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S
ystemic lupus erythematous (SLE) is a chronic, auto-
immune connective tissue disorder affecting multiple 
organ systems that often follows a clinical course 
of relapse and remission.1 Retinal disease occurs in 
10% to 29% of patients with SLE,2,3 with cotton-wool 

spots, retinal hemorrhages, and vascular tortuosity being the 
most common findings.4 SLE retinopathy is usually an indica-
tion of severe, active systemic disease and poor prognosis.5,6

Another potential retinal manifestation of SLE is 
Purtscher-like retinopathy (PLR).6 Purtscher retinopathy 
(PR) is a rare condition of unknown pathogenesis caused by 
occlusive microvasculopathy seen in patients with a history 
of trauma,7 while PLR describes a heterogeneous group of 
diseases that have similar clinical retinal findings to PR but 
do not have a traumatic etiology.8 PR/PLR is characterized 
by the presence of Purtscher flecken, which are seen in half 
of cases.8,9 Known causes include pancreatitis, renal failure, 
amniotic fluid embolism, collagen-vascular disorders, and 
autoimmune diseases.8,10

Here, we report a case of an otherwise healthy patient 
who presented with PLR, leading to a diagnosis of SLE.

 C A S E P R E S E N TAT I O N 
A 34-year-old man presented to the hospital with 

painless vision loss in each eye for 3 weeks, fatigue, body 
ache, and generalized joint pain. His ophthalmic history 
included LASIK refractive surgery 1 year prior. On examina-
tion, his BCVA was 20/40 OD and 20/25 OS. External eye 
and anterior segment examinations were normal.

Fundus examination revealed a clear vitreous with 
multiple peripapillary and perimacular white indistinct 
polygonal lesions, cotton-wool spots, flame-shaped hemor-
rhages with venous congestion, sheathing, beading, and 
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Figure 1. Fundus imaging of the right (A) and left (B) eye showed multiple diffuse 
cotton-wool spots/Purtscher flecken (blue arrow), intraretinal hemorrhage (red arrow), 
venous congestion, vascular sheathing, and beading that was more prominent in the right 
eye. CME was also observed in each eye.
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cystoid macular edema (CME) in each eye (Figure 1). Mild 
disc hyperemia was also noted. 

OCT of the macula showed CME with a central foveal 
thickness of 370 μm and 427 μm in the right and left eye, 
respectively. Fluorescein angiography (FA) showed multiple 
diffuse arteriolar occlusions and capillary nonperfusion, 
corresponding to the areas of Purtscher flecken, involving 
the macula and the peripheral retina with vascular leaking 
and staining (Figure 2). A diagnosis of bilateral PLR with 
secondary CME was made. An underlying systemic 
vasculitis entity was investigated with various laboratory 
testing, leading to a diagnosis of systemic lupus anticoagu-
lation and antiphospholipid syndrome.

Treatment Approach and Follow-Up
The patient was managed by a multidisciplinary team that 

included a rheumatologist, neurologist, and hematologist 
and admitted to the hospital for 1 week for treatment and 
investigation. He was treated with 1 g/day intravenous meth-
ylprednisolone for 5 days with slow tapering over 3 months 

and was discharged on 1 mg/Kg/day oral prednisolone with 
a tapering regimen. Two weeks later, he developed deep vein 
thrombosis and was admitted to the hospital to receive anti-
coagulation treatment. The deep vein thrombosis resolved 
without complication.

The patient was then started on 400 mg oral hydroxychlo-
roquine once daily, 1.5 g mycophenolate mofetil (Cellcept, 
Genentech/Roche) twice daily, and a 5 mg warfarin tablet 
once daily, with a plan to continue this treatment regimen 
for at least 24 months. One month later, OCT of the macula 
showed residual CME, and an off-label dexamethasone intra-
vitreal implant (Ozurdex, Abbvie) was administered. 

His VA had improved to 20/20 OU at this point, and 
the fundus examination showed the disappearance of 
Purtscher flecken, cotton-wool spots, and bland intraretinal 
hemorrhage. OCT confirmed the resolution of CME but 
showed a wide foveal contour in the right eye with mild 
atrophic changes in the parafoveal area, indicating ischemic 
insult. Five months later, he returned with severe blurred 
vision. Examination showed a hyperemic optic disc and 

Figure 2. FA of the right (A) and left (B) eye demonstrated diffuse patchy capillary 
nonperfusion involving the macula and peripheral retina, vessel wall staining, and leakage.

Figure 3. Follow-up imaging of the right (A) and left (B) eye revealed the development of a 
hyperemic optic disc.
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macular edema, and triamcinolone acetonide injectable 
suspension 40 mg/1 mg (Kenalog-40, Bristol Myers Squibb) 
was administered in each eye (Figure 3).

Fundus examination 2 months later showed neovascu-
larization at the disc and elsewhere, for which panretinal 
laser photocoagulation was performed on each eye 
over multiple sessions. One month later, he developed 
vitreous hemorrhage in his right eye after an increase 
in his warfarin dose by his hematologist, and anti-VEGF 
injection was administered; it was later required to treat 
vitreous hemorrhage in his left eye as well. Two weeks after 
resolution of the bilateral vitreous hemorrhage, additional 
argon laser was performed in each eye. The patient was 
continued on 5 mg oral prednisolone, hydroxychloroquine, 
mycophenolate mofetil, and a warfarin tablet.

 T I M E TO U P DAT E T H E D I AG N O S T I C C R I T E R I A F O R S L E? 
SLE usually first presents with dermatological symptoms, 

which include four diagnostic features: malar rash, 
photosensitivity, discoid lesion, and alopecia.11 The criteria 
for the diagnosis of SLE includes dermatological and 
rheumatological signs, renal dysfunction, neurological 
abnormality, and hematologic and immunologic 
disorders.14,15 Although retinopathy is seen in 10% to 29% 
of patients, it is not listed among these criteria.3

SLE retinopathy differs from one patient to another 
and usually indicates severe, active disease with a poor 
prognosis.5,7,16,17 Vasculitis of retinal capillaries and local 
microinfarction are special features of SLE retinopathy. 
Patients with lupus retinopathy associated with 
anti-phospholipid syndrome are more prone to develop 
large retinal vessel occlusion.18,19

Visual prognosis with PLR is variable and depends on the 
etiology. Pancreatitis, trauma, and male sex are associated 
with better visual acuity, while patients who are pregnant 
or have been diagnosed with SLE tend to present with 
worse visual acuity.7

Our case demonstrates PLR as a first presentation of SLE. 
A similar case was reported by Alahmadi et al,20 and several 
retrospective studies and observational case series have 
shown PLR occurring in patients with SLE.6,7,9,20-23

 D I G D E E P E R 
SLE can have varied ocular and systemic manifestations. 

Although PLR is not part of the diagnostic criteria for SLE, it 
can be the first presentation in a patient without dermato-
logical features or systemic disease.  n
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