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Reversible Tongue Atrophy
in Acetylcholine Receptor
Positive Bulbar Onset
Myasthenia Gravis

Case
To the Editor: A 27-year-old Indian
woman was admitted with a 20-day
history of difficulty in swallowing,
change in voice with diurnal varia-
tion, and fatiguability. There was no
history of diplopia, drooping of eye-
lids, difficulty in eye closure, and
facial weakness. On examination,
patient showed tongue atrophy with
fasciculation, minimal limb weak-
ness, and absent tendon reflexes.
Fatiguability tests were positive. Re-
petitive nerve stimulation revealed
decremental response. Computer-
ized tomography scan of thorax
showed thymic enlargement. Ace-
tylcholine receptor (AChR) antibody
was positive (11.3 nmol/1). Antimuscle-
specific receptor tyrosine kinase
(Anti-MuSK) antibody was negative.
The patient progressed to respiratory
distress within a day of admission
and required ventilatory support
followed by tracheostomy. She was
diagnosed as myasthenic crisis. As
the patient could not afford plasma-
pheresis and intravenous immuno-
globulin, injection methylprednisolone
was given and planned for thymec-
tomy. Patient lost regular follow-up.
After 3 months, the patient pre-
sented again with bulbar weakness
with minimal limb weakness. On
examination, the patient showed
tongue atrophy with fasciculation.
The patient progressed to respiratory
failure requiring ventilatory sup-
port. Plasmapheresis was given. On
follow-up after 4 weeks, tongue
fasciculation disappeared and
tongue atrophy is improved.
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Discussion

Myasthenia gravis (MG) is an
autoimmune disease caused by
binding of autoantibodies to re-
ceptors involved in neuromuscular
transmission. About 80% of patients
have detectable serum antibodies
against AChR (AChR-Ab). Approxi-
mately 15%—20% of MG patients do
not have any detectable AChR-AD.
Of these patients, antibodies against
muscle specific tyrosine kinase
(MuSK) are positive in 30%—50%.
Three types of AChR antibodies are
identified including acetylcholine
binding, blocking, and modulating
antibodies.

Histological examination revealed
that myopathic changes (mini-cores
and ragged red fibers/ mitochon-
drial aggregates) were common in
MuSK MG patients, whereas fiber-
type grouping (neurogenic finding)
and atrophy were frequent in
AChR MG patients.' The presence
of fiber type grouping in AChR
positive MG group might be ex-
plained by the blockage of AChR
receptor binding that causes the
internalization and degradation of
AChR leading to denervation of
affected muscle.”

In our present case, the patient had
bulbar onset MG that progressed to
myasthenic crisis. The patient was
treated with plasmapheresis and
steroids after which she recovered.
The unusual finding in this case was
tongue atrophy with fasciculation
that improved with plasmapheresis.

Cranial and bulbar muscle weak-
ness with atrophy including tongue
is more common in anti-MuSK MG.>*
Tongue atrophy is a rare feature of
AChR antibody positive MG.” The
exact pathogenesis of tongue atrophy
is not known.

Bulbar onset MG is relatively rare.
Tongue atrophy with fasciculation

has been reported in anti-MuSK
myasthenia gravis but rare in AChR
antibody positive MG. We report
this rare case of AChR antibody
positive bulbar onset MG with
tongue atrophy and fasciculation,
and improvement following
plasmapheresis.
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