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A Rare Presentation of Systemic Lupus Erythematosus with
Leg Ulcers and Degos-Like Lesions

Bacak Ulserleri ve Degos Benzeri Lezyonlar Bulunan
Sistemik Lupus Eritematozusun Nadir Bir Sunumu
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ABSTRACT Degos-like lesions (DLL) have been associated with con-
nective tissue diseases. Till date only twelve cases of systemic lupus
erythematosus (SLE) with DLL have been published. We describe a
rare case of SLE with leg ulcers and DLL. A 23-year-old male pre-
sented with malar rash, photosensitivity, leg ulcers, joint pain, oral ul-
cers, altered sensorium and dyspnea. Cutaneous examination also
revealed atrophic, porcelain-white scars over body previously unno-
ticed by patient. Dermoscopy of atrophic lesions was pathognomonic of
Degos disease. Histopathology from various lesions were consistent
with Degos disease and SLE. Patient was admitted in intensive care
unit but succumbed to multiorgan failure two days later. This case high-
lights the importance of dermoscopy for immediate diagnosis of DLL.
Appropriate investigations for early diagnosis and timely management
can decrease mortality. Also a thorough examination in cases of con-
nective tissue diseases may reveal uncommon lesions that can alter clin-
ical course and outcome of patients.
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OZET Degos benzeri lezyonlar [Degos-like lesions (DLL)] bag do-
kusu hastaliklariyla iligkilidir. Bugiine kadar yalnizca 12 DLL’li siste-
mik lupus eritematozus [systemic lupus erythematosus (SLE)] vakasi
yaymlanmistir. Bu ¢aligmada bacak iilserleri ve DLL bulunan nadir bir
SLE vakasi tanimladik. 23 yasinda bir erkek, malar ras, fotosensitivite,
bacak iilserleri, eklem agrisi, oral {ilserler, sensoryum degisikligi ve
dispne ile bagvurmustur. Ayrica, cilt muayenesinde, hastanin viicu-
dunda daha 6nce fark etmedigi atrofik, porselen beyazi yaralar oldugu
ortaya ¢ikmistir. Atrofik lezyonlarin dermoskopisi, Degos hastalig1 i¢in
patognomoniktir. Cesitli lezyonlardan yapilan histopatoloji, Degos has-
talig1 ve SLE ile uyumluydu. Hasta yogun bakim tnitesine kaldirildi
ancak 2 giin sonra ¢oklu organ yetmezligine yenik diistii. Bu vaka
DLL’nin hizli tanisinda dermoskopinin 6nemini vurgulamaktadir.
Erken tan1 ve zamaninda miidahale i¢in uygun arastirmalar mortaliteyi
azaltabilir. Ayrica bag doku hastaliklari vakalarinda kapsamli bir mua-
yene, hastalarin klinik seyrini ve sonuglarimi degistirebilecek nadir lez-
yonlarin ortaya ¢ikmasini saglayabilir.

Anahtar Kelimeler: Sistemik lupus ertematozus; degos hastaligi;
bacak {ilserleri; dermoskopi

Degos disease (DD) also known as malignant at-
rophic papulosis was described by Kéhlmeier and
Degos in 1942." It is a vaso-occlusive disorder af-
fecting skin, central nervous system, and gastroin-
testinal tract. Degos-like lesions have been reported
with many connective tissue diseases (CTD), mainly
systemic lupus erythematosus (SLE).! Twelve cases
of SLE with Degos-like lesions were found on liter-
ature search. We describe a case of SLE with leg ul-
cers and Degos-like lesions, not previously reported.

I CASE REPORT

A 23-year-old male presented with malar rash, pho-
tosensitivity, and leg ulcers for 2 years, joint pain and
oral ulcers for 4 months, altered sensorium and dys-
pnea for 10 days. Two months back patient was di-
agnosed with SLE at another centre, and prescribed
hydroxychloroquine (400 mg/day).

On examination, patient had tachycardia
(124/min), hypotension (80/50 mm of Hg), tachyp-
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FIGURE 1: a) Erythema and scaling with hyperpigmentation seen over malar area and dorsum of nose. b) Multiple porcelain-white atrophic scars and hyperpigmented ma-
cules seen diffusely over back. ¢) Ulcers with necrotic slough seen over medial malleoli and dorsa of feet and legs along with porcelain-white scars. d) Multiple ulcers, few

healing with porcelain-white scarring over extensor aspect of legs.

nea (24/min), 60% oxygen saturation and altered con-
sciousness.

Cutaneous examination revealed malar rash
(Figure 1la), palatal erosions, atrophic, porcelain-
white scars over back and dorsum of hands (Figure
1b). Multiple petechiae and pinpoint necrotic ulcers
were seen over palms and soles (Figure 1¢). Multiple
ulcers of variable sizes with necrotic slough, few
healing with porcelain-white scarring were seen over
medial malleoli and dorsa of feet and legs (Figure Ic,
Figure 1d).

Dermoscopy of atrophic lesions showed central
whitish structureless area with erythematous telang-
iectatic rim (Figure 2a). Nail fold capillaroscopy
showed dilated and glomerulized blood vessels
(Figure 2b).

