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l. INTRODUCTION
Scleromyxedema is a rare, severe skin
disorder. Presents with abnormal accumulation of
mucininthe skin ,
causing papular and sclerodermoid bumps,
increased  production  of fibroblasts. patients
characteristically have circulating monoclonal
gammopathy with absence of thyroid disorder
M Systemic sclerosis is a complex disease in which
extensive fibrosis, vascular alterations, and
autoantibodies against various cellular antigens are
among the principal feature. @ Though these two
diseases mimic each other in clinical features there
is a wide array of differences between them
histological and pathophysiological. Here we are
describing a case of limited systemic sclerosis
developinga superimposed scleromyxedema.

Il. CASE REPORT

A 5Sdyearyear-old lady with recurrent
polychondritis arrived at the rheumatology clinic.
She complained of gradually thickening skin on her
hands and legs, which was pruritic in character.
After a while, she started to experience paresthesia
and pain in her fingertips, which got worse as she
went about her usual tasks like bathing and
cleaning. She also had trouble swallowing and had
dyspnea on exertion.

Physical examination revealed fingertip
ulcers, sclerodactyly, calcinosis, thick, indurated,
and hyperpigmented skin. Nailfold architecture was
found to be distorted by digital nail fold
capillaroscopy.

Laboratory tests revealed a normal range
for the total blood count, renal function test, and
liver function test. 60 mm/hour (0-20 mm/hour)
erythrocyte sedimentation rate. Centromere pattern
immunofluorescence test for antinuclear antibodies
was positive at a level of 1:320.Kappa free light
chain concentration increased to 27.50 mg/l (5.71—
26.3 mg/l). Lung disease with a restrictive pattern
was discovered by a pulmonary function test. A
skin biopsy revealed perivascular lymphocytic
infiltrates in the superficial dermis and an
epidermis with localized loss of rete ridges. The
patient was started on methotrexate and
cyclophosphamide due to limited systemic

sclerosis. Tadalafil supportive therapy was also
started. She recovered and her illness stopped
progressing.

Two years later on presentation with
yellowish waxy papules on dorsum of hand and ear
lobes, with diffuse thickening of skin and leonine
facies .Further testing was done on the patient; the
results of the serum electrophoresis showed a M
band, the urine Bence Jones proteins test came
back negative, and the thyroid function test was
normal. Repeat skin biopsy results showed thinner
epidermis, mucin deposition, significant fibroblast
proliferation, and enhanced collagen deposition
across the dermis with positive alcian blue staining.
Pilosebaceous unit atrophy is detected.Perivascular
and peri appendageal lymphocytic infiltration
present. On bone marrow biopsy there was
plasmacytosis  (20%), immune histochemistry
positive for CD138 in 20 % of cells. She was
referred to oncology department but in due course
contracted covid 19 infection and departed this life

Fig 1. Thickening of skin in hands
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Fig 2. Waxy papules on ear

Fig 3:Alcian blue positive in dermis.

Fig 4. Skin biopsy: dermal mucin deposition and
fibroblast proliferation

1. DISCUSSION

Systemic sclerosis and scleromyxedema
are two distinctive skin indurative disorders.
Ofwhich systemic sclerosis has two major subtypes
limited and diffuse ; limited cutaneous
scleroderma, fibrosis is mainly restricted to the
hands, arms, and face. Raynaud’s phenomenon is
present for several years before fibrosis appears,
pulmonary  hypertension is frequent, and
anticentromere antibodies occur in 50 to 90% of
patients. Diffuse cutaneous scleroderma is a rapidly
progressing disorder that affects a large area of the
skin and compromises one or more internal
organs.’. The main features of early systemic
sclerosis are microvascular dysfunction and
autoimmune phenomena*®

The close mimic of scleroderma is
scleromyxedema which is one of the forms of
lichen myxedematous. Rongioletti refined the old
classification and proposed the following 3 forms
of lichen myxedematous: the generalized papular
and sclerodermoid variant is the one that should be
called scleromyxedema ° 7 The aetiology of
scleromyxedema is unknown. Fibroblasts from
patients with scleromyxedema have been found to
synthesize a greater quantity of hyaluronic acid
than normal fibroblasts and, subsequently, a greater
amount of mucin.® Several studies have shown that
serum from patients with scleromyxedema
stimulates in vitro proliferation of dermal
fibroblasts,” *°resulting in hyaluronic acid and
prostaglandin E production.Although 83% of
patients with this disease have igg paraproteinemia,
isolated serum IgG fails to produce this response,
thus, suggesting that nonparaprotein factors may
also be responsible for excess fibroblast
proliferation®

Although scleromyxedema was initially
considered to be a disorder limited to skin
involvement, it is associated with monoclonal
paraproteinemia?™*® and extracutaneous
manifestations including inflammatory myopathy
Y7 erosive arthropathy '8, sicca complex %, and
proximal oesophageal dysmotility *° have received
increasing attention.

There are lot of clinical features common
in these two disorders like skin
involvement,Raynaud’s, pulmonary involvement
and oesophageal dysmotility. But there is striking
difference in the frequency of association of above
symptoms with each disorder.Our patient initially
had the features suggestive of limited systemic
sclerosis with the characteristic anticentromere
antibody positive.She was clinically improving
with methotrexate and cyclophosphamide.Later she
developed the characteristic papules typically flesh
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coloured, noninflammatory and 2—-3 mm in size and
tightly spaced on ear lobules and face.The typical
features of leonine facies, microstomia and ‘donut
signs’ over affected proximal interphalangeal joints
developed. The skin lesions not typical of systemic
sclerosis has made us probe further.

Although systemic sclerosis
andscleromyxedema share many clinical features 2"
22 they are histologically distinct: collagen
deposition in the papillary dermis and increased
number of fibroblasts, the histopathological
hallmarks of scleromyxedema, are strikingly
different from the sclerosis of the dermis and
subcutaneous  fat, obliteration of dermal
appendages and decreased number of fibroblasts
characteristic of scleroderma.

The most distinguished evidence was the
variability in the skin biopsy which clearly proved
the serial biopsy had fibroblast proliferation with
collagen deposition in dermis.The associated
monoclonal gammopathy with absence of thyroid
disorder has strongly supported our diagnosis of
scleromyxedema. As we all know the
pathophysiology of both diseases are entirely
different their overlap has been rarely observed,
this entity needs further research to answer our
queries.

V. CONCLUSION
To the best of our knowledge, this overlap has been
rarely reported in the literature.
This case also highlights importance of high
clinical suspicion in diagnosing a case.
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