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Introducere

Mucinoza papuloasa este o afectiune rard, cu o incidenta 1:50.000-1:150.000 de cazuri in randul
populatiei[1]. Aceasta are o evolutie cronica si se caracterizeaza clinic prin dezvoltarea leziunilor papuloase,
datorate depunerii de mucina si intensificarea densitatii colagenului dermic. Formele localizate si disemi-
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nate sunt descrise ca mucinoza papuloasa sau lichen mixedematos, in timp ce varianta maladiei cu leziuni
generalizate si confluente, insotite de scleroza, se defineste ca scleromixedem [2]. Prevalenta cazurilor de
scleromixedem nu a fost desemnata, in special a celor cu prezentare atipica, fiind descrise cazuri unice in
literatura de specialitate.

Scleromixedemul se caracterizeaza clinic prin papule multiple, ferme, cu diametrul de 1-3 mm, care pot
conduce la infiltratie sclerodermoida generalizata a pielii, implicand fata, trunchiul si membrele. Examenul
histopatologic pune in evidenta depozite de mucina difuze, proliferare fibroblastica si fibroza. Diagnosti-
cul se stabileste pe baza urmatoarelor criterii: eruptie papuloasa, sclerodermoida generalizatd, gamapatie
monoclonald, absenta a disfunctiei glandei tiroide si triada clasica a modificarilor histopatologice. Atunci
cand sunt prezente 3 criterii si gamapatia monoclonala a fost exclusa paraclinic, se stabileste diagnosticul
de scleromixedem, forma atipica.

Tratamentul recomandat cuprinde agenti alchilanti, retinoizi aromatici, corticosteroizi sistemici si
topici, imunoglobulind umana, plasmafereza, dermabraziune, infiltrare intralezionala de hialuronidaza si
triamcinolonag, laser CO2 si PUVA terapia.

Scopul lucrarii consta in evaluarea particularitatilor clinice si de diagnostic ale scleromixedemului,
forma atipica.

Materiale si metode
Se prezinta studiu de caz.

Prezentare de caz

Studiul de caz clinic de scleromixedem, forma atipica, vizeaza o pacientad in varsta de 44 de ani, care pre-
zenta leziuni generalizate si un istoric al bolii de 2 ani. Examenul clinic a evidentiat multiple papule, distribuite
simetric, de culoarea pielii, unele maronii, ceroase, avand consistenta dura, localizate difuz pe fatd, trunchi si
membre. Leziunile erau insotite de prurit moderat-usor, preponderent diurn.

Examinarile paraclinice au relevat: Ag HBs pozitiv, functia tiroidiana in normd, electroforeza proteinelor
serice aratand absenta paraproteinemiei. Examenul histopatologic a evidentiat: epiderm cu aspect normal,
depozite de mucina si proliferare fibroblastica in dermul reticular, fibroza in dermul profund, fascicule de
colagen ingrosate, fragmentarea fibrelor elastice si un infiltrat limfocitar perivascular usor exprimat. Trata-
mentul a inclus corticosteroizi sistemici si topici.

Concluzii

Aspectul clinic al leziunilor a fost crucial in suspectarea scleromixedemului. Respectarea celor 3 criterii
de diagnostic si absenta gamapatiei monoclonale au facut posibila determinarea unei forme atipice, extrem
de rarintalnite. Tratamentul a asigurat controlul simptomelor si a limitat evolutia maladiei, desi prognosticul
ramane rezervat.
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Introduction

Papular mucinosis is a rare condition, with an incidence of 1:50.000-1:150.000 cases!", chronic evolution,
clinically characterized by the development of papular lesions, due to the deposition of mucin and the inten-
sification of the density of dermal collagen. The localized and disseminated forms are described as papular
mucinosis or lichen myxedematous, while the disease with generalized, confluent lesions accompanied by
sclerosis is defined as Scleromyxedema.? The prevalence of Scleromyxedema cases has not been determi-
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ned, especially those with atypical presentation, being described unique cases in the specialized literature.
Scleromyxedema is clinically characterized by multiple, firm, closely spaced papules, 1-3 mm in diameter,
which may lead to generalized sclerodermoid infiltration of the skin, involving the face, trunk and limbs.
Histopathological examination reveals: diffuse mucin deposits, fibroblastic proliferation and fibrosis. The
diagnosis is based on the following criteria: generalized papular and sclerodermoid eruption, monoclonal
gammopathy, no thyroid disorder and the classic triad of histopathological features. When 4 criteria are
present and monoclonal gammopathy has been excluded paraclinically, the diagnosis of Scleromyxedema,
the atypical form, is established. Recommended treatment includes alkylating agents, aromatic retinoids,
systemic and topical corticosteroids, human immunoglobulin, plasmapheresis, dermabrasion, intralesional
infiltration of hyaluronidase and triamcinolone, CO2 laser and PUVA therapy.

The objective of the study was the evaluation of clinical-diagnostical peculiarities in an extremely rare
case of Scleromyxedema, atypical form.

Materials and methods

A case study is presented.

Case report: The clinical case study of Scleromyxedema, atypical form concerns a 44-year-old female
patient with generalized lesions and a 2-year history of the disease. The clinical examination revealed: mul-
tiple closely spaced papules, symmetrically distributed, skin-colored, some of them brown, waxy, with a firm
consistency, diffusely located on the face, trunk, limbs. The lesions, accompanied by moderate-slight itching,
mainly at daytime. Paraclinical examinations: positive HBs Ag, absence of thyroid disorder, serum protein
electrophoresis: absence of paraproteinemia. Histopathological examination revealed: normal-appearing
epidermis, mucin deposits and fibroblastic proliferation in the reticular dermis, fibrosis of the deep dermis,
thickened collagen bundles, fragmentation of elastic fibers, and a mild perivascular lymphocytic infiltrate.
Treatment included systemic and topical corticosteroids.

Conclusions

The clinical appearance of the lesions was crucial in suspecting Scleromyxedema. Compliance with
the 3 diagnostic criteria and the absence of monoclonal gammopathy made it possible to determine an
atypical, extremely rare form of the disorder. The treatment provided control of the symptoms and limited
the evolution of the disease, although the prognosis remains to be reserved.
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