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Caso Clinico / Case Report

Escleromixedema associado a miocardiopatia’
Scleromyxedema with associated cardiomyopathy”
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Resumo: Relato de um caso de escleromixedema com lesdes cutaneas associadas a miopatia, disfungéo
esofageana e paraproteinemia. Durante a evolucdo, a paciente apresentou sintomas de insuficiéncia
cardiaca congestiva (1CC) que foram relacionados a miocardiopatia, passivel de ocorrer em até 10% dos
portadores de escleromixedema. Sdo discutidos os aspectos clinicos, etioldgicos e terapéuticos.
Palavras-chave: insuficiéncia cardiaca congestiva; miosite; mucinoses; paraproteinemias.

Abstract: We report a case of scleromyxedema with skin lesions in association with myopathy, esophageal
dysfunction and paraproteinemia. During the disease course, the patient developed symptoms of cardiac
failure related to a cardiomyopathy, a condition that has been described in up to 10% of patients with
scleromyxedema. The clinical, etiologic and therapeutic aspects are discussed in this paper.

Key words: heart failure, congestive; myositis; mucinoses; paraproteinemias.

INTRODUCAO

Escleromixedema, também conhecido como muci-
nose papular e liguen mixedematoso generalizado, é doen-
ca rara, de etiologia desconhecida, sendo considerada um
tipo de mucinose cutanea priméria associado a altas morbi-
dade e mortalidade.* Afeta adultos entre 30 e 70 anos, sem
predilecéo por sexo. Caracteriza-se por lesdes de pele papu-
loliquendides, infiltrativas, com firme induracdo dos teci-
dos subjacentes, 0 que pode gerar reducdo da mobilidade
dos dedos e microstomia com dificuldade de abrir a boca.?
Embora a doenca afete primariamente a pele, com freqlién-
cia é detectada paraproteinemia de tipo monoclonal, sendo
a paraproteina mais encontrada a IgGl , e alguns casos estdo
relacionados a mieloma mdltiplo, leucemias e linfomas.
Outras manifestacfes extracutaneas incluem miopatia pro-
ximal, poliartrite inflamatdria, alteracdes laringeas, disfun-
cao esofagiana, alteracfes neuroldgicas, doenga restritiva
pulmonar e, mais raramente, alteracdes cardiacas.

Descreve-se um caso com lesdes cutdneas extensas
associadas a disfuncdo esofagiana, miopatia e paraproteine-
mia monoclonal, que, durante a evolucéo, apresentou alte-
racOes cardiacas.

RELATO DO CASO
Paciente com 45 anos de idade, melanodérmica, natu-
ral de Feira de Santana, BA, residente em Brasilia, DF ha seis
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INTRODUCTION

Scleromyxedema, also known as papular mucinosis
and generalized lichen myxedematosus, is a rare disease. Its
etiology is not known. It is considered a type of primary cuta -
neous mucinosis and is associated with high rates of morbi -
dity and mortality.* It affects adults between the ages of 30
and 70 years, regardless of sex. It is characterized by papu -
lo-lichenoid and infiltrative skin lesions, with firm induration
of underlying tissue. The latter might lead to reduced finger
mobility and microstomia with subsequent difficulty in ope -
ning the mouth.? Although the disease primarily affects the
skin, monoclonal-type paraproteinemia is often detected,
which is the paraproteinemia most often found in 1IgG/A. A
few cases of multiple myeloma, leukemia and lymphomas
have been reported. Other extracutaneous manifestations
include proximal myopathy, inflammatory polyarthritis,
laryngeal alterations, esophageal dysfunction, neurological
alterations, pulmonary restrictive disease and, less fre -
quently, cardiac alterations. We describe a case with extensi -
ve cutaneous lesions in association with esophageal dysfunc -
tion, myopathy and monoclonal paraproteinemia, whose
disease course was characterized by cardiac alterations.

