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Abstract: Lupus erythematosus profundus (LEP) is a rare subset of chronic cutaneous lupus erythematosus (CCLE), with a reported 
incidence of 1–3% in all LE cases. The most common cutaneous clinical presentation includes indurated plaques or subcutaneous nodules 
with an overlying normal skin. The clinical findings range from skin redness to features of CCLE, such as scaling, follicular plugging, and 
atrophy. Ulceration is rare and occurs in 28% of all LEP cases. We present a case report of LEP with multiple cutaneous ulcers on the right 
cheek and scalp accompanied by cicatricial alopecia. No other systemic manifestations were noted. Histopathological examination revealed 
periadipocyte, perivascular, and perivascular infiltration of lymphocytes, eosinophils, and plasma cells, supporting the diagnosis of LEP. The 
topical treatments given to the patient were sunscreen, 2% mupirocin cream, and wound dressing with dialkyl carbamoyl chloride (DACC). 
The patient was also treated systemically with oral corticosteroids and hydroxychloroquine. Clinical improvements were observed in the 3rd 
month of follow-up, and ulcer healing resulted in atrophic scars and fading erythematous macules. LEP is seldom associated with systemic 
or discoid lupus erythematosus. This occurs twice as frequently as a distinct entity does. Diagnosis accuracy plays an important role in 
determining the appropriate wound care, topical, and systemic treatments for LEP patients with multiple overlying cutaneous ulcerations. 
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Introduction
Lupus erythematosus profundus (LEP) is a rare subset of chronic cutaneous lupus erythematosus (CCLE), predominantly 
involving the subcutaneous tissue, with a reported incidence of 1–3% of all LE cases.1 This dermatosis is seldomly 
associated with systemic lupus erythematosus (SLE) ranges form 2–5%.2 It occurs twice as frequently as a distinct 
entity.1 Most patients with LEP are women aged 20–60 years,2 with a male-to-female ratio of 3:8. The most common 
cutaneous clinical presentation is indurated plaques or subcutaneous nodules with an overlying normal skin. The findings 
range from skin redness to features of CCLE such as scaling, follicular plugging, dyspigmentation, telangiectasia, or 
atrophy, and ulcerations. Skin ulceration is a rare clinical manifestation that affects 28% of all LEP patients.1

Skin ulcer is defined histologically as a break in the epithelial integrity of the skin which may extend to deeper 
structures.3 Chronic ulcer has a significant impact on the health and quality of life of patients, causing exudate, pain, 
depression, anxiety, sleep disturbance, and activities restriction.4 This case report presents multiple overlying cutaneous 
ulcerations as a rare case of LEP.

Clinical Case
A 40-year-old housewife complained of multiple non-healing indurated ulcers on the scalp, forehead, and right cheek, 
accompanied by hair loss and pus for two months. The patient initially had asymptomatic erythematous patches on the 
forehead, right cheek, and scalp for three years prior to consultation. One year prior to the consultation, hair loss started, 
and the erythematous patches became ulcerated, specifically in the last four months. Fatigue, fever, and weight loss were 
not reported.
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On physical examination, there were multiple, irregular, well-defined, and deep ulcerations with erythematous 
indurated edges on the scalp, forehead, and right cheek. The diameter of ulcers ranged from 0.5 to 3 cm. Slough and 
crust were seen covering some lesions (Figures 1A, B and 2A, B). Diffuse and atrophic cicatricial alopecia on the vertex.

Laboratory tests revealed leukopenia (3570/µL), increased erythrocyte sedimentation rate (43 mm/h), and increased 
C-reactive protein/CRP (0.46 mg/dL). Other specific tests, such as, antinuclear antibody (ANA), anti-double-stranded 
deoxyribonucleic acid (dsDNA), venereal disease research laboratory (VDRL), and human immunodeficiency virus 
(HIV) antibodies, were all within normal limits. Skin biopsy was performed at the erythematous indurated edge of the 
ulcers on the right cheek with the patient’s consent. Differential diagnosis was subcutaneous panniculitis-like T cell 
lymphoma (SPTCL). The patient was initially treated with topical sunscreen, 2% mupirocin cream, and a modern 
dressing containing dialkyl carbamoyl chloride (DACC) coated with sterile gauze. The patient also received 24 mg 
per day methylprednisolone orally (0.5 mg/kg bodyweight of prednisone).

Two weeks later, the amounts of slough and crust decreased (Figure 2C and D). Histopathological changes in hematoxylin 
and eosin (H&E) staining were observed as perivascular, periadnexal, and periadiposal lymphocytic, eosinophilic, and 

Figure 1 Clinical manifestations of LEP in the patient. (A) Multiple cutaneous ulcer and scarring alopecia. (B) Serous crust overlying indurated erythematous plaque on the 
forehead. (C and D) Clinical improvement after three months of follow up.
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plasmacytic infiltration in the dermis (Figure 3). Thickening of the basement membrane was evident in the periodic acid-Schiff 
(PAS) stain (Figure 4). The patient was diagnosed as LEP based on clinicopathological findings.

