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INTRODUCTION

Antiphospholipid antibody syndrome (APLAS) is an autoim-
mune disease, in which antibodies are formed against phos-
pholipids on cell membranes. It classically presents as unex-
plained spontaneous thrombosis of arteries/veins in any
tissue/organ and/or recurrent pregnancy losses, presence of
antiphospholipid antibodies, lupus anticoagulant (prolonged
aPTT not reversed when mixed with normal plasma), and an-
ticardiolipin antibody of IgG/IgM (1). Common ocular presen-
tation of APLAS includes retinal vascular occlusions, optic
neuropathies, transient ischemic attack, amaurosis fugax,
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PURPOSE. A case of bilateral papilledema secondary to cerebral venous sinus thrombosis treated
with Rituximab, an anti-CD20 monoclonal antibody.
METHODS. A 23 year old obese female with a one week history of blurred vision, headaches and vom-
iting presented with bilateral papilledema. Her BCVA was 20/50 in right eye and 20/200 in the left
eye with severe reduction of visual fields. Laboratory investigations revealed thrombocytopenia,
prolonged prothrombin time (not reversed when mixed with normal plasma) and anticardiolipin an-
tibodies. Besides, cerebral angiogram showed presence of cerebral venous thrombosis. The pa-
tient was diagnosed to have anti phospholipid antibody syndrome and treated with rituximab I.V.
375 mg/m 2 weekly x 4 doses, acetazolamide 500 mg BID, methyl prednisolone I. V. QID x 4. 
RESULTS. At 1-month, her headaches and vision improved to 20/30 in both eyes with partial resolu-
tion of papilledema and complete restoration of visual fields. Nine months later, patient had 20/25
vision in right eye and 20/30 in left eye with complete resolution of papilledema and cerebral sinus
thrombosis.
CONCLUSIONS. Rituximab was effective in reversing papilledema and cerebral sinus thrombosis, while
preserving the vision in patient with antiphospholipid antibody syndrome. It is efficacious in treat-
ing papilledema in patients refractory to treatment with systemic steroids and immunoglobulin, with
better clinical compliance and no side effects. (Eur J Ophthalmol 2007; 17: 867-70)
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SHORT COMMUNICATION

isolated retinal hemorrhages and cotton wool spots, and reti-
nal neovascularization (2-4).
Rituximab, a new drug, is a chimeric anti-CD20 monoclonal
antibody consisting of human immunoglobulin shown to be
effective in treating APLAS (5). We report a patient treated ef-
fectively with rituximab who had presented with papilledema
secondary to cerebral venous sinus thrombosis and APLAS. 

Case report  

A 22-year-old woman presented with progressively wors-
ening headache, earache, and blurred vision in both eyes
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of 1 week duration associated with vomiting. She had no
history of systemic disease, bleeding/clotting disorders,
intake of oral contraceptives or estrogen, smoking, or al-
cohol use. Neurologic examination was normal. Best-cor-
rected visual acuity was 20/50 and 20/200 in the right and
left eye, respectively. RAPD was noticed in the left eye.
Slit-lamp examination was unremarkable in both eyes.
Ophthalmoscopy of both eyes showed no vitreous cells
and severe disc edema. 
MRI T1-weighted image showed papilledema in both eyes

(Fig. 1A). 24-2 Humphrey visual field (HVF) in both eyes
revealed enlarged blind spot and constricted fields (Fig. 1,
C, D); the mean deviation was –15.47 db in right eye and
–15.55 db in the left eye. Lumbar puncture demonstrated
an opening pressure of 400 mmH2O. Laboratory investi-
gations are shown in Figure 2. Cerebral angiogram re-
vealed bilateral filling defects at the junction of transverse
and sigmoid sinuses indicative of venous sinus thrombo-
sis (Fig. 3, A, B). Intracerebral venography from right jugu-
lar bulb confirmed the presence of sigmoid venous sinus
thrombosis (Fig. 3C). 
The patient was diagnosed with bilateral sigmoid venous
sinus thrombosis, antiphospholipid antibody syndrome,
factor V Leiden mutation, and papilledema secondary to
raised intracranial pressure. She was treated with ritux-
imab (IV 375 mg/m2 weekly x 4 doses).
One month after presentation, vision improved to 20/30 in
both eyes. At 9 months, BCVA was 20/25 in right eye and
20/30 in left eye. Fundus examination showed resolution
of papilledema with secondary optic disc pallor. MRI T1-
weighted image showed normal optic disc with no evi-
dence of papilledema in both eyes (Fig. 1B). 24-2 HVF
showed restoration of visual fields (Fig. 1, E, F) with mean
deviation of –1.56 db in right eye and –4.51 db in left eye
(normal <2 db). Cerebral angiography revealed resolution
of sinus thrombosis with retained flow (Fig. 3, D, E).

