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Parry-Romberg syndrome or progressive facial hemiatrophy is a rare entity of unknown etiology
characterized by unilateral atrophy of the skin, subcutaneous tissue and the underlying bony
structures. A case of a 4-year-old girl with Parry-Romberg syndrome and borreliosis is reported. No
sure link is established between these two entities but their coincident occurrence in our patient is

noted.
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INTRODUCTION

Parry-Romberg syndrome (PRS) or progressive facial
hemiatrophy is a rare disorder, characterized by a
unilateral atrophy of the skin, subcutaneous tissue and
the underlying bony structures (Sahin et al., 2004). This
entity is a process of unknown etiology that evolves with
invalidating lesions that may be associated with different
neurological, cutaneous, ocular, autoimmune or analytical
abnormalities (Sahin et al., 2004; Fernandez et al., 1998).
There are few reports showing the association between
PRS and borreliosis. We describe the case of a child with
PRS and positive findings for serological tests for Borrelia
infection.

CLINICAL CASE

A 4-year-old girl presented a 3-month history of an
atrophic, shiny, brownish-yellow plaque of 4 cm in size on
the left side of the mandible and chin. In this area, a
remarkable atrophy and sclerosis of skin and underlying
tissues and an ipsilateral atrophy of the tongue were
present (Figure 1). The lesion was asymptomatic and not
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preceded by trauma or tick bite. Histopathology exami-
nation was consistent with the diagnosis of morphea
(Figure 2). Serum contained high-titer Borrelia-specific
antibodies detected by ELISA and confirmed by Western
blot analysis. The result showed the presence of IgG
antibodies reactive against the antigens VIsE, p39, p31,
p21 and p41 and IgM antibodies reactive against VIsE,
OspC, p30, p21 and p41. High-titer of antinuclear
antibodies was also detected (1:640, coarse speckled
pattern). Neurological examination was otherwise normal
as it was a brain magnetic resonance imaging. Six
months after the treatment with intravenous ceftriaxone
(2 g daily for 21 days) “Borrelia-specific serum antibodies
had strongly declined, with only one distinct reactivity left
in ELISA against Borrelia afzelli 19G”. Treatment with
methotrexate 7.5 mg per week was started “without
improvement” of the lesions. The reconstructive surgery
was postponed considering the patient’s age, the location
and instability of the lesions.

DISCUSSION AND CONCLUSION

PRS is considered a severe variant of linear morphea.
The involvement of Borrelia burgdorferi as a causative
agent of morphea was first proposed by Aberer et al.
(1985), but this association remains controversial (Sahin
et al., 2004; Fernandez et al., 1998; Pereira and Franca,
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Figure 1a. Facial assimetry from atrophy and sclerosis of skin and underlying tissues on the left side of the
mandible and chin.

Figure 1b. Ipsilateral atrophy of the tongue.
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Figure 2. Marked thickening and flattening of the bundles of collagen and perivascular
inflammatory infiltrates in the dermis and accentuation of the dermal-subcutaneous junction (H

and E 40x).

2000; Prinz et al., 2009; Zollinger et al., 2010; Buechner
et al., 1998). Molecular mimicry has been proposed as a
possible mechanism in the pathogenesis of auto-immune
and inflammatory skin diseases. Some authors reported
that a T-cell epitope of B. burgdorferi outer surface
protein A (OspA) has significant homology with a frag-
ment of human LFA-1a and hypothesized that this could
lead to an appropriately prolonged production of inflame-
matory mediators even after complete elimination of the
spirochete (Salpietro et al., 2004). Moreover, other
authors showed that expression of LFA-1a and ICAM-1 is
increased in the course of morphea, strengthening the
idea that cross-reactivity between OspA and LFA-1a
could play a role in perpetuating the chronic inflammatory
process, contributing to the pathogenesis of fibrosclerotic
lesions (Salpietro et al., 2004).

We present the case of a 4-year-old girl with the
diagnosis of PRS and serological findings compatible
with a Borrelia infection. The coexistence of these two
entities might be a coincidence but we can not ignore this
association, adding the fact that PRS has devastating
effects. These patients should be always evaluated for
borreliosis.

Recently an aggressive variant of morphea was
proposed, “Borrelia-associated early-onset morphea”,
which is characterized by the combination of disease
onset at younger age, infection with B. burgdorferi and an
auto-immune phenomena as reflected by high-titer
antinuclear antibodies (Prinz et al., 2009), just like in our
patient. B. burgdorferi infection may be relevant for the
induction of a distinct autoimmune type of scleroderma. It
might take a particularly severe course and require
treatment of both infection and skin inflammation.
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