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SCLEROMYXEDEMA

A K Bajaj, S C Gupta, A Tripathi and P A Singh

Scleromyxedema was observed in a 43-year-old male patient.

The lesions were shiny

waxy-looking, soft papules, 2 to 4 mm in diameter and were most marked on the neck

and ear lobules.

There was no evidence ol paraproteincmia.
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Scleromyxedema, first described by Gottron?
in 1954, is a rare disorder clinically characterised
by a generaliscd exiensive eruption of asympto-
matic, soft papules, usually 2-3 mm in diameter.
associated with diffusely thickened erythematous
skin. The papules are densely grouped, but do
not coalesce. Recently, Singh et al*> have
reported a single case of scleromyxedema from
India. Because of the comparative rarity of
casc reports, the present communique was
considered worthy of record.

Case Report

A 43-year-old male had developed thickening
of the skin on the face, neck, upper extremities,
upper trunk and proximal part of lower extre-
mities for the past t(wo years. The skin markings
were prominent. There were shiny, waxy
looking, soft papules, 2 to 4 mm in diameter,
most marked on the neck and ear lobules (Fig. 1).
The skin, though thickened, was freely mobile.
General and systemic examination did not reveal
any abnormal findings except for pufliness of

the face. Thyroid was not enlarged.
Routine laboratory investigations were
normal. Fasting blood sugar, total serum

proteins, A:G ratio, serum urea and creatinine
and SGOT and SGPT all were within normal
limits. Rheumatoid factor test and LE cell
phenomenon were negative. The value of IgG
was slightly raised. It was 2334.0 mg/dl as
against the normal range of 626 to 2304 mg/dl
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Fig, 1. Shiny, waxv-looking, soft papules most marke
on the neck and ear lobule.

of serum. IgA and IgM were within normal

limits. There was no laboratory evidence of
paraproteinemia. Scrum cholesterol and total

phosphoiipid values were found to be increased
to 317 and 330 mg percent respectively.

Histopathological examination of the papules
revealed & slightly hyperplastic epidermis.
Within the dermis, there were numerous pilose-
baceous units. Scallered between these hair
follicles were dense proliferations of fibroblasts
surrounded by abundant mucinous material
(Fig. 2). Histochemically, this material was
found to be an acid mucopolysaccharide as
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Fig. 2. Scattered between the hair follicles, dense
proliferation of fibroblasts surrounded by abundant
mucinous material (H & EX100).

supported by the metachromasia seen with the
toluidine blue stain.

Comments

Scleromyxedema is a variant of lichen
myxedematosus in which peculiar and chara-
cteristic cutaneous lesions are accompanied with
extensive fibroblastic proliferation in the dermis.
An upper dermal mucinous infilira‘e is the
hallmark of the lesion. The acid mucopoly-
saccharides present in the mucin contain hyalu-
ronic acid which is hyaluronidase-labile and
stains metachromatically with toluidine blue.3
The present case also showed metachromasia
in the dermis with toluidine blue, suggesting the
presence of acid mucopolysaccharide.

An abnormal serum IgG which almost
always possesses lambda type light chain has
ofiten been reported with scleromyxedema.?
However, Lai et al* reported the association of
paraproteinemia to be variable. It might not
be detected for years after the appearance of
cutaneous lesions. Except for a slightly raised
level of serum IgG, there was no evidence of
paraproteinemia in the present case even after
2 years of the cutaneous lesions. Even the bone
marrow examination in this case was normal,
although most of the cases showed hyperplasia
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of plasma cells in the bone marrow.?

The symptoms of the disease may vary from
weakness, weight loss, vertigo and dysphagia to
mental deterioration, myocardial infarction,?
cerebro-vascular accidents,® grand-mal convul-
sions and coma.® This patient of ours did not
have any systemic manifestation and has lived
normally till date.

Histopathologically, scleromyxedema simu-
lates myxedema and scleroderma. Myxedema
is associated with hypothyroidism. In sclero-
derma, the thickened skin is not freely mobile.
However, scleromyxedema is nei her 2ssociated
with hypothyroidism nor is the thickened skin
fixed in this discase.

Tre basic aeiology of scleromyxedema is
unknown. Direct  immunofluorescence has
demonstrated the presence of abnormal IgG in
the dermal mucin.” Whether this 1gG stimu-
lates fibroblas's to increased ac.iviy® or it
represents an auto-antibody which is a conse-
quence rather than the cause of the disease’
is controversial.
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