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Dysphagia in inclusion body myositis
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SUMMARY Four elderly patients with inclusion body myositis and dysphagia are described.
Dysphagia was the presenting symptom in three, preceding generalised weakness by 1'5 to 7 years.
Myotomy of the cricopharyngeal muscle improved the symptoms and signs in 3 of the 4 patients. It is
suggested that inclusion body myositis is not an infrequent cause ofdysphagia in elderly people, and is
amenable to treatment.

During the last few years inclusion body myositis
(IBM) has generally been accepted as a clinically and
pathologically distinct disorder.'" Clinically it is
characterised by a chronic progressive course,
preferential affliction of elderly people, both proximal
and distal muscular weakness and virtual resistance to
treatment with steroids, immunosuppression, plasma-
pheresis and total body radiation. Pathologically,
important features, besides those of myositis, are
"rimmed vacuoles", intracytoplasmic and intranu-
clear eosinophilic inclusion bodies and groups of
atrophic fibres, the latter suggesting accompanying
neural involvement. Ultrastructurally the inclusion
bodies appear to consist ofmasses oftubular filaments
15-20 pm in diameter. The cause of the disease is
unknown: an infection with incomplete mumps virus
has recently been implicated by Chou and Orvell,' an
as yet unconfirmed finding.

Dysphagia in IBM patients, with a few excep-
tions,'689 is considered to be rare.2s1""4 Its exact nature
and mechanism has not been studied. In this paper we
report four patients with IBM with severe dysphagia.
The clinical, radiological and pathological findings in
these patients will be described as well as the results of
surgical treatment.

PATIENTS
Between January 1985 and July 1987 we observed six patients
with IBM, four of whom had dysphagia. The dysphagic
patients were 60 years or over when first seen. Three were
female (table 1). Dysphagia preceded the generalised weak-
ness in three patients by 1-5, 2 and 7 years respectively. The
EMG revealed a myopathic pattern in all, and neurogenic
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features in two. Two patients had been treated with pred-
nisone without beneficial effect. Creatine kinase was slightly
to moderately elevated in all. Specific additional clinical
features included rheumatoid arthritis and mumps infection
at an advanced age (51) in case 1, and a history of
hyperthyroidism in case 3.

MUSCULAR BIOPSY FINDINGS
A quadriceps muscle biopsy was obtained from all patients.
At the cricopharyngeal myotomy a second biopsy was taken
from the omohyoid muscle because this muscle has to be
severed in the surgical procedure. An omohyoid muscle
biopsy was not available from patient 4, in whom the
cricopharyngeal muscle itself was biopsied.

All biopsy specimens were quenched in liquid nitrogen for
the preparation of cryostat sections including at least
haematoxylin and eosin, ATP-ase, NADH-TR, acid phos-
phatase, modified Gomori trichrome, Oil-Red 0 and PAS
staining.

All specimens showed both perivascular and endomysial
lymphocytic infiltration as well as necrotic and regenerating
fibres (table 2). "Rimmed vacuoles" were a common feature
to all patients (fig 1). Eosinophilic intranuclear and/or
cytoplasmic inclusions were seen in most instances. Inter-

Table 1 Clinical characteristics ofpatients

Case I Case2 Case3 Case4

Age at examination 76 60 67 74
Sex M F F F
Duration of illness (years) 4 2 8 10
Duration of dysphagia 4 05 8 10
Duration of dysbasia 4 2 6 3
Proximal weakness + + + +
Distal weakness + + + +
EMG: "myopathic" pattern + + + +
EMG: "denervation" pattern - - + +
Treatment with prednisone: dose

(mg/day) - 30 - 10
duration (year) - 1 I - I
result - none - none

Creatine kinase (times normal
upper limit) 1-2 6 2 2
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Fig1 (A): Biopsy ofquadriceps muscle case 1. Note atrophic and hypertrophicfibres, central nuclei, vacuoles and interstitial
mononuclear infiltration (cryostat, HE, x 160), (B): "rimmed vacuoles" (cryostat. HE, x 400).

stitial fibrosis indicated long standing disease in all. Although
the intensity of abnormalities varied considerably between
the patients, they were more marked in the quadriceps than in
the omohyoid muscles.
At the time of surgery in the fourth patient the previous

three had been fully studied and we wondered whether the
cricopharyngeus muscle, which seemed to be spared clinically
and radiologically, was affected pathologically. Although the
muscle appeared as a thick strand of muscle fibres to the
surgeon, histological examination revealed mainly fibrous
tissue and fat, with only a few muscle fibres, which were
completely normal.

DYSPHAGIA
All patients reported a feeling of lower pharyngeal obstruc-
tion for solid food; the patients 3 and 4 also had difficulty
with passing fluids (table 3). These two patients experienced
nasal reflux as well. All patients aspirated frequently during
their meals, which,? moreover, required more time than was
socially acceptable to them. It is important to note that all
patients except No 2 had been previously examined by
several physicians. including radiological investigation of
swallowing in the cases I and 4, but that a myopathic cause
was not considered before generalised weakness became
obvious.

