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R. B. W. SMITH ET AL.: BEHCET'S DISEASE WITH RETINAL
VASCULAR LESIONS

FIGS. 1 and 2.-Case 1, showing erosion of tibia and fibula
by an elastic band.

FIGS. 3 and 4.-Case 2. In Fig. 3 the effect of three
elastic bands can be seen; the arrow indicates the more

obvious one in Fig. 4.

FIG. 1 Right central fundus 6 seconds FIG. 2. 14 seconds after the injection the
after fluorescein injection. Dye can be dye has reached the venous side, and
seen in branches of central retinal artery. laminar flow is apparent in the veins.
Early filling in arterial phase is present in
superotemporal new vessels adjacent to

the disc.

FIG. 3. 16 seconds after the injection. FIG. 4. 22 seconds after the injection.
Macroaneurysms are seen and some of The new vessels show increased perme-
these have been ringed. Two micro- ability and are sites for rapid extravasa-
aneurysms are seen in close proximity to non of fluorescein into the tissues.
a haemorrhage in the inferonasal quad-

rant, suggesting a causal relationship.
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keratopathy and two retinopathy, and also by Loftus (1963) and
Covo et al. (1963). Symptoms appear only after prolonged
treatment, the duration being 18 months in the present case, and
the muscles of the legs and feet are particularly affected.
Recovery of muscular power occurs shortly after stopping
chloroquine. Whisnant et al. (1963) called the syndrome
neuromyopathy because nerves and muscles were affected on
electromyography, there being decreased nerve-conduction velo-
cities and increased numbers of myofibrillar spike potentials.
Electromyography was not performed in our case.

Histologically there is vacuolar degeneration of muscle fibres
with sparing of sarcolemmal sheaths. Rewcastle and Humphrey
(1965) described the electron-microscopical appearances of
muscles in "vacuolar myopathy" due to chloroquine. There
was extensive dilatation of the longitudinally oriented endo-
plasmic reticulum, resulting in formation of irregular large
vacuoles surrounded by a single electron-dense membrane.
Myopathies described previously in patients with systemic

lupus erythematosus and related diseases could be due to
chloroquine toxicity. Dubois (1956) described a " myasthenic-
like syndrome " in 6 out of 12 patients with systemic lupus
erythematosus treated with chloroquine, and some also com-
plained of a " metallic taste," as did our patient. Lang et al.
(1965) reported " vacuolar myopathy " in a patient with
systemic lupus erythematosus treated with chloroquine for four
years. She had muscle weakness and retinopathy, and muscle
strength improved after stopping chloroquine: the relation of
the myopathy to chloroquine was not emphasized. Rees and

Maibach (1963) stated that chloroquine aggravated the symp-
toms of porphyria, myasthenia gravis, and multiple sclerosis,
perhaps as a result of an associated myopathy due to chloro-
quine.

We thank Dr. Ian R. Mackay and Dr. W. H. Marshall for their
help, Dr. G. Goldstein for describing the muscle biopsies, Dr. P.
Hardy-Smith for describing the ocular lesions, and the Department
of Audio-Visual Aids of the University of Melbourne for the
photomicrographs.
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Behset's Disease with Retinal Vascular
Lesions

[WITH SPECIAL PLATE]

Brit. med. .7., 1967, 2, 220-221

Behget (1937) reported three cases with a triad of recurrent
oral and genital ulceration and ocular lesions. Many features
have since been added to the original triad, the most serious
being involvement of the brain stem, meningomyelitis, and con-
fusional syndromes. Thrombophlebitis involving superficial
and deep veins, dural sinuses, and retinal veins has also been
described. Arthritis and various skin manifestations have been
reported. Ocular lesions that have been described include con-
junctivitis, episcleritis, iritis, choroiditis, and retinal vascular
lesions. Though the dominant clinical picture is that of an

Principal Findings in Five Patients with Behket's Dhsase

Case Age Dura. out Geni- EysOther
No. |Sex a tion Mouth Gtalia ~ Eyes | ConditionsOnset (years) Cniin