CASE REPORT
A 45-year-old melanoderm patient from Freira de
Sentana, Bahia state, is a resident of Brasilia, Federal District.
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anos e em acompanhamento no ambulatério de Dermatologia
do Hospital Universitario de Brasilia (HUB) desde 1996.
Inicialmente, referia parestesias nas polpas digitais, endureci-
mento da pele e artralgia em interfalangeanas proximais e joe-
Iho direito, além de fendmeno de Raynaud. Posteriormente,
observou endurecimento da pele da face em torno de nariz e
boca, e também lingua e labio inferior. H& quatro anos, disfa-
gia para solidos e dificuldade para abrir a boca. Dificuldade de
flexdo e extensdo de pequenas articulagBes ha dois anos. De
antecedentes morbidos, nada a relatar. Ao exame fisico, apre-
sentava endurecimento difuso da pele, configurando aspecto
coriaceo e acentuacdo de sulcos (Figura 1), esclerose em qui-
rodactilos (Figura 2), cotovelos e joelhos, com redugdo da
mobilidade articular. O envolvimento facial era acentuado,
apresentando papulas brilhantes de consisténcia firme, com
arranjo linear e sulcos espessados na glabela, dorso do nariz e
regido mentoniana (Figuras 3 e 4), levando a diminuigdo da
rima labial e incapacidade de protusdo da lingua.

O diagndstico de escleromixedema foi confirmado
por bidpsia cutanea, que mostrou material basofilico amor-
fo, ao lado de discreto aumento do nimero de fagdcitos na
derme superior e infiltrado perivascular com presenca de
mastdcitos (Figura 5). A imunoeletroforese de proteinas
revelou presenca de banda monoclonal com 1gGl , mas os
demais exames laboratoriais, incluindo provas de atividade
reumatica (fator reumatoide, FAN, antiDNA, complemento
sérico, anticentrdmero e anticorpo esclero-70), foram todos
normais.

A paciente foi submetida a diferentes tratamentos
sistémicos - melfalano por um més, metotrexato durante
nove meses; fotoquimioterapia (Puva) por seis meses - e
esta em uso de prednisona ha dois meses, referindo melho-
res resultados com corticoterapia.

Apbs quatro anos e meio de evolucdo da doenga,

The patient first received medical care six years ago and has

been undergoing follow up treatment at the ambulatory clinic

of the University of Brasilia Hospital Dermatology Service

since 1996. Initially, the patient referred to finger paresthesia,

hardening of the skin and arthralgia in the proximal interpha -
langeals of the hands and right knee, in addition to Raynaud's

phenomenon. Later, the patient observed hardening of the

facial skin around the nose and mouth, as well as of the tongue

and lower lip. Four years ago, the patient experienced dyspha -
sia for solids and difficulty in opening the mouth. Two years

ago, the patient showed problems in flexing and extending the

small joints. There was nothing to report concerning a back -
ground of mortality. The physical examination showed diffuse

hardening of the skin, giving it a rough aspect with accentua -
tion of skin creases (Figure 1), sclerosis in the fingers (Figure

2), elbows and knees, with reduced joint mobility. Facial invol -
vement was heightened, showing shiny, firm papules in a linear

pattern and thick creases on the glabella, the nasal dorsum

and chin region (Figures 3 and 4). This led to a reduced labial

orifice and incapacitated protrusion of the tongue.

The diagnosis of scleromyxedema was confirmed by a
cutaneous biopsy. It showed amorphous basophilic material
next to a discrete increase in phagocyte numbers in the upper
dermis, and perivascular infiltrate with a presence of mas -
tocytes (Figure 5). The protein immunoelectrophoresis revea -
led the presence of a monoclonal band with IgG/A, but other
laboratory tests, including the tests for presence of rheumatic
activity (rheumatoid factor, FAN, anti-DNA, seric complement,
anticentromere and Sclero-70 antibodies) were all normal.

The patient was submitted to different systemic treat -
ments: melphalan for a month; methotrexate for nine
months; photochemotherapy (PUVA) for six months, and
has been using prednisone for two months. The patient
referred to improved results with corticotherapy.

Figura 1: Lesdes papulo-liquendides infiltrativas no dorso e
membro superior, notando-se pregueamento na pele da regido
intercostal. / Figure 1: Papulo-lichenoid and infiltrative skin
lesions on the back and upper limb. Note the skin crease on the
intercostal region.

An bras Dermatol, Rio de Janeiro, 79(5):561-566, set./out. 2004.

