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Sweet’s syndrome is a rare dermatosis, with established clinical, histopatho-
logical and laboratory criteria for its diagnosis. The classic form is the most

frequent, being predominant in women. Classically painful lesions occur on

the extremities, face and neck as papules, plaques, erythematous-edematous
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INTRODUCTION

nodules. The first line of treatment is high doses of systemic corticosteroids.

We present the case of a patient with systemic symptoms and lesions of classic

Acute febrile neutrophilic dermatosis was first des-
cribed by Robert Douglas Sweet in 1964, in eight women
between 32 and 55 years of age who presented fever,
neutrophilia, painful plaques on extremities, face and
neck, accompanied by neutrophilic dermal infiltrate.
It eventually became the eponym of the disease also

known as Sweet’s Syndrome.>

It typically manifests as painful erythematous
plaques and nodules on the extremities, trunk and
face. Different clinical variants have been reported
such as blistering, subcutaneous, cellulitis-like, ne-
crotizing? localized on the dorsum of the hands and

generalized pustular.

Although the etiology is unknown, mainly idiopathic,
triggering factors have been associated with infections,
neoplasms, some medications, as well as its develo-

pment following certain vaccines.4>

Su and Liu proposed in 1986 the diagnostic criteria for
the classic form, which were later modified in 1994 by
von den Driesch, requiring that the two major and two

of the four minor criteria be met2
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We present the case of a 31-year-old female patient
with lesions suggestive of Sweet’s syndrome, with no

associated triggering factors.

CLINICAL CASE

A 31-year-old woman with no significant personal history,
consulted with a clinical picture of 8 days of evolution that
began with an unquantified thermal rise, edema in the
lower extremities. Physical examination revealed erythe-
matous papules and vesicles, some isolated and others
grouped, located on the extremities, dorsum and palm
of the hands (Figure 1 and 2), accompanied by pruritus.
With a diagnosis of Sweet’s syndrome versus erythema

elevatum diutinum, a skin biopsy was requested.

Histopathologic study revealed accentuated edema in
papillary dermis with formation of subepidermal blisters
containing plasma and neutrophilic exudate (Figure 3).
The underlying dermis with lymphocytic, neutrophilic
and eosinophilic inflammatory infiltrate with super-
ficial and mid perivascular and interstitial inflammatory
infiltrate with presence of karyorrhexis (Figure 4). Fin-

dings compatible with Sweet’s syndrome.
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Figure 1 Figure 2

Figure 1: Papules, erythematous, edematous plaques, some with desquamation on the surface. With presence of vesicles.
Figure 2: Edema and erythema in the thumb of the fingers.

' Figure 3 - _ Figure 4

Figure 3 and 4: Erythematous papules and plaques on upper extremities.

Figure 5 Figure 6

Figure 5: Presence of intense edema in papillary dermis with subepidermal blisters.
Figure 6: Perivascular neutrophilic, lymphocytic and eosinophilic inflammatory infiltrate.
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Sweet’s syndrome, also called acute febrile neutrophilic
fever dermatosis, is a rare disorder, with an annual in-
cidence of 2.7 - 3 cases per 1000000.° It occurs mainly
in women aged 30-60 years sometimes associated with
triggering factors,” although cases have also been re-

ported in children.5®

The diagnosis of Sweet’s syndrome is based on
typical clinical features, laboratory and histopatho-

logical findings.s

The diagnostic criteria were initially described by Su
and Liu, being modified by von den Driesch in 1994,
requiring the presence of neutrophilic infiltrate for its
diagnosis, although there are reports of Sweet’s syn-
drome without predominant neutrophilic infiltrate and
the fulfillment of two major and two minor criteria is

required (Table 1).2

On the other hand, in 1996, Walker and Cohen esta-
blished the criteria for drug-induced Sweet’s Syndrome,

requiring the fulfillment of all criteria for its diagnosis.

Clinically, fever is the most common symptom. Lesions
usually appear as erythematous, edematous, typically
painful papules, plaques or nodules. They can appear
anywhere on the body, with the face, neck and upper
extremities being the most frequent sites.?

Cutaneous lesions are accompanied by systemic
symptoms such as fever, malaise, myalgias and ar-
thralgias. On the other hand, it can manifest with ex-
tracutaneous lesions in the central nervous system,

kidneys, liver, lungs and heart.

