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CASE REPORT

Palisaded Neutrophilic and Granulomatous Dermatitis
in a Patient with Behget’s Disease: A Case Report
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Palisaded neutrophilic and granulomatous dermatitis (PNGD)
is an uncommon skin eruption and characterized histopatho-
logically by the presence of granulomatous inflammation
with or without leukocytoclastic vasculitis. PNGD is known
to be associated with various immune-mediated connective
tissue diseases such as rheumatoid arthritis and lupus ery-
thematosus. However, to our knowledge, a case of PNGD in
a patient with Behget’s disease is extremely rare and only one
case has been reported in foreign literature to date. Herein,
we report an unusual case of a 60-year-old female with
Behcet’s disease who presented multiple erythematous to
flesh-colored papules on the extremities, buttocks, and ear
lobes and was diagnosed with PNGD. After the treatment of
systemic corticosteroids, colchicine and azathioprine, the
skin lesions and oral ulcers improved. The patient is under
observation without recurrence of skin lesions for 6 months.
(Ann Dermatol 33(1) 73~76, 2021)
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INTRODUCTION

Palisaded neutrophilic and granulomatous dermatitis (PNGD)
is an uncommon condition characterized histopathologi-
cally by the presence of granulomatous inflammation with
or without leukocytoclastic vasculitis'. PNGD has a varied
clinical presentations consisting of multiple discrete, 2 to
10 mm erythematous to violaceous papules or plaques, typi-
cally located over extensor surfaces or the trunk?. PNGD
has been most commonly associated with underlying sys-
temic diseases such as rheumatoid arthritis (26.8%), fol-
lowed closely by lupus erythematosus (11.3%)>. However,
a case of PNGD in patient with Behget’s disease is ex-
tremely rare and so far only one case has been reported in
foreign literature®”.

CASE REPORT

The patient was a 60-year-old female who presented with
a 3-year history of tender, erythematous, papules involv-
ing the both arms, thighs, knees, buttocks, and ear lobes
that continued to wax and wane (Fig. 1). The patient had
no significant medical history other than recurrent uveitis
and oral ulcer over the last three years. Physical examina-
tion revealed multiple erythematous to flesh-colored pap-
ules on her both extremities, buttocks, and ear lobes and
oral ulcers. She was diagnosed with panuveitis by an oph-
thalmic examination and there was no specific finding on
the gynecological evaluation. Skin biopsy on papular le-
sions of the right arm showed multiple interstitial and pal-
isading histiocytic infiltrations that surround degenerated
collagen and scattered neutrophils and nuclear dust (Fig.
2). Superficial to mid-dermal perivascular infiltrates and
extravasated erythrocytes were observed. Alcian blue and
Periodic acid-Schiff staining revealed no mucin deposition
in the area of granulomatous inflammation. On laboratory
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Fig. 1. (A) Clinical photograph of
multiple erythematous to flesh-colo-
red papules on extensor surface of
the right upper arm and (B) left but-
tock. We received the patient’s con-
sent form about publishing all pho-
tographic materials.

Fig. 2. Microscopic feature of palisaded neutrophilic and granulomatous dermatitis. (A) Multiple well-developed granulomas with fibrosis
in the upper and lower dermis (H&E, x40). (B) Degenerated collagen, scant neutrophils and nuclear dust were surrounded by an
interstitial and palisading histiocytic infiltrations in the dermis (H&E, x200). (C) Closed view (H&E, x400).

tests, complete blood cell count, blood biochemistry, and
urinalysis were within normal limits. There was no abnor-
mal finding on chest radiography. Additional screening tests
showed negative results for human leukocyte antigen (HLA)
B27 real time polymerase chain reaction, HLA B51, anti-
double stranded DNA antibody (Ab), anti- 8 2 glycoprotein1
Ab, anti-cardiolipin Ab, anti-neutrophilic cytoplasmic Ab,
and lupus anticoagulant testing, but positive for anti-nu-
clear Ab at a titer of 1:160. Diagnosis of systemic lupus er-
ythematosus could be ruled out based on the American
College of Rheumatology criteria for classification of sys-
temic lupus erythematosus in 1997. According to diagnostic
criteria established by the International Study Group for
Behcet’s disease in 1990, she was diagnosed with Behcet's
disease. Given the clinical and histopathologic manifesta-
tions, the diagnosis of PNGD associated with Behcet’s dis-
ease was made. After treatment of panuveitis with high
dose steroids, the dose of systemic corticosteroids was re-
duced to the 20 mg of prednisolone per day and 0.6 mg of
colchicine and 50 mg of azathioprine per day were added
for the treatment of Behcet’s disease. The skin lesions and
oral ulcers were subsided after the treatment and she is
under observation without recurrence of skin rashes for 6
months.
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DISCUSSION

