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A Downhill Course
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enry Shin* had a terrible headache. The 47-year-old Chinese Amer-

ican furniture mover was usually able to work through aches and

pains, but this headache had continued for the past two weeks. He

tried over-the-counter medicines—and acupuncture—but nothing

seemed to help. When he noticed his vision becoming more blurry,

he decided it was finally time to see a doctor.

By the time Mr. Shin reached our clinic,
he had already seen his primary care
doctor and general ophthalmologist,
who diagnosed him with possible cen-
tral serous chorioretinopathy. When
we saw Mr. Shin, he complained of
blurry vision, photophobia, left-sided
pulsating headaches, and, on further
questioning, left-sided tinnitus. His
past ocular history was notable for
penetrating trauma from a ski pole
injury to the left eye when he was 12
years old. He underwent surgical re-
pair at the time and was able to regain
some vision. Past medical, surgical,
social, and family histories were other-
wise unremarkable.

On examination, BCVA was 20/100
in the right eye and counting fingers
at 6 feet in the left eye. There was no
afferent pupillary defect, and his in-
traocular pressure was normal in both
eyes. Anterior segment examination of
the right eye revealed moderate anteri-
or chamber cells, while the left showed
several peripheral corneal scars with
areas of iridocorneal touch, large,
pigmented keratic precipitates on the
inferior corneal endothelium, iris atro-
phy, moderate anterior chamber cells,
and aphakia (Fig. 1). Posterior segment

examination revealed mild vitreous
inflammation, mild hyperemia of the
disc, and serous macular detachment
in both eyes (Fig. 2A). Fluorescein an-
giography (FA) revealed late pinpoint
hyperfluorescence at the level of the
retinal pigment epithelium (RPE) with
late, progressive filling of the serous
retinal detachment spaces and late
leakage of the optic discs bilaterally
(Fig. 2B). Spectral domain ocular co-
herence tomography (SD-OCT) con-
firmed the presence of bilateral serous
macular detachments (Fig. 2C).

A laboratory workup was obtained,
including the following tests: serum
rapid plasma reagin (RPR), fluorescent
treponemal antibody absorption (FTA-
ABS), angiotensin-converting enzyme
(ACE), lysozyme, QuantiFERON-TB
(for tuberculosis), complete blood
count (CBC), and liver function tests
(LFT). All results were either negative
or within normal limits. A chest x-ray
was also ordered and was normal. Al-
though Vogt-Koyanagi-Harada (VKH)
disease can have a presentation very
similar to this patient’s condition,

his history of penetrating eye trauma
together with his clinical findings of

MD, PHD, MPH
EDITED BY STEVEN J. GEDDE, MD

What's Your Diagnosis?

WE GET A LOOK. At presentation to us,
his BCVA was 20/100 on the right
and counting fingers at 6 feet on the
left. Both eyes had moderately severe
panuveitis. Peripheral corneal scars
are evident in the left eye, now apha-
kic, following a penetrating injury 35
years prior to presentation.

bilateral panuveitis with serous macu-
lar detachment led to the diagnosis of
sympathetic ophthalmia (SO).

While waiting for the final results
of his laboratory examinations, we
started Mr. Shin on 100 mg of oral
prednisone daily, as well as topical
prednisolone acetate and homatropine
eye drops. After his studies came back
as negative or within normal limits, we
added oral azathioprine at a dosage of
50 mg daily. Over the course of several
months, as the inflammation and sub-
retinal fluid resolved, we were able to
taper Mr. Shin off the oral prednisone
and topical medications. Meanwhile,
the azathioprine was increased to a dos-
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age of 200 mg daily, with close moni-
toring of his CBC and LFT. Visual acu-
ity at his last visit, 17 months after his
initial presentation, was 20/25 in the
right eye and 20/400 in the left eye.

Sympathetic ophthalmia is a rare bilat-
eral granulomatous uveitis that occurs
following eye trauma or surgery. The
eye that experienced the trauma or
surgery is referred to as the exciting or
inciting eye, whereas the fellow eye is
called the sympathizing eye. Inciting
events can include any type of injury
or surgery—from an ocular contusion
to a ruptured globe, and from pen-
etrating procedures such as cataract
surgery or vitrectomy to nonpenetrat-
ing procedures such as cyclocryothera-
py and proton beam irradiation.

