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Adult Onset Still’s Disease: 
A Rare Cause of Fever

CASE REPORT
An 18-year-old boy presented with fever with chills and rigors since 
past one month. There were no localising symptoms. Fever was 
continuous, high grade (102-104°F), associated with decrease appetite. 
There were no rashes, cough, headache and red eyes. He had joint 
pain for 10-14 days involving right knee, both elbow and both shoulder, 
which subsided on its own. There was no swelling accompanying the 
joint pain. There was no family history of any autoimmune disorder, 
tuberculosis and joint pain and there was no significant medical history.

On examination, he had temperature of 104°F. There was no 
lymphadenopathy, or pallor. Systemic examination revealed no 
abnormality. We kept the possibility of tuberculosis with unknown 
site, or enteric fever. Basic investigations were done along with 
paired blood and urine culture. Serial haemogram are summarised 
in [Table/Fig-1]. All cultures were sterile.
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ABSTRACT
Fever remains a challenge for physicians, more so when it lasts a month. Although infections remain the most common cause, non-
infective causes should also be looked for. Adult Onset Still’s Disease (AOSD) is a rare cause of fever. It is a diagnosis of exclusion. 
Here, we present the case report of a young male patient, admitted with high grade fever, for more than a month and after excluding 
infective causes and common autoimmune diseases we kept the possibility of Still’s disease. He was treated with steroid pulse 
therapy followed by oral steroid. He was on follow-up for six months and is doing well.

at admission after pulse steroid
1 week after 
 discharge

Hb (gm%) 8.8 9 10.4

TLC (per cumm) 43130 (P92L6) 5080 (P72L25) 17000 (P62L30)

Platelet (x103/cumm) 228 286 371

ESR (mm in1st hour) 54 40 30

[Table/Fig-1]: Serial haemogram of the patient.

[Table/Fig-2]: X-ray chest PA view: a) At admission; b) After 10 days when patient 
develop pericardial and pleural effusion; c) 10 days post treatment with steroids and 
diuretics.

Treatment was started with Ceftriaxone and Azithromycin along with 
antipyretics. The fever did not subside. We further investigated him 
with CECT chest and abdomen, ANA /RA factor, Rk-39, Mantoux 
test, and TSH-all of which came out to be normal. On 10th day, 
he developed sudden pulmonary oedema. He was shifted to ICU, 
his Brain-Type Natriuretic Peptide (BNP) was significantly raised, 
echocardiography revealed moderate pericardial effusion without 
tamponade. Chest radiograph showed bilateral pleural effusion 
and cardiomegaly [Table/Fig-2]. His fluid intake was restricted and 
diuretics (Furosemide and Aldactone) added.

He improved in 4-5 days. Pleural tap was transudative. Sequential 
chest radiographs showed improvement on negative fluid balance. 
Bone marrow aspiration and biopsy were done, which ruled 
out abnormal cells or LD bodies. The serum ferritin was >1650 
(normal <248 ng/mL). After excluding all the possible diagnoses, 
we retained the possibility of Still’s disease. We started high dose 
Methylprednisolone (1 gm daily for 5 days). His fever responded, 
TLC, ESR and CRP went down and the patient felt better.

On discharge, he received oral Prednisolone 60 mg/day for 2 weeks, 
then tapered slowly 5 mg/2 week. We advised him PET-CT, which 
showed no abnormal uptake. He was on follow-up for six months 
and is doing his regular activity.

DISCUSSION
AOSD is a rare multisystem inflammatory disorder of unknown 
origin. Other synonyms are juvenile rheumatoid arthritis, Wisseler’s 
fanconi syndrome, or subsepsis allergic [1].

This disease generally affects females more than males and affects 
16-35 year of age; although a retrospective study in France showed 
no sex bias with bimodal peak at 15-25 and 36-46 years [2], but 
in various studies, elderly were also found to be affected [3-5]. 
Pathophysiology involve genetic predisposition and a trigger by 
some viral or bacterial infection or stress [6,7]. HLA- B17, 8, B14, 
B35, DR2, DR 7, and Dw 6 are associated with increased risk. 
Various bacterial and viral infections were implicated for triggering 
the disease in various different case reports [8,9].

Clinically, it is characterised by triad of quotodian fever, salmon rash 
over trunk and arthralgia/arthritis. Overall incidence of these are 
95.7%, 51-87% and 67-100% respectively in different studies [10,11].

Fever typically occurs at late evening, associated with sore throat, 
increase in arthralgia, and rash. Sometimes rashes are confused with 
drug allergy. Rashes are mostly seen on trunk and proximal limb, 
and rarely involve face. They may be mildly pruritic and occasionally 
show Koebner’s phenomenon [12].

Knee, wrist and ankle are the most commonly involved joints, 
although small joints can also be involved. Joint pain is symmetrical 
and usually increased during fever. Other common manifestations 
are myalgia, liver dysfunction, pleuritis (26.3%), pericarditis (23.8%) 
and splenomegaly (43%) [12].

Other rare complications include cardiac tamponade, myocarditis, 
Acute Respiratory Distress Syndrome (ARDS), interstitial nephritis, 
amyloidosis, collapsing glomerulopathy, pure red cell aplasia, 
Thrombotic Thrombocytopenic Purpura (TTP), seizure, and aseptic 
meningoencephalitis [13]. For diagnosis, various criteria are 
purposed [Table/Fig-3] [12,14,15].
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Course of disease may vary depending upon the predominant 
symptom. Patients with systemic disease have better prognosis 
than those with chronic articular defect [16].

Treatment of AOSD involves NSAID, steroids and anti-rheumatic 
drugs. About 70% of patients require steroids for remission. 
Other treatment options are methotrexate, cyclosporine A, 
hydroxychloroquin, azathioprin, and cyclophosphamide. Anti-
rheumatic agents are used in those who are either not tolerating 
steroids and NSAIDS or developed adverse effects on them. They 
are not of proven benefit. IVIg can also be used during flares of 
the disease. TNF-blocker etanercept, monoclonal chimeric anti 
TNF-antibody infliximab, IL-1 antagonist anakinra are being used in 
refractory disease [17].

CONCLUSION
Infections predominate in the world of pyrexia, but non-infectious 
causes should be looked for especially in differential of Pyrexia of 
Unknown Origin (PUO).
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Major
Fever >39°, intermittent, ⩾1 week Typical rash
WBC >10 000 (>80% granulocytes)

Major
(2 points each)
Quotidian fever >39
Still’s (evanescent) rash
WBC >12.0+ESR >40 mm/1st h
Νegative RF and ANA Carpal ankylosis

Major
Spiking fever ⩾39°
Arthralgia Transient erythema Pharyngitis
PMN ⩾80%
Glycosylated ferritin ⩾20%

Minor
Sore throat
Lymphadenopathy and/or
splenomegaly LFT abnormal
(-)ve ANA and RF Diagnostic combination

Minor
(1 point each)
Onset age <35 years
Arthritis Prodromal sore throat
Cervical or tarsal ankylosis

Minor
Maculopapular rash
Leucocytes ⩾10×109/l
RES involvement or abnormal LFTs Serositis

exclusion criteria
Infections Malignancies Rheumatic diseases
diagnosis
5 criteria (at least 2 major)

diagnosis
Probable AOSD: 10 points with 12 wks
Definite AOSD: 10 points with 6 months

diagnosis
4 major criteria or 3 major+2 minor

[Table/Fig-3]: Diagnostic criteria of adult onset Still’s disease [12,14,15].


