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Short report

Polymyalgia rheumatica with diffuse cerebral disease
responding rapidly to steroid therapy
S NIGHTINGALE, GS VENABLES, D BATES

From the Department ofNeurology, Royal Victoria Infirmary, Newcastle upon Tyne, UK

SUMMARY A 58-year-old woman presented with the classical features of polymyalgia rheumatica.
She also had a global dementia; CT scan and EEG showed diffuse cerebral disease. After steroid
treatment, the polymyalgia rheumatica and dementia rapidly resolved and the CT scan and EEG
became normal. The inter-relationships of the giant cell arteritides are discussed in the light of
this report of the association of polymyalgia rheumatica and steroid-responsive diffuse cerebral
disease.

Polymyalgia rheumatica' and cranial arteritis2 are
syndromes with characteristic clinical features, an
elevated erythrocyte sedimentation rate (ESR) and
a dramatic response to steroids. Polymyalgia
rheumatica may occur before or together with cra-
nial arteritis2-4; both conditions are widely regarded
as different manifestations of a single pathological
process, namely a giant-cell arteritis occurring in the
elderly.5 Giant-cell arteritis is also a cardinal feature
of two other idiopathic disorders, Takayasu's dis-
ease6 and granulomatous angiitis7-'5; the arteritis of
various systemic disorders such as tuberculosis, sar-
coidosis and Hodgkins disease may be associated
with giant cells though these are not usually termed
"giant-cell arteritis"e'6 The inter-relationship of
these arteritides is discussed in the light of our
report of the unique association of polymyalgia
rheumatica and steroid responsive diffuse cerebral
disease.

Case report

A 68-year-old housewife presented with a 2 year history of
progressing dementia and an 8 month history of painful
proximal muscle weakness. The mental changes consisted
of poor short term memory, confusion and circumlocutory
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speech. The proximal muscles were stiff and painful, espe-
cially in the morning and she was unable to rise from a
chair. Her general health was good and she had not lost
weight. She had no history of headache and there was no
relevant medical or family history. She had received no
medication. Examination revealed a relatively fit looking
lady with a persistent low grade pyrexia of 37-4°C. There
was no lymphadenopathy, arthritis, skin lesions or signs of
cranial arteritis. Her intellect was globally impaired. The
cranial nerves were normal. Her proximal muscles were
tender and pain restricted testing of muscle strength. The
distal muscles appeared normal in strength. Tendon
reflexes were brisk and symmetrical; the plantar reflexes
were flexor and co-ordination and sensation were within
normal limits. Haemoglobin was 11.1 g dl-' with normal
red blood cell indices. Total white blood count was 6-8 x
1 09 I- with a normal differential cell count. The ESR was
80 mm hr-'. The following investigations were normal:
plasma urea, electrolytes, glucose; serum thyroxine, B12,
folate and creatine kinase. Liver function was normal,
serum auto-antibodies were not detected and serology for
syphilis was negative. A chest radiograph was normal and a
CTf scan (fig A) revealed multiple areas of low density in
both cerebral hemispheres especially in the right parietal
lobe. The EEG showed a dominant rhythm at 7 Hz and a
fluctuating delta rhythm anteriorly, more marked on the
right. The CSF, at 180 mm pressure, contained no cells, the
glucose level was normal and protein was 0-56 gl-' of
which 11% was IgG. The full scale WAIS IQ was 85 (ver-
bal IQ 93; performance IQ 77).
She was treated with prednisone 60 mg daily, her muscle

pains resolved within 24 hours and the ESR fell rapidly.
Within three days her mental state improved and her
temperature returned to normal. Within three weeks she
was well in all respects, her haemoglobin had risen to 122
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Figure (A)CTscan before treatment showing multiple areas oflow density in both hemispheres. (B) Normal CTscan, one
month after starting steroid treatment.

gd '-', the ESR was 1 1 mm hr- '. The Cf scan (fig B) and
the EEG were normal. Her full scale IQ had risen to 106
(verbal IQ 110; performance IQ 101).