FIGURE 2: a) Dermoscopy of atrophic lesions showing central whitish structure-
less area with erythematous telangiectatic rim (Dermlite DL4 polarized mode 10x).
b) Nail fold capillaroscopy showing dilated and glomerulized blood vessels (Derm-
lite DL4 polarized mode 10x).

Investigations showed neutrophilic leukocytosis
(23,700/mm?), raised urea nitrogen (77 mg/dL) and

FIGURE 3: a) Histopathology showing epidermal thinning with mild dermal perivascular lymphocytic infiltrate and dermal infarct (H&E, x400). b) Histopathology showing
perivascular lymphocytic infiltrate with obliterated lumen of blood vessels by proliferation of endothelial cells (H&E, x400) c) Histopathology showing follicular plugging, edema,
leukocytoclastic vasculitis and nuclear dust in subepithelial region, with dermal fibrinoid necrosis (H&E, x400).
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serum creatinine (4.8 mg/dL), positive anti-nuclear
antibody (1:1,280), and anti-ds-DNA antibody. Skin
biopsy from atrophic-white lesion revealed epider-
mal thinning with mild dermal perivascular lympho-
cytic infiltrate and infarct (Figure 3a). Biopsy from
ulcer edge revealed perivascular lymphocytic infil-
trate with obliterated lumen of blood vessels by pro-
liferation of endothelial cells (Figure 3b). Biopsy
from a plaque showed follicular plugging, edema,
leukocytoclastic vasculitis and nuclear dust in
subepithelial region, with dermal fibrinoid necrosis
(Figure 3c).

With these clinical, dermoscopic, and laboratory
features, diagnosis of Degos-like lesions associated
with SLE was made.

Patient was admitted in intensive care unit and
was being treated with inotropes, intravenous dex-
amethasone, intravenous piperacillin-tazobactam, hy-
droxychloroquine 400 mg/day but succumbed to
multiorgan failure two days later.

Appropriate written consent has been taken from
patients parents for publication of patient’s photo-
graphs in the journal.

I DISCUSSION

DD is of two types, isolated DD with or without in-
ternal organ involvement, and Degos-like lesions in
association with CTD. Only upto 15% cases have iso-
lated cutaneous involvement. Systemic involvement
especially gastrointestinal and central nervous sys-
tem, is associated with increased mortality (upto
50%).2

Degos-like lesions are associated with CTDs like
SLE, dermatomyositis, systemic sclerosis, overlap
syndromes. Many cases presenting with cutaneous
DD have only laboratory findings suggestive of
CTDs.*> Till date 12 cases of DD with SLE have
been reported, with majority in females.® Degos-like
lesions have preceded other features of SLE by 2
years and 8 years in two cases.” One female presented
with DD developed lupus nephritis during pregnancy
1-year later.? Others presented with concomitant or
late-onset of Degos-like lesions by 1-7 years.® Malar
erythema, photosensitivity, chronic cutaneous LE,
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bullous SLE, and arthritis were the clinical features of
SLE reported with Degos-like lesions.® Our patient
had oral ulcers, palmoplantar and leg ulcers, malar
rash, along with Degos-like lesions. One study de-
scribed DD-like lesions and leg ulcers in SLE patient
with Lupus Anticoagulant but concomitant leg ulcers
and DD have not been previously reported.* Ulcers
in our patient had features of livedoid vasculopathy,
but tenderness could not be elicited due to his altered
sensorium.

These classical lesions can be identified by
naked eye in white skin, but are difficult to appreci-
ate in skin of colour. Degos-like lesions were unno-
ticed by our patient and were seen on clinical
examination in our Outpatient department con-
firmed immediately on dermoscopy. A previous re-
port of DD with SLE showed similar white stellate
structureless areas surrounded by telangiectasia on
dermoscopy.® Dermoscopy of Degos-like lesions
shows three different patterns, each one corresponds
to a different evolution stage. Early stage papules
show combination of a reddish-to-purple back-
ground and purpuric dots. In the second stage, targe-
toid pattern with yellowish, purple or necrotic centre
surrounded by an erythematous halo is seen. Finally
in the third stage, dermoscopy of healed lesions
shows a white structureless centre surrounded by a
rim of short, thin and slightly curved vessels.’ In our
patient, dermoscopic findings matched with the
third stage.

Histopathological examination from the three
sites revealed thrombotic, vasculitic process. Al-
though mucin deposition is a characteristic feature in
SLE, it was not detected in biopsy samples from our
patient. Depending on duration, location and type of
lesion, amount and distribution of mucin deposition
varies.!” Also being on hydroxychloroquine therapy
for 2 months could result in decreased fibroblast
product of mucin, which was not detected in the
biopsy samples of our patient.

Thorough investigation could not be performed
because the patient presented to us in late stage and
succumbed to the complications. The required tests
could have revealed if renal or neurological involve-
ment was due to SLE or DD.
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This case highlights the importance of der-
moscopy for immediate diagnosis of DD. Degos-like
lesions can be first presentation of underlying CTD.
Appropriate investigations and regular follow-up
would help in early diagnosis and timely manage-
ment can decrease mortality. Also a thorough cuta-
neous examination in CTD may reveal uncommon
lesions that can alter clinical course and outcome of
patients as seen in our case.
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