
 

 

 

 

SWEET’S SYNDROME  

 

 

Four manifestations of Sweet’s Syndrome, 

(Above: www.pcds.org.uk, Below: Dermnet - NZ). 

 

Introduction 

 

Sweet’s syndrome (also known as acute febrile neutrophilic dermatosis) is an 

uncommon inflammatory disorder characterized by the abrupt appearance of painful, 

edematous, and erythematous papules, plaques, nodules or blisters on the skin, 

accompanied by fever and a neutrophil leucocytosis. 

 

In addition, involvement of the eyes, musculoskeletal system, and internal organs may 

occur. 

 



The condition is classified as one of the “neutrophilic dermatoses”. 

 

Acute febrile neutrophilic dermatosis may be diagnosed clinically, but at times it may be 

difficult to distinguish from infections such as chickenpox, or inflammatory conditions 

such as vasculitis and so the diagnosis is usually confirmed on skin biopsy. 

 

Acute febrile neutrophilic dermatosis not associated with cancer usually resolves 

eventually, without scaring with or without treatment, but treatment with systemic 

steroids usually results in much more rapid resolution.   

 

Systemic glucocorticoid therapy is a first-line treatment for Sweet syndrome, and 

usually results in dramatic clinical improvement. 

 

History 

  

Sweet’s Syndrome is named after Dr Robert Douglas Sweet from Plymouth, England, 

who first described it in 1964. 

 

Epidemiology 

 

Acute febrile neutrophilic dermatosis most often occurs in middle-aged women, but men, 

and the elderly may also be affected.   

 

Children may also be affected rarely  

 

The condition has been found to be more common in individuals carrying the genetic 

marker HLA B54.  

 

Acute febrile neutrophilic dermatosis may affect previously healthy individuals, but it 

often arises in the context of an acute systemic infection or an underlying chronic 

condition.  

 

Pathology 

 

The condition is classified as one of the “neutrophilic dermatoses”. 

 

The neutrophilic dermatoses are a group of disorders characterized by skin lesions for 

which histologic examination reveals intense epidermal, dermal, or hypodermal infiltrates 

composed primarily of neutrophils with no evidence of infection or true vasculitis. 

 

The exact cause of Sweet’s syndrome is unknown, but is presumed to be autoimmune in 

nature. 

 

A range of triggers or causative factors have been implicated. 

 

There principal types are: 
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1. Classical Sweet syndrome (also sometimes referred to as idiopathic Sweet 

 syndrome): 

 

● Classical Sweet syndrome constitutes the majority of cases of Sweet 

 syndrome and is defined as Sweet syndrome that meets the established 

 diagnostic criteria and is not associated with malignancy or drug exposure. 

 

2. Malignancy-associated Sweet syndrome: 

 

 ● Haematological: 

 

♥ Leukaemia (most often acute myelogenous leukaemia or 

 myelodysplastic syndromes). 

 

● Solid organ malignancy: bowel, genitourinary, breast.  

 

3. Drug-induced Sweet syndrome: 

 

● Azathioprine, granulocyte colony stimulating factor (G-CSF), nonsteroidal 

 anti-inflammatory medications, cotrimoxazole and other antibiotics, TNFα 

 inhibitors, carbamazepine (and others).  

 

4. Infections: 

 

● Upper respiratory tract infection (e.g. chest infection, streptococcal throat 

 infection)  

 

 ● Gastrointestinal infections (e.g. campylobacter)  

 

5. Autoimmune disease: 

 

 ● Inflammatory bowel disease  

 

  ♥ e.g. ulcerative colitis or Crohn’s disease. 

 

 ● Rheumatologic disease: 

   

 ♥ Rheumatoid arthritis 

 

 ♥ Lupus erythematosus 

 

6. Pregnancy  

 

Clinical features 

 

The diagnosis of Sweet syndrome is based upon the recognition of consistent clinical and 

laboratory findings as well as the exclusion of disorders that may present with similar 

clinical features.  



 

A rapid and dramatic response to systemic glucocorticoid therapy also supports the 

diagnosis. 

 

Up to one-third of patients may develop recurrent episodes. This is more likely in patients 

who have underlying myelodysplasia or malignancy 

 

Clinical features include: 

 

1. Non-specific constitutional symptoms. 

 

● Fever 

 

● Lethargy/ malaise 

 

● Anorexia 

 

● Headache 

 

 ● Arthralgias  

 

2. Rash: 

 

The skin lesions of acute febrile neutrophilic dermatosis may be few in number or 

numerous.  

 

They are characteristically tender and may be very painful.  

 

They persist for days to weeks.  

 

The limbs and neck are the most commonly affected sites, but other areas of skin 

and mucosa may be involved.  

 

In some patients, they arise only in sun-exposed areas.  

 

Sweet syndrome lesions may have a range of appearances, including: 

 

● Small papules 

 

● Vesicles  

 

● Larger thickened or swollen plaques (flat patches)  

 

● Nodules (lumps) 

 

● Pseudovesicular appearance (almost blistered) 

 

● Annular (ring-shaped) lesions 



 

● Erosions and ulcers (resembling an atypical pyoderma gangrenosum) 

 

3. Mucous membrane involvement: 

 

 Acute febrile neutrophilic dermatosis often causes erosions or ulcers on mucosal 

 surfaces.  

 

 ● Ocular involvement: 

 

♥ Ocular manifestations can include conjunctivitis, corneal 

 ulceration dacryoadenitis, keratitis, episleritis, scleritis, iritis, 

 uveitis, glaucoma and choroiditis. 