Figura 2: Acometimento difuso das maos, com multiplas papulas,
acroesclerose e dificuldade de mobilizar os dedos
Figure 2: Diffuse involvement of the hands with multiple
papules, acrosclerosis and difficulty in using the fingers.
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Figura 3: Esclerose difusa da face, com lesdes papulosas
brilhantes infiltrando fronte e regido nasal / Figure 3: Diffuse
sclerosis of the face, with shiny papulous lesions infiltrating

the forehead and nasal region.

a paciente comecou a apresentar dor toracica, sem rela-
¢cdo com esforgo fisico, associada a palpitagfes e sen-
sacdo de peso no membro superior esquerdo, e que
melhorava com o repouso. Em dezembro de 2001, ini-
ciou dispnéia subita aos médios e minimos esforgos,
palpitaces, edema de MMII, quando foi hospitalizada
para avaliagdo. A radiografia de torax, observavam-se
aumento das cdmaras cardiacas e congestdo pulmonar
proeminente. Eletrocardiograma (ECG) com sobrecarga
de VE e alteracdes difusas de repolarizagdo, com dimi-
nuicdo da voltagem periférica. Ao exame fisico, apre-
sentava ritmo cardiaco regular (RCR) em quatro tem-
pos, sopro sistdlico em focos mitral e trictspide, pres-
sdo arterial de 130/80mmHg e freqiiéncia cardiaca de

Figura 4: Micropépulas endurecidas e brilhantes, com arranjo
linear, na glabela, descendo pelo dorso do nariz
Figure 4: Hardened and shiny micropapules in a linear pattern
on the glabella, descending on the nasal dorsum.

Four and a half years into the disease course, the
patient started experiencing chest pains that were not related
to physical effort. This occurred in association with palpita -
tions and a sensation of weight in the upper left limb, which
improved with rest. In December 2001, dyspnea has a sudden
onset with medium and low physical effort. The patient also
experienced palpitations, MMII edema, and was thereupon
hospitalized for assessment. Chest radiography showed
increased cardiac layers and prominent lung congestion.
Electrocardiogram (ECG) demonstrated LV overload and dif -
fuse changes in repolarization, with a drop in peripheral vol -
tage. The physical examination showed regular cardiac
rhythm (RCR) in four beats, systolic breathing in the mitral and
tricuspid valves, arterial pressure at 130/80 mm Hg and car -

120bpm, além de freqiiéncia res-
piratoria de 24ipm, hepatomega-
lia e edema de MMIL
Ecocardiograma VE com dilata-
¢do discreta, comprometimento
da funcdo sistélica, insuficiéncia
mitral, tricispide e adrtica de
grau discreto, VE com hipocine-
sia difusa acentuada, com exce-
cdo da parede posterior, fracdo
de ejecdo de 43%. O diagndstico
de conclusdo da cardiologia foi
de ICC sistdlica (dilatada). Tal
manifestacdo foi considerada
manifestacdo extracutanea do
escleromixedema. Foi iniciado

Figura 5: Exame histopatoldgico
revelando depésitos de mucina na
derme papilar (Alcian blue 100x).

diac frequency at 120 bpm, in addi -
tion to respiratory function at 24 imp,
hepatomegaly and MMII edema. Left
ventricular (LV) function by echocar -
diogram showed discreet dilatation,
involvement of the systolic function,
slight mitral, tricuspid and aorta
valve insufficiency, LV with diffuse
accentuated hypokinesia, except for
the posterior wall, and an ejection
fraction of 43%. The concluding car -
diologic diagnosis was systolic heart
failure and dilated cardiomyopathy.
Such a manifestation was
considered an extracutaneous
manifestation of scleromyxedema.

Figure 5: Histopathologic examination
revealing mucine deposits on the papil -
lary dermis (Alcian blue 100x).
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tratamento com furosemida, digoxina, enalapril e rein-
troduzida a prednisona oral na dose de 40mg/dia, além
de fisioterapia motora. A paciente evoluiu com com-
pensacdo da ICC, recebendo alta hospitalar apds 12
dias de internacdo.O ecocardiograma de controle, ap0s
um més, evidenciou melhora significativa da dilatagédo
do VE e melhora discreta da funcdo sistdlica, da insu-
ficiéncia mitral e tricspide e da hipertensdo pulmonar.
A paciente encontra-se em acompanhamento nos
ambulatorios de Dermatologia e Cardiologia do HUB,
estando assintomatica em relacdo ao aparelho cardio-
vascular e relatando melhora da mobilidade das méos e
aumento da abertura oral com uso de prednisona e
fisioterapia motora.