How long until onset? The time
from ocular injury to onset of SO can
vary widely, from two weeks to over
50 years, but approximately 80 percent
of cases occur within three months
and 90 percent occur within one year.!
Past studies estimated the incidence of
SO to be 0.1 percent following intra-
ocular surgery and 0.2 to 0.5 percent
after open globe injury. A more recent
study looked at the incidence of SO
in 59 million citizens of the United
Kingdom and Ireland over a 15-month
period. It found an incidence of 0.03
per 100,000 population, with the most
common risk factor being ocular sur-
gery, especially retinal surgery.’

How does it develop? The cause of
SO is unclear. Current theories point
to an autoimmune response directed
against one or more uveal antigens
following trauma or surgery. Genetic
factors may also play a role, since asso-
ciations with major histocompatibility
complex (MHC) haplotypes HLA-
DR4/DQw3, HLA-DR4/DRw52, HLA-
All, HLA-B40, HLA-DRB1*04, and
HLA-DQB1*04 have been shown.!

How is it diagnosed? The diagnosis
of SO is based primarily on a con-
sistent clinical history and findings.
Laboratory studies are used to rule out
other diagnoses, including sarcoidosis,
tuberculosis, and syphilis. B-scan ul-
trasonography is used to exclude pos-
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RIGHT EYE. (2 A) Color photograph, (2B) late-phase FA, and (2 ) SD-OCT at
presentation to us showing optic disc hyperemia, a serous macular detachment,
and pinpoint late leakage at the level of the RPE with slow, progressive filling of
the serous macular detachment space. We noted similar findings in the left eye.

terior scleritis.'

SO should be considered in all pa-
tients with bilateral uveitis and history
of ocular trauma or surgery. Typical
symptoms include blurry vision, pain,
and photophobia. Anterior segment
examination may show conjunctival
injection, anterior chamber inflamma-
tion, large or small keratic precipitates,
and posterior synechiae. Posterior seg-
ment examination may show moderate
to severe vitritis, papillitis, exudative
retinal detachments, and yellow-white
choroidal lesions known as Dalen-
Fuchs nodules. Extraocular findings
are uncommon but can include head-
ache, hearing disturbance, alopecia,
poliosis, and vitiligo, as seen in VKH
disease. Ocular complications can
include secondary glaucoma, cataract,
macular scarring or atrophy, optic at-
rophy, and, rarely, choroidal neovascu-
larization. Phthisis of the sympathiz-
ing eye can occur, but it is uncommon
with prompt and aggressive use of im-
munosuppressive agents.’

What do you look for in imaging?
FA often shows punctate hyperfluores-
cence at the level of the RPE followed
by progressive filling of serous detach-
ment spaces, as in our patient. Dalen-

Fuchs nodules, which are present in 25
to 30 percent of cases, may be either
hypo- or hyperfluorescent, depend-
ing on the state of the overlying RPE.
Disc leakage and macular edema may
occur. SD-OCT can show serous reti-
nal detachments, disorganization and
thinning of the retina, and choroidal
thickening.*

What does histopathology show?
There is a diffuse, bilateral granulo-
matous nonnecrotizing inflammatory
reaction. Thickening of the choroid re-
sults from infiltration of mononuclear
and epithelioid cells. The choriocap-
illaris and retina are often, but not
always, spared. Dalen-Fuchs nodules
appear as collections of lymphocytes,
histiocytes, and depigmented RPE cells
beneath Bruch’s membrane.’

How is it treated? Systemic cor-
ticosteroids constitute the first-line
therapy for SO. A usual starting point
is high-dose oral prednisone (1-2 mg/
kg/day), although severe cases may be
started on intravenous pulsed cortico-
steroids (methylprednisolone 1 g/day
for three days) followed by oral pred-
nisone. Topical corticosteroids and
cycloplegics are used as adjuncts.

