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SUMMARY
Sarcoidosis is an autoimmune multisystem 
granulomatous disorder of unknown aetiology, which 
mainly affects the adults in the age group of 20–39 
years. The disease can affect any organ in the body but 
mainly presents as bilateral hilar lymphadenopathy, 
pulmonary infiltrates, cutaneous lesions, ocular 
manifestations and arthropathy. Lofgren’s syndrome is 
an uncommon initial presentation of sarcoidosis which 
is recognised by the classical triad of acute arthritis, 
erythema nodosum and bilateral hilar lymphadenopathy. 
We describe a newly diagnosed case of sarcoidosis who 
presented as Lofgren’s syndrome. Acute sarcoid arthritis 
should be kept as one of the differential diagnoses for 
patients presenting with acute arthritis and skin lesions; 
and chest X- ray should be considered to rule out bilateral 
hilar lymphadenopathy in these patients. Early suspicion 
and identification of classical clinical features are 
essential to establish early diagnosis.

BACKGROUND
Sarcoidosis is a multisystem disorder which is char-
acterised by hilar lymphadenopathy, pulmonary 
infiltrates, sarcoid arthropathy, cutaneous manifes-
tations and ocular complications. It usually affects 
the young adults in the age group of 20–39 years.1 
Long- standing joint involvement in sarcoidosis 
is seen in 10%–15% of patients; however, acute 
arthritis in sarcoidosis is mostly seen as part of 
Lofgren’s syndrome.2 Seen in 5%–10% of sarcoid 
cases, Lofgren’s syndrome is characterised by the 
classical triad of acute arthritis, erythema nodosum 
and hilar lymphadenopathy.3 We hereby describe 
the case of a 44- year- old woman with sarcoidosis 
who presented with Lofgren’s syndrome. Prompt 
recognition of such classical clinical presentation of 
sarcoidosis leads to early diagnosis and treatment.

CASE PRESENTATION
A 44- year- old woman, with a known case of 
hypertension and hypothyroidism (on amlodipine 
5 mg daily and thryoxine replacement therapy), 
presented with fever, multiple joint pains and 
skin rash for 1- month duration. Joint pains were 
bilateral, symmetrical, inflammatory type mainly 
involving large joints (ankle, knee, elbow and 
wrist) with no history of morning stiffness, recur-
rent mouth ulcers, photophobia and Raynaud’s 
phenomenon. On general physical examination, she 
had fever (101°F) and tachycardia (126 beats/min) 
with no significant peripheral lymphadenopathy. 
She had multiple tender erythematous nodules on 
bilateral shins and forearms, suggestive of erythema 
nodosum (figure 1). On musculoskeletal examina-
tion, bilateral ankle and knee joints were swollen 

with erythematous overlying skin and tender-
ness (figure 2), suggestive of acute arthritis. Both 
passive and active movements were restricted in the 
affected joints. Examination of her chest, cardiovas-
cular system and abdomen was unremarkable.

INVESTIGATIONS
On blood investigations, her haemoglobin was 
100 g/L, total leucocyte count was 9 x 10∧9/L and 
platelets were 250 x 10∧9/L. Her erythrocyte sedi-
mentation rate and C reactive protein were 38 mm 
at 1 hour and 69 mg/L (0.0–6.0 mg/L), respectively. 
Her chest X- ray revealed bilateral hilar lymphade-
nopathy with normal lung parenchyma (figure 3). 
Her renal function tests, liver function tests, uric 
acid and calcium levels were within normal range. 
Her peripheral blood ACE level was elevated 
(143 U/L, normal range 12–68 U/L), and ELISA 
for antinuclear antibodies and tuberculin test were 
negative. Contrast- enhanced CT of the chest and 
abdomen showed bilateral hilar lymphadenopathy 
with no other abnormality. Punch biopsy from 
the cutaneous lesions revealed septal panniculitis. 
Transbronchial fine needle aspiration from the hilar 
lymph node was suggestive of non- caseating granu-
lomas; GeneXpert and Ziehl- Neelsen stain for acid- 
fast bacilli were negative. Her pulmonary function 
tests, blood culture and procalcitonin were normal.

