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lysses Forgeron* first consulted us in July 2007, complaining of

blurry vision in his right eye.

The 48-year-old cook told us that his

vision had become progressively worse over a two-month period. In

addition, he said, a central “dark spot” in his vision in that eye had

increased in size during the preceding month. Mr. Forgeron told us

that he had experienced similar symptoms in his left eye in 2001 that had not re-

solved. He also noted occasional flashes and mild periorbital pain in his right eye.

When we examined Mr. Forgeron, his
BCVA was 20/400 in his right eye and
20/50 in his left without an afferent
pupillary defect. His intraocular pres-
sure was 18 mmHg in each eye. The
anterior segment exam was notable for
1+ cells in the right eye and a deep and
quiet chamber in the left eye.

The dilated funduscopic examina-
tion revealed clear media. In the right
eye, we noted a mildly blurred disc
margin with a surrounding white cho-
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rioretinal infiltrate that extended into
the central macula; this had variable
areas of chorioretinal atrophy and hy-
perpigmentation (Fig. 1A). In the left
eye, the disc margins were sharp; there
was pronounced peripapillary atrophy
and chorioretinal scarring as well as a
variably pigmented macular scar (Fig.
1B). No active chorioretinal lesions
were evident in the left eye.
Fluorescein angiography of the right
eye revealed early hypofluorescence
corresponding to areas of scarring

Diagnosis?
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with late hyperfluorescence around the
borders. There was also early hyper-
fluorescence of the disc with late leak-
age. Optical coherence tomography of
these lesions showed significant retinal
thinning with subretinal hyperreflec-
tivity (Fig. 2). We determined that Mr.
Forgeron had active chorioretinitis in
his right eye and healed chorioretinitis
in his left.

At this point, our differential diag-
nosis included infectious causes, such
as toxoplasmosis, tuberculosis, or
syphilis, and inflammatory causes,
such as sarcoidosis and certain white
dot syndromes. The latter category
includes acute posterior multifocal
placoid pigment epitheliopathy, mul-
tifocal choroiditis and panuveitis, and
serpiginous choroiditis.

When we questioned Mr. Forgeron
further, no other past medical history
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(1A) The right eye showed a white chorioretinal infiltrate in a peripapillary location. (1B) In the left eye, there was signifi-
cant peripapillary chorioretinal scarring with a central macular scar. (2) An OCT of the right eye showed significant retinal
thinning in the area corresponding to the infiltrate.
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FOLLOW-UP. The disease can be tenacious, as our patient’s experience confirms. (3) Three years after initial treatment, he
returned with an active lesion in the left eye. (4 A, 4B) A year after that, he presented with active bilateral disease.

emerged. He denied having any recent
illnesses and noted that he had emi-
grated from Haiti many years ago. The
initial workup included a complete
blood count and the rapid plasma re-
agin, fluorescent treponemal antibody
absorption, and angiotensin-convert-
ing enzyme tests. Results were within
normal limits. He did not test positive
for HIV. But the tuberculin skin test
(PPD) was positive with a negative chest
x-ray, which raised suspicions of a ser-
piginous-like tuberculous choroiditis.!

Mr. Forgeron was placed on a
nine-month regimen of quadruple
antituberculosis therapy with iso-
niazid, rifampin, pyrazinamide, and
ethambutol, which he completed. In
addition, he was started on a tapering
course of prednisone. The active reti-
nitis subsequently resolved.

Two years later, in 2009, Mr. Forg-
eron was diagnosed with prostate can-
cer. In 2010, he returned with an active
lesion in his left eye (Fig. 3) and a deci-
sion was made to treat him with oral
prednisone and begin immunosup-
pression with mycophenolate mofetil.
He was subsequently lost to follow-up
and stopped refilling his prescriptions.

In December of 2011, he returned
with active lesions in both eyes (Figs.
4A and 4B). He was restarted on im-
munosuppression, this time with
prednisone and azathioprine. Mr.
Forgeron has responded very well to
this regimen, and his active lesions
have resolved. He continues to follow
up in the resident uveitis clinic without
subsequent reactivation of his chorio-
retinitis.
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Serpiginous choroiditis is a rare bilat-
eral, chronic, and progressive inflam-
matory disease of unknown etiology
that involves the retinal pigment
epithelium, choriocapillaris, and cho-
roid.? Originally described and named
“peripapillary chorioretinitis,” the
condition has been known by a variety
of names since its initial description,
with the term “serpiginous choroidi-
tis” entering the lexicon following Dr.
Donald Gass’ use of it in 1987.

Incidence and pathogenesis. The
disease affects healthy young-to-mid-
dle-aged adults, and it has no racial
predilection. In most epidemiologic
studies, serpiginous choroiditis consti-
tutes less than 5 percent of all posterior
uveitis.” Studies have suggested myriad
etiologies, with Herpesviridae and
tuberculosis the most commonly pro-
posed causes.

Symptoms and complications.
Even though it tends to be a bilat-
eral disease, serpiginous choroiditis
commonly presents with unilateral
symptoms of vision loss. Associated
complications include choroidal neo-
vascularization, vein occlusions, pig-
ment epithelial detachments, cystoid
macular edema, and optic disc neovas-
cularization.