1 M 28 4 Ulcers Ulcers Uveitis; retinal Alcohol excess
and vitreous
haemorrhages;
micro-
aneurysms;
new vessel
formation

2 F 33 13 Normal Uveitis; peri- Psoriasis;
phlebitis of arthritis knee
retina; vitreous

; hsemorrhages;
marked visual
impairment

3 M 21 7 , Ulcers Conjunctivitis TrichoPhyton
, ~~~~~~~~~rubrumskin

lesions on legs
4 F 63 1 Conjunctivitis; Pneumonia;

cataracts ulcers in
obscure fundus trachea and

alopecia
5 F 24 1 ,, ,, Normal Arthritis knee

anterior uveitis, the presence of retinal lesions can often be
obscured by the severity of the anterior uveal reaction (Perkins,
1961). Retinal lesions have been reported in 50% of cases
(Mavioilu, 1958). Sezer (1953) thought that ocular disease
actually began in the retina and optic nerve. The initial retinal
lesions usually take the form of a periarteritis or periphlebitis,
sometimes with thrombosis of either arteries or veins, and occa-
sionally retinal and vitreous haemorrhages may occur (Perkins,
1961).

Five patients, all Caucasians, with Behget's disease have been
seen by us at Wellington Hospital during the past year (see
Table). Retinal involvement was present in two. One patient
had previously shown changes of retinal periphlebitis and
vitreous haemorrhages, but was nearly blind, and examination
of the retina was obscured by uveal changes. One patient show-
ing extensive retinal and vitreous haemorrhages and micro-
aneurysms is of particular interest; this case is reported in
detail.

CASE REPORT

A 29-year-old brewery-vat-cleaner presented in April 1963 with,
painful ulcers on his scrotum which had arisen 10 days previously
as red swellings. He had had recurrent ulcers of the mouth for fivev
months. There had been a transient episode of pain in both eyes,
with visual blurring, one month before we saw him. He had had
infectious hepatitis in September 1961. There was no significant
family history. He was a heavy beer-arinker.
When first seen he was mildly obese and edentulous, but had no

mouth ulcers. There were several punched-out ulcers with extensive-
erythema over his scrotum and penis. His left optic fundus showed
a large haemorrhage in the upper nasal quadrant, with very con-
gested veins, and there were smaller haemorrhages on the temporal.
side, with marked new vessel formation around the temporal edge
of the disc. The right side showed similar new vessel formation
superotemporally, venous congestion, and occasional haemorrhages.
Visual acuity was 6/12 in the left eye and 6/9 in the right. Slit-
lamp examination showed cells in the vitreous of both eyes, with

 on 24 M
ay 2023 by guest. P

rotected by copyright.
http://w

w
w

.bm
j.com

/
B

r M
ed J: first published as 10.1136/bm

j.2.5546.220 on 22 A
pril 1967. D

ow
nloaded from

 

http://www.bmj.com/


BRITISH 22122 April 1967 Medical Memoranda MMCLJOURN 22

an aqueous flare and sparse keratic precipitates on the left, inter-
preted as early uveitis. He was afebrile, and no abnormalities were
found on examination.

X-ray pictures of skull and chest were normal. Apart from a
blood sedimentation rate of 35 mm. in one hour, routine haemato-
logical findings were normal. Serum proteins were 7.8 g./100 ml.,
with a small increase in a2-globulin and gammaglobulin.
Wassermann and Kahn reactions were negative.

In view of the severity of his eye lesions he was treated with
prednisone, starting with 60 mg./day. Over the ensuing months
evidence of uveitis diminished. His genital lesions cleared com-
pletely. In March 1964 a new haemorrhage occurred in his left
eye, but subsequently visual acuity returned to 6/6. Further left
vitreous haemorrhages occurred in March and September 1965, when
steroids were reintroduced, and in May 1966. Microaneurysms
were seen in his left fundus. A 100-g. oral glucose-tolerance test
was normal.

Fluorescence retinal photography was performed: 10 ml. of 5°%,
fluorescein solution was injected intravenously into the antecubital
fossa. The left fundus was obscured by vitreous haemorrhage, but
the appearances of the right fundus are shown (Special Plate,
Figs. 1 to 4). New vessel formation is apparent, and these vessels
show increased permeability. Some of them have filled in the
arterial phase. Microaneurysms are visible.

