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Adie Pupil as the Initial Presentation of Localized
En Coup de Sabre Scleroderma
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Ocular involvement in facial morphea can take multiple
forms, including changes in the eyelashes and eyelids, ptosis,
uveitis, episcleritis, paralytic strabismus, orbital myositis,
enophthalmos, pseudopapilledema, refractive errors, and dry
eye; mydriasis has been reported occasionally!-2. Adie pupil
has been recognized as a rare association®. Awareness of
these associations is important to possibly prevent ocular
complications.

A 15-year-old girl was noted to have a left pupil larger
than the right at 9 years of age. Ophthalmological evaluation
showed arrested contraction consistent with Adie pupil, a
tonically dilated pupil that reacts slowly to light and more
robustly to accommodation. Magnetic resonance scan done
at age 11 years (Figure 1A, courtesy of Dr. Helen Branson)
showed a nonenhancing lesion in the left frontal lobe white
matter consistent with gliosis and subcutaneous tissue loss in

Figure 1. A. Magnetic
resonance imaging of
the brain of an
11-year-old girl
(courtesy of Dr. Helen
Branson) showing a
nonenhancing lesion in
the left frontal lobe
white matter and
subcutaneous tissue
loss in the left frontal
region. B. Patient at
age 14 years showing
pupillary irregularity,
with left pupil larger
than right.

—| Personal non-commercial use only. The Journal of Rheumatology Copyright © 2017. All rights reserved. |—

1096

The Journal of Rheumatology 2017; 44:7; doi:10.3899/jrheum.161442

Downloaded on April 19, 2024 from www.jrheum.org


http://www.jrheum.org/

the left frontal region. A computed tomography angiogram
was normal. At the age of 14 years, in addition to the
pupillary abnormality (Figure 1B), slight asymmetry of the
face was noted with mild deviation of the chin toward the
left, loss of creases, and skin folds suggesting mild hemi-
atrophy. A linear area of thick skin and decreased subcuta-
neous tissue, all covered by hair, was noted extending from
the left forehead toward the vortex of her scalp (Figure 2A).
The left side of her palate was smaller than her right and
dental abnormalities were observed with a gap between the
left central and lateral incisors (Figure 2B). There has been
no progression of Adie pupil or development of other neuro-
logic or autonomic problems to the present time (age 15 yrs).
She was diagnosed with localized en coup de sabre sclero-
derma (ECDS)*.

Clinicians must recognize the association of ECDS lesions
with Adie pupil because it may lead to earlier diagnosis of

facial localized scleroderma, allowing for intervention and
prevention of cutaneous and extracutaneous disease
progression.
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Figure 2. Patient at age 14 with en coup de sabre localized scleroderma showing (A) a linear area of thick skin
and decreased subcutaneous tissue extending from the left forehead toward the vortex of her scalp, and (B)
asymmetry of the palate (left side smaller) and dental abnormalities, with a gap between the left central and lateral
incisors.
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