DIFFERENTIAL DIAGNOSIS
On the basis of clinical picture, bilateral hilar 
lymphadenopathy and histological evidence of 
non- caseating granulomas, she was diagnosed 
with sarcoidosis with Lofgren’s syndrome. Other 
differentials included extrapulmonary tuberculosis, 
septic arthritis, reactive arthritis and connective 
tissue disorders, for example, systemic lupus erythe-
matosus and rheumatoid arthritis.

Figure 1 Clinical photograph shows erythematous, 
tender nodules on knee and shin (erythema nodosum).
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TREATMENT
She was started with oral naproxen 500 mg three times per day, 
along with topical analgesics. She received naproxen for 1- week 
duration.

OUTCOME AND FOLLOW-UP
Her fever subsided after 2 days of treatment and joint pains 
improved over 2 weeks. At 6- month follow- up, her skin lesions 
had partially subsided. Further, her joint symptoms had fully 
recovered without therapy at 52- week follow- up. Her skin 
lesions had subsided and she also denied any pulmonary symp-
toms; however, repeat chest X- ray showed persistent hilar 
lymphadenopathy. She was advised regular follow- up.

DISCUSSION
Sarcoidosis is a multisystem granulomatous disorder of unknown 
aetiology.1 In India, the prevalence of sarcoidosis is not well 
known and it varies from 10–12 cases/1000 new registrations 

to 61.2/100 000 as per the data reported by various centres 
across India.4 5 The disease can affect any organ in the body but 
mainly present as bilateral hilar lymphadenopathy, pulmonary 
infiltrates, cutaneous and joint lesions.1 6 It is pathologically 
diagnosed by the presence of sterile non- caseating granulomas 
in the involved organs. Lofgren’s syndrome is a form of acute 
manifestation of sarcoidosis which is seen in 5%–10% of 
patients with sarcoidosis. It is a self- limiting clinical entity which 
is characterised by the triad of hilar lymphadenopathy, erythema 
nodosum and acute sarcoid arthritis.5 Fever is also associated 
with Lofgren’s syndrome and seen mainly in women. Erythema 
nodosum is more common in women than men who present with 
Lofgren’s syndrome.7 8 Elevated peripheral blood ACE levels are 
seen in approximately 15% of patients with initial presentation 
of Lofgren’s syndrome, and these patients usually have persistent 
arthritis.9 Diagnosis of Lofgren’s syndrome made on the basis 
of classical clinical manifestations and the diagnostic triad has 
95% specificity.10 Lofgren’s syndrome is self- limiting and symp-
tomatic treatment with non- steroidal anti- inflammatory drugs is 
adequate in almost all patients. Some patients may need addi-
tional therapy with corticosteroids.11 Therefore, acute sarcoid 
arthritis should be considered as one of the differential diagnoses 
for young patients with acute arthritis and rash. Chest X- ray to 
look for bilateral hilar lymphadenopathy can clinch the diag-
nosis of sarcoidosis in such patients.
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Figure 2 Bilateral ankle joint swelling and redness (acute sarcoid 
arthritis).

Figure 3 Chest X- ray showing bilateral hilar lymphadenopathy.

Patient’s perspective

I was suffering from fever, joint pains and skin lesions for 
one month, when I came in contact with the treating team. I 
underwent multiple investigations which was quite anxiety- 
provoking for me. Then my treating team informed me that I am 
suffering from an uncommon disease known as sarcoidosis, and 
my symptoms are early features of my basic disease. They nicely 
explained me about the nature of the disease, its prognosis and 
future treatment plan. They advised me for regular follow up. I 
am very thankful to my treating team.

Learning points

 ► This case presented with the classical triad of Lofgren’s 
syndrome, that is, acute arthritis, erythema nodosum and 
bilateral hilar lymphadenopathy.

 ► Acute sarcoid arthritis should be kept as differential of acute 
arthritis with skin lesions in young patients.

 ► Chest X- ray should be done to see hilar lymphadenopathy in 
young patients with arthritis.

 ► Strong clinical suspicion and prompt identification of classical 
clinical features can lead to early diagnosis and treatment.
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