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A B S T R A C T

Linear scleroderma “en coup de sabre” is a subset of localized scleroderma with band-like

sclerotic lesions typically involving the frontoparietal regions of the scalp. En coup de sabre

and Parry–Romberg syndrome are variants of linear morphea on the head and neck that

can be associated with neurologic manifestations. On imaging, patients may have lesions

in the cerebrum ipsilateral to the scalp abnormality. We present a case of an 8-year-old girl

with a left frontoparietal “en coup de sabre” scalp lesion and describe the neuroimaging

findings of frontoparietal white matter lesion discovered incidentally on routine magnetic

resonance imaging. The patient had no neurologic symptoms given the lesion identified.

© 2018 the Authors. Published by Elsevier Inc. under copyright license from the University

of Washington. This is an open access article under the CC BY-NC-ND license (http://

creativecommons.org/licenses/by-nc-nd/4.0/).

Introduction

Linear scleroderma “en coup de sabre” (ECDS) is a rare subset
of localized scleroderma. Localized scleroderma is a rare disease
seen in both adults and children. Most pediatric patients have
the linear subtype, which can extend deeply into the subcu-
taneous tissue, muscle, and bone. Affected individuals typically
have a characteristic atrophic skin lesion involving the fron-
toparietal scalp. The disease usually has a benign course and
has been distinguished in the past from systemic sclero-
derma by lack of significant internal organ involvement [1].
Linear scleroderma on the head and neck, called en coup de
sabre, and Parry–Romberg syndrome (PRS), also called pro-
gressive hemifacial atrophy, are felt to be related variants within
the scleroderma spectrum of disease [1]. On rare occasion ev-
idence of organ involvement in linear scleroderma can be

manifested as involvement of the rheumatologic, neurologic,
and ophthalmologic systems [2]. Additionally, rare neurologic
symptoms can be seen associated with linear scleroderma.The
most common neurologic symptom is epilepsy, but other neu-
rologic deficits like movement disorders or behavioral changes
have been reported [2]. The presence of neurologic symp-
toms often heralds the existence of an intracranial abnormality.
Both ECDS and PRS may be associated with cerebral inflam-
mation and neurologic abnormalities. A variety of neurologic
symptoms have been reported, most commonly seizures and
headaches [2]. In addition, magnetic resonance imaging (MRI)
can reveal calvarial and intracranial abnormalities, even in as-
ymptomatic patients [3]. Cranial MRI findings seen in this group
of patients commonly include: focal brain atrophy, calcifica-
tions and T2 hyperintense white matter lesions that may
demonstrate contrast enhancement [2,3]. Characteristically,
white matter lesions and calcifications are found in the cerebral
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hemisphere ipsilateral to the skin abnormality. Early recogni-
tion of neurologic involvement in these children is important
so that appropriate treatment with systemic medications may
be initiated. This report describes the case of a young girl with
linear scleroderma ECDS, who was found to have a frontopa-
rietal white matter lesion on incidental MRI. In this paper,
clinical presentation of linear scleroderma ECDS and its neu-
rological involvement are described.

Case report

An 8-year-old girl was referred for routine brain MRI by the de-
partment of neuroradiology after presenting for consultation
in the setting of her primary illness, linear scleroderma ECDS,
affecting her left frontoparietal scalp. The patient was initial-
ly diagnosed with linear scleroderma at that time on the basis
of physical exam findings. At the time of diagnosis, as well as
at the time of the first MRI, the patient had no neurologic defi-
cits or neurologic symptoms. On physical examination, the
patient had a band-like scalp lesion in the left upper fronto-
parietal region consisting of a 7.5 × 2.5 cm atrophic, shiny, pink-
white plaque with alopecia and hyperkeratosis. A brain MRI
was performed using a 3-T MR scanner (MAGNETOM Verio,
Siemens Healthcare, Erlangen, Germany). At the time of diag-

nosis, imaging demonstrated a 20 × 12 mm T2 hyperintense
lesion in the periventricular subcortical white matter of the
left frontal lobe and a 20 × 10 mm T2 hyperintense lesion in
the periatrial subcortical white matter (Figs. 1A and B). On post
contrast images, there was mild enhancement in the lesion
(Figs. 1C and D). Axial and coronal T2 fluid attenuation inver-
sion recovery, T1 weighted images demonstrated a focal area
of scalp thinning within the left frontoparietal region with as-
sociated flattening and thinning of the underlying frontal and
parietal bones. There was no evidence of intracranial calcifi-
cations (Figs. 2A and B).

Discussion

Linear scleroderma ECDS and PRS is a rare subset of local-
ized scleroderma, a distinct and separate disease entity from
systemic scleroderma [1]. Localized scleroderma is also re-
ferred to as morphea, and is differentiated from systemic
sclerosis by the absence of sclerodactyly, Raynaud’s phenom-
enon, capillaroscopic abnormalities, and organ involvement.
Localized scleroderma is a fibrosing condition characterized by
thickening and hardening of the skin as a result of increased
collagen production, with involvement of the subcutaneous
tissue and underlying bone. Five clinical subtypes of localized

Fig. 1 – (A) Left: axial T2 fluid attenuation inversion recovery (FLAIR) image demonstrates frontal periventricular subcortical
white matter lesion (yellow arrow). Right: coronal T2 FLAIR image demonstrates periventricular subcortical white matter
lesion (yellow arrow). (B) Left: axial T2 FLAIR image demonstrates parietal periatrial subcortical white matter lesion (pink
arrow). Right: coronal T2 FLAIR image demonstrates parietal periatrial subcortical white matter lesion (pink arrow). (C and
D) Left upper, right upper: axial and coronal postcontrast T1 weighted multiplanar reformat imaging, respectively. Frontal
periventricular subcortical white matter lesion shows mild enhancement (yellow arrow). Left lower, right lower: axial and
coronal postcontrast T1 weighted multiplanar reformat imaging, respectively. Parietal periatrial subcortical white matter
lesion shows mild enhancement (pink arrow).
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