Before cricopharyngeal myotomy a 3 frames per second

cineradiographic examination of swallowing movements was
performed and a 25 frames per second video-radiographic
investigation thereafter, as the latter facility was not available
initially. The findings were similar in the four patients,
although the extent of the abnormalities varied widely (table
3). There was paretic widening of the hypopharynx in all,
which, however, was excessive in cases I and 3 (fig 2a). A
Zenker's pulsion diverticulum was an additional finding in
case 1. All patients had a prominent posterior indentation as

a result of contraction of the cricopharyngeus muscle at the
moment that the hypopharynx was still dilated and filled with
residual contrast material (fig 2b). Cranially directed
movement of the hyoid bone during swallowing was

measured and expressed as heights of the C3 or C4 vertebra.
It exceeded one such dimension in all patients. Aspiration
was documented in three. Cricopharyngeal myotomy was

performed in all four patients. Patient 3 was the only one

denying any benefit from myotomy. To our surprise, post-
operative radiological examination revealed no evidence of
change in the function of the muscle. The patient refused re-

operation. The remaining patients reported considerable
improvement in swallowing comfort and duration of meals.
In these patients the radiological counterpart of improved
function was virtual disappearance of posterior indentation
by the cricopharyngeus muscle. One patient (case 4) claimed
disappearance of choking, although aspiration was seen

radiologically after surgery.

Table 2 Abnormalities in biopsies ofquadriceps (Q) and omo-hyoid (OH)

Case Case I Case2 Case3 Case4

Muscle Q OH Q OH Q OH Q *

Mononuclear infiltration:
perivascular +++ + +++ ++ +++ +++ ++ /
endomysial +++ + +++ ++ +++ +++ ++ /

Necroticfibres + + + + + + + + + + ++ /
Regeneratingfibres + + + + + + + + + ++ /
"Rimmed vacuoles" + + + + + + + + + + ++ /
Eosinophilic intranuclear inclusions + - ++ + + + - + /
Eosinophilic cytoplasmic inclusions + ++ ++ - + - + /
Interstitial fibrosis + + + + + + + /

*Not available, see text; + indicates: mild or few; + + indicates: moderate or several; + + + indicates: severe or many.
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Table 3 Clinical and radiological characteristics of
dysphagia

Case I Case 2 Case 3 Case 4

Symptoms
Obstruction solids + + + +
Obstruction fluids - - + +
Nasal reflux - - + +
Aspiration/choking + + + +
Radiologicalfindings
Widening hypopharynx + + (U) + (U) + + (U) + (U)
Posterior indentation CPM + + (I) + (I) + (U) + (I)
Zenker's diverticulum + (I) - - -

Hyoid elevation (number of
vertebral heights) 1.6 1-2 1-2 1 5

Aspiration + (I) - (U) + + (U) + (U)
Results ofCP myotomy
Aspiration/choking good good no good
Time needed for meals good good no good

In brackets: vostonerative findines: U indicates unchanged, I
indicates improved.

Discussion

Documented studies of the mechanism and treatment
of dysphagia in inflammatory myopathies in general
are scarce.'5'""" We have not found a description ofrnE_ 1 ...........;

Wintzen, Bots, de Bakker, Hulshof, Padberg
dysphagia in IBM. In this disorder disturbed swallow-
ing is considered to be rare by most authors,25 1"4
though not by all.'689 Our finding of severe dysphagia
in four out of six cases may, of course, be accidental,
but might have other causes. Dysphagia of ill-defined
nature' 2' is not uncommon in elderly people which
may contribute to the frequent failure to diagnose
IBM. Several authors have suggested that IBM is
under-recognised because of lack of awareness of its
frequency'2 1' or lack of familiarity with the clinico-
pathological features.' 14 In three of our four patients a
diagnosis of "idiopathic" dysphagia had been main-
tained for up to 7 years.
IBM, like all inflammatory myopathies, cannot be

defined by a single criterion. The diagnosis is made on
the basis of a combination of clinical, biochemical and
pathological findings.'56"4 As our patients had a
slowly progressive inflammatory myopathy at an
advanced age, with slightly elevated creatine kinase
value and both rimmed vacuoles and eosinophilic
inclusions in their biopsies, we feel that a diagnosis of
IBM is warranted. In three of the four patients an
additional omohyoid muscle biopsy documented IBM

Fig 2 (A): Cine-fluorograph, case 2. Note posterior indentation due to premature closure ofpharyngoesophageal sphincter.
Retention ofbarium contrast in hypopharynx. (B): idem, case 1. Posterior (Zenker's) diverticulum; also note excessive
dilatation ofhypopharynx.
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as the cause of pharyngeal weakness, thus excluding
other disorders or "ageing". The mechanism of the
dysphagia was similar in all four patients: paresis of
the pharyngeal wall precluded a timely emptying ofthe
pharynx before the upper esophageal sphincter was
closed, resulting in repetitive swallowing for one bolus
and choking. This mechanism conforms to that des-
cribed in lower motor neuron disorders and myopath-
ies. 1592223 For this type of dysphagia cricopharyngeal
myotomy is widely advocated, although it is not
helpful in a proportion of cases."9"225 The reason for
this failure is not always clear.25 The surgeon may have
performed an incomplete section,23 the residual force
of the pharyngeal wall may be insufficient to empty the
lumen even in the absence of a sphincter,'926 or the
elevation of the larynx may be too small to free the
entrance of the oesophagus.2527 In case 3, weakness
and dilation of the pharynx was excessive and the
laryngeal elevation moderate. Postoperative
videofluoroscopy, however, suggested incomplete
severance of the CPM.
We conclude that IBM may be a not infrequent

cause of dysphagia in elderly people. Swallowing
disorder may be a presenting symptom of the disease.
In these patients asymptomatic weakness should be
looked for. Cricopharyngeal myotomy may benefit a
large proportion of these patients.
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