After one month period of follow-up, 200 mg of oral hydroxychloroquine twice daily was added for systemic 
treatment based on ophthalmologic examination. The oral methylprednisolone administration tapered off with 20% 
reduction every two weeks. The patient responded well to therapy, and during three months of follow-up period, some 
hair had regrown over the vertex and the skin ulcers had healed, leaving atrophic scars (Figures 1C, D and 2E, F).

Discussion
Lupus erythematosus profundus usually occurs in women aged 20–60 years old,2 with a male-to-female ratio of 3:8. The 
most common cutaneous clinical presentations are indurated plaques or subcutaneous nodules, ranging from skin redness 
to features of CCLE, such as scaling, dyspigmentation, follicular plugging, telangiectasia, and atrophy.1 The lesions are 
sometimes ulcerated. Scarring and lipoatrophy often follow after healing. Scalps, face, shoulders, upper outer arms, 
trunk, and buttocks are the most commonly involved sites, while the legs involvement is rare.2 Scalp involvement was 
reported in up to 16.4% of cases, typically resulting in cicatricial alopecia.5 Plaques and nodules in LEP are prone to 
ulceration due to physical trauma,6 while in some patients ulceration might also be due to vascular changes.7

The gold standard for LEP diagnosis is histopathological findings from a deep skin biopsy of the lesion.3 Epidermal 
and dermal changes in discoid lupus erythematosus (DLE), including atrophy of the epidermis, thickened basement 
membrane, vacuolar change at the dermoepidermal junction, superficial and deep perivascular inflammatory infiltrate of 
lymphocytes involving the dermis, and interstitial mucin between collagen bundles of the dermis were found in more 
than half of LEP cases.8 The histopathological features of LEP show predominantly lymphocytic lobular or mixed 
panniculitis with frequent plasma cells and sometimes eosinophils. Lymphoid follicles are present, in 45–78% of cases, 
sometimes with germinal centers and perilobular distribution in 20% of the cases.7

A subtype of non-Hodgkin lymphoma, namely SPTCL is the most troublesome differential diagnosis of LEP. It 
presented as solitary or multiple, or deeply seated plaques or nodules.9 Ulcerations, which rarely occur in 6% cases10 

mainly involving legs, arms, trunk,9,11 and face,10 might regress as lipoatrophy. The common systemic symptoms are 

Figure 2 Cutaneous ulcers on the vertex and right cheek. (A and B) Prior to treatment. (C and D) After the application of modern wound dressing and topical antibiotic in 
the first month of follow up. (E and F) After the treatment with oral hydroxychloroquine in the third month of follow up.
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fatigue, fever, and weight loss.5 Histopathologically, rimming of fat lobules by lymphocytes and vascular invasion by 
atypical lymphocytes have been described in both LEP and SPTCL.9 The plasma cells which are not found in SPCTL 
could distinguish it from LEP.1 PAS-staining revealed mild and focal thickening of the subepidermal basement membrane 
in LEP.8 However, that staining did not demonstrate any thickening of the basement membrane in SPTCL.12

Figure 4 PAS-staining revealed thickening of the basement membrane pointed with black arrows.

Figure 3 Histopathological findings with HE-staining revealed perivascular (red circle), periadnexal (yellow circle), and periadiposal (blue circle) lymphocytic, plasmacytic, 
and eosinophilic infiltration.
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To date, no randomized controlled trials have been conducted on LEP. Topical treatment consists of glucocorticosteroids 
and lubricating ointment. Glucocorticosteroid injections into lesions are generally ineffective and can exacerbate atrophy.3 

Antimalarial medications such as hydroxychloroquine (200–400 mg daily dose) or chloroquine (250–500 mg daily dose) have 
long been used for the systemic, first-line treatment of LEP, and other forms of CLE. The usage of systemic corticosteroids is 
beneficial for severe cases concurrent with SLE.3,10 Patel et al13 reported a case of a 28-year-old female presented with large 
non-healing ulcers on the face, trunk, and limbs covered with black hemorrhagic crust. No other systemic manifestation was 
noted. The establishment of LEP diagnosis was supported by clinical and histopathological findings. After treatment with 
systemic corticosteroids, hydroxychloroquine, and topical 2% mupirocin, the lesions healed, leaving behind scars.10

The main causes of SLE increased mortality risk are infections, renal disease and cardiovascular diseases.14 LEP is 
seldomly associated with SLE.2 In this case report, all laboratory tests including ANA were all within normal limits, 
without any evidence of systemic involvement. Therefore, we determined that the quo ad vitam prognosis of the patient 
was relatively good. Scarring and lipoatrophy often follow after the healing of LEP lesions.2 The atrophic scars left after 
the healing of the ulcers in this patient related with worse quo ad functionam prognosis. Regarding the chronic recurrent 
nature of this dermatosis,7 the quo ad sanationam prognosis of this patient was relatively poor.

Conclusion
Lupus erythematosus profundus occurs twice, as frequently as a distinct entity. It is seldom associated with SLE or DLE. 
Accurate diagnosis is important to determine appropriate wound care, as well as topical and systemic treatment for 
patients with multiple ulcers.
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