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INTRODUCTION

Eosinophilic fasciitis (EF) or Shulman’s disease 
is a rare connective tissue disorder characterized 
by symmetrical and painful swelling followed 
by progressive induration and thickening of the 
underlying soft tissue and skin [1,2]. We report a 
new case of eosinophilic fasciitis and discuss the 
relationship with Lyme borreliosis.

CASE REPORT

An 82-year-old woman consulted for a skin induration 
of the forearms and legs that had evolved for 1 month 
following edema of the extremities without the notion of 
a tick bite, travel in a forest zone, or taking medication. 
Physical examination revealed the presence of sclerous 
skin of the forearms and legs (Fig. 1). The patient 
presented also with indurated peau-d’orange-like skin 
on the legs (Fig. 2). A grooving of the skin between 
muscles and sunken veins was noted. There was no 
involvement of the face, sclerodactyly, or Raynaud’s 

syndrome. The rest of physical examination was without 
particularities. The eosinophilic polynuclear count was 
500 elements/μl. Polyclonal hypergamapathy was noted. 
Skin and muscular biopsy of the leg was in favor of a 
shulman fasciitis showing perivascular inflammatory 
infiltrates composed of lymphocytes and eosinophils, 
without associated vasculitis (Figs. 3 and 4). MRI 
showed an inflammatory involvement of the fascia. 
Radiological investigations eliminated underlying 
neoplasia. IgM western blot were positive. Autoimmune 
screening for ANCA and anti-DNA/ENA antibodies is 
negative.

In view of these clinical and histological signs, we 
have carried the diagnosis of eosinophilic fasciitis 
associated with a probable borrelin infection. The 
patient was placed on amoxicillin. a pruriginous 
exanthema appeared on the 5th day. Amoxicillin 
was replaced by doxycycline. Additional treatment 
with oral corticosteroids at a dose of 1 mg/kg/day 
associated with methotrexate was instituted, with 
partial improvement.
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DISCUSSION

Eosinophilic fasciitis is a rare connective tissue 
disorder. It was first described by Lawrence Shulman in 
1974 [3]. Since then, over 300 cases have been reported 
worldwide [2]. EF has variable clinical presentations. 
Characteristic findings include scleroderma-like skin 
changes. The onset of EF is marked by acute and subacute 
erythematous swelling of the affected extremities. As the 
disease progresses, edema is gradually replaced by a ‘peau 
d’orange’ aspect as deep sclerosis starts to develop. The 
Groove sign is another characteristic feature consisting 
of a linear depression in the skin parallel to the course 
of the superficial veins and, more marked on elevation 
of the affected limb [2]. Extremities are affected 
symmetrically, with the exclusion of hands and feet. 
Neck and truncal involvement are reported in widespread 
disease [1]. Cutaneous involvement may be accompanied 
by general symptoms such as weight loss, myalgia, 

and asthenia. The lack of Raynaud’s phenomenon, 
telangiectasia, and visceral involvement differentiate 
it from Scleroderma [4,5]. Peripheral eosinophilia and 
eosinophilic infiltration of the fascia are not obligatory 
to establish the diagnosis [4]. Hypereosinophilia is not 
constant (60-90%) [6]. Extracutaneous manifestations 
include arthralgia, arthritis, joint contracture and carpal 
tunnels.

According to criteria proposed by Pinal-Fernandez 
et al. in 2014, our patient filled two major criteria and 
two minor criteria, as well as the exclusion of Systemic 
Scleroderma.

Major criteria are (a) Symmetric diffuse induration 
on the extremities and full-thickness wedge biopsy 
of clinically affected skin showing fascial thickening 

Figure 1: Symmetric erythematous sclerotic edema infi ltrating the 
subcutaneous tissues of the legs.

Figure 2: “Peau-d’orange”-like skin on the legs.

Figure 3 (x40): The histology showed inflammatory infiltrates 
composed of lymphocytes and eosinophils that were essentially 
perivascular without associated vasculitis.

Figure 4 (x100): The histology showed inflammatory infiltrates 
composed of lymphocytes and eosinophils that were essentially 
perivascular without associated vasculitis.
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with accumulation of lymphocytes and macrophages 
with or without eosinophils. Minor criteria are peau 
d’orange-appearing skin and T2-weighted MRI showing 
hyperintense fascia.

The biopsy must include the fascia. It showed a thickening 
of the fascia caused by lymphocyte and plasma 
cel l  inf i l trat ion with a  varying percentage 
of eosinophil granulocytes. Eosinophilic infiltration is 
only seen in the early stages of the disease.

Magnetic resonance imaging is indicated to locate a 
suitable biopsy site and to monitor treatment response. 
It shows an increased T2 signal in subcutaneous and 
deep fascia.

Eosinophilic fasciitis can be associated with 
hematological disorders in nearly 10% of patients 
and exceptionally with solid tumors or autoimmune 
diseases [7]. The search for hemopathy or neoplasia 
in our patient was negative.

The exact pathogenesis remains unclear. Most cases are 
idiopathic. Some cases are associated with strenuous 
exercise [8], trauma [7], initiation of hemodialysis, 
radiation therapy, hematologic disorders, Graft-versus-
host disease and infection with Borrelia burgdorferi [9-13]. 
Borrelia origin has been implicated in the etiopathogenesis 
of eosinophilic fasciitis, as some authors reported the 
notion of tick bite before the occurrence of fasciitis and 
detection of the spirochete by PCR in these patients [14]. 
The positivity of Borrelia serology in our patient twice, 
the occurrence of Herxheimer reaction are arguments in 
favor of Borrelia infection.

The therapeutic management of eosinophilic fasciitis 
associated with Lyme disease is not coded [5]. Oral 
corticosteroids, with or without methylprednisolone 
pluses, remain the main treatment with a significant 
improvement for the majority of patients [4]. It might 
be associated with methotrexate, in patients with an 
unsatisfactory response to corticosteroids alone, as in 
our case.

 CONCLUSION

Shulman fasciitis is evoked in the front of sclerous 
and indurated peau d’orange like skin. It must be 
differentiated from systemic scleroderma. Its possible 
association with Lyme disease is discussed and pose a 
therapeutic problem.

Consent

The examination of the patient was conducted according to the 
Declaration of Helsinki principles.
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their consent for his/her/their images and other clinical information 
to be reported in the journal. The patients understand that their 
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to conceal their identity, but anonymity cannot be guaranteed.
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