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The “mosaic of autoimmunity” describes 
the multifactorial origin and diversity of 
expression of autoimmune diseases. The 
term implies that different combinations 
of the many factors involved in autoim-
munity produce varying and unique clinical 
pictures that represent the wide spectrum 
of autoimmune diseases. Most of the fac-
tors involved in autoimmunity can be cat-
egorized into four groups: genetic, immune 
defects, hormonal, and environmental. 

Jaccoud’s arthropathy is a clinical syn-
drome usually associated with systemic 
lupus erythematosus characterized by de-
formities with a rheumatoid arthritis-like 
clinical picture but no evidence of radio-
logic osteoarticular destruction or ero-
sions. Urticarial vasculitis is a group of 
diseases characterized by urticarial lesions 
producing a burning sensation, persist-
ing for more than 24 hours and resolving 
with purpura or hyperpigmentation. The 
disease may be categorized as normo or 
hypocomplementemic [1]. Urticarial vas-
culitis together with Jaccoud’s arthropathy 
has been described rarely [2]. We describe 
such a case in a patient who, in addition, 
presented with SLE, Sjögren’s syndrome 
and hyperprolactinemia, representing a 
classic example of the concept of autoim-
munity developing as a mosaic. 

Patient Description
A 28 year old woman visited our clinic 
(Corporacion para Investigaciones Biolog-
icas) in May 1996 with a 4 year history 
of arthritis involving metacarpophalan-
geal joints, wrist, shoulders, and ankles. 

She also complained of galactorrhea that 
had begun a couple of months earlier. 
Her mother had an erosive rheumatoid 
arthritis and Hashimoto´s thyroiditis, and 
her grandmother had RA. Examination 
revealed synovitis with swelling in the 
metacarpophalangeal and proximal inter-
phalangeal joints and ankles. She had an 
articular index of 12. Breast examination 
was normal. Extra-articular manifestations 
were absent. Blood tests showed mild 
anemia with hemoglobin 11.8 g/dl, eryth-
rocyte sedimentation rate 81 mm/hour, C-
reactive protein 96 mg/L and rheumatoid 
factor 3,072 IU/ml (by turbidimetry, posi-
tive >40 IU/ml) with normal white cell 
and platelet counts. Prolactin was 66.1 
µg/ml (normal <20 ng/ml). Liver, renal 
and thyroid function tests were normal. 
X-rays of the hands showed no erosive 
changes. Computerized axial tomography 
of the sella turcica demonstrated a pitu-
itary microadenoma. RA was suspected 
and therapy with methotrexate 7.5 mg a 
week, naproxen 500 mg twice a day and 
prednisone 10 mg per os daily was start-
ed. Later, the dose of methotrexate was 
increased to 10 mg a week and naproxen 
was switched to ketoprofen 200 mg twice 
daily. Cabergoline was prescribed for the 
patient’s hyperprolactinemia.

In August of that year she complained 
of oral ulcers and pruriginous and painful 
hives on the skin of her extremities and 
abdomen, which persisted for 24 hours 
leaving dark macules. Initially, methotrex-
ate and ketoprofen were stopped as they 
were believed to be the cause of the hives, 

but the urticarial rash persisted. A skin 
biopsy revealed perivascular neutrophilic 
infiltrates consistent with leukocytoclastic
vasculitis. Laboratory workup disclosed a 
CH50 complement level of 6 IU/ml (nor-
mal 20–40 IU/ml), C3 was 45 µg/dl (normal 
75–140 µg/dl), C4 67 µg/dl (normal 10–40 
µg/dl) and C1q inhibitor 8 mg/dl (normal 
7–24 mg/dl). Hypocomplementemic urti-
carial vasculitis was diagnosed and colchi-
cine was administered, but there was no 
marked improvement in her condition.

The patient failed to attend her fol-
low-up, but visited the clinic almost 6 
years later in April 2002. During that pe-
riod she had relapsing and recurrent ur-
ticarial rash and inflammatory pain of the
hands and knees, and she developed a 
hallux valgus that required surgery. Sicca 
symptoms (mainly xerostomia) began to 
appear. When she returned to the clinic, 
she was found to have metacarpophalan-
geal subluxation, ulnar deviation, swan 
neck deformity of the fingers and Z defor-
mity of both thumbs. X-rays of her hands 
and feet did not show any erosions or 
osteoarticular destruction but revealed 
multiple subluxations, a radiologic picture 
compatible with Jaccoud’s arthropathy. A 
complete laboratory workup disclosed the 
following: hemoglobin 9.9 g/dl, normal 
white cell and platelet counts, ESR 101 
mm/hr, rheumatoid factor 2,460 IU, im-
munoglobulin G anti-RNP antibodies 28.7 
IU (normal <20 IU), IgG anti-SSA (Ro) 
antibodies 73.5 IU (normal <20 IU), IgG 
anti-SSB (La) antibodies 117.7 IU (normal 
<20 IU), C3 38.8 mg/dl, C4 10 mg/dl; anti-
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Sm antibodies were negative and anti-ds 
DNA antibodies were positive. HLA class 
II typing disclosed DRB1*0301 QDB1*0201 
alleles. An echocardiography revealed 
mild thickening and prolapse of the mi-
tral valve. In summary, the patient had 
Jaccoud’s arthropathy, hypocomplement-
emic urticarial vasculilis, SLE, second-
ary Sjögren’s syndrome, and a previous 
history of prolactinoma; her mother and 
grandmother had RA.

