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plasma exchange

Methylprednisolone 1,000mg/day

i
prednisolone
tacrolimus 3mg/day 60meg/day
SBT/ABPC 6g/day [

respiratory failure |
difficulty swallowing [

muscle weakness -
double vision

anti-MuSK antibody titer
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(nmol/]) 50 387 0.17 042 042
(before)
urine protein (g/day) 53 58 44 03
serum protein (g/dl) 50 4.6 44 438 72
serum albumin (g/dl) 24 25 28 32 46
Days after admission 0 14 50 85 900
t t 1 t
intubation extubation renal biopsy discharge

Fig. 1 Clinical course.

After plasma exchange and initiation of methylpred

nisolone treatment, clinical symptoms improved

immediately and anti-MuSK antibody decreased, while serum protein and serum albumin gradually

increased.

Fig. 2 Renal biopsy
Renal biopsy specimen shows membranous nephropathy by light microscopy. Diffuse thickening of

the basement membrane is shown by PAS stain (A)

and PAM stain (B) (original magnification X 200).

Granular immunofluorescent deposits of IgG4 along the glomerular capillary walls are shown by

staining for IgG4 (C) (original magnification X 200).
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Abstract
Anti-MuSK antibody-positive myasthenia gravis with nephrotic syndrome; a case report
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A 40-year-old man was admitted to our hospital because of dysarthria, difficulty swallowing, double vision and
weakness of both upper extremities.

There were no detectable anti-AChR antibodies. He was diagnosed with seronegative myasthenia gravis
(SNMG) based on a positive edrophonium test and positive waning on repetitive stimulation. Thereafter serologi-
cal examination detected anti-muscle-specific kinase (MuSK) antibodies and he was diagnosed with anti-MuSK
antibody-positive MG.

Three years after the onset, the patient developed rapidly progressing respiratory failure and fever. He was
diagnosed with aspiration pneumonia caused by swallowing difficulty. He was treated with mechanical ventila-
tion, plasma exchange and antibiotics. Laboratory tests on admission also demonstrated nephrotic syndrome. Re-
nal biopsy specimens showed diffuse thickening of the basement membrane by PAS and PAM stain, and granular
immunofluorescent deposits of 1gG4 along the glomerular capillary walls. Therefore, he was also diagnosed with
membranous nephropathy in addition to anti-MuSK antibody-positive MG.

MG is sometimes complicated with nephrotic syndrome, however there has been no report of anti-MuSK-
antibody positive MG complicated with nephrotic syndrome.

It has been reported that anti-MuSK-antibodies are IgG4 and that membranous nephropathy is suggested to
be an IgG4 mediated disease. Our findings suggest that IgG4 may play an important role in the pathogenesis of
our patient.

(Clin Neurol, 49: 424—427, 2009)
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