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Benign recurrent multiple mononeuropathy in
Wegener's granulomatosis

Sir: Neurological involvement in Wegener's
granulomatosis is common,' occurring in
26% of patients in a review of 374 cases.2 In
the more localised form, midline granuloma,
12% of 125 patients had neurological
involvement but only one had a peripheral
neuropathy. We wish to report a patient with
a 5 year history of recurrent multiple mono-
neuropathy prior to histological diagnosis of
Wegener's granulomatosis.
A 62 year old woman presented in March

1983 with a two month history ofsevere right

frontal and temporal headache. Sinus
radiographs were consistent with sinusitis.
She did not improve with antibiotics and
ENT opinion was that there was no sig-
nificant sinus disease. ESR was 100 mm in I
hour, temporal artery biopsy specimen was

normal; she was referred to the neurology
department and treated with prednisolone
with resolution of her headache.
Four months later on prednisolone 20 mgs

per day, she developed double vision due to
an almost complete right external ophthal-
moplegia without ptosis. ESR was 46mm in
1 hour; and her signs resolved after 5 days of
prednisolone 100 mg per day which sub-
sequently was gradually reduced.

In November 1983, while on prednisolone
12-5 mg per day, she developed a left vocal
cord paralysis and a chest radiograph
showed elevation of the left hemidiaphragm.
ESR was 20 mm in 1 hour: mediastinal
tomography, CT thorax and neck, bron-
choscopy, sputum cytology, thyroid and
bone isotope scans were all normal. The
gradual reduction in prednisolone dosage
was continued and her voice was much better
one year later. She remained on 2 5 mg
prednisolone daily until March 1986 when
she developed numbness and nagging pain in
the left side of her face and forehead.
Sensation over the left infraorbital nerve was

impaired, ESR was 40 mm in 1 hour and
sinus radiographs showed an opaque left
antrum. Left maxillary antral examination
revealed an absent medial wall which was

attributed to previous surgery; antral wash-
ings contained polymorphs only with no

malignant cells. Her symptoms improved
with prednisolone 15 mg per day. CT of her
naso-pharynx revealed no other abnor-
mality. In January 1987 on 7-5 mgs of
prednisolone she developed sudden visual
impairment of the left eye with pain around
the orbit. Examination revealed constricted
peripheral vision in the left eye with visual
acuity of N48, and a left relative afferent
pupillary defect. There was full recovery
after one week on 30 mgs prednisolone per
day, and the dose was gradually reduced.

In June 1987 because of osteoporosis the
steroids were gradually reduced and discon-
tinued six months later. In August 1988 she
complained of left maxillary pain and an

oro-antral fistula with erosion of all the
surfaces of the maxillary antrum was found.
Histology of the fistula lining showed multi-
nucleated giant cells and necrosis surroun-

ded by pallisading of histiocytes with necrot-
ising vasculitis of small arteries, characteris-
tic of Wegener's granulomatosis. She was

started on cyclophosphamide 75 mg per day
and reducing doses of prednisolone, and
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remains well. At no stage has there been any
renal or respiratory system disorder.

This women had a 5 year history of
recurrent cranial and peripheral nerve
lesions including the left optic, left infraor-
bital, left phrenic and left recurrent laryngeal
nerves before the diagnosis of Wegener's
granulomatosis was made when an oro-
antral fistula developed. The initial diagnosis
based on the severe headache, high ESR and
response to steroids was giant cell arteritis
and the subsequent external ophthalmo-
plegia was attributed to this disorder also.
The correct diagnosis probably could have
been made by biopsy of antral mucosa in
March 1986. Any cranial nerve may be
affected by Wegener's granulomatosis but
ocular involvement is frequent;3 the optic
neuropathy was unusual in the rapid res-
ponse to a modest dose of steroids and was
presumably due to compression by con-
tiguous inflammatory granulomas. The
phrenic and recurrent laryngeal nerves were
presumably affected by a vasculitis of the
vasa nervorum and the external ophthalmo-
plegia may be explained by orbital muscle
rather than third nerve involvement since
ptosis and pupillary abnormality were
absent.

This case report serves to emphasise that
Wegener's granulomatosis may be a rather
indolent process and that, in the presence of
cranial or peripheral neuropathy, symptoms
of sinus disease should be fully investigated,
including biopsy.
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Progressive systemic sclerosis presenting as a
case of trigeminal neuropathy

Sir: A 58 year old shipyard welder first
noticed numbness over the right lower lip in
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