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Iron Lady: A Case of Eosinophilic Fasciitis

Diana Valadaresa, c, Joao Nevesa, Isabel Almeidaa, Carlos Lopesb, Carlos Vasconcelosa

Abstract

Eosinophilic Fasciitis is a rare rheumatologic disease usually char-
acterized by erythema and limbs’ pain, cutaneous induration and 
peripheral eosinophilia. However, it is important to consider Eo-
sinophilic Fasciitis in differential diagnosis of others scleroderma-
like syndromes. The authors present a case of a 52-year-old woman 
who presented to our hospital with a four months evolution of limb 
and trunk diffuse symmetrical cutaneous induration, thickening of 
the skin without joint involvement and no history of Raynaud’s 
phenomenon. On physical examination, she had a grade 3 skin 
thickening in the involved segments. Laboratory studies revealed 
no peripheral eosinophilia. The biopsy showed fibrotic involve-
ment of muscle and fascia, with a few inflammatory infiltrations of 
lymphocytes. She started prednisolone 1 mg/kg/day, with partial re-
gression of cutaneous injuries. As Eosinophilic Fasciitis is so rare, 
its recognition can be difficult, especially when the patient is ob-
served at a late stage where the peripheral eosinophilia and inflam-
matory infiltration in the histology are usually no longer present. 
A clinical history and a detailed physical examination, especially 
with the presence of orange peel skin, are the fundamental clues 
for the diagnosis.
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Introduction

Eosinophilic Fasciitis (EF) is a rare entity of connective tis-
sue disease. The first description of this disease was made in 
1974 by Shulman in a young patient with diffuse fasciitis, 
hypergammaglobulinemia and eosinophilia [1]. 

Patients with eosinophilic fasciitis have inflammation 
and sclerosis of the fascia and subcutaneous tissue of the 
limbs, which may extend to the trunk, sparing the palms and 
plants [2, 3]. The onset of symptoms is usually marked by 
severe pain and swelling of the extremities with symmetrical 
induration. Progressively the patient will present orange peel 
skin with hyperpigmentation that develops to an extreme 
induration with corky thickening, disabling him in its full 
mobility.

Visceral involvement is rare on this disease, although 
some cases are described with pulmonary involvement. Eo-
sinophilic fasciitis is also associated with hematologic ma-
lignancies, including lymphoproliferative disease, myelo-
dysplastic syndrome, aplastic anemia, hemolytic anemia, as 
well as certain drugs (namely statins).

Eosinophilic fasciitis as scleroderma-like syndrome, 
although uncommon, has an increasingly diverse spectrum 
of clinical manifestations, not only expressed by skin thick-
ening or edema, making more alluring the diagnosis of this 
entity.

The diagnosis is based on clinical features and confirmed 
by skin and/or muscle biopsy showing inflammation, deposi-
tion of collagen fibers and lymphocytic infiltration or plasma 
cells [1-3]. Analytical peripheral eosinophilia, increased 
sedimentation rate and polyclonal hypergammaglobulinemia 
could be present.

The differential diagnosis with other entities that present 
with skin sclerosis and peripheral eosinophilia is essential, 
such as scleroderma, polymyositis, hypereosinophilic syn-
drome and Churg-Strauss vasculitis.

Treatment of Eosinophilic Fasciitis is based on cortico-
steroids at high doses, as described in literature. However, 
in refractory cases, the use of hydroxychloroquine and im-
munosuppressants such as cyclosporine or azathioprine are 
described.
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Case Report

A 52-year-old woman, without antecedents of relief or chron-
ic medication, presented to our hospital with a four months 
evolution of diffuse and symmetric cutaneous induration of 
limbs and trunk, sparing only the fingers. Associately she re-
ferred a decreased mobility of the acral skeleton by the skin 
induration, however without joint involvement. No history 
of Raynaud’s phenomenon or other extra-cutaneous symp-
toms were reported. Physical examination showed orange 
peel skin in thighs and grade 3 thickening skin in the up-
per and lower limbs and trunk (Fig. 1) without sclerodactyly. 
Laboratory data asserted absence of eosinophilia, increased 
sedimentation rate and polyclonal hypergammaglobu-
linemia. Immunological study just revealed a positive anti-
nuclear antibody (1/320) titer. Nailfold capillaroscopy did 
not show scleroderma pattern. Other diagnostic exams, in-
cluding chest and abdominal imaging, documented absence 
of visceral involvement or neoplasia. The patient underwent 
skin biopsy that showed atrophic epidermis and thickened 
dermis with fibrosis and little inflammatory activity. Muscle 
biopsy showed fibrotic involvement of muscle and fascia, 
with few inflammatory infiltrates (Fig. 2). All the clinical 
history, analytical and imagiological data corroborated the 

