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SYSTEMIC LUPUS ERYTHEMATOSUS (SLE) IN A

MALE PATIENT PREVIOUSLY DIAGNOSED AS ADULT

ONSET STILL’S DISEASE: A CASE REPORT

MD. ANWAR SAYED1, SUMAN CHOWDHURY2

Abstract:

Adult-onset Still’s disease (AOSD) is a rare clinical entity with unknown etiology, characterized by

evanescent rash, arthritis, fever, and other systemic presentation. In this case report, we describe a

male patient of 50 years, previously diagnosed as a case of Adult onset still’s disease based on

Yamaguchi criteria after the exclusion of other potential diagnoses. Later he was admitted into the

Medicine department of Chittagong Medical College Hospital where he was found to have serological

features of  Systemic lupus erythematosus, another very much uncommon autoimmune disorder in

male. On several occasion of his past admissions, SLE and RA were excluded meticulously. He

initially responded to oral steroids only, recurrence of symptoms led us to work on the underlying

etiology further. Coexistence of SLE in a patient with AOSD is not so commonly found. In our case, we

notice this interesting phenomenon which was crucial for his management.
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Introduction:

Systemic lupus erythematosus (SLE) is a chronic,

occasionally life-threatening, multi-system disorder of

autoimmune origin in which organs and cells undergo

damage initially mediated by tissue-binding

autoantibodies and immune complexes. Ninety percent

of patients are women of child-bearing years; people

of all genders, ages, and ethnic groups are susceptible.

Prevalence of SLE in the United States is 20–150 per

100,000 women depending on race and gender; highest

prevalence is in African-American and Afro-Caribbean

women, and lowest prevalence is in white men1. Adult

Onset Still Disease (AOSD) is a rare systemic

inflammatory disorder with unknown etiology. The

prevalence of AOSD is estimated to be one per 100,000

people2. The disease mainly affects young adults and

has a bimodal age distribution at 15-25 and 36-46

years of age3. The prevalence of SLE is far lower in

males than in females, especially after puberty4.

Additionally, gender may produce different

characteristics in the manifestation of SLE5.  The

etiology of SLE remains unknown and is clearly

multifactorial6. Coexistence of SLE in a patient with

AOSD is not so commonly found. In our case, we notice

this interesting phenomenon.

Case Presentation:

Mr. Jahangir Alam Bahar, a 50 years old Taxi-driver

(Figure I), normotensive, non-diabetic, hailing from

Sitakundu, Chattogram, was admitted in medicine

ward of Chittagong Medical College Hospital with the

complaints of Fever for 1 month, multiple joints pain

for same duration and rash in different parts of the

body for 25 days. He provided similar history of

Figure 1: The 50 years old male patient
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recurrent hospitalization in last 5 years. According to

patient’s statement, he was relatively well 1 month ago.

Then he developed high grade fever, continued in

nature, associated with generalized body ache,

weakness and skin rash but no chills and rigors,

evening rise of temperature or night sweats. Highest

recorded temperature was 103  F. The intensity of the

fever diminished to some extent with antipyretics but

did not subside fully.

He developed inflammatory, symmetrical joint pain

involving knees, ankles and small joints of hands for

last 1 month. Pain was initially mild, associated with

morning stiffness that persisted for 1 hour, improved

with activities. Pain was progressively increasing in

intensity but did not interfere in his daily activities.

Pain is not associated with joint swelling. He also

complained of non-itchy pink rashes involving chest,

abdomen, upper back and a part of neck for last 25

days. Rashes appeared 5 days after development of

fever and initially appeared in chest, which then

progressed gradually.

On further query, he gave history of getting hospitalized

for 2 times back in August, 2015 and October, 2018

with previously mentioned complaints. He was treated

with steroid tablets for 4 months on both occasions

and improved gradually. He was also given Thyroxine

for hypothyroidism. He has a normal dietary habit with

normal appetite and no history of food or drug allergy.

There was  no history of similar illness in his childhood

or in any of his family members.

On examination, he was febrile, ill looking with good

nutrition and body built. Haemodynamic condition was

stable. There were erythematous rashes distributed

over chest, abdomen, upper back, shoulders and a

part of neck (Figure 2A and 2B). These are of variable

sizes, blanchable, non-palpable and non-itchy. Joints

were mildy tender, not swollen and movement was not

restricted with no impairment of the functional status.