DISCUSSION

The aetiology of Behretes disease remains unsolved. Dudgeon
(1961) reviewed virological aspects; Dowling (1961) discussed
possible primary vascular lesions; and Shimizu et al. (1965)
produced evidence suggesting an autoimmune basis.

In the above case a retinal vascular abnormality was present
concurrently with early uveitis only five months after the
appearance of mouth ulceration, which was the earliest mani-
festation. The retinal lesions resembled those complicating

diabetes mellitus, but there were differences. Retialm exudates
are usually present in diabetics with severe retinal vascular
lesions; our patient had no such exudates. In diabetic retino-
pathy the microaneurysms usually occur on the venous end of
capillaries, whereas in our patient some of the microaneurysms
and new vessels filled early in the arterial phase, and so were
presumably at the arteriolar end. Despite courses of cortico-
steroids, his retinal vascular lesions have not improved.
Angiopathy does occur in Behget's disease, and the evidence

from this case supports the view that a primary vascular lesion
may at least be one factor in the aetiology of the disease.

We wish to thank Dr. J. V. Hodge, of Dunedin Hospital, for
performing and interpreting the retinal fluorescence photography,
and those doctors in Wellington and Hutt Hospitals who allowed
us to see patients under their care.

R. B. W. SMITH, M.B., M.R.A.C.P.,
I. A. M. PRIOR, M.D., F.R.A.C.P., M.R.C.P.,

Medical Unit, Wellington Hospital, Wellington, New
New Zealand.
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Glass-fibre Itch: A Modern Washday
Hazard

Brt. med. J.. 1967, 2, 221-222

It has been known for many years that workers handling glass
fibre for the first time often experience skin discomfort and
irritation which is usually temporary, and which disappears
when they become hardened to the action of the fibres.
Investigating the cause of the irritation, Sulzberger et al.
(1942) were unable to find any evidence of sensitization to
glass fibre, and concluded that its effect was produced by
mechanical irritation of the skin.
The following two case reports illustrate an unusual way

in which glass-fibre contamination of clothing may occur in
the home.

CASE 1

A married woman with six children was seen in the dermato-
logical outpatient department complaining that she and her entire
family had been itching for the past 10 days. Her own general
practitioner had been unable to make a diagnosis and had wished
to exclude scabies.

Fourteen days previously one daughter had complained of itching
over her upper trunk that had lasted for two days and then cleared
spontaneously. Four days later-a Monday-the patient had
developed severe itching involving her arms, shoulders, and upper
trunk shortly after getting up in the morning. It rapidly became
apparent that her six children were similarly affected with varying

degrees of irritation. The pruritus, which had a " prickling"
component, affected mainly the trunk, arms, shoulders, thighs, and
legs, with occasional involvement of the neck and cheeks.

In the next 10 days the itching had persisted, with exacerbations
and remissions from time to time, in the various members of the
family. The patient's husband had only slight irritation. Some
slight transient relief from the itching was gained by bathing, and
one daughter noted exacerbations of the symptoms while wearing
a particular blouse.

Examination of the patient and later of her family showed no
rash apart from transient erythema produced by constant rubbing
of the affected areas of skin and some linear scratch marks. The
children were obviously acutely distressed by the irritation and
were continually wriggling and scratching.
The sudden onset of pruritus in all the members of a family

soon after rising on a Monday morning suggested that their clean
clothes might be causing the irritation. On closer questioning the
patient remembered that a week before the onset of symptoms she
had taken three pairs of glass-fibre curtains to the launderette
together with her weekly wash, which included sheets, towels, and
-all the children's underclothes in addition to various shirts and
blouses. The clothes and curtains were distributed between two
washing-machines and were washed together for several minutes.
They were then rinsed in the machine, dried, and taken home. Her
husband's occupation necessitated frequent changes of clothing, and
for this reason his laundry was normally done by hand at home.
Machine washing is contraindicated for glass-fibre fabrics,

because the fibres are easily broken by rough handling, and gentle
washing by hand in warm water is recommended by the manu-
facturers. It seemed likely in the present case that machine washing
had caused the break-up of some of the glass fibres and that the
microscopic lengths of glass fibre so produced had contaminated
the rest of the wash.
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