*> We identified 41
reported cases of SLE onset after undergoing thymectomy
to treat MG, with SLE manifesting between 3 months and
40 years after surgery (mean, 10 years). Some studies sug-
gest that thymectomy may play a role in the subsequent
development of SLE, due to a defect in lymphocyte suppres-
sive activity caused by decreased thymic hormonal activity,
although other authors have been unable to confirm this in
experimental studies. The thymectomies performed in some
patients with MG and SLE caused no significant changes in
disease activity. We should highlight 2 epidemiological stud-
ies from Norway and Sweden, which identified 8 patients
with SLE among 48 with MG (8.4%) and 23 with SLE among
2045 with MG (1.12%), respectively; no association could
be demonstrated with thymectomy.®” Furthermore, Fang
et al.” indicate that the 3 diseases most frequently asso-
ciated with MG (polymyositis/dermatomyositis, SLE, and
Addison disease) are all regulated by the HLA-B8-DR3 hap-
lotype. In a recent meta-analysis, Chen et al.® mention
the association of the HLA-DRB1*1602 allele with different
autoimmune diseases, including SLE and MG. In our review,
most cases of SLE associated with MG were not related to
thymectomy.
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Table 1 Clinical data of 5 patients diagnosed with systemic lupus erythematosus and myasthenia gravis.
Patient  Age at Age at Thymectomy  HCQ Anti-AChR ab  Type of MG
diagnosis of SLE  diagnosis of MG

1 31 years 23 years 24 years Well-tolerated Generalised
2 28 years 45 years No Well-tolerated Generalised
3 17 years 25 years No Well-tolerated — Ocular

4 55 years 65 years No Suspension due to OAE/M  — Ocular

5 45 years 54 years No Well-tolerated + Ocular

Anti-AChR ab: anti—acetylcholine receptor antibodies; HCQ: hydroxychloroquine; MG: myasthenia gravis; OAE/M: ocular adverse

effects/maculopathy; SLE: systemic lupus erythematosus.

Another relevant aspect related to the MG/SLE asso-
ciation is hydroxychloroquine, an essential drug for
patients with SLE, which may cause neuromuscular involve-
ment/proximal muscular weakness, myasthenic syndromes,
or even trigger MG relapses. Therefore, its use in patients
with MG has been questioned. In our review, few articles
mention use of the drug, and we found that only 10 patients
did not report adverse effects, 8 patients reported doubtful
adverse effects, and 4 patients poorly tolerated the drug;
in general, hydroxychloroquine may be administered in the
majority of cases.®°

We present the cases of 5 women with SLE and MG, aged
33, 50, 62, 72, and 77 years (Table 1). In 4 patients, SLE
manifested before MG, and the remaining patient under-
went thymectomy 7 years before onset of SLE. All patients
received hydroxychloroquine and, although patient number
4 presented maculopathy, leading to treatment suspension,
none presented MG exacerbation. All 5 patients presented
mild-moderate SLE, with general, cutaneous, and articular
symptoms, and laboratory and autoimmunity data indicat-
ing diagnosis of SLE; none presented involvement of vital
organs, with the exception of patient 3, who died due to
severe cardiac and kidney disease.

We consider the contribution of Alba Isasi et al." to be
relevant, although we believe that further well-designed,
multicentre studies with sufficiently large samples and long
follow-up periods are needed to determine whether thymec-
tomy may trigger SLE in some patients with MG or whether
the association between the 2 autoimmune processes is
caused by other immunological/genetic causes.
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