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Because intraoperative rupture of RK incisions during clear
corneal phacoemulsiﬁcation is a known complication and was
postulated to occur in an eye with deeper incisions that had
not completely healed,10 3 RK scars were sutured intraoperatively before phacoemulsiﬁcation to prevent further dehiscence
and to maintain a closed globe.
We describe a unique case of traumatic iris expulsion
through a full-thickness dehiscence of an RK scar 30 years after
the initial surgery. Although RK has become obsolete, it is
important for clinicians to inform patients about the life-long
risk of traumatic globe rupture after minor blunt trauma and
to counsel on the use of protective polycarbonate lenses,
particularly during high-risk activities.
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Nine syndrome in a patient with
systemic lupus erythematosus
Systemic lupus erythematosus (SLE) is an autoimmune
disease that can affect many different organ systems and
present in a variety of ways. The central nervous system
(CNS) is frequently affected, resulting in a wide range of
manifestations. Patients may present to an ophthalmologist with ocular symptoms before a diagnosis is established;
thus, early recognition is important to avoid delays in
diagnosis and treatment. We report the ﬁrst case of a
patient with lupus who developed nine syndrome due to
pontine ischemic stroke precipitated by CNS vasculitis.

CASE REPORT
A 29-year-old male presented to the ophthalmology
clinic with a 1-month history of painless gaze-dependent
binocular diplopia and oscillopsia, right-sided facial palsy,
and left-sided hemiparesis in addition to a 2-year history of
remitting and relapsing constitutional and systemic symptoms. He was initially worked up for Sjogren’s syndrome
2 years earlier when he presented with parotid gland
inﬂammation and had positive serum anti-Sjogren's
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syndrome B antigen (SSB) antibodies. Then, 6 months
before presenting to clinic, he developed ﬂu-like symptoms, including cough, fever, chills, and fatigue. A rapid ﬂu
test was positive, and he was treated with oseltamivir.
Thereafter, his constitutional symptoms remitted and
relapsed, and he developed the following symptoms:
generalized joint pain; an erythematous malar rash extending to his thorax, arms, and back; alopecia; photosensitivity; and mouth ulcers. He saw several clinicians and
received various diagnostic studies. He was found to be
anemic and pancytopenic on complete blood count (CBC).
Bone marrow biopsy showed no evidence of malignancy;
upper gastrointestinal endoscopy showed no bleeding but
did reveal ﬁndings concerning for Candida esophagitis. A
computed tomography scan of the chest revealed axillary
and retropectoral lymphadenopathy and pleuritis. A month
before presentation, he began noticing blurry vision in the
right eye. His symptoms progressed and he developed
diplopia, oscillopsia, facial palsy, and hemiparesis.
On examination, visual acuity was 20/25 OU. Colour
vision was normal (14/14 Ishihara plates). Pupils were
equal, round, and reactive to light with no relative afferent
pupillary defect (RAPD). Visual ﬁelds were full to confrontation. Slit-lamp examination revealed interpalpebral
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Fig. 1 — Motility examination showing a small primary position esotropia, bilateral right gaze palsy, mild right eye adduction
deficit, and normal up gaze and down gaze (A). External examination showing right-sided facial palsy with lagophthalmos (B).

punctate epithelial erosions on the right cornea. Findings
of fundus examination were normal. Motility examination
revealed a small primary position esotropia, right conjugate
horizontal gaze palsy, and limited adduction of the right
eye suggestive of one-and-a-half syndrome on the right
(Fig. 1). Additionally, there was normal convergence with
negative doll’s head manoeuvre and a horizontal abducting
nystagmus on attempted left gaze. External examination

showed right-sided lower motor neuron facial palsy with
lagophthalmos (Fig. 1). Neurologic examination revealed
left-sided hemiparesis.
Magnetic resonance imaging (MRI) of the brain
revealed a contrast-enhancing lesion in the dorsal right
pons with ventral, rostral, and caudal extension consistent
with a pontine ischemic stroke (Fig. 2). Electrocardiogram
and echocardiogram showed no evidence of arrhythmia,

Fig. 2 — Axial (A) and sagittal (B) views of postcontrast magnetic resonance imaging T1 image of the brain showing an
enhancing right dorsal pontine lesion with ventral, rostral, and caudal extension.
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endocarditis, or thrombus. Metabolic, hematologic, coagulative, and infectious studies were unremarkable. Autoimmune studies were positive for serum antinuclear
antibodies, anti-Smith antibodies, and anti–doublestranded DNA antibodies, as well as low complement
levels. Serum antiphospholipid antibody assays were negative. A lumbar puncture with cerebrospinal ﬂuid studies
revealed pleocytosis and elevated protein consistent with
CNS vasculitis. A standard catheter angiogram also
showed ﬁndings consistent with CNS vasculitis.
A diagnosis of SLE was made. The patient was started
on prednisone, hydroxychloroquine, and cyclophosphamide. On follow-up, his hemiparesis had improved, but
his ocular and facial symptoms persisted. The lagophthalmos was managed with an external eyelid weight and
lubrication, and the patient is being considered for upper
eyelid gold weight insertion as well as strabismus surgery.

