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CASE REPORT

Coexistence of Late-Onset Systemic Lupus Erythematosus With Focal
Segmental Glomerulosclerosis and Lichen Planus: A Case Report
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ABSTRACT

Lichen planus and lupus nephritis with late-onset systemic lupus erythematosus (LO-SLE) may occur concomitantly. However, coexistence of LO-SLE
with focal segmental glomerulosclerosis and lichen planus has not been defined. In this article, we report a 57-year-old male patient presenting with
lichen planus and focal segmental glomerulosclerosis who was subsequently diagnosed with LO-SLE. To the best of our knowledge, this is the first

case of LO-SLE presenting with lichen planus and focal segmental glomerulosclerosis.
Keywords: Focal segmental glomerulosclerosis, late-onset systemic lupus erythematosus, lichen planus.

Late-onset systemic lupus erythematosus (LO-SLE)
is defined when SLE develops after the age of
50 years and occurs in 3 to 18% of SLE patients.
This late onset age has a strong modifying effect on
the clinical presentation, disease course, response
to treatment, and prognosis of SLE. LO-SLE
often has delayed diagnosis and less common
occurrence of severe manifestations. Arnaud et al.!
suggests that pulmonary involvement and serositis
are more frequent in LO-SLE, whereas malar
rash, photosensitivity, arthritis, and nephropathy
occur less commonly.

In this article, we report a male patient
presenting with lichen planus (LP) and focal
segmental glomerulosclerosis (FSGS) who was
subsequently diagnosed with LO-SLE. Our
literature scan did not reveal any report on FSGS
and LP as an initial manifestation in LO-SLE.

CASE REPORT

A 57-year-old male patient presented with
complaints of pain in both hands and skin
lesions in the left ankle for the last one vyear
(Figure 1). He described symmetric joint pain
and morning stiffness for longer than one
hour. He had a two-year history of arthralgia
and of using topical steroid and nonsteroidal
anti-inflammatory drugs. He did not have any
history of cutaneous lesions, oral or nasal
ulcers, alopecia, pleural effusion, neuropathy,
psychosis, seizures or muyelitis. He did not
have previous laboratory analyses. He had no
history of smoking or alcohol consumption,
or hypertension. His general condition was
moderate, oriented, and cooperated. His blood
pressure was 160/80 mmHg, and heart rate and
temperature were normal. Locomotor system
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Figure 1. Violaceous pruritic papules with hyperkeratotic
surface on the left ankle.

examination revealed tenderness and pain in
both hands. Patient’s laboratory findings are
presented in Table 1. Blood tests revealed anemia
with hemoglobin of 10.7 g/dL, hematocrit
of 32.4%, white cell count of 9.24 ul/L,
and platelet count of 291,000 ul/L. Blood
urea nitrogen and creatinine were 119 mg/dL
and 1.48 mg/dL, respectively. Urine analyze
showed proteinuria of 5.68 grams/day and
microalbuminuria of 1.24 grams/day. A skin
biopsy was taken and the histology showed

epidermal acanthosis, hyperparakeratosis
with thickening of the granular cell layer,
and an intense perivascular mononuclear cell
infiltration at the superficial dermis. Direct
immunofluorescence assay from the lesions
showed immunoglobulin M and C3 deposits.
According to characteristic histological changes,
LP was diagnosed (Figure 1). Ultrasound-guided
tru-cut renal biopsy of the left kidney was
performed which revealed global sclerosis of
four glomeruli and segmental sclerosis of one
glomeruli. Furthermore; chronic inflammation,
fibrosis, tubular atrophy, tiroidization, and focal
medial thickening were also seen in interstitial
area. No deposits were revealed in direct
immunofluorescence assay. Finally, pathology
was consistent with FSGS (Figure 2). Due to the
presence of symmetric joint pain and morning
stiffness for longer than one hour, acute-phase
proteins including erythrocyte sedimentation
rate and C-reactive protein, immunological
tests including rheumatoid factor and anti-cyclic
citrullinated peptide and antinuclear antibody
were investigated. These tests showed positive
antinuclear antibody (1: 1000 granular pattern),
anti-Ro (SSA) antibody (2+), anti-La (SSB)
antibody (3+), Ro-52 (3+), and direct Coombs
test (immunoglobulin G) (4+). Anti-neutrophil
cytoplasm antibody, rheumatoid factor,
anti-cyclic citrullinated peptide, anticardiolipin
immunoglobulin M/G, and venereal disease

Table 1. Laboratory findings of patient

Values Normal range
Hemoglobin (g/dL) 10.7 11.7-15.5
Hematocrit (%) 324 37-44
Leukocyte count (ul/L) 9.24 3,800-11,000
Platelet (ul/L) 291,000 150,000-350,000
Erythrocyte sedimentation rate (mm/h) 9 0-20
C-reactive protein (mg/L) 0.72 0-6
Urea (g/dL) 119 13-43
Creatinine (mg/dL) 148 0.7-1.3
Rheumatoid factor (IU/mL) 14.0 0-18
Anti-cyclic citrullinated peptide (unit/mL) 0.6 0-2.5
Antinuclear antibody 1: 1000 granular pattern Negative
Anti-Ro antibody ++Positive Negative
Anti-La antibody +++Positive Negative
Ro-52 (52 Kda) +++Positive Negative
Anti-neutrophil cytoplasm antibody Negative Negative
Anticardiolipin IgM/IgG Negative Negative
Venereal disease research-RPR test Negative Negative
C4 (mg/dL) 229 15-50
Double-stranded DNA (dsDNA) antibody Negative Negative
Direct coombs test (IgG) ++++Positive Negative
Ig: Immunoglobulin; RPR: Rapid plasma regain; DNA: Deoxyribonucleic acid.
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Figure 2. Histologic findings in the patient’s kidney biopsy.
Periodic acid-Schiff (PAS) staining (200x magnification)
shows segmental glomerulosclerosis and interstitial fibrosis
with multiple foci of microcystic tubular dilation.

