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CASE AND RESEARCH LETTERS

Rapid clinical diagnosis is important as it will reassure
patients and avoid unnecessary tests and studies and inap-
propriate treatment.

While the association between pachydermodactyly and
psychiatric morbidity is uncommon, given its importance,
we believe that all patients diagnosed with pachyder-
modactyly should be evaluated by a psychiatrist, and
particularly those who repeatedly interlock or rub their
hands, causing finger friction. These patients would benefit
from adequate psychological and/or psychiatric treatment,
and partial remission of pachydermodactyly lesions has been
reported following the elimination of the causes of repeti-
tive minor trauma.
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Eosinophilic Fasciitis: An Uncommon
Cause of Edema”

Fascitis eosinofilica: causa infrecuente de
edemas

The most common causes of generalized interstitial edema
are heart failure, chronic kidney disease, and diseases of the
liver. Edema, mainly affecting the extremities, is also the
initial presenting symptom of scleroderma and other scle-
rodermiform syndromes. This type of edema is caused by
fibrosis of the dermis and in its early stages can be suggestive
of other pathologies.'

We describe a patient with a history of mitral valve dis-
ease who, while awaiting valve surgery, was admitted for
edema of the extremities of several months’ duration and
was diagnosed with eosinophilic fasciitis (EF).

The patient was a 57-year-old man who presented with
edema of 3 months’ duration that initially appeared on the
lower limbs and subsequently developed on the hands and
forearms. His past medical history included diabetes mel-
litus type 2 and hypercholesterolemia, and he had been
diagnosed 6 years earlier with valvular heart disease (mitral
valve prolapse) with severe mitral regurgitation. No abnor-
malities in left ventricular ejection fraction (LVEF) had been
observed in cardiological examinations. The patient was
admitted based on the suspicion that the edema had been
triggered by a first episode of heart failure. He reported
no dyspnea, orthopnea, or other related symptoms. Exami-
nation revealed a previously identified midsystolic murmur
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at the apex and hepatomegaly of 2cm. An increase in the
diameter of the legs and forearms was also observed, with
induration and dimpling of the skin in these areas (Fig. 1),
as well as discrete erythema of the legs (Fig. 2). Blood tests
showed eosinophilia, a slight elevation in the erythrocyte
sedimentation rate (ESR), and hypergammaglobulinemia.
All other parameters analyzed were normal. The previous
diagnosis of mitral valve prolapse with severe mitral regurgi-
tation was confirmed by transesophageal echocardiography.
Left and right heart catheterization showed that both LVEF
and pulmonary circuit pressure were normal. Given the con-
tradictory clinical signs and the conflicting results of invasive
cardiac tests, the patient was referred to the dermatol-
ogy department. Given the suspicion of sclerodermiform

Figure 1

Edema of the right arm; note the dimpled appear-
ance of the skin of the inner arm and the increased diameter of
the forearm.
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Figure 2  Bilateral edema and erythema of both legs.
syndrome a biopsy to the level of the muscular fascia was
performed. The biopsy showed thickening and edema of the
subcutaneous septa. The subcutaneous septa and superficial
fascia contained a mild inflammatory infiltrate composed
of lymphocytes, histiocytes, plasma cells, and eosinophils.
The dermis and epidermis were intact (Fig. 3). Based on
the diagnosis of EF the patient began prednisone treat-
ment (60mg/d), to which methotrexate was later added,
resulting in clinical improvement and normalization of blood
parameters. The patient is currently being treated with
hydroxychloroquine and has a good quality of life, with no
impairment of mobility and no change in valvular heart dis-
ease status.

EF is a sclerodermiform syndrome that was first described
by Shulman? in 1974. It is characterized by an initial
phase of edema, erythema, and thickening of the skin,
with symmetrical involvement of the extremities, although
it can also affect the trunk and neck. After this initial
phase the skin and subcutaneous tissue becomes indurated
and the skin acquires an orange-peel-like appearance.
EF can also present as morphea-like skin lesions; these

Figure 3

Histology showing thickened and edematous subcu-
taneous septa. Both the subcutaneous septa and the superficial
fascia contain a mixed inflammatory infiltrate (hematoxylin-
eosin, original magnification x100).

