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GRANULOMATOUS MYOSITIS MIMICKING SLOWLY PROGRESSIVE LOWER
MOTOR NEURON DISEASE
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Abstract

Here we illustrate a 74-year-old patient presenting with
clinical signs of slowly progressive motor neuron dis-
ease. After electromyography demonstrated myopathic
changes, a skeletal muscle biopsy was performed
showing histological signs of granulomatous myositis.
In extensive diagnostic workup underlying primary
granulomas forming diseases were excluded and corti-
coid therapy was initiated, but without clinical effect.
We want to point out that granulomatous myositis
should be considered in the differential diagnosis of
slowly progressive motor neuron diseases, especially in
atypical clinical presentations.
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To THE EDITOR

We describe a 74-year-old woman who presented with
slowly progressive dysphagia, dysarthria and slight pare-
sis of the right upper and left lower extremity for 5
years. Furthermore, painful muscle cramps and ubiqui-
tous fasciculations were reported. Personal history re-
vealed laryngeal cystectomy 4 years before after reten-
tion cysts were initially assumed to cause the dysphagia.
Due to the clinical disease course, a slowly progressive
motor neuron disease with isolated lower motor neuron
affection was suspected. Neurological examination
demonstrated mild bulbar paralysis and predominantly
distal asymmetric muscular tetraparesis. Furthermore,
ubiquitous fasciculations were observed. There were no
clinical pyramidal tract signs. Cerebral and cervical
magnetic resonance imaging remain unremarkable.
Serum creatine-kinase was slightly increased (233 U/I;
Norm < 110 U/1). Electrophysiologically, sensory and
motor nerve conduction velocities as well as so-
matosensory and motor evoked potentials showed no
abnormalities. Electromyography demonstrated ubiqui-
tous fasciculations and exclusively myopathic changes
predominantly in distal muscles of all extremities. Mus-
cle magnetic resonance imaging of the lower extremi-
ties revealed oedema-like changes and fatty degenera-
tion characterized by hyperintense signals in STIR and
T2 weighted sequences (Fig.1a and b). Within the fur-
ther diagnostics, a skeletal muscle biopsy from the left
vastus lateralis muscle was performed. Routine histo-
logical stainings (including hematoxylin-eosine, Go-
mori’s trichrome, NAD-H, perjodacid-schiff, cy-
tochrome-c-oxidase, succinate-dehydrogenase, ATPase,

oil-red-o, and acid-phosphatase) revealed granuloma-
tous myositis (Fig. 1c and d). There were no neurogenic
changes, furthermore neither rimmed-vacuoles indicat-
ing inclusion-body-myosits nor histological signs of mi-
tochondrial dysfunctions or glycogen storage disease.
Within the further diagnostics, a sarcoidosis could be
excluded by thoracic x-ray, angiotensin-converting en-
zyme blood testing, and FDG-PET. Furthermore, po-
tentially granulomas forming infectious diseases were
ruled out by extensive serum antibody testing. There
was no evidence for malignancy. After exclusion of un-
derlying primary disorders, an isolated granulomatous
myositis was diagnosed and oral prednisolone therapy
(initially 80 mg/day) was initiated, but without clinical
obvious effect after 6 month of treating.
Granulomatous myositis is a rare condition with a
prevalence of approximately 0.5% on skeletal muscle
biopsy on large anatomopathologic series [1]. The as-
sociation with sarcoidosis [2] is well known, further-
more with several infectious diseases, inflammatory
bowel diseases, foreign-body giant-cell reaction, malig-
nancy (lymphoma), thymoma, and myasthenia gravis
[3]. In absence of sarcoidosis or other underlying dis-
orders, the diagnosis of isolated granulomatous myosi-
tis is considered, but only two studies have focused on
the clinical difference between these two disease forms
[3, 4]. In the study of Mozaffar et al., 4 of 10 patients
with a sarcoidosis related form had more severe proxi-
mal muscle weakness, whereas distal involvement was
more common in isolated forms. Seven of eight symp-
tomatic patients developed dysphagia during to the
disease course due to a bulbar muscle involvement. A
treatment with corticoids led to an improvement only
in sarcoidosis related forms, not in isolated granulo-
matous myositis [4]. Le Roux and colleagues reported
detailed clinical data of thirteen cases of symptomatic
granulomatous myositis [3]. All patients with sarcoido-
sis had predominantly symmetrical proximal weakness
of the lower extremities, only 3 developed upper limb
or distal involvement. Three of five patients with iso-
lated granulomatous myositis had predominantly distal
muscle weakness, two patients presented with dyspha-
gia. Corticoid therapy led to a prolonged improvement
in only one patient. A patient with acute sarcoid
myositis benefited from methotrexate, other immuno-
suppressants and etanercept were ineffective. After re-
examination, they found sarcoidosis associated myopa-
thy to be more frequently associated with severe dis-
ability and rarely improved after corticosteroid thera-
Py, compared with isolated granulomatous myositis.
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Fig. 1. Muscle MRI: Short tau inversion recovery (STIR) (a) and T2 (b) sequences demonstrating oedema-like changes and fatty
degeneration. Muscle histology: Hematoxylin-eosine (c) and perjodacid-schiff (d) staining showing endomyseal granulomas.

However, the main symptoms of our patient were
dysarthria, dysphagia, and asymmetrical paresis. Conse-
quently, initially a motor neuron disease was suspected.
Atypical findings were the slowly progression of symp-
toms, the absence of clinical and electrophysiological
signs of first motor neuron involvement, and the elec-
tromyographic verified myopathic pattern. Due to the
fact, that differential diagnosis of slowly progressive
lower motor neuron disease is extensive but also in-
cludes inflammatory myopathies, we want to point out
that essentially in atypical disease presentations a skele-
tal muscle biopsy and facultative a muscle MRI should
be performed to diagnose potentially treatable disor-
ders, especially in cases with myopathic pattern in elec-
tromyographic examinations. Muscle magnetic reso-
nance imaging may be a helpful tool in detecting mus-
cle oedema or fatty degeneration suggesting myositis
or myopathy, but can also guide a suitable place to
biopsy. According to the data in the literature, isolated
granulomatous myositis as well as sarcoidosis related
granulomatous myositis should be treated with corti-
coids, although it seems to be impossible to predict the
outcome in the individual case [3, 4]. In granulomatous
myositis following infectious disease, malignancy, or
other primary diseases the main focus should be on the
treatment of the underlying disorder.
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