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E D I T O R I A L

L U P U S A R O U N D T H E W O R L D

Ricard Cervera, Gerard Espinosa*

Systemic lupus erythematosus (SLE) is the most di-
verse of the autoimmune diseases because it may
affect any organ of the body and display a broad
spectrum of clinical and immunological manifesta-
tions. Although previously considered a rare disea-
se, it now appears to be relatively common in cer-
tain population groups. This is probably due to the
development of several immunological tests that
have allowed the description of many atypical or
benign cases that otherwise might not have been
diagnosed. Furthermore, with the introduction sin-
ce 1982 of a set of more sensitive criteria for SLE
classification, more cases can nowadays be detec-
ted. Several descriptive epidemiological studies on
SLE have been conducted worldwide; however, the
most extensive available data comes from the Eu-
ropean Union (EU) and the United States of Ame-
rica (USA). 

The incidence of SLE in the general population
varies according to the characteristics of the popu-
lation studied, i.e. age, gender, race, ethnic/natio-
nal origin or period of time studied, but also depen-
ding on changes in diagnostic criteria. In the EU,
the annual incidence that has been described ran-
ges between 3.3 cases per 100,000 persons per year
in Iceland1 and 4.8 cases per 100,000 persons per
year in Sweden.2 In the USA, the annual incidence
of SLE has been estimated in several studies, with
incidence rates ranging from 1.8 to 7.6 cases per
100,000 persons per year.3-7 According to Rochester
data, the rates increased by a factor of 2.5 from the
years 1950-19546 to the years 1975-1979.7 In Oki-
nawa, Japan, Iseki et al.8 reported 566 newly diag-
nosed cases of SLE from 1971 to 1991, correspon-
ding to an average annual incidence rate of 3.0 per
100,000 persons per year. On the Island of Curacao,
incidence rate from 1980 to 1989 was 4.6 per
100.000 persons per year.9

The different studies on prevalence in general
population also show marked differences. In the
EU, the study of Hochberg et al.10 in England and
Wales reported in 1982 a prevalence of 12.5 cases

per 100,000 women of all ages that increased to 17.7
in women of 15 to 64 years. More recent studies by
Hopkinson et al.11 indicate a prevalence of 25 cases
per 100,000 persons in Nottingham and those of
Johnson et al.12 a prevalence of 28 cases per 100,000
persons. The greater prevalence in Europe has been
described in Sweden where there were registered 39
cases per 100,000 persons.2 The overall prevalence
in the USA has been reported to range between 14.6
and 50 cases per 100,000 persons (including white
and black people).3-7 In New Zeland, Australia and
Japan, the SLE prevalence observed was of 15, 52
and 21 cases per 100,000 persons, respectively.13-15

A greater incidence and prevalence of SLE has
consistently been found in blacks than in whites.3

A study in Birmingham, England, found a higher
age-adjusted incidence and prevalence in Afro-Ca-
ribbeans than in whites.12 Incidence rates (age-
-adjusted) were 25.8 and 4.3 per 100,000 persons
per year in Afro-Caribbeans and whites, respecti-
vely, and prevalence rates were 112 and 21 per
100,000 persons. In this study, the age distribution
of incident cases differed significantly, with a youn-
ger median age in Afro-Caribbean females of 34.5
years, compared with 41 years in white females.
Some data exist also regarding excess prevalence of
SLE among Asians compared with whites. In Bir-
mingham,12 the age-adjusted incidence and preva-
lence rates of SLE in Asians were 20.7 and 46.7 per
100,000 persons compared with 4.3 and 20.7 per
100,000 persons in whites, respectively. 

However, the cases described in Africa until the
last decade were very scarce. Although there are no
good epidemiological studies, currently it is consi-
dered that these differences could be attributed to
the associated socio-economic conditions that fa-
vor or hinder the diagnosis and correct treatment.
For example, since this disease affects fundamen-
tally young women with an age at onset between 15
and 40 years, it is possible that the incidence will
be greater in countries with a rapid growth of their
population. Also, in the countries and social groups
with worse socio-economic conditions, a more se-
vere clinical presentation could be more frequent.16

An important question that has been raised by
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several authors is whether the age at onset of the
disease or the gender can modify the disease ex-
pression and define some specific SLE subsets. An
important amount of information of this topic co-
mes from the studies performed with the «Euro-
-Lupus» cohort. This cohort is composed by 1,000
patients with SLE from seven European countries
that have been followed prospectively since 1991.17

SLE can appear in all ages. However, in most of
the patients, the SLE symptoms appear between
15-40 years, with an average between 29-32 years.17

In some studies carried out recently,1,5,18 the mean
age of appearance of symptoms has increased up
to 41 to 47 years. Nevertheless, SLE can appear be-
fore 15 years of age in 8-15% of the patients and in
a similar percentage in elderly ages (above 55 ye-
ars-old). In the «Euro-Lupus» cohort,17 76 out of
the 1,000 patients with SLE (8%) developed the di-
sease before the age of 14. Female/male ratio (7/1)
was not as pronounced as in the general SLE po-
pulation (10/1). In addition, childhood onset pa-
tients more often showed severe organ involve-
ment as a presenting manifestation, nephropathy
being a prominent feature. On the other hand, it
was found in the «Euro-Lupus» cohort that 90 pa-
tients (9%) developed the disease after the age of
50 and typical SLE manifestations, such as malar
rash, photosensitivity, arthritis or nephropathy,
were less common than in the younger patients. In
contrast, sicca syndrome was very frequently
found.17 Although the explanation for this appa-
rent age-related variability in the expression of the
disease is still unclear, it has been speculated that
older and younger patients may have different ge-
netic determinants of disease and respond to dif-
ferent triggering mechanisms. Alternatively, the
less exuberant expression of SLE both clinically
and immunologically in older patients may reflect
senescence of the immune system.

Clinical studies have consistently demonstra-
ted a female predominance. Thus, in the greater
American series, which included 1,103 patients,19

88% were females and in the greater European se-
ries,16 with 1,000 patients, 91% were females. This
excess of females is especially noteworthy in the 15
to 64 year age group, where ratios of age and sex
specific incidence rates show a six to tenfold fema-
le excess. No such excess was noted in the 14 and
younger and in the 65 and older age groups. The-
se age-related differences in the female/male ratios
have been considered to be related to hormonal
changes. In the «Euro-Lupus Cohort»,17 92 out of

the 1,000 (9%) patients with SLE were men and a
higher prevalence of serositis was found in these
patients as a presenting manifestation. This atypi-
cal presentation is of paramount importance be-
cause it can lead to a delay in establishing the cor-
rect diagnosis. 

In summary, epidemiologic studies on SLE have
been performed in many parts of the world and the
excellent original article in this issue of Acta Reu-
matológica Portuguesa by Santos et al.20 describing
a Portuguese SLE cohort is an additional example.
This has enabled to know the approximate inci-
dence and prevalence of this disease in the gene-
ral population and the differences on the patterns
of disease expression in specific SLE subsets. Fur-
thermore, this can have a better impact on overall
health status of SLE patients.
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