2 entities have been linked in various studies.®* It can also
be associated with extracutaneous manifestations such as
arthritis, joint stiffness, carpal tunnel syndrome, and muscle
weakness. There have been isolated reports of systemic or
visceral involvement. EF has been linked to blood disorders
such as aplastic anemia, autoimmune anemia and throm-
bocytopenia, and lymphoproliferative diseases (lymphoma
and multiple myeloma). It is accompanied by peripheral
blood eosinophilia (up to 80%-90% of cases, depending on
the series), increased ESR, and hypergammaglobulinemia,
although the absence of any of these symptoms does not rule
out the presence of the disease. While the etiology of EF is
unknown, it has been associated with a history of intense
exercise, trauma,® Borrelia burgdorferi infection, and the
use of drugs, such as simvastatin.®’ Confirmatory diagnosis
is established by histological analysis of the skin, includ-
ing the superficial muscle fascia. The following signs are
typical: thickening of the septa of the subcutaneous tissue
and of the fascia, which contain an inflammatory infiltrate
of variable intensity that consists of lymphocytes, plasma
cells, and occasionally eosinophils (the presence of which
is not required for diagnosis) and is associated with der-
mal fibrosis. Recent studies have described the usefulness
of magnetic resonance imaging in diagnosing and monitoring
the progression of EF.>%° The differential diagnosis includes
eosinophilia-myalgia syndrome, morphea, systemic sclero-
derma, and other sclerodermiform syndromes. As in the
present case, the initial edema can be suggestive of other
edema-causing conditions. Early treatment is essential to
preserve mobility. The drugs of choice are oral cortico-
steroids, although hydroxychloroquine, methotrexate, and
other immunosuppressive agents have also been used in iso-
lated cases. Three predictors of treatment resistance have
been identified: the presence of morphea-like skin lesions;
early disease onset (patients under 12 years); and trunk
involvement.*"°

We have reported a case of EF, a rare entity that presents
diagnostic challenges and requires multidisciplinary man-
agement. Nondermatologist specialists should be familiar
with the initial clinical features of this condition, including
edema and erythema, in order to either rule out the dis-
ease or avoid delays in diagnosis, which can lead to further
complications.
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Old World Leishmaniasis on the
Ear Lobe: A Rare Site™

@ CrossMark

Infeccion del l6bulo auricular por Leishmania
en el Viejo Mundo: una localizacion
excepcional

Leishmaniasis is a parasitic disease caused by protozoan
species of the genus Leishmania. Its geographical distribu-
tion can be divided into 2 general areas; the New World
(Mexico, Central America and South America) and the Old
World (Asia, Africa and Southern Europe).! The clinical
spectrum depends on the pathogenicity of the Leishmania
species and the immune response of the host.? Cutaneous
leishmaniasis (CL) is the most common and mildest clini-
cal form, accounting for between 50% and 75% of cases."?
Atrial involvement is very rare; only a few cases have
been described in the Old World, none of which exclusively

affected the ear lobe. We report 2 cases of CL with ear lobe
involvement (Fig. 1, A and B).

Case 1

A 73-year-old woman presented with a painful lesion on
the pinna that had developed 7 months previously. Physi-
cal examination revealed an erythematous infiltrated plaque
with central ulceration and a seropurulent crust on the left
ear lobe and coalescing pustules on the antihelix (Fig. 1A).
Leishmania species was visualized by Giemsa staining of
the biopsy imprint. Histopathology revealed the presence of
intracytoplasmic basophilic punctate structures within his-
tiocytes that were compatible with amastigotes (Fig. 2).
Intramuscular meglumine antimoniate (MA; 60mg/kg/d)
was administered for 12 days; this regimen was repeated 2
weeks later, followed by cryotherapy of the residual lesion,
resulting in cure.

Figure 1

Front and side views. A, Erythematous infiltrated plaque of 16 x 25 mm on the left ear lobe with central ulceration and

a seropurulent crust and coalescing pustules on the antihelix. B, Soft edema and hyperemic nodular infiltration (9.5 x 10mm) of

the right ear lobe.

* Please cite this article as: Blasco Morente G, Rodriguez-Granger
J, Tercedor Sanchez J, Latorre Fuentes JM. Infeccion del lobulo
auricular por Leishmania en el Viejo Mundo: una localizacion excep-
cional. Actas Dermosifiliogr. 2014;105:628-630.
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