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Educational Objectives

• Review the history and pathophysiology of Sarcoidosis 

and various presentations

• Examine pharmacologic interventions and treatments

• Discuss clinical cases
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Sarcoid-What is it? History

• First described by Jonathan Hutchinson in 1869.

• In Hutchinson’s day, it was considered a dermatological condition, which 

gradually evolved into a multisystem disorder associated in the majority of 

cases with respiratory abnormalities.

• Sarcoidosis is a chronic systemic disease of unknown origin

• Presents with bilateral hilar lymphadenopathy, pulmonary infiltrates and 

ocular and skin lesions

• The diagnosis is established when characteristic clinical-radiological 

features are supported by compatible histopathology of epithelioid cell 

granulomas, following exclusion of known causes of granulomatous 

inflammation.
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Sarcoid – What is it? History

• In 1869 Hutchinson (most distinguished medical consultant of all time at the 

Blackfriars Hospital for diseases of the skin of London) had a visitor- a 58 y/o wharf 

worker. The patient complained of purple, symmetrical skin plaques on his leg and 

hands . 

• Hutchinson described the lesions, that were neither painful nor tender, as livid 

papillary psoriasis and considered them related to the patient's gout.

• Hutchinson's next patient, Lady Mortimer, presented with raised red lesions on her 

face and forearms that increased in size over the following 6 months.

• Hutchinson could not attribute them to Tuberculosis nor Lupus, so he labeled her 

condition as “Mortimers Malady”.
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Sarcoid from dermatological 

condition to systemic disease
• Ernest Besnier, a French dermatologist coined the term “lupus pernio” to describe a 

patient with purplish swelling of the nose, ears and fingers in 1889. (image to follow) 

• In 1899, Caeser Boeck, a Norwegian dermatologist, presented to the Medical Society 

of Christiania, a patient with multiple benign “sarkoid” of the skin. He emphasized the 

similarity to Mortimers Malady.

• Boeck coined the term “sarkoid” because the lesions resembled sarcoma. He was 

also the first to describe the granulomatous histology of sarcoidosis.

• Before his death he published a series of 24 cases of benign miliary lupoids, some 

which showed involvement of the lungs, conjunctiva, bone, lymph nodes, spleen and 

nasal membranes.

• The multi-organ nature of the disease was beginning to emerge. 
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Subacute Variants of Sarcoid

• Lupus pernio

• Heerfordt syndrome

• Lofgren syndrome
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Lupus Pernio
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Heerfordt Syndrome

• Subacute variant of Sarcoid characterized 

by the following:

– Enlargement of parotid and salivary glands

– Facial nerve paralysis

– Anterior uveitis – an inflammation of the iris 

and ciliary body in the front of the eye
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Heerfordt Syndrome
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Lofgren Syndrome 

• First described in 1946 by Sven Lofgren, a 

Swedish pulmonologist

• Rare phenotype of Sarcoid

• Lungs most common organ affected with 

second being skin 

• Cutaneous manifestations are now seen in 

33% of the cases and often first clinical 

sign of the disease 
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Lofgren syndrome

• Lofgren’s syndrome presents acutely 

• It typically presents in younger patients

• Acute onset erythema nodosum 

• Bilateral hilar lymphadenopathy 

(pawnbrokers sign)

• Fever 

• Migratory polyarthritis 

• Without granulomatous skin involvement.
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Lofgren syndrome
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Erythema 

nodosum
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Pawnbroker Sign
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Hilar Lymphadenopathy
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Diagnosing Sarcoid 

• Difficult with no definitive tests existing

• Diagnose what it isn’t  - exclusion of other disease that cause the 

formation of granulomas, such as tuberculosis 

• Presumptive diagnosis is usually made based upon radiographic 

findings alone

• If the disease deviates from its classic course or fails to resolve

• Histologic diagnosis may be necessary 

• Lesions are not good choices for biopsy as granulomas are typically 

not present

• Lymph nodes are usually chosen and if are not readily accessible 

superficially, more invasive measures may be necessary

• Flexible bronchoscopy with BAL or EBUS
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Histology of Sarcoidosis
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Sarcoid
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Sarcoid

• Affected areas

• Lung

• Skin

• Lymph nodes

• Joines

• Eyes

• Heart

• Nerves/Brain

• Muscles

• Kidneys
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Who is at Risk?

• Caucasian females

• African American Men and Women

• Auto-immune disorder

• Symptoms:

• Multiple Symptoms

• Sarcoid – but has no symptoms
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Symptoms
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Patient Case

• 54-year-old woman with chronic mild cough referred from another 

health care system for sarcoidosis management.

• Rx: Azathioprine 100 mg BID for 5 years.

• PFTs normal.

• Chest imaging: minimal upper lobe chronic fibrotic changes and 

calcified adenopathy.

• Normal skin exam, ocular exam, serum calcium level, serum 

creatinine.  

• No pathology on record.

• Co-morbidities include hypertension, diabetes, obesity.  Patient is an 

active smoker, ½ pack per day.
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Physical Manifestations 

Cutaneous Sarcoid
Unusual Variant Sarcoid 

(cutaneous)
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Physical Manifestations

Oral Sarcoid Oral cutaneous Sarcoid
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Physical Manifestations

Ocular Sarcoid Ocular Sarcoid
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Pulmonary Sarcoid

Pulmonary Sarcoid “Pawn 

symbol”

Pulmonary scarring and 

nodules
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Diagnosing Sarcoid

• Medical History and Exam

• Chest X-Ray

• Pulmonary Function Testing

• Bronchoscopy

• Eye Exam

• Blood Testings – Sarcoid causes elevated levels of Vit D and 

Angiotensin Converting Factor

• Cat Scan

• Gallium scan

• Pet Scan

• EKG

• Biopsies
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Ouellette et al; Arch Intern Med. 

