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Figure 3 Case 2. CT scan.

these chronically inflamed scarred small arteries
were considered to represent a burnt out version
ofGCA.

CASE 3
A 65-year-old woman presented in 1964 with a
three-week history of severe frontal headache
associated with temporal tenderness. There were
no ocular symptoms and her vision was normal.
The Westergren ESR was 83 mm/h, and biopsy
of her right temporal artery showed classical
changes of GCA. Corticosteroid treatment was
started and led to symptomatic improvement.
Seven years later, while still on carefully

monitored treatment, she presented with an
episode of visual loss in the right eye, acuity
falling from previously recorded 6/6, N5, to
6/60, N18. She had a right afferent pupillary
defect and a swollen pale disc. The ESR was 45
mm/h. Details up to this time were reported by
Cullen." A repeat right temporal artery biopsy
showed no evidence of active arteritis. A diag-
nosis of right anterior ischaemic optic neuro-
pathy was made. Her dosage of steroids was
increased, but unfortunately there was no visual
recovery.

It has been suggested that despite negative
temporal artery biopsies'8 the disease in this case
remained active in the posterior ciliary arteries,
and this was reflected by moderately raised ESR
readings.

Figure 4 Case 3. CT scan.

In July 1987 she was seen again with a 10-day
history of loss of vision in her left eye which had
occurred on awakening. The ESR was 75 mm/h.
On examination her vision was perception of
light in the right eye and hand movements in the
left eye. The left pupil was reactive to light and
the disc was normal. A CT scan showed marked
widespread cortical atrophy and focal areas of
low density related to the tip of the occipital pole
on both sides, left more than right, which were
consistent with bilateral occipital infarction (Fig
4). She died a year later. A necropsy was not
performed.

Discussion
In our three patients changes typical of GCA
were present in the temporal arteries, proved by
temporal artery biopsy in cases 2 and 3 and by
positive histological changes in the post-mortem
examination ofthe superficial temporal and other
arteries in case 1. Necropsy carried out on two
patients with proved cerebrovascular disease
related to GCA failed to identify intracranial
GCA. The cerebral infarcts found were the
results of embolism from extracranial vessels,
which were damaged by arteritis and atheroma
and contained thrombus, rather than from lesions
ofthe intracerebral arteries themselves. This was
confirmed by the multiple, haemorrhagic nature
of the lesions.

In case 3 therewas evidence ofcerebral involve-
ment on CT scan. However, it is not possible to
say whether this was due to lesions of the
intracranial or extracranial vessels. This case
therefore neither confirms nor contradicts our
initial hypothesis that cerebrovascular disease in
GCA may not be due to intracranial arteritis.
However, whatever the pathogenesis of this
patient's condition, it must allow for the possi-
bility of simultaneous infarction of both occipital
lobes. The simplest explanation would be em-
bolism (due to thrombus from arteritic vertebral
arteries) to the bifurcation of the basilar artery,
with fragments of embolus being shed more or
less symmetrically between the two posterior
cerebral arteries.7121415

Intracranial vessel involvement is suggested
(although infrequently) in a number ofpublished
articles.'"9 However, the basis for such a conclu-
sion is not always certain. There is clinical, post-
mortem, and angiographic support for intra-
cranial involvement, but post-mortem sLudies
are the most reliable source of information, as
angiographic and clinical evidence may be open
to the criticism that coincidental arteriosclerosis
or some other disease process could be the cause
of cerebral involvement. Post-mortem evidence
has shown involvement of the intracranial part of
the internal carotid, vertebral, and basilar
arteries and arteries of the base of the brain.1 2 5 7-9
Angiographic abnormalities have been noted
consisting ofeither irregular areas of stenosis and
dilatations'o or a saw-toothed appearance' in
intracranial arteries. Hinck et al'0 found no post-
mortem evidence of GCA related to the
angiographic abnormalities, whereas Hirsch
et aP confirmed their angiographic findings by
pathological examination, which showed
features consistent with GCA in the anterior,
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middle cerebral, and entire part of the basilar
artery. The authors suggest that angiographic
abnormalities may in fact be non-specific and
related to embolic phenomena, thrombi, or
atheroma, and may not always be conclusive of
intracranial pathology due to GCA." Similar
cerebral angiographic findings have been
reported in other types of arteritis such as

polyarteritis nodosa, rheumatoid arthritis, and
systemic lupus erythematosus.6

In two reports,34 in contrast to those already
mentioned, there does appear to be post-mortem
evidence for intracranial involvement of smaller
cerebral vessels. However, in one ofthese reports
the findings relate to minor changes in small
vessels (with dubious symptomatic conse-

quences),3 and in the other instance the clinical
features are not entirely characteristic of GCA
and another diagnosis cannot be excluded.4 Such
changes may in fact be the result of other
conditions such as polyarteritis nodosa,
Buerger's disease (endarteritis obliterans), tuber-
culosis, and Takayashu's syndrome (pulseless
disease).7 In these four conditions giant cells with
inflammatory changes have been noted in patho-
logical specimens, but clinical symptoms and
signs help to differentiate them from GCA.
However, signs and symptoms occasionally over-
lap owing to similar sites of involvement.7
A considerable literature tends to support our

findings."1618 Extracranial vertebral artery and
internal carotid artery involvement has been
noted, giving rise to cerebral manifestations
either through thromboembolic episodes, direct
extension of thrombus from the site of arteritis
into the artery of supply, or by reduced vertebral
artery perfusion aggravated by concomitant arte-
ritic or non-arteritic involvement of the internal
carotids or insufficiency of the circle of Willis.
The vertebral arteritic changes reported by

Crompton3 and Wilkinson and Russell'2 were
noted to have a sharply defined upper border
about 5mm above the point ofdural perforation.
The terminal segment of the internal carotid
artery within the dura was never involved.'2"'4
This was thought to reflect the close correlation
between susceptibility ofGCA and the amount of
elastic tissue in the media and adventitia of the
individual arteries of the head and neck, as GCA
is thought to be an autoimmune reaction involv-
ing arterial elastic tissue. Major transformation
in the arterial muscle coats occurs as they enter
the skull, with a gross diminution in the amount
of elastic tissue. Intracranial arteries may be
spared owing to the presence of little or no elastic
tissue in their coats. 2 This would also explain our

pathological findings in the optic nerves, which
showed infarction in the retrolaminar region due
to GCA affecting the posterior ciliary arteries.
In both of our post-mortem examinations the
central retinal vessels were patent.
Cullen" and MacFaul2" have reported in an-

other case a similar picture of involvement of the
posterior ciliary arteries and of the origin of the
central retinal artery outside the globe and
outside the optic nerve. The central retinal artery
within the optic nerves as well as the retinal
vessels within the globe and the choroidal vessels
were all patent. This is important in view of the
fact that the wall of the central retinal artery
within the optic nerve contains very little elastic
tissue (in contrast to considerably more in the
walls of the ophthalmic and posterior ciliary
arteries,'2 and the internal elastic lamina ceases as
the central retinal artery emerges from the disc.
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