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Chronic Cutaneous Lupus:
A Case with Histopathological Mystery

Kronik Kutanéz Lupus:
Histopatolojisi Gizemli Bir Vaka

ABSTRACT Lupus erythematosus tumidus (LET) is a form of chronic cutaneous lupus which pres-
ents with erythematous urticaria like plaques on sun-exposed sites. Histologically, lack of epider-
mal alterations differentiates the LET from other cutaneous lupus variants. Perivascular and
periadnexal lymphocytic infiltration and interstitial mucin deposition are the main microscopic
characteristics. However, in the literature there are few reports that assert variation of the
histopathological findings. From this point of view, we report here a male patient who is an inter-
esting example of cutaneous lupus erythematosus with clinical behaviour of lupus tumidus but his-
tological characteristics of discoid lupus.
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OZET Lupus eritematozus tumidus (LET) giines maruziyeti olan bolgelerde eritematoz tirtikeryal
plaklar ile prezente olan bir kronik kutanéz lupus formudur. Histolojik olarak epidermal degisik-
liklerin olmamast ile diger kutanoz lupus varyantlarindan ayrilir. Perivaskiiler ve periadneksiyel
lenfositik infiltrasyon ve intertisyel miisin depolanmasi baglica mikroskobik karakteridir. Ancak, li-
teratiirde histopatolojik bulgularin degisken olabilecegini ileri siiren ¢aligmalar vardir. Bu bakim-
dan, biz burada klinik davranig: lupus tumidus ancak histolojik 6zellikleri diskoid lupus 6zellikleri
gosteren ilging bir kutanéz lupus 6rnegi olan erkek hastay: sunmaktayiz.

Anahtar Kelimeler: Lupus eritematozus, diskoid; patoloji, klinik

rythematous and edematous plaques without scaling or hyperkerato-

sis affecting primarily sun-exposed areas are the most common clini-

cal presentation of lupus erythematosus tumidus (LET). Histological
analysis is the key to confirm the diagnosis and one of the diagnostic crite-
ria however some controversy regarding histopathological characteristics
still remains. Absence of epidermal involvement, follicular plugs or atrophy
are usual histological features which provide differentiating the disorder
from other lupus erythematosus (LE) subtypes.! We describe here a case with
facial plaque which presents clinical features of LET and exhibits micro-
scopic characteristics of discoid lupus erythematosus (DLE).

I CASE REPORT

A 44-year-old otherwise healthy non-smoker man, hairdresser, was admit-
ted to our clinic for a 6 month history of progressive asymptomatic swelling
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on his face. Past medical history and family history
were unremarkable. On dermatologic examination,
there was indurated erythematous plaque on ede-
matous background over the right cheek which
causes slight facial asymmetry (Figure 1). He was
previously treated with antibiotics and topical cor-
ticosteroids and emollients. Other skin and mucosa
findings were unremarkable. Lymphadenopathy
was not detected. Physical examination revealed
no evidence of systemic involvement. Laboratory
tests including complete blood count, blood chem-
istry, urinalysis with microscopy, complement lev-
els, hepatitis and human immunodeficiency virus
(HIV) serology and imaging diagnostic procedures
including chest X-ray and echocardiography were
all in the normal range. Superficial soft tissue ul-
trasonography revealed diffuse inflammatory en-
largement of subcutaneous adipose tissue. Positive
serology with antinuclear antibody titer of 1/320,
stronge positive anti-Ro (SS-A), elevated erythro-
cyte sedimentation rate were noted. C-reactive
protein and romatoid factor levels were normal.
The presumptive diagnoses of B cell lymphoma,
pseudolymphoma, lupus tumidus and polymor-
phous light eruption were noted. A lesional skin
biopsy specimen revealed parakeratosis and focal
hydrophic degeneration in the epidermis. Dermis
showed dense infiltration of lymphocytes and
plasma cells around follicular structures and ves-
sels. Immunohistochemistry revealed mix type in-
filtration including CD3+ T cells and CD20+ B cells.
CD38 and CD138 highlighted plasma cells. Since
significant number of plasma cells in the infiltrate,
kappa lambda immunohistochemistry showed
polyclonal infiltration with 3/2 kappa/lambda ratio
(Figure 2). Alcian blue staining did not reveal in-
terstitial mucin deposition.

The patient did not present any constitutional,
musculoskeletal, gastrointestinal, psychiatric signs
of systemic lupus erythematosus. His neurological
and opthalmological examinations were normal.
Given his clinical presentation, serologic profile
and histopathological findings a diagnosis of
chronic cutaneous lupus was made. The patient
was treated with hydroxychloroquine 400 mg/day
and sunscreen with SPF 50. We observed complete
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FIGURE 1: Erythematous and edematous plaque at presentation.

remission after 2 month course of treatment with
hydroxychloroquine (Figure 3). The plaque disap-
peared without leaving scars or dyspigmentation.
After this clinical improvement, initial dosage of
hydroxychlorogine was reduced to 200 mg/day.
Owing to maintenance of clinical improvement for
a month following the dosage taper, the therapy
was discontinued. Since then, no recurrences have
been observed for three months.

I DISCUSSION

To date any definite criteria for diagnosis of LET
has not been commonly accepted. In the literature
extreme photosensitivity, distinct histopathologic
features and favourable response to antimalarial
drugs are described the main diagnostic clues of
LET.? The clinical picture of our patient was com-
patible with LET. We could not detect clear rela-
tionship with sun-exposure in our patient.
However existence of swollen urticaria like plaque,
absence of epidermal involvement and absence an-
nular lesions and collarette scaling were the main
clues differentiating the disease clinically from
DLE and the other differential diagnoses. Further-
more, in contrast to DLE, dramatic response to an-
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FIGURE 2: Histopathological examination reveals parakeratosis and focal hydrophic degeneration in the epidermis (A, B). Dermis shows dense infiltration of
lymphocytes and plasma cells around hair follicles and also vessels (A, B, C). Original magnifications A: x40, B, C: x200, HE [hematoxylin and eosine].

timalarial therapy and regression of the lesion
without scarring and hypo-hyperpigmentation
supported our clinical diagnosis.

Even though histopathologic heterogeneity
of all lupus variants are evident, lymphocytic and
periadnexal infiltrate with dermal mucin deposi-
tion are commonly accepted histopathological
features by majority of authors. While some au-
thors highlighted that existence of minimal epi-
dermal and dermal-epidermal junction alterations
are exclusion findings, the others considered these
are acceptable.’>> Moreover Sontheimer included
LET in the most variable histopathological form
of lupus.® But the exact mechanisms leading
this histomorphological variation are still unclear
yet.

In the series of Choonhakarn et al. two of the
15 patients exhibited perifollicular infiltration and
one had focal vacuolar degeneration like as in our
case.” Interestingly, the case presented here had
some unique histopathological aspects including
epidermal involvement, dermo-epidermal alter-
ation, dense plasma cell infiltration without aber-

FIGURE 3: Improvement of the plaque after the treatment.

rant mucin deposition. These microscopic findings
were more consistent with DLE rather than LET.
Unfortunately direct immunofluorescence test
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could not be performed because of health insurance
issues. Beyond the scope of this presentation the
discrepancy between the clinical and histological
presentation may support the arguments regarding
that LET is a histological non-specific manifesta-
tion of lupus rather than a distinct subtype.

In conclusion as because LET is a rare reported
disease and presents different serologic and micro-
scopic characteristics, diagnostic challenge still re-
mains. Obviously there is a need for future large
reports to provide better understanding of
histopathological mystery.
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