Discussion

This patient presented with clinical features charac-
teristic of polymyalgia rheumatica, a high ESR, a

normal creatine kinase and a dramatic response to
steroids. Over the preceding two years she had
developed a global dementia. The EEG and CT scan

demonstrated diffuse cerebral disease and the CSF
protein was mildly elevated. Her mental state, CT
scan and EEG rapidly returned to normal following
treatment with steroids.
The clinical improvement and resolution of the

CT scan appearance with steroid treatment suggests
that the cerebral lesions were due to arteritis and
cerebral oedema rather than to thrombo-embolic
disease. However, cerebral arteritis is not a feature
of cranial arteritis or polymyalgia rheumatica.5
Although the opthalmological complications of cra-
nial arteritis are due to arteritis of the distal extra-
cranial ophthalmic artery, cerebral complications
result from thrombo-embolic disease secondary to
more proximal arteritic lesions in the vertebral and
carotid arteries.'7 Since cranial arteritis is thought to
be associated with an immune reaction to elastic
fibre,'8 its extracranial distribution may be attri-
buted to the reduced elastic fibre content of intra-
cranial arteries.'7 Cerebral arteritis may occur in
association with various intracranial infections and
systemic disorders, including tuberculous mening-
itis, neurosyphilis, sarcoidosis, yeast and fungal
infections, polyarteritis nodosa and Wegener's

granulomatosis.'9 These secondary causes of cere-
bral arteritis were excluded in our patient by the
clinical features, investigations and response to
steroids. Widespread cerebral arteritis may also
occur as an idiopathic granulomatous angiitis
restricted to the cerebral vasculature and we believe
that this is the likely diagnosis in our patient.
Granulomatous angiitis is a rare condition charac-

terised by diffuse giant-cell arteritis of the small
cerebral vessels, but with no or minimal involvement
of the extracranial vessels.7-'5 The CT scan may
show diffuse areas of low density similar to that seen
in our patient.'3 CSF lymphocytosis and a raised
CSF protein may be found.'0 12 The condition is sel-
dom diagnosed in life and reports of its treatment
are scanty; however some patients have apparently
responded to steroids.7 '3 The association of
polymyalgia rheumatica with granulomatous angiitis
previously has not been reported and this associa-
tion raises the question of the inter-relationship of
the giant-cell arteritides. It has been suggested that
Takayasu's disease, cranial arteritis and granulo-
matous arteritis form a spectrum of idiopathic disor-
ders differing only in the size of the vessel
involved.7 "In favour of this concept is the observa-
tion that in Takayasu's disease medium sized vessels
may be involved as well as the aortic arch,6 and also
that in cranial arteritis and in polymyalgia
rheumatica the aorta may be affected.' 3 20 However,
most authors have emphasised the distinct clinical
and pathological features of these conditions.5 21 The
differences between Takayasu's disease and cranial
arteritis in respect of age of presentation, site of
arterial involvement, type of complication, elevation
of ESR and response to steroids have been reviewed
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by Fauci et al.2' Cranial arteritis and granulomatous
angiitis are distinguished by the size and distribution
of the involved arteries. The former characteristi-
cally affects the medium sized extradural arteries of
the head and neck.'7 Conversely the latter is almost
entirely confined to the cerebral vasculature where it
involves the small arteries and venules. Furthermore
the older age of presentation, the higher ESR, the
normal CSF and the dramatic response to steroids
which are seen with cranial arteritis help to distingu-
ish this condition from granulomatous angiitis.
These differences argue strongly for considering
Takayasu' s disease, cranial arteritis and
granulomatous angiitis as separate entities. How-
ever, compared to Takayasu's disease and cranial
arteritis, granulomatous angiitis is an ill-defined clin-
ical syndrome with few constant blood, CSF or
radiological findings. It may be the non-specific
result of a variety of disease and its occasional
association with cranial arteritis,9 polymyalgia
rheumatica, lymphoma'3-'5 or herpes zoster infec-
tions'5 would support this.
We believe that this particular case is important,

not only for the association of polymyalgia
rheumatica and cerebral disease, but also because it
draws attention to an easily and rapidly reversible
cause of dementia. In this respect is it noteworthy
that the dementia had progressed for 16 months
before the onset of the polymyalgia rheumatica.

We are grateful to Dr A Appleby for the
neuroradiological investigations.
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