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Abstract

Background: Linear scleroderma, otherwise known as
encoup de sabre (ECDS), is a form of scleroderma that
affects the face and scalp and typically presents with
unilateral streaks of induration with pigment changes of the
skin which can involve the underlying dermis, soft tissue,
and bone. In cases where there is progression to unilateral
facial atrophy, this is known as parry-romberg syndrome

Abbreviations

AVM: Arterio-venous malformation; CNS: Central nervous
system; CT: Computed tomography scan, ED: Emergency
department; ECDS: Linear scleroderma en coup de sabre;
MRI: Magnetic resonance imaging; PRS: Parry-Romberg
syndrome

Introduction

(PRS). There are several case reports in the literature of
ECDS/PRS with neurologic involvement including seizures,
headache, vascular malformation, and abnormalities on
neuroimaging. We present a case with intraparenchymal
hemorrhage as a complication of ECDS.

Scleroderma represents a spectrum of clinical
entities which can be systemic or localized. En coup de
sabre (ECDS) refers to a form of localized scleroderma
affecting the face and scalp. Its name is derived from
the characteristic linear indurated lesion with pigment
changes resembling the cut of a sword. As with other
forms of localized scleroderma, ECDS can involve the
underlying dermis, soft tissue, bone, and intracranial
structures[1,2]. Parry-romberg syndrome (PRS) refers to
calcifications. Selective catheterization and angiography of unilateral facial atrophy which can occur simultaneously
the cerebral vessels was performed twice with no evidence or as a sequela of ECDS [2]. ECDS has been reported
of vascular malformations. with neurologic involvement including seizures,
headache, vascular malformation, and abnormalities on
neuroimaging [3-5]. We present a unique case of ECDS
where intraparenchymal hemorrhage occurred in the
absence of an identifiable vascular malformation.

Clinical presentation: An 11-year-old Hispanic female with
a history of a midline cutaneous lesion of the forehead since
age 2 and seizures since age 7 presented to the emergency
department with left hemibody weakness and numbness.
Head CT indicated right parietal intraparenchymal
hemorrhage. Subsequent MRI indicated multifocal areas
of right frontal, parietal, and temporal parenchymal

Conclusion: Previously, cases of linear scleroderma
have been reported with seizures and calcifications on
neuroimaging. However, this presentation of a ECDS patient
with hemorrhage into the cerebral parenchyma without a
correlated vascular malformation is highly unusual and to
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We report an 11-year-old Hispanic female with a
history of a midline cutaneous lesion of the forehead
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Figure 1: Photograph of the patient showing a linear, hyperpigmented, indurated plaque characteristic of ECDS.

Figure 2: Coronal slice from head CT showing intraparenchymal hemorrhage in the right parietal lobe of a patient with
ECDS.

since age 2 and seizures since age 7. These symptoms  gjso showed a hyperpigmented indurated plaque
began while the family lived in Central America, where  heginning at the nasal bridge, slightly to the right of
she was diagnosed with a fungal infection and treated  mjdline, which extended towards the vertex past the
ineffectively with antimicrobial and antiepileptic  hjijrline (Figure 1). Head CT (Figure 2) showed a 2.3
drugs. After immigration to the United States, the x 73 x 2.3 cm area of hemorrhage and surrounding
patient was started on oral levetiracetam, valproate, yasogenic edema in right parietal lobe, which prompted
and oxcarbazepine which reduced the frequency and workup for vascular cause. Differential diagnoses
duration of her seizures. included mycotic aneurysm, AVM, or cavernoma. CTA
In the 2 weeks prior to her presentation to our Head was negative for vascular malformations. MRI
ED, she had increased frequency of generalized indicated multifocal areas of right frontal, parietal,
seizures. Seizures lasted 1-2 minutes with horizontal ~and temporal parenchymal calcifications. Endovascular
gaze deviation and generalized convulsions. She catheterization and angiography of the cerebral vessels
presented to the ED with left hemibody weakness and ~Was performed twice without showing evidence of
numbness. Physical exam showed paralysis, hypotonia, ~ Vascular malformations.
and sensory deficit of the left side of the body. Exam
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The diagnosis of ECDS was made based on body of knowledge of the neurological phenomenon
clinical findings and history of neurologic symptoms. of ECDS. It also highlights the importance of effective
Methotrexate and methylprednisolone were initiated collaboration  between pediatric  neurosurgery,
during hospitalization, and these therapies were rheumatology, and neuroradiology to identify ECDS
continued after discharge along with her antiepileptic  patients at risk for cerebral hemorrhage. In our case,
medications. At follow-up, the patient showed the hemorrhage presented before the diagnosis of
remission of seizure activity but still had residual left ECDS was made, and endovascular procedures done by

body weakness. neurosurgery contributed to the workup.
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these patients include calcifications, atrophy, vascular
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