Although its etiology is unknown, and it is generally
idiopathic, many associated or triggering factors have
been described in the literature, such as malignancies,
infections mainly of the upper respiratory and gastroin-
testinal tract, pregnancy, drugs such as azathioprine,
vaccines, autoimmune diseases such as Behcet syn-
drome, Sjogren syndrome, systemic lupus erythema-
tosus, rheumatoid arthritis and inflammatory bowel di-

sease, thyroid disease. 9"

Table 1: Diagnostic criteria of Sweet’s Syndrome.

SWEET'S SYNDROME CRITERIA

MAJOR CRITERIA

MINOR CRITERIA

1. Abrupt onset of painful erythematous plaques or
nodules.
2. Presence of dense neutrophilic infiltrate without

leukocytoclastic vasculitis on histopathology.

3. Temperature higher than 38C
4. Association of underlying visceral or hematologic
malignancy, inflammatory disease or pregnancy, or
being preceded by upper respiratory or gastrointestinal
infection or vaccination.
5. Excellent response to systemic corticosteroids or
potassium iodide.
6. Elevation of three of the following four laboratory
parameters:
a. Erythrocyte sedimentation rate higher than 29mm/h
b. C-reactive protein positive
c. Leukocytosis greater than 8000

d. Neutrophilia greater than 70%.
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This entity is classified into three categories: classical or
idiopathic SS, being the most frequent form, SS asso-

ciated with malignancies and drug-induced SS5

Sweet’s syndrome in the context of neoplasias occurs
in 10-20% of cases/ it constitutes a rare paraneoplastic
syndrome that usually occurs in hematological malig-
nancies, mainly acute myeloid leukemia, being its asso-
ciation with solid tumors infrequent. It can be a mani-
festation of an undiagnosed malignancy or present as an

initial sign of cancer recurrence.s

A wide variety of drugs have been reported in the li-
terature as triggers of SS such as antibiotics, antineo-
plastics, granulocyte colony stimulating factors, an-
ticonvulsantsy non-steroidal anti- inflammatory
drugs, and associated with vaccines such as BCG, in-
fluenza, pneumococcal and recently with the vaccine for

COVID-19 Pfizer, Astrazeneca,* Moderna.?

Histopathology typically shows a dense neutrophilic in-
filtrate with edema without vasculitis* In some cases
lymphocytes and eosinophils are found, with the pre-
sence of spongiosis.® Histopathological variants have
been described as: subcutaneous, eosinophilic, histio-

cytoid and lymphocytic.

The approach and management of SS should be ca-
rried out systematically. Upon suspicion, it is necessary
to identify extracutaneous involvement, associated di-
seases, infections and possible association with drugs.
At this point it is necessary to rule out hematological di-
seases and associated neoplasms according to the symp-

tomatology of each patient.?

Laboratory tests should include in addition to a complete
blood count, acute phase reactants, renal and hepatic
function, urinalysis, in certain cases, antistreptolysin O
antibodies, rheumatoid factor, thyroid function, tumor
markers may be necessary. Skin biopsy is indispen-
sable and is routinely performed. If extracutaneous in-
volvement is suspected, other diagnostic tests such as

imaging studies are requested.’
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In the classic form of SS, lesions may persist for weeks or
months and then disappear. The first line of treatment
is high doses of systemic corticosteroids of 0.5-1.5 mg/
kg/day.” Other frequently used options are dapsone at
doses of 100-200 mg/day, potassium iodide with doses
of 900 mg/day and colchicine with doses of 1.5 mg/
day’ Lesions usually improve 72 hours after the start
of treatment.? On the other hand, the use of antibiotics
such as doxycycline, as well as metronidazole, indome-
thacin, clofazimine, etretinate, thalidomide, TNF alpha
and IL 1 antagonists in refractory cases have also proven

to be effective*

CONCLUSION

Sweet’s syndrome also called acute febrile neutrophilic
febrile dermatosis, is a rare disorder clinically mani-
fested with fever, painful erythematous plaques and no-
dules, and leukocytosis with neutrophilia. It is divided
or classified into a classic form of presentation, asso-
ciated with mainly hematologic malignancies, and the
drug-induced form. In our case no triggering or asso-
ciated factors were found, so it is a classical or idiopathic
form of the disease. The diagnosis is clinical, supported
by diagnostic criteria, laboratory and histopathological
findings. The mainstay of treatment is based on the use

of systemic corticosteroids.
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