Most patients require long-term

MD, PHD, MPH

EMMETT T. CUNNINGHAM JR.,



treatment with a noncorticosteroid
immunosuppressive agent such as
azathioprine, methotrexate, or myco-
phenolate mofetil. Systemic corticoste-
roids are typically tapered over two to
three months, whereas noncorticoste-
roid immunosuppressive agents tend
to be continued for two or more years.
More severe cases may require treat-
ment with a DNA crosslinking agent
such as chlorambucil or a tumor ne-
crosis factor-alpha (TNF-a) inhibitor
such as adalimumab or infliximab.®
Summary. The differential diag-
nosis for any postoperative or post-
traumatic bilateral panuveitis should
include SO.5 Most cases occur within
three months of the inciting event, al-
though uveitis may appear many years
later, as in this case. Medical therapy
with systemic corticosteroids and
noncorticosteroid immunosuppressive
agents is the mainstay of treatment. m

*Patient name is fictitious.
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The Twenty-Ninth Annual Mid-Winter

Sarasota Vitreo-Retinal Update Course
February 12th, 13th & 14th, 2015

at The Ritz-Carlton on Sarasota Bay, Sarasota, Florida

Presents....

This course is targeted to practicing ophthalmologists interested with the
latest developments in the diagnosis and management of vitreo-retinal and
neuro-ophthalmologic diseases and ocular-oncology.

COURSE TOPICS:

¢ The use of advanced imaging with swept e Incorporate new surgical techniques
source and spectral-domain optical in your practice and understand the
coherence tomography (OCT) for better difference in dye usage.
treatment and follow-up of retinal and optic  ® Improve the understanding of Neuro-
nerve diseases.

e Current application in the use of ANTI-
VEGF drugs regarding AMD and other
vasculopathies and which drugs to use.

e |dentify morbidity and mortality issues
related to choroidal melanoma and current
guidelines for management.

¢ Improve understanding of light
exposure and its relationship to Macular
Degeneration.

* Review recent developments in treating
advanced forms of AMD.

¢ Recent developments in the
Implantable Miniature Telescope (IMT).

¢ Review the monitoring of Macular
Degeneration at home.

Swept Source & Spectral
Domain OCT Workshop

e High Definition Systems &
Newer Scanning Techniques

COURSE FACULTY:
Jody G. ABrams, MLD......coo i Sarasota, FL
James J. Augsburger, M.D. . ...Cincinnati, OH
Harry FIynn, MLD. oo Miami, FL
M. Gilbert Grand, M.D.. .... St. Louis, MO

Marc H. Levy, M.D............
Steven Newman, M.D. ....

............. Sarasota, FL
.... Charlottesville, VA

Kirk H. Packo, M.D....cccoiieeee ettt Chicago, IL

Thomas C. SPOOK, M.D. ....oooiiieeeeie et e e Sarasota, FL

Michael Tolentino, M.D. .........oooeiiiiiiiiieee e Lakeland, FL

Waldemar TOrres, MLD. .....cooui oot Sarasota, FL
COURSE DIRECTOR & CO-DIRECTOR:

Melvin C. Chen, M.D. .....c..eueeeeeee e Sarasota, FL
Jody G. Abrams, M.D........coouriiiiiiiee e Sarasota, FL
REGISTRATION:

e Limited Enrollment e $600 Physician’s Fee e $300.00 Residents

EARLY ENROLLMENT DISCOUNT...
¢ $550 Physician’s Fee ¢ $275.00 Residents
(received by December 19, 2014)

BAY FRONT ACTIVITIES:

e The Thomas C. Spoor Golf Tournament e Deep Sea Fishing
* Near Beautiful Gulf Beaches ¢ Sailing and Tennis

Joint Providership by

FMA ACCREDITATION
PROGRAM
How Piysicians Eam Qualfy GME

FOR FURTHER INFORMATION CONTACT:
LOIS DELAGRANGE (941) 921-5335 or e-mail: srqretina@aol.com
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Ophthalmic related surgery and lesions.

k This activity has been approved for AMA PRA Category 1 Credits™ /
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