Recurrent oral aphthous ulcer is the most frequent mani-
festation of Behget’s disease and should be differentiated
from those of recurrent oral ulcers due to other causes, such
as trauma, infection (herpes simplex, syphilis, human im-
munodeficiency virus), mucocutaneous disease (lichen planus,
erythema multiforme), immunobullous disease (pemphigus)
and squamous cell carcinoma®’. Genital aphthous ulcers
are morphologically similar to the oral ulcers but usually
larger and deeper. Recurrent genital ulcerations should be
differentiated from venereal disease such as syphilis, chan-
croid and herpes simplex virus infection”®. Crohn’s dis-
ease, sarcoidosis and infectious uveitis must be ruled out
in case of recurrent uveitis®. Papulopustular or acne-like
lesions are the most common (28% ~96%) cutaneous mani-
festations”. However such lesions are nonspecific and are
difficult to clinically differentiate from other diseases, such
as acne vulgaris or folliculitis. Recent studies have demon-
strated that histopathological findings of vasculitis in pap-
ulopustular lesions may be regarded as significant diag-
nostic criteria for patients suspected of Behcet’s disease”. In
our case, the patient showed recurrent oral ulcers and
uveitis. Multiple erythematous papules on both extremi-



ties, buttocks and ear lobes were identified. A skin biopsy
revealed histological findings consistent with PNGD. Based
on clinical and pathological findings on biopsy, the pa-
tient was diagnosed with Behcet’s disease combined with
PNGD.

The histopathologic appearance of PNGD vary from dif-
fuse interstitial inflammation composed of histiocytes or
lymphocytes or eosinophils, and/or little neutrophils to dense
neutrophilic infiltrates with degenerated collagen and pal-
isading granulomas with fibrosis and scant neutrophilic
debris'®"". Early lesions show dense neutrophilic infiltrates
with or without leukocytoclastic vasculitis and degenerated
collagen. Fully developed lesions represent palisaded gra-
nulomas with dermal fibrosis and scant neutrophilic de-
bris that surround degenerated collagen”'. In its apparent
late stage, PNGD appears to resolve with fibrosis and shows
histopathologic features similar to necrobiosis lipoidica'®.
In this case, the histologic findings were consistent with
fully developed lesions. Each developmental stage has a
specific differential diagnosis such as leukocytoclastic vas-
culitis, rheumatoid nodules, granuloma annulare, and nec-
robiosis lipoidica®'". Compared with leukocytoclastic vas-
culitis, PNGD has much more neutrophilic infiltrations and
nuclear dust throughout the dermis and it also shows
more severe collagen degenerations'”"?. Rheumatoid nod-
ules are generally deeper in the dermis and have more
sclerosis in the area surrounded by the granuloma''. Gra-
nuloma annulare has far fewer nuclear debris, thinner de-
generated collagen and more abundant mucin deposits.
Necrobiosis lipoidica is characterized by palisaded gran-
uloma with degenerated collagen that extend not only
throughout the dermis but also into the septa of subcutis
fat2,11-13.

Interstitial granulomatous dermatitis (IGD) is a rare derma-
tosis, histologically characterized by an interstitial infiltrate
of histiocytes in the reticular dermis. Rarely, neutrophils
and eosinophils can be found and vasculitis is generally
absent. IGD is associated with various systemic conditions
and medications such as antihypertensives, lipid-lowering
agents, and anticonvulsants'*. Considering the overlapping
clinical and histopathologic findings and systemic disease
associations, IGD and PNGD are thought to exist on the
same clinicopathological spectrum while others have con-
sidered that IGD has a distinct clinical presentation with
associated histopathology'>'®. It might be difficult to dif-
ferentiate IGD from interstitial granuloma annulare (IGA)
which show interstitial granulomatous pattern. In IGA, pro-
minent mucin deposition and focal histiocytic infiltrates
are observed'. In our case, based on the patient’s medical
history, she did not take any medications known to be as-
sociated with the development of granulomatous dermati-
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tis . The histopathologic features displayed a fully de-
veloped lesion of PNGD. Despite vasculopathy was ob-
served, leukocytoclastic vasculitis was not a feature at this
stage'’. In our patient, the absence of dermal mucin, pan-
dermal interstitial and palisading pattern of histiocytes sur-
rounding degenerated collagen and numerous neutrophil-
ic infiltrates were distinguishing features of PNGD.

PNGD is an unusual disease entity associated with varia-
ble and heterogeneous systemic diseases. Although there
are many reports related to other autoimmune disease, the
reports of PNGD associated with Behcget's disease is ex-
tremely rare. To our knowledge, only one case of PNGD
associated with Behcet’s disease has been reported in for-
eign literature®. Therefore, we suggest that dermatologists
should pay attention to this rare disease entity, especially
in patient with underlying systemic diseases and further
studies on the prognosis of PNGD associated with Behcet’s
disease are needed.
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