DISCUSSAO

Escleromixedema é um raro tipo de mucinose papu-
lar caracterizado por esclerose difusa e erupcédo liquendide
generalizada. O termo foi introduzido por Gottron, em
1954, que considerou escleromixedema variante esclerética
da mucinose papular. Desde entdo, numerosos casos tém
sido relatados, nos quais papulas liquendides junto com
achados "escleroderma-like" estdo presentes.? Paraproteina
monoclonal tem sido detectada na maioria dos pacientes,
mais comumente do tipo IgGlI .*

A causa do escleromixedema permanece desconheci-
da. Soro de pacientes com a doenca é capaz de estimular a
proliferacéo de fibroblastos in vitro. Contudo, essa capacida-
de persiste apds a remogao da 1gG, indicando que outro fator,
além da paraproteina, é responsavel. Na presenca de soro
humano autélogo ou normal, os fibroblastos dos pacientes
com escleromixedema sintetizam maior quantidade de acido
hialurénico do que os fibroblastos normais, sugerindo que o0s
fibroblastos nesses pacientes constitutivamente produzem
mais mucina do que os fibroblastos normais.

A doenca afeta principalmente adultos entre 30 e 70
anos, sem predilecdo por sexo, sendo usualmente cronica.
Os achados cutaneos caracteristicos sdo erupcdo papular
generalizada com esclerose. As papulas sdo firmes, densa-
mente agrupadas, normocroémicas ou eritematosas.* As
lesbes ocorrem com maior freqiiéncia no dorso de maos e
dedos, superficie extensora dos membros e face.! Induracéo
generalizada da pele pode resultar em microstomia,* e as
lesdes faciais podem produzir facies leonina. Atinge prima-
riamente a pele, embora manifestacdes sistémicas, como
miopatia proximal, poliartrite inflamatdria, disfuncdo eso-
fagica, alteragBes neuroldgicas e hematoldgicas, tenham
sido descritas.! Quando presentes, tais manifestacdes pare-
cem piorar 0 prognostico. Alteragdes hematoldgicas sdo
prevalentes. Em uma série de 14 pacientes, paraproteinemia
monoclonal 1gG foi demonstrada em 13, e ocorreram neo-
plasias hematoldgicas malignas (mieloma maltiplo, leuce-
mia aguda e linfoma de células T) em cinco.® H4 também
relato da associagédo do escleromixedema com seminoma,® e
a associagdo a anormalidades neuroldgicas € bem documen-
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Treatment was started with furosemid, digoxin and enala -
pril, with oral prednisone reintroduced in a 40 mg daily

dose, in addition to motor physiotherapy. The patient pro -
gressed with compensation of the CCI, and was discharged

following 12 days of hospitalization. A month later, the con -
trol echocardiogram showed significant improvement of the

LV dilation and discreet improvement of the systolic func -
tion, mitral and tricuspid insufficiency, and lung hyperten -
sion. The patient is currently undergoing follow up treat -
ment at the HUB Dermatology and Cardiology ambulatory

clinic, and is asymptomatic with respect to the cardiovascu -
lar device. Improved mobility of the hands and an increase

of the oral orifice with the use of prednisone, and motor

physiotherapy were reported.

DISCUSSION

Scleromyxedema is a rare type of papular mucinosis
characterized by diffuse sclerosis and generalized lichenoid
eruption.* The term was introduced by Gottron in 1954,
who considered scleromyxedema a sclerotic variant of
papular mucinosis. Since then, several cases have been
reported in which lichenoid papules in combination with
"scleroderma-like™ findings are present.>* Monoclonal
paraproteinemia has been detected in most patients with
this disorder, most commonly in the 1gG/A type. The cause
of scleromyxedema remains unknown. Serum of patients
with the disease is able to stimulate the proliferation of
fibroblasts in vitro. However, this capacity persists after
removal of the 1gG, which suggests that another fact, in
addition to paraproteinemia, is responsible. In the presence
of autologic or normal human serum, the fibroblasts of
patients with scleromyxedema synthesized a higher quantity
of hyaluronic acid than did those with normal fibroblasts.
This suggests that the fibroblasts in these patients constitu -
tively produce more mucine than normal fibroblasts.®