diagnosis of eosinophilic fasciitis, therefore the patient start-
ed prednisolone 1mg/kg/day, with partial regression of skin 
lesions. Twelve months after the beginning of this treatment, 
the patient achieved full mobility to perform all basic tasks, 
such as dressing and eating. At the moment, she presents a 
normal skin on the trunk and thighs and maintains grade 3 
skin thickening on the legs and grade 2 on upper limbs, and 
with analytically normalized inflammatory parameters. The 
patient is still taking a low dose of corticosteroids without 
any intercurrence.

Discussion
  
The pathogenesis of Eosinophilic Fasciitis is not totally 
clarified, however it is based on an exaggerated immune re-
sponse in an intense pro-inflammatory environment. Many 
times, it’s possible to identify a “trigger” that causes this en-
tire cascade. It is described in the literature its association 
with trauma, strong physical exercise and some infections, 
but its reproducibility is poor [4].

Eosinophilic Fasciitis is a rare disease and its diagnosis 
is not always easy. The skin sclerosis is a common manifesta-
tion to several diseases, including the scleroderma (systemic 
and local) and scleroderma-like syndromes. Eosinophilic 
Fasciitis or Shulman syndrome should be part of differen-
tial diagnosis in the management of these patients. Thus the 
combination of clinical history with physical examination 
findings, such as symmetrical induration of the skin, swell-
ing, pain or redness associated with peripheral eosinophilia, 
and aided by a muscle or skin biopsy, allowed us to confirm 
the definitive diagnosis of Eosinophilic Fasciitis.

Eosinophilic Fasciitis is a disease which appears ini-
tially with erythema and edema of the members associated 
with cutaneous induration that progressively limits the pa-
tients’ mobility. In the initial phase of the disease, peripheral 
eosinophilia and infiltration of skin and muscle are usually 
present. However, when the patient seeks medical help very 
late, eosinophilic blood count is normal and the tissue in-

Figure 1. Orange peel skin on the thighs and cutaneous 
induration and erythema on the superior and inferior limbs.

Figure 2. Muscular biopsy showing sclerosis and lymphocytic infiltration.
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filtration is rare, usually showing sclerosis and lymphocytic 
infiltration [5-7]. 

The imaging methods are more and more precious in 
clinical diagnosis. The biopsy of the skin or muscle tissue 
is essential, although, actually Magnetic Resonance Imaging 
(MRI) of soft tissues has played a major role in assisting the 
diagnosis of this disease, not only for monitoring the disease, 
but also to assess the most appropriate place for biopsy [8, 
9]. MRI of the lower limbs in T1 and T2 weighted with gado-
linium injection may show diffuse thickening of the inflam-
matory nature of the muscle fascia, as well as the preserva-
tion of hypersignal of the muscles in the absence of myositis 
[10-12]. The patient in our clinical case was not submitted 
to this diagnostic exam because it wasn’t available in utility 
time compared with the biopsy. This imaging method is be-
ing used increasingly as an instrument of great accuracy for 
the diagnosis of Eosinophilic Fasciitis. It contains specific 
alterations of this disease and will be very important in the 
differential diagnosis of other scleroderma-like diseases.

Steroid therapy is the first line treatment of this disease as 
the main aim is the resolution of fibrotic manifestations in the 
tissues. Treatment with prednisolone or its equivalent should 
be initiated with doses of 0.5 – 1 mg/kg/day that should be 
maintained until clinical improvement and decreased slowly 
until the complete clinical remission. In some cases, where 
the disease is more aggressive at presentation, with particu-
lar involvement of skin of the neck, trunk or a consumptive 
board, the dosage of corticosteroids should be greater or a 
combination of immunosuppressive agents should be done 
[4, 6]. The use of immunosuppressants such as methotrexate, 
cyclosporine, and azathioprine has been proven its effective-
ness in cases of corticosteroid resistance [13]. In recent stud-
ies, the use of infliximab during 8 weeks induced clinical 
remission in patients during 1 - 3 years [14, 15].
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