1992; 152:321-324.
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Sarcoidosis

The most important question is often 

“Should I treat?” and not “How do I treat?”
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Treatment Indications

No Danger No Danger, 

Impaired QOL

Danger

-CXR Only

-No 

symptoms

-Dyspnea

-Cough

-Mild Skin

-Mild joint sx

-Stable 

PFT/CXR

-Prog Resp Sx

-Deteriorating 

PFT/CXR

-Ocular Findings

-Neurologic

-Cardiac

-Disfiguring skin

-Hypercalcemia
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Treatment for Sarcoid
ERS Clinical Practice Guidelines for the treatment of Sarcoid

European Respiratory Journal 2021 58(6): 2004079; DOI: https://doi.org/10.1183/13993003.04079-2020
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Treatment for Sarcoid
ERS Clinical Practice Guidelines for the treatment of Sarcoid

European Respiratory Journal 2021 58(6): 2004079; DOI: https://doi.org/10.1183/13993003.04079-2020
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Patient Case

• 30-year-old black man admitted to hospital with dyspnea, cough, 

and right upper lobe infiltrate.  Symptoms present for several weeks.  

Reported fever at home.

• Employed by the Post Office; National Guard Reservist.  Recently 

returned from desert warfare training in the Mojave Desert.

• Nonsmoker, negative HIV.

• Chest x-ray and CT demonstrate bilateral hilar adenopathy and right 

upper lobe airspace disease.
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Patient Case

• Physical exam: Normal eye and skin exams.

• Labs: Normal ionized calcium.

• Bronchoscopy: Normal airway exam.  EBUS biopsies demonstrate 

noncaseating granulomas.  No organisms identified on the 

pathologic section.
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Self-challenge question: Best 

answer
1. Start methotrexate, 10 mg weekly.

2. Start prednisone, 40 mg daily.

3. Order a quantiferon gold test, fungal serology; send cocci serology 

to reference lab.

4. Order a lymphocyte transformation test.
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Self-challenge question: Best 

answer
1. Start methotrexate, 10 mg 

weekly.

2. Start prednisone, 40 mg 

daily.

3. Order a quantiferon gold 

test, fungal serology; send 

cocci serology to reference 

lab.

4. Order a lymphocyte 

transformation test.

• Treatments have side-effects, often 

not proven to change outcomes, 

require monitoring.

• Sarcoidosis is a diagnosis of 

exclusion.

• Infectious diseases

– TB

– Histo

– Cocci

• Neoplastic diseases

• Environmental and occupational 

exposures

– Berylliosis

• Autoimmune and other inflammatory 

conditions, drugs.
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Patient Case

• 28-year-old woman with cough for two months 

and skin rash for one week.  Also notes fevers, 

fatigue, and sharp chest pain.

• Serum chemistries are normal to include ionized 

calcium.

• PFTs are normal.

• Tbbx: noncaseating granulomas found.

• Infectious serologies are negative.
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Patient Case
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Patient Case

• Diagnosis: 

• Danger Level:

– No Danger

– No Danger, Impaired QOL

– Danger

• Treatment Choice:
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Patient Case

• Diagnosis: Pulmonary sarcoidosis

• Danger Level:

– No Danger

– No Danger, Impaired QOL

– Danger

• Treatment Choice:

– Prednisone.  Consider 20mg daily for several 

weeks, monitor course, as initial therapy.
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Patient Case

• 40-year-old man with biopsy confirmed sarcoidosis 5 years ago presenting 

with peripheral edema and dyspnea.

• Treated 5 years ago with 6 months of prednisone.

• BNP 1200 pg/mL, ionized calcium level 1.6 mmol/L.

• CXR: prominent vascular pattern, Kerley B lines, small bilat. effusions, hilar 

adenopathy, upper lobe mild bronchiectasis and airspace disease.

• ECHO: 25% LVEF

• Cardiac PET: positive for sarcoid-like inflammatory changes.
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Patient Case

• Diagnosis: 

• Danger Level:

– No Danger

– No Danger, Impaired QOL

– Danger

• Treatment Choice:
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Patient Case

• Diagnosis: Cardiac Sarcoidosis with multisystem 

involvement

• Danger Level:

– No Danger

– No Danger, Impaired QOL

– Danger

• Treatment Choice:

– AICD

– Prednisone 40 mg daily

– Consider combination Rx with MTX
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Patient Case

• 35-year-old woman with facial 

rash.  Bx confirmed 

sarcoidosis.

• Failed topical steroids, oral 

prednisone, and MTX.

• Normal PFT, echo, i-cal.

Lupus pernio
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Patient Case

• Diagnosis: 

• Danger Level:

– No Danger

– No Danger, Impaired QOL

– Danger

• Treatment Choice:
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Patient Case

• Diagnosis: Cutaneous sarcoidosis

• Danger Level:

– No Danger

– No Danger, Impaired QOL

– Danger

• Treatment Choice:

– Infliximab 3 mg/kg
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Sarcoidosis Management

• Treat for definite indications

• Monitor for adverse effects

• Stop therapy and re-assess

• Assess patient “danger”

• Use algorithms with recommended agents

• Invite your friends to the party (subspecialty consultation)

• Be open to novel mechanisms of disease in the future
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International Sarcoidosis Guideline Panel

Lausanne, Switzerland - April 24, 2017
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Thank You – Questions
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