CASE REPORT

Granulomatous slack skin of the thigh
developing since childhood
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INTRODUCTION

Granulomatous Slack Skin (GSS) is an exceedingly
uncommon variant of mycosis fungoides (MF)," that
manifests as an indurated pendulous plaque
commonly affecting the skin folds.” The mean age
of those afflicted is 37 years.” Despite the challenge of
determining the condition’s incidence rate owing to
its rarity, GSS was estimated to constitute 1.2% of MF
cases in the younger population.” The association
between GSS and classic Hodgkin lymphoma (CHL)
is well established in the literature.” Herein, we
describe a case of thigh GSS developing since the
age of 7 in a 33-year-old female with CHL.

CASE REPORT

We report the case of a 33-year-old female who
was admitted to our hospital for the treatment of
stage IV-B nodular sclerosis CHL. During admission,
we were consulted for an incidental finding of a
neglected chronic disfiguring thigh lesion that was
first noted at the age of 7. At that time, the patient and
her parents recall the gradual emergence of a brown,
elevated, initially non-saggy lesion of roughly
10 X 10 cm and accompanied by minimal itching.
Over the years, this lesion retained its appearance,
expanded, sagged, and never subsided. Twenty-six
years after the lesion initially appeared, the patient
complained of back discomfort, unexplained fever,
and weight loss. Multiple lymph node biopsies
confirmed the diagnosis of nodular sclerosis CHL.

Physical examination of the cutaneous lesion
revealed a 30 X 14 cm, solitary, well-demarcated,
atrophic, and pendulous-like brown plaque
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associated with marked tissue laxity over the medial
aspect of the right thigh (Fig 1.

Apart from leukopenia of 2.9 X 10°/L (normal
range 4.5-11.0 X 10°/L), complete blood count was
within normal limits. Metabolic panel, liver function
test, and renal function tests were all within the
normal range.

Histopathological analysis revealed a dense atyp-
ical lymphocytic dermal infiltration (Fig 2, A and B).
Multinucleated giant cells engulfing atypical lympho-
cytes were also noted (Fig 2, B). Elastic Verhoeff—Van
Gieson stain showed loss of elastic fibers accompa-
nied by substantial lymphocytic infiltration (Fig 2, C).
Epidermotropism was not seen (Fig 2, D).
Immunohistochemistry revealed neoplastic T-lym-
phocytes positive for clusters of differentiation (CD)
3 and CD4 with loss of CD7 and negative for CD8 and
CD30 (Fig 3). Based on the clinical manifestations and
the histopathological findings, the diagnosis of GSS
subtype of MF was made.

The treatment of CHL commenced with 6 cycles of
doxorubicin, bleomycin, vinblastine, and dacarba-
zine, coupled with twice daily application of mome-
tasone furoate 0.1% cream to the GSS-afflicted region.
Six months after the last session of chemotherapy, the
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Fig 1. Physical examination of granulomatous slack skin. A, Solitary, well-demarcated,
atrophic, and pendulous-brown plaque associated with noticeable tissue laxity with an area
of erosion over the medial aspect of the right thigh. B, Augmentation of tissue laxity when
affected skin is directed toward the ground.
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Fig 2. Histology of granulomatous slack skin. A, Epidermal atrophy accompanied by dermal
lymphocytic infiltration extending to the reticular dermis (hematoxylin & eosin, 20X). B, Dense
lymphocytic infiltration of the dermis with few multinucleated giant cells (arrows) engulfing
atypical lymphocytes (hematoxylin & eosin, 400X). C, Loss of elastic fibers (white arrows) at
the site of lymphocytic infiltration (Verhoeff—Van Gieson stain, 200X). D, Dense lymphocytic
infiltration of the dermis without epidermotropism (arrows) (hematoxylin & eosin, 400X).

patient was in remission, and with regard to the
cutaneous lesion, the itchiness, albeit mild, had
resolved. Despite this, the size and texture of the
lesion remained unchanged.

DISCUSSION

GSS is an exceedingly uncommon MF variant with
some subtle but unique findings clinically and histo-
logically." GSS accounts for about 1.2% of pediatric MF
cases.” As observed herein, apart from the complaint
of the disfiguring nature of the lesion, patients with
GSS usually do not have any symptoms. Early in the
development of the lesion, an infiltrating, dark-brown
plaque with an atrophic, violaceous center can be
appreciated.’ The skin eventually sags and takes on a
distinctive, pendular-like appearance; nevertheless,

this change might take years to develop after the first
emergence of the plaque. Loss of elastic fibers in skin
folds (Fig 2, ) leading to a reduction in recoil
capability is the primary reason behind the pendulous
appearance of the skin in GSS.°" The reason such
microscopic change affects intertriginous areas, such
as the axilla and groin,” is not well understood.

In nearly 30% of instances, lymphoproliferative
malignancies, particularly CHL, were associated with
GSS." In some cases, 1 or 2 decades may pass before
a patient with GSS is diagnosed with CHL." The
pathophysiology behind this association is not yet
fully understood. In one report, it was demonstrated
that Hodgkin lymphoma, cutaneous T-cell lym-
phoma, and lymphomatoid papulosis all developed
from the same T-cell clone.” This common variable
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Fig 3. Immunohistochemistry of granulomatous slack skin. A, CD4™ neoplastic T-lymphocytes
(CD4 immunohistochemistry stain, 200X). B, CD8- neoplastic T-lymphocytes in a background
of CD8™ reactive lymphocytes (CD8 immunohistochemistry stain, 400X).

was postulated as a potential explanation for this
correlation in some GSS cases.”

Reports have estimated the age of lesion onset to
be between 14 and 69 years, with a mean age of 37.20
Nevertheless, the risk of neoplastic lymphocyte
transformation into large cells, resulting in a more
aggressive disease, was significantly greater in chil-
dren than adults.” Diagnosis is usually late regardless
of the age group, and up to 10 years may pass
between the development of the initial cutaneous
lesion and the diagnosis of GSS.”'” Because of the
strong association between GSS and other lympho-
proliferative disorders, such as CHL, early recogni-
tion and surveillance of GSS is imperative.
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