Local temperature was not raised. There was no

wasting of muscles, atrophy, ulcer, infarction,

gangrene. Features of peripheral neuropathy in glove

and stock pattern were present. There were no

lymphadenopathy, thyromegaly or bony tenderness.

Hematological investigations showed mild anamia (Hb:

10gm/dl); Biochemical investigations showed elevated

liver enzymes (alanine transaminase: 102 U/L;

aspartate transaminase: 129 U/L). Both the acute

phase reactants were high with C-reactive protein

(24.60  mg/L) and erythrocyte sedimentation rate (ESR:

69 mm/hr). There were markedly elevated levels of

serum ferritin (1049 ng/ml on this admission, four

years back it was 2363 ng/ml). Anti-cyclic citrullinated

peptide (Anti CCP), antinuclear antibody (ANA) and

rheumatoid factor (RF) were all negative during

previous admission, but on this occasion ANA was 400,

anti ds DNA was >240 IU/ml (positive >20 IU/ml). His

serum TSH was 7 µIU/ml. Based on his clinical features

and review of the laboratory evaluations, he was

diagnosed to have AOSD using the Yamaguchi criteria7

and also SLE according to ARA criteria. He is now being

treated with Methotrexate, Hydroxychloroquine,

Thyroxine.

Discussion:

AOSD was first described in 1971 by Eric Bywaters8.

There is a correlation between several cytokines in the

pathogenesis of AOSD, including Tumor necrosis

factor-alpha (TNF-á), interleukin (IL)-6 and IL-18. The

levels of these cytokines are highly elevated in active

AOSD9.  Though pathogenesis of the disease remains

unclear; however, observations suggesting the role of

genetic, infectious and environmental factors have been

published 10-12. Typically, patients with AOSD present

Figure 2B: Blanchable, Non itchy, non palpable pink

rashes on back
Figure 2A: Blanchable, Non itchy, non palpable pink

rashes on chest
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with rash, fever, sore throat and arthralgia13. The

typical rash in AOSD is described as salmon-pink, and

asymptomatic, maculopapular eruptions mainly

affecting the trunk and extremities 14-16. The fever

normally exceeds 39.0°C and highest temperatures are

seen in late afternoon and early evening17. Sore throat

is one of the major signs of AOSD and may be

associated with odynophagia18  In our case, sore throat

or odynophagia were not present. Though in some

study and research papers, Rheumatoid arthritis (RA)

were found to be present in association with SLE, in

our case we could not find any classical clinical and

biochemical features suggestive of RA. Moreover, JIA

could also be excluded through meticulous history and

age of onset of his symptoms.

The history of lupus has been divided into the classic

period of cutaneous description, the neoclassic period

that recognized the systemic nature of the disease,

and the modern period heralded by the finding of the

LE cell19. We are now in the “postmodern” lupus period,

using techniques of molecular and cellular biology to

find underlying themes of immunologic intolerance.

Currently, more than 80 percent of the American public

has become aware of SLE as an immunologic disease20.

As mentioned earlier that the etiology of SLE remains

unknown and is clearly multifactorial, yet, as with other

autoimmune diseases, susceptibility to SLE depends

on multiple genes 21,22.

Abnormalities in sex-hormone metabolism might

contribute to gender differences in susceptibility to

SLE. Men and women with SLE have accelerated

metabolism of testosterone23  In terms of antigens

bound, it is convenient to think of the autoantibodies

of SLE as belonging to one of several groups directed

against DNA/protein complexes, RNA/protein

complexes, cell membrane structures, and intracellular

molecules that reach cell surfaces during cell

activation. The antibodies considered to be the

hallmark of SLE are IgG antibodies to double-stranded

(ds)-DNA.

Conclusion:

Both SLE and AOSD are very much uncommon disease

entity in male, specially after middle age. Some

serological markers are quite opposite to each other

regarding criteria for the diagnosis. On the other hand,

in our case, few crucial clinical and biochemical

features were also missing required to fulfill the criteria

for Rheumatoid arthritis. So, it was not that

straightforward for us to label it as Rhupus

(Combination of Rheunmatoid arthritis with SLE), or

any of other Overlap syndromes. Proper diagnosis is

important in such patient based on regular and

frequent measurement of serological markers, so that

the criteria of SLE could not be missed. More research

study on similar cases would be helpful in furute to

reach an immunological basis of  pathogenesis for such

coexistence of illness.
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