Dermatology Reports 2018; volume 10:7477

Early morphea simulating
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Abstract

Morphea is a skin disorder characterized
by thickening of dermis and subcutaneous
tissues and loss of adnexal structures. In
the early inflammatory stage of morphea,
diagnostic histological findings are absent
and this may lead to confusion with other
inflammatory dermatoses such as mycosis
fungoides (MF). We report two cases of
early stage morphea mimicking patch-
stage of MF. Histopathologic examination
of biopsies obtained early in the disease
course revealed lymphocytic epidermotro-
pism arranged in small pautrier-like collec-
tions as well as linear arrangements in der-
mal-epidermal junction. Additional biop-
sies were performed which revealed
replacement of subcutaneous fat with
closely packed thick collagen bundles
under eccrine glands. This report points
toward the fact that early stage morphea
can simulate MF. Therefore additional
evaluation is sometimes required for defi-
nite diagnosis.

Introduction

Morphea is a fibrosing and inflammato-
ry disorder of dermis and subcutaneous fat
that affects children and adults equaly.'
Usually no systemic involvement is being
found in patients affected by morphea.
Early lesions of morphea present as erythe-
matous to violaceous patches and plaques,
while full-developed lesions are asymmet-
ric sclerotic plaques that usually measure 2
to 15 centimeters in diameter. Active
lesions may have a lilac border with hypo-
or hyperpigmentation, while inactive
lesions are often indurated with postin-
flammatory hyperpigmentation. In well-
developed lesions, depositions of thick
collagen bundles are seen in dermis and
subcutaneous fat. A common histopatho-
logic finding in late-stage morphea is
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absence of adnexal structures as well as fat
trapping. However, in early-stage disease,
prominent lymphoplasma cell infiltration
around dermal blood vessels is very com-
mon. Fibrosis is not obvious in this early
stage, and collagen bundles are swollen.
These nonspecific histopathologic findings
in early-stage morphea may inevitably lead
to confusion with other skin disorders
including cutaneous T-cell lymphoma.?3
Herein we report two unusual cases of
early-stage morphea which were clinically
and histologically identical to patch-stage
MF.

Case Report

Two patients with erythematous to
dusky violaceus patches presented to our
outpatient clinic of dermatology. The first
patient was a 27-year-old woman with an
asymptomatic annular erythematous patch
on her trunk measuring 4x4 centimeters
with central poikiloderma and fine scale
that first appeared three months ago. The
patient was otherwise normal and physical
examination was unremarkable. Skin biop-
sy was performed and histopathologic
examination demonstrated parakeratosis,
acanthosis and obvious lymphocytic epi-
dermotropism composed of activated lym-
phocytes with large hyperchromatic nuclei
and irregular nuclear contour that arranged
in small pautrier-like collections with lin-
ear arrangement in dermal-epidermal junc-
tion (DEJ), which was suggestive for
mycosis fungoides (Figure 1).

The patient had been initially treated
with topical corticosteroid for 3 months

without improvement, and then left
untreated for 7 months. After one year,
hyperpigmented sclerotic plaques

appeared in the affected area (Figure 2).
Another biopsy was performed at this time
and histophatologic examination revealed
normal appearing epidermis without lym-
phocytic epidermotropism, increased num-
ber of DEJ melanocytes and obvious
replacement of subcutaneous fat with
closely packed thick collagen bundles
under eccrine glands (Figure 3). These
findings were characteristic of late-stage
morphea.

The second patient was a 17-year-old
girl with an asymptomatic annular patch
on her right arm measuring 3x3 centime-
ters that showed hypopigmented central
zone and erythematous peripheral rim. The
lesion had developed in a 2-month period
(Figure 4). The patient was otherwise
healthy and physical examination was nor-
mal. The first clinical differential diagno-
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sis for this case was morphea but
histopathologic examination revealed
parakeratosis, acanthosis and obvious lym-
phocytic epidermotropism composed of
large lymphocytes with hyperchromatic
nuclei, which were arranged in small
pautrier-like collections with linear
arrangement in DEJ (Figure 5).
Perivascular lymphocytic infiltration was
also noted in upper dermis. Because of
these findings, a diagnosis of patch-stage
MF was made, contrary to initial clinical
presumption. One month later, another
biopsy specimen was obtained and
histopathologic examination demonstrated
typical features of morphea including focal
replacement of subcutaneous fat with
closely packed thick collagen bundles
(Figure 6). Mild panniculitis secondary to
previous sampling was also noted. In
immunohistochemistry that was done by
Envision method and Dako antibody
(Glostrup, Denmark), epidermotropic lym-
phocytes in both cases had CD4 and CD7
positive immunoreactivity without CDS8
expression (Figure 7).

