
Annals of the Rheumatic Diseases, 1982, 41, 39-40

Prolonged complete remission in previously
severe SLE
ELAINE C. S. TOZMAN, MURRAY B. UROWITZ, AND
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SUMMARY Of 160 patients with systemic lupus erythematosus followed up in a long-term prospective
study 4 with previously severe disease are in complete remission and have required no therapy for a

median time of 75 months. The 4 females all presented with systemic features and a typical butterfly
rash prompting early diagnosis and treatment. All patients have had complete remission of clinical
and laboratory features of disease, without maintenance suppressive therapy.

Reports on the treatment of patients with systemic
lupus erythematosus (SLE) have emphasised therapy
for serious, often life-threatening disease.' 2 The
management of mild or inactive cases is not usually
discussed. Subsets of patients with SLE have been
identified who require little or no therapy, for
example, those cases which are serologically active
but clinically quiescent.3 Recognition of the compli-
cations of therapy4 5 has prompted a constant effort
to keep drug therapy at a minimum and wherever
possible to discontinue it altogether. We describe 4
patients from a total population of 160 SLE patients
followed up in a university referral centre during the
first 5 years of a prospective study who are in com-
plete remission, on no suppressive treatment for a
prolonged time.

Materials and methods

Between July 1970 and January 1980, 250 SLE
patients were prospectively followed up in the Lupus
Clinic at the Wellesley Hospital. The records of the
first 160 patients followed up for at least 5 years were
studied to identify patients off all therapy, with no

evidence of disease. Clinical and laboratory assess-
ments were examined. Laboratory investigations
included complete blood count, Westergren sedi-
mentation rates, Coombs test, coagulation screening,
liver and renal function tests, serum cholesterol and
triglycerides, VDRL, latex fixation test for rheuma-
toid factor, LE cell preparation, antinuclear factor
(by immunofluorescent technique using rat liver or
mouse kidney slices), DNA antibodies (by immuno-
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precipitation or Farr assay), total haemolytic
complement (by method of Kabat and Mayer,6 and
third component of complement (by immuno-
diffusion plates, Kent Laboratories).

Results

The 4 patients had a mean age of 34- 8 years at
diagnosis, with a range of 17-1 to 53-3 years. All
patients were Caucasian females. Of the 4 patients all
fulfilled at least 4 diagnostic criteria of the American
Rheumatism Association for the classification of
SLE.7 There were 2 patients who had 6 criteria and 1

woman with 8.

ONSET OF SLE (Table 1)
All 4 women had an acute initial presentation. Fever
and generalised illness occurred in 3 patients. All
had a typical butterfly rash which led to the diagnosis
being made within 6 months of onset of symptoms.
Two women had pleuritis at onset, and 3 had a
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Table 1 Manifestation of SLE
Manifestation At onset During course

Oral/nasal ulceration 0 2
Photosensitivity 3 3
Rash 4 4
Raynaud's phenomenon 0 2
Alopecia 0 1
Pericarditis/pleuritis 2 2
Renal involvement 1 4
CNS involvement 0 2
Arthritis 3 3
Haemolytic anaemia/leucopenia/
thrombocytopenia 1 2

LE cell positive 3 3
Antinuclear antibody ND* 3
DNA antibody ND* 4
Hypocomplementaemia ND* 2

* ND = not determined.
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polyarthritis. One patient, aged 17, presented with
nephrotic syndrome as a manifestation of focal
proliferative glomerulonephritis. Another patient,
aged 21, presented in the first trimester of pregnancy
with pelvic thrombophlebitis and pulmonary emboli.
Initial laboratory features included positive LE cell
preparation in 3 and leucopenia in 1. All patients
were referred from other medical centres, and anti-
nuclear antibody and DNA antibody titres were not
determined before treatment started.

COURSE OF DISEASE (Table 1)
During the course of active SLE 2 patients developed
Raynaud's phenomenon and 2 nasal ulcerations.
One patient had alopecia, and 2 had nail abnor-
malities. Avascular necrosis occurred in 2 women.
Pregnancy in 1 woman ended in stillbirth at 38 weeks.
Two women had central nervous system involvement,
with psychosis in both and suicide attempt in 1
patient. All patients had evidence of renal disease.
Renal biopsies, performed in 3 of the women,
revealed mesangial hypercellularity in 2 and focal
proliferative glomerulonephritis in 1. Four of the
patients had DNA antibodies, 3 had antinuclear
antibodies, and 2 had hypocomplementaemia.

TREATMENT
All patients required corticosteroids to control
initial manifestations, with a mean prednisone dose
of 50 mg per day, and 2 of these patients required at
least 20 mg of prednisone per day for 6 and 9 5
months respectively. Maintenance prednisone
therapy was continued at a mean dose of 15 mg per
day for a mean duration of 44- 5 months in order to
control disease. In addition 1 patient was treated with
azathioprine for 15 months and 1 patient with
chloroquine for 77 months. With control of the
disease all medications were tapered and withdrawn.
These patients have required no therapy for a median
of 75 months.

REMISSION
All patients had complete remission of clinical and
laboratory features of disease except for an inter-
mittently positive antinuclear antibody in 3 patients.
All symptoms and signs, including Raynaud's
phenomenon, were absent on repeated examination
for a median time of 75 months.

Discussion
The characteristic clinical course of SLE is one of
remission and exacerbation. Spontaneous remissions
before treatment began have been described,8 and
multiple remissions of varying lengths of time have
been reported.9 During periods of so-called remission
patients have usually continued to have mild
symptoms or persistent laboratory abnormalities.10

In this report we describe 4 females who presented
with easily diagnosed acute disease and received
early treatment. Despite serious multisystem disease,
requiring moderate to large doses of corticosteroids
to control illness, all treatment was eventually
discontinued without recurrence of the disease over
75 months.

Late-stage morbidity and mortality in SLE are
associated with either end-organ failure or com-
plications of treatment. Serious drug side effects
include chloroquine retinopathy and azathioprine-
related malignancy. Steroid induced vascular
disease'1 and iatrogenic Cushing's disease are well
known complications. Furthermore, corticosteroid
side effects may mimic active SLE.12 Maintenance
therapy in inactive disease dose not necessarily
prevent exacerbation of disease or allow exacer-
bations to be more easily controlled.13
For all of these reasons it would seem advisable to

taper and discontinue therapy in all SLE patients in
remission. Furthermore, because there are no known
clinical or laboratory features to predict those
patients whose disease will remit and remain
inactive, these patients must continue to be assessed
at regular intervals.
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