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ABSTRACT
We describe a patient with discoid
lupus erythematosus whose pattern of
disease evolved into a systemic vasculi -
tis polyarteritis nodosa.

Introduction
It is very rare for one connective tissue
disease to evolve into another. We des-
cribe a patient with discoid lupus ery-
thematosus (DLE) which evolved into
polyarteritis nodosa (PAN).

Case report
A 36-ye a r-old Caucasian wo m a n
developed DLE in 1987, with typical
lesions in the ears, pre-auricular areas,
face, nose and fingers. Antinuclear an-
tibodies (ANA) were positive (1: 160)
and smooth mu s cle antibodies we re
weakly positive. Thyroid thyroglobulin
and microsome antibodies were strong-
ly positive. She responded well to anti-
m a l a rial tre atment with Mep a c ri n e,
a l t e rn ating with hy d rox y ch l o ro q u i n e,
with a short course of prednisolone (10
mg) initially.
She was taking Mepacrine during the
summer as preventative treatment when
she developed in 1999, at the age of 47,
high blood pressure (180/110), livedo
reticularis on the knees and the elbows,

fevers and sweats but no weight loss.
On the lower legs she had some nodu-
lar lesions and a stocking sensory neu-
ropathy. Her DLE at this time had re-
solved and her Schirmer’s test was nor-
mal.
Biopsy of a nodule from the left lower
leg showed fibrinood necrosis and neu-
trophilic vasculitis of the large and me-
dium art e ries (Fi g. 1). A n t i n e u t ro p h i l
cytoplasmic antibodies (ANCA) were
weakly positive with a perinuclear pat-
tern (but were negative for proteinase 3
and myeloperoxidase antibodies).
A coeliac axis angiogram was normal
as was the 24-hour protein excretion
and cre atinine cl e a ra n c e. A n t i - D NA
antibodies,ANA on Hep2 cell, antibod-
ies to ex t ra c t able nu clear antige n s
( E NA ) , complement (C3 and C4), c ryo-
g l o bu l i n , h ep atitis B sero l ogy, l u p u s
a n t i - c o agulant and antiphospholipid
antibodies were all negative or normal
on at least three sep a rate occasions
over the subsequent one year.
A diagnosis of polya rt e ritis nodosa
(PAN) was established. As the patient
was clinically getting worse, we started
prednisolone 12.5 mg and azathioprine
150 mg daily. This was later modified
to six fortnightly low dose intravenous
cyclophosphamide pulses followed by
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Fig. 1. Skin biopsy of the nodule on the left lower leg. Blood vessel showing neutrophilic inflammato-
ry infiltrate with fibrinoid necrosis (hematoxylin-eosin, 100x).
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m e t h o t rex at e, to wh i ch she has re-
sponded.

Discussion
Previous cases of systemic lupus ery-
t h e m atosus (SLE) evolving into sys-
temic vasculitis in later life have been
described (1,2). Only 5% of DLE dev-
elop into SLE, however (3). Our patient
went from a pure stable cutaneous dis-
coid lesion over ten years to a rapidly
p rogre s s ive systemic vasculitis. She
was classified as having PAN based on
the skin biopsy and on clinical criteria
established by the American College of
Rheumatology for the classification of
systemic vasculitis (4) (Table I).
This patient again raises intere s t i n g
questions as to how connective tissue
disease should be classified. She had
uncomplicated discoid LE responding
to long-term anti-malarial therapy, and

showed no signs or symptoms to sug-
gest either SLE or systemic vasculitis
until eleven years later. The systemic
illness that she developed best fits into
a classification of PAN, since she was
repeatedly pANCA positive (5 times)
and ANA, DNA and Hep2 cell negative
(more than 3 times). The unusual evo-
lution of her DLE poses the question as
to whether the systemic vasculitis was
present subclinically at the beginning
of the illness with an unusual clinical
pattern or, alternatively, if the patient
had both but the approach of meno-
pause resulted in changing hormonal
p at t e rns that influenced the disease
c o u rse towa rds vasculitis (5, 6). Th e
vasculitides are generally seen in older
postmenopausal patients.
To our knowledge this is the first report
of a patient with DLE evolving into
PAN.
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Table I. Clinical features and American College of Rheumatology criteria.

Livedo Leg Biopsy Neuropathy Testicular Kidney Blood  Arteriographic Hepatitis B Weight
reticularis tenderness pain function pressure abnormality virus loss

Yes Yes + Yes No Normal High No Negative No


