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Abstract 
Neutrophilic dermatosis of the dorsal hands (NDDH) is a localized variant of Sweet 
syndrome, a neutrophilic dermatosis commonly associated with underlying 
malignancy or systemic inflammatory disorders. NDDH can be mistaken for 
infection due to its rarity, clinical appearance, and common association with elevated 
inflammatory markers. A high index of suspicion for this diagnosis should be 
maintained with symmetrical hand lesions, as approximately 78% of patients with 
NDDH have bilateral disease. Patients respond rapidly to the initiation of systemic 
steroids; however, like with generalized cutaneous Sweet syndrome, diagnosis should 
prompt further work-up for underlying disease. 

A 66-year-old woman presented to the emergency de
partment with a 1-week history of painful lesions sym
metrically distributed on the medial thumbs and lateral 
index fingers. Physical examination revealed well-demar
cated, edematous, violaceous plaques with focal areas of 
central duskiness (Figure 1A, 1B). The patient had no 
other skin findings, systemic symptoms, known sick con
tacts, recent trauma, or new medications. Laboratory 
testing showed a white cell count of 11,000 per cubic 
millimeter (73.5% neutrophils), high-sensitivity C-reac
tive protein of 19.9 mg/L (reference range, ≤3), and ery
throcyte sedimentation rate of 42 mm per hour (reference 
range, ≤20). A punch biopsy of the skin demonstrated 
a dense neutrophilic infiltrate with negative Gram, Gro
cott methenamine silver, periodic acid–Schiff, and acid-
fast bacterial staining. The patient rapidly improved with 
initiation of systemic steroids; thus, a diagnosis of neu
trophilic dermatosis of the dorsal hands (NDDH), a lo
calized variant of Sweet syndrome, was made.1 

Sweet syndrome, also known as acute febrile neu
trophilic dermatosis, is considered to be the prototype 
of the neutrophilic dermatoses, a spectrum of disorders 
united by a dense, sterile neutrophilic infiltrate on 
histopathology.2 The diagnosis of classical Sweet syn
drome may be made when the acute onset of painful, 
erythematous nodules or plaques is accompanied by con
sistent pathology (dense neutrophilic infiltrate without 
evidence of leukocytoclastic vasculitis) and two of four 
minor criteria, including excellent response to systemic 
corticosteroids, presence of fever (>38°C), high inflam
matory markers, and association with underlying malig
nancy, inflammatory disease, pregnancy, or recent illness 
or vaccination.3 Numerous clinical variants of Sweet syn
drome have been described, including pustular Sweet 
syndrome, necrotizing Sweet syndrome, and NDDH.2 

Figure 1. A, Well-demarcated, edematous, violaceous plaques with 
central duskiness located on the right lateral index finger and right 
medial thumb. B, Symmetrically distributed on the left index finger, 
left thumb, and left thenar eminence, there are violaceous plaques 
with central duskiness. 

NDDH is a localized variant of Sweet syndrome where 
skin lesions are usually limited to the dorsa of the hands 
and often located in the area between the thumb and in
dex finger.1 The skin lesions are classically tender, ery
thematous to violaceous plaques that become bullous, 
ulcerative, or pustular.1 Prior to 2006, the relationship 
between NDDH and diagnostic entities with similar 
histopathology and clinical characteristics (i.e. pustular 
vasculitis of the hands, atypical pyoderma gangrenosum) 
was unclear.4 Now, NDDH is viewed as identical to atyp
ical pyoderma gangrenosum, also called vesiculobullous 
pyoderma gangrenosum, when that condition presents 
on the hands.4 

The differential diagnosis for NDDH is broad and 
includes infectious, neoplastic, and autoimmune etiolo
gies.3 Prompt recognition of NDDH is important as cen
tral necrosis and ulceration can be confused for a necro
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tizing infection, which may lead to unnecessary digit 
resections.5 As seen in other neutrophilic dermatoses, 
Sweet syndrome can demonstrate pathergy in up to 25% 
of cases.2 Therefore, patients with NDDH who undergo 
debridement or resection may experience expansion after 
surgery.5 Various corticosteroid treatment strategies (in
cluding both systemic and topical steroids) for NDDH 
have been trialed in individual reports, with clinical im
provement observed in all cases and resolution of lesions 
seen usually within a few weeks.1 

Approximately 78% of patients with NDDH present 
with bilateral disease, with only 4% of patients having pal
mar involvement.1 As in classical Sweet syndrome, there 
is a significant association between NDDH and underly
ing (sometimes occult) systemic diseases, including hema
tologic disorders in approximately 14% of patients, solid 
tumors in approximately 11% of patients, rheumatologic 
diseases in approximately 10% of patients, and inflamma
tory bowel disease in approximately 3% of patients.1 This 
patient had a history of early-stage renal cell carcinoma 
with nephrectomy occurring five years prior to onset of 
symptoms; however, repeat CT imaging of the abdomen 
and pelvis after the diagnosis of NDDH did not show re
currence of disease. 
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