Comment
Differentiation between lupus arthritis 
and RA sometimes can be difficult, espe-
cially if the patient with SLE initially has 
only articular manifestations without any 
other systemic compromise or specific
autoantibodies (i.e., anti-DNA, anti-Sm, 
anti-CCP). Patients with lupus arthritis 
might present with chronic and recurrent 
inflammation leading to deformities. In
RA, X-rays disclose joint erosions. Defor-
mities in SLE are caused by loss of soft 
tissue support without erosions or cysts 
on X-ray, and are, at least initially, pas-
sively reversible. Wrist function is almost 
always normal. This reversible form of ar-
thritis is termed Jaccoud’s arthropathy al-
though it is not exclusively seen in SLE. 

Urticarial vasculitis is an uncommon 
autoimmune disease. Characteristic skin 
lesions are undifferentiated from those 
seen in allergic urticaria. However, in true 
urticaria, lesions are pruritic and per-
sist for a maximum of 8 hours without 
residual lesions. In urticarial vasculilis, 
they are not pruritic but often painful. 
The vascular targets are dermal capillar-
ies and postcapillary venules in the up-
per dermis. Urticarial vasculitis can be a 
primary or secondary disorder associated 
with an underlying disease. Secondary 
forms have been described in patients 
with SLE, monoclonal gammopathy, neo-
plasia, serum sickness, hepatitis C virus, 
and Sjögren’s syndrome [1].

As in the case of Jaccoud’s arthropathy, 
the most common disease associated with 
hypocomplementemic urticarial vasculilis is 
SLE, and some investigators proposed that 
the vasculitis may be a subset of SLE or 
an unusual type of SLE. In fact more than 
95% of patients are positive for anti-DNA 
or anti-Sm [1]. The association of Jaccoud’s 

arthropathy and hypocomplementemic urti-
carial vasculitis is rare, with only six cases 
reported in the literature [Table]. 

Alarcon-Segovia et al. [3] pointed out 
that patients with Jaccoud’s arthropa-
thy and SLE have a higher incidence of 
Sjögren’s syndrome, anti-ds DNA anti-
bodies and positive rheumatoid factor 
than patients without it. They also may 
have a lower incidence of malar rash, 
rheumatoid nodules and photosensitiv-
ity [3]. Characteristically, our patient also 
had those features. In addition, she had 
hyperprolactinoma, which has been asso-
ciated with SLE [4]. Circulating prolactin 
is elevated in about 20% of SLE patients 
and acts as an immunomodulator in-
volved in lymphocyte survival, activa-
tion and proliferation [4], and could be 
the trigger for the multiple autoimmune 
diseases observed in our patient, who 
in addition carried the haplotype HLA-
DRB1*0301-DQB1*0201 which has been 
characteristically associated with SLE.

The clustering of more than one auto-
immune disease is a well-known phenom-
enon [5]. In the patient described here it 
would seem that the combination of ge-
netic susceptibility, female gender and hy-
perprolactinemia constitutes the pieces of 

the mosaic that presented with the devel-
opment of an assortment of autoantibod-
ies and multiple autoimmune diseases.
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Table 1. Hypocomplementemic UV and Jaccoud’s arthropathy – Review of literature
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RNP
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Low/Low
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Low/Low

Low/Low

Low/Low

Low

Low

Low

Low

Low

Low

Low

Normal

High

Normal

Normal

Normal

ND

Normal

Right profound femoral and renal artery stenosis. 
Medium-sized muscular artery vasculitis of the 
gall bladder associated with abdominal pain.
Mitral and aortic regurgitation
Tricuspid regurgitation
Mitral and aortic regurgitation 

Mitral stenosis
Abdominal pain
Mitral and aortic regurgitation
Ocular inflammation
Tracheal stenosis
Abdominal pain
Mitral and aortic regurgitation
Ocular inflammation
Abdominal pain
Mitral and aortic regurgitation
Mitral stenosis
Tricuspid regurgitation
Tracheal stenosis.
Prolactinoma
SLE
Sjögren’s syndrome
Mitral valve thickening and prolapse

ND = no data,  ANA = antinuclear antibodies,  ENAS = extractable nuclear antigen antibodies.
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