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Introduction: Systemic sclerosis is a connective tissue condition presented with clinical manifestations, including ocular
involvement in a small percentage. A few cases of uveitis were described in the literature, especially in CREST syndrome.
Case presentation: The authors reported a case of a 48-year-old male with a blurred vision in his left eye that diagnosed with
recurrent uveitis in the setting of CREST syndrome, treated with prednisolone, methotrexate, and golimumab, with improvement.
Discussion: Ocular manifestations of systemic sclerosis include palpebral alterations, keratoconjunctivitis, sicca syndrome,
cataracts, pinguecula, and blepharitis. To our knowledge, this is the fifth case of uveitis in a setting of CREST syndrome in the
literature, and the first one in sex involvement, as the previous cases were females, and in its treatment by golimumab, an anti-tumor
necrosis factor inhibitor.
Conclusion: Although this association is low, we believe that it should be taken into consideration when treating these situations to
obtain better treatment results. Collaboration between rheumatologists and ophthalmologists is necessary in deciding on treatment.
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Introduction

Systemic sclerosis (SSc) is a connective tissue disease character-
ized by cutaneous thickness and vasculopathy[1]. It is classified
into two types: limited scleroderma to the skin and SSc with
cutaneous and internal-organ manifestations and the less com-
mon SSc sine scleroderma with internal-organ manifestations but
no skin involvement[2].

Limited scleroderma or CREST syndrome should meet at least
three of the following features: calcinosis, Raynaud’s phenom-
enon, esophageal dysmotility, sclerodactyly, and telangiectasia[3].
Ocular involvement in CREST is rare[4]. Our case is the fifth one
that described uveitis with CREST syndrome in the literature.

Our case report herein adheres to the CARE criteria 2013[5].

Case presentation

A 48-year-old male attended ophthalmology consultations at our
hospital in April 2022 for recurrent episodes of acute pain, red-
ness, photophobia, excessive tearing, and decreased vision and
blurred vision of the left eye. He was diagnosed with CREST

syndrome (Fig. 1) and he is under treatment with verapamil,
pentaprazole, and cinitapride.

No positive family history, previous comorbidities, medical
history, drug allergies, or toxic habits.

On examination, he had pitting of the fingers of both hands
(Fig. 1).

HIGHLIGHTS

• Patients with uveitis in the setting of CREST syndromemay
be dismissed as it is very rare.

• We believe that it should be taken into consideration when
treating these situations to obtain better treatment results.

• Collaboration between rheumatologists and ophthalmol-
ogists is very important in deciding on treatment.

Figure 1. Pitting of the fingers of the hands.
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Ocular examination showed white blood cells in the anterior
chamber, vitreous, redness closely surrounding the cornea (ciliary
flush), and iridolenticular synechia on slit-lamp examination, and
macular edema on fundoscopy with visual acuity (VA) 0.6 in the
left red eye (Fig. 2).

According to the previous finding, he was diagnosed with
recurrent anterior uveitis with secondary macular edema[6].

Laboratory studies were normal. Anti-nuclear antibody titer
was positive at 1/640, centromere pattern. Chest X-rays were
normal. Lung function was normal. Echocardiography was also
normal.

There was no history of trauma or eye infection, nor inflam-
mation elsewhere in the body due to immune diseases such as
ankylosing spondylitis, inflammatory bowel disease, and sarcoi-
dosis, so all other causes of uveitis were excluded.

He was treated with 30 mg/PO (per os – by mouth)/day pre-
dnisolone, topical dexamethasone eye drops, and triamcinolone
acetonide subtenon injection, with improvement and flare-ups
coinciding with tapering of the prednisolone. Therefore, after
6 months, 10 mg/PO/week of methotrexate was initiated. After
3months, it was necessary to increase the dose of methotrexate to
25 mg/SC (subcutaneously)/week, without complete remission in
ocular examination, as there still were cells + 1 and decreased
vision for that, he started 50 mg/SC/month golimumab, with
significant improvement and stabilization on ocular examination
after the first dose until now, the following next 4months (VA 0.9
in the right eye and 0.7 in the left eye, and no cells were found on
slit-lamp examination).

We had discussed the treatment we listed above with the
patient, and he agreed to start with it after we had explained the
expected side effects.

Discussion

Infections, immune-mediated diseases, systemic diseases, and
idiopathic are their principal etiologies[7]. Seronegative spondy-
loarthropathies, sarcoidosis, Bechet’s syndrome, juvenile idio-
pathic arthritis, and inflammatory bowel disease are the frequent
diseases, which may present with uveitis as one of their clinical
presentations[8, ]but uveitis is uncommon in SSc; it is a diagnostic
challenge for the ophthalmologist and rheumatologists so that
they may misdiagnose it.

Ocular manifestations of SSc include palpebral alterations,
keratoconjunctivitis, sicca syndrome, cataracts, pinguecula, and
blepharitis[9]. Pinguecula is an abnormal growth of tissue on the
conjunctiva, the clear membrane that covers the white of the
eye[7–9].

Most ocular symptoms of CREST are limited to the anterior
segment and include keratoconjunctivitis sicca and eyelid tel-
angiectasias. Posterior pole findings typically mimic those of
hypertensive retinopathy and include vascular tortuosity, cotton
wool spots, and mild retinal microvascular abnormalities[10].

Only four cases of uveitis in CREST were reported in the
literature[1,11,12]. The first casewas described in 2000, a 73-year-old
woman with unilateral granulomatous anterior uveitis in a set of
CREST syndrome, treated successfully with topical steroids and
mydriatics. Then Yang et al. reported two cases of 77-year-old and
51-year-old women with CREST syndrome with ocular inflam-
matory disease. Patient 1 presented with right eye panuveitis.
Patient 2 presented with bilateral retinal vasculitis and a left branch
retinal artery occlusion. Both patients underwent treatment with
prednisone and mycophenolate motel, and finally, Fuente Cosío
et al. described a case of a 48-year male presented with panuveitis,
and macular edema with VA, treated with cortisone, tropical
dexamethasone, and methotrexate, and later cyclophosphamide.
Our patient is a male, although SSc is more common in women
than men[13]. There were no adverse events due to golimumab
treatment.

To our knowledge, this is the fifth case of uveitis in a setting of
CREST syndrome in the literature and the first one in a setting of
sex involvement, as the previous cases were females, and in its
treatment by golimumab, an anti-tumor necrosis factor inhibitor.

Conclusion

Although this association is low, we believe that it should be
taken into considerationwhen treating these situations in order to
obtain better treatment results. Collaboration between rheuma-
tologists and ophthalmologists is very important in making the
decision of treatment.
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Figure 2. Ocular findings.
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