ophthalmoplegia with the addition of cranial nerve 6 palsy
(one-and-a-half syndrome), facial paralysis (eight-and-ahalf syndrome), and contralateral hemiparesis.10 There are
only 5 reported cases of nine syndrome in the literature.10–
13
SLE patients have been reported to present with
internuclear ophthalmoplegia and one-and-a-half syndrome due to pontine stroke.14,15 To our knowledge,
however, there are no reports of lupus presenting with
either eight-and-a-half syndrome or nine syndrome.
In conclusion, this is the ﬁrst reported case of a patient with
lupus presenting with nine syndrome due to CNS vasculitis.
Although involvement of the CNS in lupus is rare, especially
in the case of vasculitis-precipitated stroke, it can lead to
devastating results and should be diagnosed and treated early.
This case highlights the diagnostic challenge posed by SLE.
Because patients may present to an ophthalmology clinic with
ocular ﬁndings, ophthalmologists must seek out systemic
symptoms and maintain a high degree of clinical suspicion
to avoid delays in diagnosis.

DISCUSSION
SLE can be a diagnostic challenge because of its widely
variable clinical presentation.1 The American College of
Rheumatology (ACR) classiﬁcation criteria, last updated in
1997, aid in the timely diagnosis of this disease.2 The
Systemic Lupus International Collaborating Clinics
(SLICC) group updated the criteria in 2012 to reﬂect
the latest knowledge of the disease.3 The SLICC criteria
were found to be more sensitive and thus are now more
commonly employed.4 This patient fulﬁlled both criteria
but, like many other patients, had a delayed diagnosis,
highlighting the diagnostic challenge posed by SLE.
Patients with lupus commonly develop neurologic
manifestations. In 1999, the ACR published a nomenclature system with standardized case deﬁnitions for 19
distinct neuropsychiatric syndromes of SLE.5 Cerebrovascular disease is categorized as one of the CNS syndromes.
Major CNS involvement is rare but has signiﬁcant
implications. A 3-year prospective study of 370 patients
with lupus found that only 4.3% had major CNS
involvement, but 13% of all hospitalizations were due to
CNS disease.6 Although there was a 1.4% rate of stroke in
all lupus patients, strokes comprised 31% of all CNS
disease.6 Another study found a stroke rate of 5.6% and
determined that the most commonly associated factors
were hypertension, antiphospholipid antibodies, and Libman-Sacks endocarditis.7 The etiology of this patient’s
stroke was vasculitis, of which there are only a few
reported cases associated with SLE.8 A review of 3 large
autopsy studies of SLE patients with CNS disease found
that between 0% and 13% had true vasculitis.9 This
patient’s pontine stroke precipitated by CNS vasculitis is a
rare manifestation of SLE.
The neuro-ophthalmic ﬁndings in this case represent
nine syndrome, a rare and recently described pontine
ischemic syndrome characterized by internuclear
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Ocular myasthenia gravis and
idiopathic orbital inﬂammatory
disease: double the trouble!
Ocular myasthenia gravis (MG) is an autoimmune disease
affecting the acetylcholine receptor (AChR) at the postsynaptic site of the neuromuscular junction (NMJ) of
striated ocular muscles.1 Idiopathic orbital inﬂammatory
disease (IOID), on the other hand, is deﬁned as a benign,
noninfectious, space-occupying orbital lesion without
identiﬁable local or systemic cause.2 The coexistence of
these 2 etiologically distinct conditions has been rarely
reported, and their clinical variabilities offer diagnostic
challenges.3 Here, we report a rare case of coexisting ocular
MG and IOID.
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CASE REPORT
A 26-year-old Malay female reported left eyelid drooping of
4 days’ duration. The symptom was associated with a sudden
onset of painful red eye and binocular diplopia. There were no
symptoms to suggest thyroid disease, generalized MG, or other
autoimmune disease. The patient provided consent to publication of details of this case.
Ocular examination revealed left complete ptosis and
proptosis. The right eye had mild ptosis without proptosis.
The pupils were 3 mm and reactive to light. The visual
acuity was 6/6 bilaterally. The anterior segment and
fundus examination ﬁndings were normal. There were
no signs of ocular infection or thyroid eye disease (TED).
The extraocular movements were limited in the left eye in
all directions of gaze and normal in the right eye (Fig. 1).

Fig. 1 — Examination showing impaired left eye movements in all directions.
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