research-rapid plasma reagin tests were negative
while complement levels were normal. Double-
stranded deoxyribonucleic acid antibody was
negative. He fulfilled the Collaborating Clinics
criteria for SLE.? The patient was diagnosed as
LO-SLE and administered methylprednisolone
(1 mg/kg body weight)) mycophenolate
mofetil (1,000 mg), perindopril (5 mg), and
acetylsalicylic acid (100 mg) treatment. We
started perindopril as an angiotensin converting
enzyme inhibitor. Methylprednisolone (16 mg)
treatment was administered for LP. After this
treatment, patient’s microalbuminuria and
proteinuria levels regressed to 24.0 mg/24
hours and 150.0 mg/24 hours, respectively.
His joint complaints improved and edema of the
lower extremities decreased. His blood pressure
was 120/80 mmHg during the follow-up period
and other vital signs were normal. Blood urea
nitrogen and creatinine levels regressed to
58 mg/dL and 1.2 mg/dL, respectively. He was
discharged from our clinic with healing, and was
proposed a control examination for two weeks
later. A written informed consent was obtained
from the patient.

DISCUSSION

To the best of our knowledge, this is the first case
of LO-SLE presenting with LP and FSGS. Age
at onset of SLE influences the clinical expression
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of the disease, thus LO-SLE has a different
profile, compared with younger patients.® Studies
have reported that LO-SLE patients have less
prevalent typical manifestations like rash or
renal involvement. Sicca syndrome,* pericarditis,
and lung involvement are more common as
initial manifestations of LO-SLE. Choi et al.®
reported that decreased complement levels are
more common in juvenile SLE. Webb et al.®
reported that doublestranded deoxyribonucleic
acid antibody results can be heterogeneous.
Skin involvement is seen in about 70 to 85% of
all lupus erythematosus (LE) cases.” Cutaneous
features of LE can be classified into LE-specific
and LE-nonspecific skin lesions. LE-specific
skin lesions are very heterogeneous. LE-specific
cutaneous involvement includes acute cutaneous
LE with its localized and generalized forms,
subacute cutaneous LE with its annular and
papulosquamous forms, and chronic cutaneous
LE including discoid LE, lupus panniculitis, and
chilblain lupus.® LE-nonspecific skin lesions are
morphologically varied and include vasculitis,
livedo reticularis, photosensitivity, alopecia,
Raynaud’s phenomenon, and bullous lesions.’
The prevalence of LP in LE is not known since
this condition is very rare. In the literature,
coexistence of LP and SLE were presented as
case reports. Thormann!® reported the first case
of ulcerative LP of the feet in a patient with SLE.
After this report, Ahmed et al.'! demonstrated
three cases of simultaneous occurrence of LP and
SLE. Ng et al.!? reported pemphigus foliaceus
and oral LP in a patient with SLE and thymoma.
Kobayashi et al.'® reported a SLE case with
LP-like eruptions and pericarditis. Koga et al.!4
presented a 71-year-old Japanese female as a
case of LO-SLE with LP-like eruption and cardiac
tamponade, while our LO-SLE case presented with
LP and renal involvement. In a study conducted by
Kobkitcharoen et al.,'> 30 lupus nephritis patients
(7 males and 23 females) with a disease onset
beyond the age of 50 years were enrolled between
1989 and 2006. Renal biopsy was performed
on all patients and histological classifications
were categorized according to 2003 International
Society of Nephrology/Renal Pathology Society
classification. The most common renal histologic
finding of lupus nephritis was diffuse proliferative
glomerulonephritis (63.30%). Authors indicated
that FSGS was uncommon. Furthermore, Adu
et al'® found FSGS in two patients among
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17 LO-SLE patients. After this study, Papo et al.””
indicated idiopathic FSGS in a patient with SLE as
an unusual combination. Baranowska-Daca et al.!8
noticed a 41-year-old SLE patient with FSGS and
membranous glomerulonephritis. Another case of
FSGS has been recently described in a transplant
kidney of a patient with SLE who presented with
nephrotic proteinuria on postoperative day four, a
behavior observed in recurrent FSGS. FSGS was
preceded three to 18 years by renal abnormalities,
which were related mostly to a previous lupus
glomerulonephritis.’® How nonlupus nephritis
develops in patients with SLE and FSGS is poorly
understood according to Tariq et al.’s case report.2°
They suggested that it may be pathogenetically
related to SLE. To our knowledge, our patient
is the first case of LO-SLE presenting with LP
and FSGS. We may conclude that LP and FSGS
may be one of the unusual variations of LO-SLE
and elderly patients with LP-like eruptions and
proteinuria should be carefully followed-up until a
final diagnosis can be established.
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