DISCUSSION

In a young, obese female presenting with an acute on-
set of headache, vomiting, blurred vision, and pa-
pilledema, differential diagnosis of raised intracranial
pressure includes idiopathic intracranial hypertension
(IIH), decreased CSF resorption (venous sinus throm-
bosis, meningitis, subarachnoid hemorrhage), and in-
tracranial tumors. IIH, a benign condition seen in
obese young women, is excluded by the absence of
intracranial venous sinus thrombosis. Antiphospho-
lipid antibody syndrome is a diagnosis of exclusion. 
In our patient, presence of cerebral venous sinus
thrombosis, thrombocytopenia, prolonged prothrom-
bin time (not reversed when mixed with normal plas-
ma), and anticardiolipin antibodies points to classical
features of APLAS (1). Absence of anti-double strand-
ed antibodies rules out systemic lupus erythematosus,
which is present in up to 50% of patients with anti-
bodies to phospholipids, making it a primary APLAS.

Fig. 1 - (A) MRI T1-weighted image showing papilledema (bilaterally)
with dilated optic nerve sheaths at presentation. (B) Resolved papillede-
ma after rituximab treatment. (C, D) Humphrey visual field (HVF) 24-2 of
right and left eye showing enlarged blind spot and constricted visual
fields at presentation. (E, F) HVF 24-2 of right and left eye at 9 months
showing improved visual fields after treatment with rituximab.
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Fig. 2 - Laboratory test values in the
patient with antiphospholipid anti-
body syndrome (APLAS) before and
after rituximab treatment. 

Fig. 3 - (A) Magnetic resonance venography
(MRV) showing filling defect (arrowhead) at the
junction of transverse sinus (TS) and sigmoid
sinus (SS) at presentation indicative of venous
sinus thrombosis. (B) MRI T1-weighted coronal
image showing dilated venous sinuses at pre-
sentation (arrowheads). (C) Cerebral angiogram
from right jugular bulb confirms the presence
of sigmoid venous sinus thrombosis (arrow-
head). (D) MRV post rituximab treatment show-
ing resolution of venous thrombosis with
retained flow (arrowhead) in the transverse
sinus (TS) and sigmoid sinus (SS). (E) MRI T1-
weighted coronal image showing no dilatation
of sinuses after rituximab treatment. Superior
Sagittal Sinus (SSS).
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The most common ocular presentation in patients with
APLAS is retinal vascular thrombosis and optic neu-
ropathies (2-4). 
Corticosteroids, immunosuppressive, and anticoagulant
drugs are the mainstay therapy in patients with APLAS.
Rituximab, an anti-CD20 monoclonal antibody, has
been shown to be successful for both oncologic and au-
toimmune diseases of the hematopoietic system with no
side effects (5). It interferes with the production of au-
toantibodies and induces B-cell depletion. Our patient
responded dramatically with rituximab (IV 375 mg/m 2

weekly x 4 doses) with no side effects and complete
resolution of papilledema and cerebral venous thrombo-
sis with complete visual recovery. 

Rituximab is a promising and safe drug in the treating
patients with raised intracranial pressure secondary to
antiphospholipid antibody syndrome. Its major advan-
tage is the fact that it does not have the severe side
effects that can be associated with steroids or im-
munosuppressive agents.
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