Diagnosis. Creamy choroidal infil-
trates are the hallmark of active disease
in serpiginous choroiditis, and they are
seen with variably pigmented areas of
scarring. Classically, the choroidal le-
sions appear initially in a peripapillary

location and extend in an irregular
“serpentine” fashion centrifugally.
Active lesions usually resolve with or
without treatment within weeks and
leave an area of atrophy involving the
RPE and choriocapillaris. Recurrences
are common and usually extend from
previous areas of atrophy.

On a fluorescein angiogram, ac-
tive lesions and areas of atrophy will
hypofluoresce early, with late hyper-
fluorescence occurring in the interme-
diate and late stages of the disease at
the edges of the lesions and in areas of
activity. These findings, although help-
ful, are not pathognomonic.

Findings are similar with indo-
cyanine green angiography, although
areas of hypofluorescence are often
larger with ICG than are those seen
clinically on fluorescein angiography.
Hyperfluorescence is a common find-
ing on ICG at active borders. Fundus
autofluorescence can be used to track
disease progression, as scarred areas
devoid of functioning RPE will appear
hypoautofluorescent, whereas active
lesions are hyperautofluorescent.

Treatment. Most treatment regi-
mens have consisted of initial steroid
therapy for active lesions, followed by
maintenance chronic immunosup-
pression with steroid-sparing therapy
(such as azathioprine, mycophenolate,
or cyclosporine) for at least six months
following an acute episode.

The decision to pursue indefinite
chronic steroid-sparing immunosup-
pression usually is made by weighing
the risks of future vision loss and the
patient’s comorbidities and balanc-
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ing them against risks associated with
chronic immunosuppression. In pa-
tients with a positive PPD, combined
antituberculosis and immunosuppres-
sive therapy appears beneficial.*

* Patient’s name is fictitious.
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Best of Grand Rounds

Grand Rounds: Cases
and Experts From
Across the Nation.
At 3:45 on Monday
afternoon, enjoy six
memorable case
reports. Nicholas J.
Volpe, MD, who will be chairing this
event, contacted several academic
programs and invited them to present
the most intriguing cases discussed at
their grand rounds.

The six cases are as follows:
e “Battle of the Two,” presented by
Michelle Y. Wang, MD (3:47 p.m.)
e “lt Is Not Adding Up,” presented
by George N. Magrath, MD (3:58 p.m.)
e ‘“ltchy Eyes and Vision Loss,”
presented by Brian W. Toussaint, MD
(4:09 p.m.)
e “Retinal Hemorrhage,” presented
by John J. Chen, MD (4:20 p.m.)
e ‘“Intraocular Foreign Body,” pre-
sented by Crandall E. Peeler, MD
(4:31 p.m.)
e “Can't See,” presented by Ehsan
Rahimy, MD (4:43 p.m.)

When: Monday, Nov. 11, 3:45-
5 p.m. Where: Room S406a. Access:
Free.
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Visit www.eyenet.org/archives to read these cases.

“Behind the Masquerade” After months of persistent blurry vision and pain in
her left eye, the 42-year-old consulted an optometrist, who treated her for glaucoma. (Rohit
Adyanthaya, MD, and Robert Honkanen, MD.)

“The Girl With Unexplained Visual Loss” After treatment for uveitis several
years earlier, this 8-year-old girl had been in good health until she began having headaches
and mouth sores. (Nausheen Abbas, MD, and Daniel J. Salchow, MD.)

“The Saddest Diagnosis Is Confirmed” The patient, who had limited vision,
seemed perfectly reliable and reasonable. But the case turned out to be a rare and excep-
tionally challenging one. (Rebecca A. Linquist, MD, and Dylan L. Yu, MD.)

“The Cataract Complication That Wasn’t” One month after an uncomplicated cata-
ract operation, the patient returned, complaining of headaches, decreased vision, and eyelid
swelling and pain. (Shelby M. Mitzimberg, COA,
and Barbara Smit, MD, PhD.) i

“A Rapidly Growing Problem” The retired
engineer enjoyed building model airplanes, but
his double vision was making it increasingly
difficult to work with small components. (Alan Lowinger, MD, and Rona Z. Silkiss, MD, FACS.)

“A Tale of Snoring, Sluggishness,
and Swollen Discs” The patient had blurred
vision, mild headaches, and sleep apnea. He
also was significantly overweight. (Harmeet
S. Gill, MD, FRCSC, Richard Imes, MD, and
Rona Z. Silkiss, MD, FACS.)

“Sore Eyes and Sick Kidneys” For six weeks, the teenager had been experiencing fa-
tigue, fevers, and myalgias. Now, she had acute-onset pain and photophobia. (Jonathan M.
Sharie, MD, PhD, Cynthia G. Pan, MD, Annette D. Segura, MD, and Bhavna P. Sheth, MD.)

“A Haircut to Hide Her Eye” Now that our patient was heading to high school, she
wanted to have her droopy left upper eyelid&—which she was hiding under her bangs—fixed
at last. (Valliammai Muthappan, MD, and Nicholas Mahoney, MD.)

“The Case of the Inscrutable
Infant” The baby’s multiple anomalies
included callosal agenesis, chorioretinal
lacunae, persistent fetal vasculature, and mi-
crophthalmos. (Daniel G. Straka, MD, Ta Chen
Chang, MD, and Sean P. Donahue, MD, PhD.)

“The Girl Who Was Bugged by Her Sight” Her medical and family history was
normal, but her vision was gradually deteriorating. (Amir Mohsenin, MD, PhD, and Robert L.
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