Tumor cells of mycosis fungoides fre-
quently lack expression of CD7 and this is
a useful feature that aids in differentiating
reactive from neoplastic processes.

Discussion

Morphea is a clinically distinct skin dis-
case, which primarily affects dermis and
subcutaneous fat, and leads to sclerosis.*
Several variants of morphea have been rec-
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ognized. The most common variant is
plaque-type morphea. This variant is char-
acterized by slightly elevated plaques with
erythematous to violaceous hue that
expand centrifugally.’ Three major compo-
nents that may contribute to the pathogen-
esis of morphea are vascular structures,

activated mast cells and altered connective
tissue  production by  fibroblasts.
Histopathologic findings in morphea large-
ly depend on its stage (early or late), as
well as the area from which the specimen
has been obtained (inflammatory border or
fibrotic center). In late-stage morphea,

Figure 1. Early-stage morphea. Pautrier-like collections and linear
arrangement of lymphocytes in dermal-epidermal junction (H&E

x40).

Case Report

inflammatory infiltrate wanes and finally
disappears, except for some areas of sub-
cutaneous fat. There is also extension of
sclerosis into subcutaneous fat and entrap-
ment of eccrine glands within collagen
bundles. In early-stage disease and inflam-
matory borders, vessel walls demonstrate

Figure 4. Clinical appearance of early-stage morphea.
Hypopigmented central zone and erythematous peripheral rim.

Figure 2. Clinical appearance of fully developed morphea (hyper-

pigmented sclerotic plaque).

Figure 5. Early-stage morphea. Pautrier-like collections and linear

arrangement of lymphocytes in dermal-epidermal junction (H&E

x20).

Figure 3. Late-stage morphea. Replacement of subcutaneous fat
with closely packed thick collagen bundles under eccrine glands

(H&E x10).

(H&E x10).
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Figure 6. Late-stage morphea. Replacement of subcutaneous fat
with closely packed thick collagen bundles under eccrine glands
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Case Report

Figure 7. Inmunohistochemistry: A) CD7; B) CD4 positive immunoreactivity, and C) CD8 negative immunoreactivity.

endothelial ~ swelling and edema.
Capillaries and small arterioles are sur-
rounded by CD4" T cells and sometimes
eosinophils, plasma cells and mast cells.*
In this stage diagnosis may be difficult,
since histopathologic findings are non-spe-
cific and mimic other skin disorders.’

In our cases initial histopatholgic find-
ings resembled early-stage MF, but addi-
tional studies in advanced stages revealed
typical features of morphea.

There are a few case reports document-
ing the coexistence of MF and inflammato-
ry dermatoses.® In one report, authors con-
sidered the possibility of coexisting MF
and morphea and recommended that early
morphea should be added to the list of
cutaneous T-cell lymphomas.® Coexistence
of patch-stage MF and interstitial granulo-
ma annulare has also been described.!®!' In
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addition, systemic sclerosis has also been
associated with MF.12

Immunohistochemistry is a useful
method in differentiating MF from mor-
phea. The presence of CD7 immunoreac-
tivity has been proposed as a helpful fea-
ture that may differentiate neoplastic (MF)
from reactive processes (morphea).
Expression of CD7 in a suspected lesion is
in favor of the diagnosis of reactive condi-
tions such as morphea.'

Conclusions

In summary, early-stage morphea may
simulate patch-stage poikilodermatous
MF, both clinically and histopathological-
ly. Therefore, it is sometimes necessary to
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perform additional biopsies in cases of
patch-stage MF, in order to make the cor-
rect diagnosis.
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