Case Studies

Ischemic Stroke in a Patient with Parry-Romberg Syndrome
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Objective: This study aimed to discuss a case of a patient with a known diagno-
sis of Parry-Romberg syndrome (PRS) presenting with ischemic stroke, the second
such reported case. Background: PRS is a rare genetic disorder with progressive
hemifacial atrophy, which usually presents within the first 2 decades of life. Neu-
rologic manifestations include trigeminal neuralgia with associated deafness, hemifacial
pain with associated migraine headaches, seizures, movement disorders, and neu-
ropsychiatric symptoms. Many patients have elevated antinuclear antibody (ANA)
titers. However, stroke is uncommon. Case description: A 34-year-old right-
handed woman, diagnosed with PRS at age 15, presented with right-sided weakness
on waking up. Brain magnetic resonance imaging revealed a small infarct of the
posterior limb of the left internal capsule. Vessel imaging revealed an aberrant
right subclavian artery. Atrophy of the right-sided muscles of mastication is con-
sistent with her known diagnosis of right-sided PRS. Stroke workup revealed a
patent foramen ovale; however, no evidence of deep venous thrombosis was found.
Hypercoagulability workup revealed an elevated ANA. The cause of stroke in this
patient with PRS remains unclear, as she has no known risk factors. Conclusion:
It is possible that elevated inflammatory markers associated with PRS may cause
a proinflammatory state and predispose patients to small-vessel vasculopathy. It
is important to note the association between PRS and ischemic stroke. Key Words:
Parry—Romberg syndrome—stroke—progressive hemifacial atrophy—Romberg
syndrome.
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Objective

This study aimed to discuss a rare case of a patient
with a known diagnosis of Parry-Romberg syndrome (PRS)
presenting with ischemic stroke, the second such re-
ported case.

Background

PRS is a rare genetic disorder with progressive hemi-
facial atrophy, which usually presents within the first 2
decades of life." It was first described by Caleb Parry in
1825 and by Moritz Romberg in 1846.” This condition is
characterized by slowly progressive unilateral facial atrophy
of the skin, soft tissue, muscles, and underlying bony
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structures.’ Neurologic manifestations include trigemi-
nal neuralgia with associated deafness, hemifacial pain
with associated migraine headaches, seizures, move-
ment disorders, and neuropsychiatric symptoms.** Many
patients have elevated antinuclear antibody (ANA) titers.
However, stroke is uncommon.

Case Description

A 34-year-old right-handed woman, diagnosed with PRS
at the age of 15, presented with right-sided weakness on
awakening. On physical examination, atrophy of the right-
sided muscles of mastication consistent with her known
diagnosis of right-sided PRS was noted. Brain magnetic
resonance imaging revealed a small infarct of the pos-
terior limb of the left internal capsule (Fig 1). Vessel imaging
revealed an aberrant right subclavian artery. Stroke workup
revealed a patent foramen ovale; however, no evidence
of deep venous thrombosis was found. Workup for hy-
percoagulability revealed an elevated ANA titer of 1:1280;
erythrocyte sedimentation rate slightly elevated at 24. Both
ANA and erythrocyte sedimentation rate were stable on
recheck 3 months later. The patient never developed any
systemic signs of autoimmune disease. The cause of stroke
in this patient with PRS remains unclear—the stroke was
in a small-vessel disease territory; however, she had no
evidence of traditional risk factors such as diabetes, hy-
pertension, or hyperlipidemia. The patient showed no
residual neurologic deficits, and no radiographic change
was seen on subsequent follow-up.

Conclusion

Inflammatory markers associated with PRS may indi-
cate a proinflammatory state and predispose patients to
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Figure 1. (A) Right-sided hemifacial atrophy
in a patient with Parry—Romberg syndrome.
(B) Diffusion-weighted magnetic resonance imaging
(MRI) image showing acute infarction involving
the left internal capsule.

small-vessel vasculopathy, independent of any signs of
systemic autoimmune symptoms. Alternatively, as the only
other reported patient with PRS and stroke was also found
to have a patent foramen ovale,” it is possible that these
patients may have a predisposition to small venous clots
and paradoxical emboli. However, the location of the in-
farction in this patient is not typical of embolic stroke.
This case supports the potential association between PRS
and ischemic stroke in young patients without other known
risk factors.
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