The disease mainly affects adults aged 30 to 70 years,
with no predilection for either sex, and is usually chronic.
Characteristic cutaneous findings are generalized papular
eruption with sclerosis. The papules are firm, normochromic
or erythematous in color, appearing in dense clusters.* The
lesions occur in highest frequency on the dorsal aspect of the
hands and fingers, extensor surface of the limbs, and face.!
Generalized induration of the skin may result in microsto -
mia,* facial lesions may produce leonine facies. The disease
primarily affects the skin, while systemic manifestations like
proximal myopathy, inflammatory polyarthritis, esophageal
dysfunction, neurologic and hematologic alterations have
been described.! When present, such manifestations appear
to worsen the prognosis. Hematologic alterations are preva -
lent. In a series of 14 patients, monoclonal 1gG paraprotei -
nemia was apparent in 13 of them. Malignant hematologic
neoplasias (multiple myeloma, acute leukemia, and T-cell
lymphoma) occurred in five® Scleromyxedema has been
reported in association with seminoma,® and the association
with neurologic abnormalities is also well documented.
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tada.” Sintomas como confusdo, disartria, paralisia ascen-
dente, convulsbes e coma sdo descritos, geralmente indi-
cando progndstico reservado. E relatada a sindrome derma-
toneural, rara, que consiste na triade febre elevada, convul-
sfes e coma, com prodromo de quadro gripal.’

Anormalidades cardiacas tém sido descritas em até
10% dos casos. Ha dados de autépsia demonstrando depo-
sicdo de mucina na camada média e adventicia dos vasos
miocardicos e degeneragdo mucinosa das placas ateromato-
sas dos vasos coronarianos. Também ha relatos de hiperten-
sdo arterial sistémica.®® Nesse caso em particular, a pacien-
te apresentou gradualmente ICC dilatada, podendo-se supor
que a descompensacédo clinica e o diagnostico ocorreram
em fase posterior da cardiopatia. Nos cortes histoldgicos,
caracteristicamente, ha hiperproliferacao de fibroblastos na
derme e deposi¢do anormal de mucina. As maiores altera-
¢Oes ocorrem na derme superior, que mostra faixa horizon-
tal de material mucinoso entre as fibras de colageno. O
material € um glicosaminoglicano que se cora com Alcian
blue em pH 2,5, sendo susceptivel a digestdo da hialuroni-
dase. A epiderme pode aparecer fina devido a pressao dos
depositos mucinosos. H& aumento de fibroblastos, que apa-
recem "rechonchudos"” e estrelados, e fibrose dérmica.** A
microscopia eletronica revela fibroblastos com longos pro-
cessos citoplasmaticos e reticulo endoplasmatico rugoso
dilatado. Além disso, numerosas fibrilas delgadas de cola-
geno, sugerindo neocolagénese, estdo presentes.

O diagndstico do escleromixedema é baseado na pre-
senca das lesdes papulares e esclerose caracteristica, demons-
tracdo de mucina na derme e presenca de paraproteinemia.

Neste caso, foram claramente evidenciados os trés
critérios diagnosticos:

1) quadro clinico cutaneo exuberante, com presenca
de papulas brilhantes na fronte, nariz, glabela, conferindo
facies leonina e endurecimento difuso, aspecto coriaceo da
pele, diminuicdo da mobilidade nas méos e boca. Houve
desenvolvimento de manifestagdes sistémicas, com artral-
gias em pequenas articulacfes de méos e joelhos, disfagia e
comprometimento cardiaco, com presenca de ICC dilatada e
hipertensdo pulmonar sobrejacente;

2) histologia com demonstragéo de material amorfo,
compativel com mucina na derme superior;

3) IgGI na imunoeletroforese de proteinas.

O tratamento das lesdes papulares inclui infiltracdo
intralesional de hialuronidase e triancinolona, com pouco
sucesso.® Intervencdes cirdrgicas usando laser de dioxido de
carbono e dermoabrasdo tém apresentado bom resultado cos-
mético, mas nao prevenindo o surgimento de novas lesdes.®
Nas formas extensas, varios agentes sistémicos tém sido rela-
tados, com eficacia variavel segundo diferentes autores. O uso
de melfalano, agente alquilante, por longos periodos com bai-
xas doses (méaximo 10mg/d), pode resultar na resolucéo gra-
dual das lesdes cutineas e reducdo das paraproteinas.
Entretanto, o risco de complicagdes sépticas e hematoldgicas,
além do surgimento de neoplasias, tem restringido seu uso.>*°
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Symptoms like confusion, dysarthria, ascending paralysis,
convulsions, and coma have been described, which usually
points to a reserved prognosis. Dermato-neural syndrome
has been reported on rare occasions with high triad fever,
convulsions and coma with a flu-like prodome.”

