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Panuveitis and multifocal retinitis in a patient with
leucocytoclastic vasculitis

James C Tsai, David J Forster, Richard R Ober, Narsing A Rao

To our knowledge, bilateral panuveitis and
multifocal retinitis/vasculitis have not been
described previously in association with leuco-
cytoclastic vasculitis. We describe a patient with
bilateral panuveitis associated with multifocal
retinitis/vasculitis who also had multiple pur-
puric, palpable skin lesions. Biopsies of the skin
lesions were diagnostic of leucocytoclastic vas-
culitis. An extensive examination for systemic
disease was otherwise negative. Prompt treat-
ment with systemic corticosteroids resulted in
dramatic improvement ofboth the ocular and the
skin lesions.

Case report
A 57-year-old woman was referred for evaluation
of recurrent episodes of bilateral uveitis of 9
years' duration. An extensive laboratory inves-
tigation, including purified protein derivative,
Toxoplasma titres, erythrocyte sedimentation
rate (ESR) HLA B-27, and chest x ray had been
negative. On review of systems, the patient gave
a history of a few episodes of arthritis affecting
primarily the right ankle, as well as a psoriatic-
like rash of her lower extremities. This rash
reportedly had been investigated without posi-
tive results at another academic medical centre.
On examination the patient displayed bilateral

panuveitis that affected the left eye more than the
right eye. Best corrected visual acuity was 20/60
in the right eye and 20/200 in the left eye. Slit-
lamp examination revealed rare cells in the right
anterior chamber and 2+ cells and 1+ flare in the
left eye. There were 1+ vitreous cells in the right
eye and 2+ vitreous cells in the left eye. The right
fundus showed slight pallor of the optic disc and
some retinal pigment epithelial pigmentary
changes inferiorly. The left fundus was remark-
able for moderate optic disc oedema and
multiple, focal, whitish infiltrates (200-500 um
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in size) of the inner retinal layer that were
situated throughout the posterior pole. There
were also scattered intraretinal haemorrhages.
Small areas of preretinal infiltrate were observed
along the inferonasal and below the inferotem-
poral arcades (Fig 1).

Fluorescein angiography demonstrated hypo-
fluorescence associated with the intraretinal
haemorrhages in the posterior pole of the left
fundus. In the mid phase angiogram, leakage of
fluorescein dye from mainly retinal arterioles and
capillaries was seen in the parafoveal region ofthe
left eye. Later phases of the angiogram revealed
further prominence of this hyperfluorescence,
consistent with macular oedema. Hyperfluores-
cence of the optic nerve head, compatible with
disc oedema, was also noted (Fig 2). Fluorescein
angiography did not reveal any active vasculitis
in the right eye.
A diagnosis of bilateral panuveitis with active

multifocal retinitis and vasculitis of the left eye
was made. The patient received a depot cortico-
steroid (40 mg) injection in the left eye, and
systemic prednisone therapy, 40 mg a day, was
initiated. Follow up examination 2 weeks later
revealed improvement of vision in the left eye
without evidence of the previously noted inflam-
matory cells, retinal lesions, or vasculitis. The
patient was then tapered off the systemic
steroids.

Laboratory investigations included anti-
nuclear antibodies (ANA) titre, rheumatoid
factor, syphilis serology, Lyme enzyme-linked
immunosorbent assay (ELISA), serum carcino-
embryonic antigen (CEA), and angiotensin con-
verting enzyme; results of all of these tests were
within normal limits. A systemic collagen vas-
cular disorder such as lupus erythematosus was
suspected, but a serum immunology panel for
lupus was negative. A computed tomography
scan of the brain was also negative. The patient

Fig IA Fig IB
Figure I (A) Fundus photograph ofleft posterior pole. Mild vitreous haze is present, consistent with vitritis. Multiple white
intraretinal lesions are scattered throughout the posterior pole, and afew scattered intraretinal haemorrhages are tresent.
Moderate optic disc oedema is noted. (B) Fundus photograph below the left inferotemporal arcade. Small areas ofpreretinal
infiltrates are noted, in addition to the intraretinal lesions.
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Fig 2A Fig 2B

Fig 2C

did have an elevated ESR-and 3+ serum C-reac-
tive protein levels.
The patient returned 3 weeks later with an

acute 3 day history of rash, headache, fever, and
increased floaters in the eyes. A recurrence ofthe
bilateral panuveitis was diagnosed. Examination
of the skin showed multiple, purple erythe-
matous lesions, measuring 1-3 cm in diameter,
distributed on the limbs, face, and ears (Fig 3).

Reactivation of the rash prompted a search for
the skin biopsies performed previously at
another academic medical centre; this search
revealed that a previous biopsy of a similar skin
lesion of the elbow was positive for leucocyto-
clastic vasculitis. Upon learning ofthis diagnosis,
we concluded that the episodes of intraocular
inflammation were most probably related to this
systemic process. Treatment was continued with
systemic corticosteroids (prednisone 40 mg a

day) as needed to control the skin and ocular
manifestations of the disease. Follow up exam-
ination 3 weeks later revealed no evidence of
intraocular inflammation or of any skin lesions.