 

 ● Mouth ulcers 

 

4. Systemic involvement: 

 

Occasionally disease can be severe with internal organ involvement as follows: 

 

● Central nervous system -  encephalitis, aseptic meningitis 

 

● Cardiovascular system -  myocarditis, aortitis and aortic stenosis, coronary 

 artery occlusion 

 

● Pulmonary system - neutrophilic alveolitis, pleural effusions, airway 

 obstruction. 

 

● Liver - hepatitis, hepatomegaly 

 

● GIT -  neutrophilic inflammation of intestines 

 

● Spleen - splenomegaly 

 

● Kidneys - mesangial glomerulonephritis, hematuria, proteinuria 

 

● Bone - sterile osteomyelitis  

 

Diagnostic Criteria: 

 

Diagnostic criteria for classic acute febrile neutrophilic dermatosis have been proposed as 

follows: 
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Major criteria: 

 

1. Abrupt onset of tender or painful red or purplish plaques or nodules 

 



2. Biopsy shows inflammation that is composed mainly of neutrophils without 

 vasculitis. 

 

Minor criteria: 

 

1. Preceding fever or infection 

 

2. Accompanying fever, painful joints, conjunctivitis, or underlying cancer 

 

3. Raised white cell count on blood testing 

 

4. Improvement with systemic steroids and not with antibiotics 

 

5. Increased erythrocyte sedimentation rate (ESR) 

 

Natural history: 

 

Without treatment, the duration of Sweet syndrome is unpredictable; spontaneous 

resolution may occur after weeks to months. The proportion of patients who achieve 

spontaneous resolution is unknown since no placebo controlled randomized trials have 

been performed in Sweet syndrome, and most patients receive treatment. 
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Recurrences of Sweet syndrome occur in approximately 30 % of patients with classical 

Sweet syndrome. The rate of recurrence may be as high as 70 % in the setting of 

underlying hematologic malignancy. 
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Rarely, the condition may persist for months or even years. Severe ulcerative cases 

associated with malignancy can persist, despite treatment. 

 

While major involvement of internal organs can sometimes occur in Sweet’s syndrome, 

death from Sweet’s syndrome is rare. 

 

Differential diagnosis: 

 

Acute febrile neutrophilic dermatosis may be diagnosed clinically, but at times it may be 

difficult to distinguish from infections as the lesions can resemble local bacterial, fungal, 

or atypical mycobacterial infections. 

 

The differential diagnoses are wide and can include: 

 

1. Cutaneous infection (bacterial, viral, fungal, and mycobacterial) 

 

 ● In particular chickenpox or other herpes infections.  

 

2. Other neutrophilic dermatoses 

 

3. Inflammatory conditions such as vasculitis. 

 



4. Other drug eruptions, e.g. DRESS  

 

5. Autoimmune bullous diseases 

 

 ● e.g. bullous, pemphigoid,  Bullous pyoderma gangrenosum 

 

Investigations 
 

Blood tests: 

 

1. FBE: 

 

 ● Will show a neutrophil leukocytosis 

 

● Occasionally, acute febrile neutrophilic dermatosis is the presenting sign 

 of a serious blood condition 

 

2. CRP is elevated  

 

3. ESR is elevated 

 

4. U&Es/ glucose. 

 

Skin lesion biopsy: 

 

Skin lesion biopsy shows a dense, predominantly neutrophilic, infiltrate located in the 

superficial dermis. 

 

Swabs of M&C: 

 

If pustules are present, a swab specimen should also be sent for bacterial culture and viral 

PCR studies, (to help rule out alternate diagnoses)  

 

Evaluation for malignancy: 

 

Malignancy testing should only be considered in the setting of reasonable clinical 

suspicion for an underlying malignancy (e.g. constitutional symptoms such as weight 

loss) and the absence of another explanation for a Sweet syndrome diagnosis (i.e. 

pregnancy, drug exposure, recent infection, inflammatory bowel disease, rheumatoid 

arthritis, etc). 

 

Chest, abdomen, and pelvis CT imaging and or PET-CT imaging should be considered. 

 

Management 

 

Treatment must be under the direction of a specialist dermatologist 

 

1. Immediately cease any potential causative drug 



 

2. Steroids: 

 

● Systemic: 

 

♥ Systemic glucocorticoid therapy is first-line treatment for 

 Sweet’s syndrome, and usually results in dramatic 

 clinical improvement. 

 

Usually, systemic steroids, such as prednisolone, are prescribed in 

a dose of 30 - 60 mg daily.  

 

Within a few days the fever, skin lesions and other symptoms clear 

up.  

 

However, lower doses of corticosteroids are often required for 

several weeks to months to prevent relapse. 

 

● Topical: 

 

♥ Potent topical agents can also be added.   

 

Local therapy may also be used as an adjunct to systemic 

glucocorticoids or other systemic agents in patients with 

widespread cutaneous lesions. This is often done in an attempt to 

reduce dependence on systemic drugs and accelerate lesion 

healing. The efficacy of such combination therapy has not been 

formally studied. 

 

Patients who present with a few, localized skin lesions (e.g. less 

than 5 percent body surface area) and without systemic symptoms 

may respond well to local corticosteroid therapy alone. 

 

 ● Intralesional steroid injection: 

 

  ♥ This is another option local lesions  

 

3. Non-steroid options: 

 

A range of  other medications may be tried when systemic corticosteroids are 

ineffective or contraindicated.  

 

Those reported to be useful include:  

 

● Colchicine 

 

● Dapsone  

 



 ● Potassium iodide (as either tablets or a solution)  

 

4. Immunosuppressant agents:  

 

● For more sever disease infliximab, adalimumab and etancercept may be 

 used.  

 

Disposition: 

 

Suspected cases should be urgently referred to dermatology for diagnosis and treatment 
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