Cardiac abnormalities have been described in up to
10% of cases. Autopsy data record a deposit of mucine in the
middle layers of the myocardium veins and mucinous dege -
neration of the atheromatous plaques of the coronary veins.
There are also reports of systemic arterial hypertension.®® In
this case in particular, the patient showed gradually dilated
CCl, which is why we might suppose that the clinical decom -
pensation and diagnosis occurred at a later phase of cardio -
pathy. In histologic cuts, characteristically, there is hyperpro -
liferation of fibroblasts in the dermis and abnormal deposit
of mucine. The greatest alterations occurred in the upper der -
mis, which showed a horizontal band of mucinous material
between the collagen fibers. The material is a glycosami -
noglycan that is stained blue with Alcian blue in pH 2.5, and
is susceptible to hyaluronidase digestion. The epidermis may
appear fine due to the pressure of the mucine deposits. There
is an increase of fibroblasts, which appear "plump™ and star -
like, and dermal fibrosis.>* The electron microscope reveals
fibroblasts with long cytoplasmatic processes and a rough
dilated endoplasmic reticulum. Moreover, numerous thin col -
lagen fibrils, suggesting neocollagenesis, are present.

The diagnosis of scleromyxedema is based on the
presence of papular lesions and characteristic sclerosis,
which is a demonstration of mucine in the dermis and the
presence of paraproteinemia.

In the case reported in this paper, three diagnostic
criteria were made evident:

1) a quite exuberant clinical cutaneous condition,
with the presence of shiny papules on the forehead, nose, gla -
bella, which produced leonine facies. The skin showed diffu -
se hardening and a coarse aspect. The patient experienced
reduced mobility of the hands and mouth. Systemic manifes -
tations developed, with arthralgias in the small joints of the
hands and knees, dysphasia and cardiac involvement, as well
as a presence of dilated CCI and lung hypertension.

2) histology with a demonstration of amorphous
material, compatible with mucine in the upper dermis;

3) 1gG/A in protein immunoelectrophoresis.

Treatment of papular lesions includes intralesional
hyaluronidase and triancynolone, though with scant success.®
Surgical interventions using a carbon dioxide laser and der -
mabrasion have been used with good cosmetic results, but they
did not prevent the appearance of new lesions.* With extensi -
ve forms, various systemic agents have been reported, showing
variable effectiveness depending on the author. The use of mel -
phalan, an alkylating agent, over long periods of time in low
doses (maximum of 10 mg daily) might result in the gradual
resolution of cutaneous lesions and a reduction of paraprotei -
nemias. Nevertheless, the risk of septic and hematologic com -
plications, in addition to neoplasias, has limited its use.>**
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Outros agentes quimioterapicos, como ciclofosfamida, meto-
trexato e ciclosporina, tém sido usados com resultados varia-
veis. > Também etretinato e isotretinoina apresentam varia-
¢Oes nos resultados.®* H4 relatos de tratamentos satisfatdrios
com uso de Puva.* Corticéides isoladamente sdo usados por
diferentes autores, a maioria relatando alguma melhora inicial
seguida de recidiva. Um andlogo da purina, 2-clorodeoxyade-
nosina (2-CdA) também j& se mostrou eficaz.** Estudo recen-
te evidenciou melhora sustentada depois de 10 meses com
administracdo de altas doses de imunoglobulina intravenosa,
sendo a hipdtese para 0 mecanismo de acgao dessa terapia a
diminuic&o da producéo ou inibi¢do da acéo do fator circulan-
te, que estaria exercendo o efeito estimulante nos fibroblastos.*

No caso descrito, o tratamento permaneceu insatisfa-
torio, tendo a paciente feito uso de melfalano por curto
periodo, metotrexato e Puva, sem modificagao das lesbes ou
alterag8o no curso da doencga. Algum resultado positivo tem
sido observado com uso de prednisona e fisioterapia moto-
ra, com melhora da mobilidade articular e oral. Em relacéo
ao quadro cardiol6gico, mantém-se compensada com o tra-
tamento habitual de 1CC pelo uso de diuréticos, inibidores
da enzima conversora de angiotensina e digitalicos.

Assim, pode-se concluir que o prognoéstico nos
pacientes com escleromixedema generalizado é reservado,’
a terapia é dificil; e, embora diferentes medicamentos
tenham-se mostrado benéficos a curto prazo, a toxicidade
significante € aparente com o uso prolongado. u
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