Comment
Leucocytoclastic vasculitis, known also as aller-
gic vasculitis, hypersensitivity vasculitis, or nec-
rotising vasculitis, consists specifically of a
vasculitis that affects postcapillary venules of less
than 0O 1 mm in diameter.'-3 This vasculitic entity
is associated most commonly with the connective
tissue disease.4 Skin lesions are typically ulcera-
tive and purpuric in this entity, with a predilec-
tion to occur over the distal extremities.5
Approximately 50% of patients with leuco-
cytoclastic vasculitis will have involvement of at
least one organ, in addition to the skin.6 The

Figure 2 Fluorescein angiogram ofleft eye. (A)
Arteriovenous phase showtng hypofluorescence associated
with the scattered intraretinal haemorrhages seen in the colour
photographs. (B) Middle phase showing hypefluorescent
staining ofvessel walls in posterior pole, charactenstic ofa
vasculitic process. (C) Late phase showing multiple areas of
prominent hyperfluorescence in the parafoveal region,
consistent with macular oedema. Thee is also
hyperfluorescence ofthe optic nerve head, compatible with
disc oedema.

organs that have been reported to be involved
include kidneys, joints, lungs, brain, and gastro-
intestinal tract'; ocular involvement is believed to
be rare. The most common laboratory findings
include an abnormal ESR, abnormal urinalysis,
positive rheumatoid factor, and positive ANA
titre.3
Ophthalmic manifestations of leucocytoclastic

vasculitis are relatively rare, although in the
dermatological literature there have been reports
suggesting an association of uveitis, episcleritis,
pseudotumour cerebri, and optic atrophy in
patients with this vasculitis.' Similarly, there are
reports of patients with hypocomplementaemic
cutaneous vasculitis syndrome (that is, leuco-
cytoclastic vasculitis) who developed bilateral,
recurrent iridocyclitis, non-granulomatous an-
terior uveitis, marginal ulceration of the cornea,
inflammatory chemosis, subconjunctival
haemorrhage, and possible Posner-Schlossman
syndrome."'
We suspect that in some cases leucocytoclastic

vasculitis may indeed be associated with uveitis,
skin lesions, and arthritis in patients who have
previously had a negative systemic examination.
It is known that certain types of endogenous
uveitis are immune complex mediated,"2 so it is
quite probable that the circulating immune com-
plexes present in leucocytoclastic vasculitis may
incite an endogenous uveitis and associated reti-
nitis. We are aware of a previous report that has
implicated an immune complex mediated retinal
vasculitis in the setting ofpolyarteritis nodosa, 3 a
disease that displays histological features similar
to those of leucocytoclastic vasculitis.
The multiple whitish intraretinal infiltrates

observed in our patient most probably result
from transudation of fluid and white blood cells

319
 on M

ay 16, 2023 by guest. P
rotected by copyright.

http://bjo.bm
j.com

/
B

r J O
phthalm

ol: first published as 10.1136/bjo.77.5.318 on 1 M
ay 1993. D

ow
nloaded from

 

http://bjo.bmj.com/


Tsai, Forster, Ober, Rao

Fig JA
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Figure 3 Purpuric, palpable skin lesions. (A) Below the
knee. (B) Anterior to the upper aspect ofthe ear lobe.

from damaged retinal blood vessels. Fluorescein
angiography demonstrated a characteristic mid
phase leakage from parafoveal vessels. The dif-
ferential diagnosis of this angiogram pattern
includes those systemic vasculitides associated
with retinal involvement: systemic lupus erythe-
matosus (SLE), polyarteritis nodosa, sarcoi-

dosis, mixed connective tissue disease, derma-
tomyositis, progressive systemic sclerosis, and
Behcet's syndrome. The negative serum
immunology panel excluded SLE as a possibility,
while the negative angiotensin converting
enzyme ruled out sarcoidosis. The clinical sys-
temic features in this case were atypical for
dermatomyositis, progressive systemic sclerosis,
polyarteritis nodosa, Behcet's syndrome, and
mixed connective tissue disease. The histo-
pathological features of the skin biopsy were
diagnostic of leucocytoclastic vasculitis.
Treatment of patients with leucocytoclastic

vasculitis entails initially the identification or
ruling out of any predisposing factors, including
connective tissue diseases, infections, drugs, and
malignancy. Fluorescein angiography should be
performed to rule out any accompanying macular
oedema. Our patient did, indeed, have
angiographic evidence of macular oedema,
although this was not noted on clinical examina-
tion. Standard therapy to date consists of sys-
temic corticosteroids initially, with addition of
cyclophosphamide if the disease process/
inflammation is unresponsive to steroids.6

In the above case, treatment with systemic
corticosteroids eliminated the associated reti-
nitis, and we believe that this therapeutic regi-
men is indicated. Additional agents (that is,
cyclophosphamide) may be considered in some
particularly recalcitrant cases. The presence of
systemic involvement necessitates consultation
with an internist/dermatologist in order to opti-
mise the treatment regimen.
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