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1 | INTRODUCTION

Arndt-Gottron (S-AG) syndrome or scleromyxedema,
also referred to the systemic form of Lichen myxedema-
tosus, is a scarce disease of not well-known etiology. It
is characterized by a generalized papular and scleroder-
moid eruption due to mucin accumulation in the dermis,
increased fibroblast proliferation, and fibrosis.! S-AG, af-
fecting mostly middle-aged adults of 30-50years, may be a
life-threatening syndrome due to systemic involvement of
other organs.” Interestingly, S-AG can be associated with a
paraprotein. Herein, we report an exceptional scleromyx-
edema case associated with a benign monoclonal gam-
mapathy in an old Tunisian woman.

2 | OBSERVATION

A 85-year-old Tunisian woman, with a history of osteopo-
rosis, was admitted in our department because of swell-
ing reddened and indurated skin on the face, ears, neck,
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upper limbs, and back. These skin abnormalities started
2 months before and were progressively worsening. No
improvement was noted under antihistamine therapy
(Desloratadine 5mg daily). On examination, we found a
generalized eruption of 2-3 mm lichenoid papules. Lesions
were most common on upper trunk, neck, and face with
leonine facies (Figures 1 and 2). These lichenoid lesions
coalesced, leading to the induration of the underlying tis-
sue. There is no Raynaud phenomenon or dysphagia. The
remainder of the physical examination was normal; no-
tably, no tumoral syndrome was found. Complementary
tests revealed a microcytic hypochromic anemia to 11.1 g/
dl due to iron deficiency and an inflammatory biologic
syndrome. Calcemia, renal, and liver functions were all
normal. Serum protein electrophoresis showed a narrow
spike in the gamma region suggesting monoclonal gam-
mapathy. Immunoelectrophoresis revealed monoclonal
spikes IgG Lambda (1) in both blood and urine samples.
The bone marrow examination did not find any abnormal-
ities especially plasma cells of aberrant morphology. Thus,
the diagnosis of monoclonal gammapathy of the IgG A was
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FIGURE 1 Reddened and indurated skin on the neck and on
the upper trunk with eruption of lichenoid papules

FIGURE 2 Reddened and indurated skin on the neck with
eruption of lichenoid papules

made. All other tests, including antinuclear antibodies,
rheumatoid factors, anti-DNA antibodies, anti-neutrophil
cytoplasmic antibodies, and cryoglobulin results, were
normal or negative. Serology tests for hepatitis B and C
virus and human immunodeficiency virus were negative.
Upper and lower gastrointestinal endoscopy were normal.
A computed axial tomography of the chest, abdomen, and
pelvis did not furnish any significant data. A skin biopsy
showed a thinned epidermis with irregularly arranged fi-
broblasts, fibrosis and diffuses mucin deposition within
the upper and mid reticular dermis. A perivascular, lym-
phocytic, and plasmacytic infiltrate was also present. Hair
follicles were atrophic. No signs of malignancy were de-
tected. On that account, the diagnosis of Arndt-Gottron
scleromyxedema was retained. The patient was treated
with double antihistamine therapy (Hydroxyzine hydro-
chloride 25 mg was associated with Desloratadine because

of severe pruritus with sleep disturbance), prednisone
(orally, 1 mg/Kg/day the first month and then gradually
tapered), and 9 courses of polyvalent immunoglobulins
(intravenously, 2 g/kg for 4days monthly). Within the
next three months, the lesions had almost completely dis-
appeared and antihistamine therapy was stopped. During
9-year follow-up period, the patient remained stable. She
did not present any systemic manifestation of (S-AG).

3 | DISCUSSION

Herein, we report an exceptional case of scleromyxedema
in Tunisia. First of all, Arndt-Gottron (S-AG) syndrome
is a very rare condition occurring usually in middle-aged
adults.”” In our patient, the onset of S-AG symptoms
began at about 85years old (elderly onset), which is not
frequently described. Moreover, the etiopathogenesis of
S-AG still enigmatic to date and its optimal therapeutic
strategy remains challenging."* Actually, as noted in our
patient, there is hyperproliferation of dermal fibroblasts,
with dermal mucin deposition and increased collagen
deposition on histology.® Clinically, S-AG is a condition
revealed, like our patient's case, by diffused and symmet-
ric lichenoid papules often arranged linearly and causing
extensive thickening of the skin. These features usually
involve the face, neck, distal forearms, and hands, and set
the palms and mucous membranes apart. Even if extracu-
taneous manifestations of S-AG were absent in our case, it
is crucial to constantly seek them out as they can be life-
threatening in some cases by involving cardiovascular,
gastrointestinal, pulmonary, and central nervous systems.
Rheumatologic manifestations can on the one hand lead
to significant disability and on the other hand be confused
with other connective disease especially systemic scle-
roderma and dermatomyositis. Pathological features are
the most important pillars of S-AG diagnosis especially
in these cases. Systemic manifestations may result from
mucin deposition in various organs since mucin has been
identified in adventitia around vessels in many organs, in-
cluding the heart and lungs." Interestingly, authors high-
lighted an association of S-AG with paraproteinemia (up to
83% of cases) especially immunoglobulin G (IgG) lambda
subtype, as described in our patient, with rare cases devel-
oping plasma cell dyscrasia or multiple myeloma (10%)."*
Therefore, we should seek for gagmmapathy in any patient
presenting a S-AG. To date, there is no completely satis-
factory therapeutic approach to S-AG. The rarity of this
condition, and the lack of well-designed clinical trials for
it, explain mainly that therapeutic approach still not well
codified.*® In addition to antihistamine therapy, several
agents have been tried: corticosteroids, melphalan, poly-
valent immunoglobulins, and even autologous stem cell
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transplantation.®™ S-AG has often a chronic progressive
evolution with prognosis depending on among others sys-
temic manifestations of this scarce condition.

4 | CONCLUSION

Scleromyxedema is characterized by a generalized papu-
lar sclerodermoid eruption and systemic manifestations
that can lead to significant morbid-mortality. More work
still needed to understand its etiopathogenesis and to es-
tablish a clear and well-defined therapeutic approach.
Immunoglobulins is a well-tolerated treatment that can
modify the disease course in some patients.
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