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ABSTRACT

Introduction: A case of unattended Posner Schlossman’s
syndrome (PSS) and its conversion to glaucoma is reviewed.
It illustrates the risk of progression and becoming refractory
to prevailing medical treatment. It debates whether initial
surgical intervention should be considered due to minor
symptoms during recurrences and poor patient compliance.

Case Presentation: A 52-year-old male presents with blurry
vision and minor headache discomfort. Records from the
last eye exam 6 years prior indicated a diagnosis of ocular
hypertension OD. No symptoms other than blurry vision
were reported. Intra-ocular pressures (I0P) were 32 OD, 20
OS mm Hg, with cup disc (C/D) ratios of 0.35 with healthy
rim tissue. No presence of anterior chamber cells, nor a
relative afferent pupillary defect (RAPD) was documented.
He was scheduled for a glaucoma workup but did not return
for follow-up. He returned 6 years later. Corrected visual
acuities were 20/20 OD, OS. ARAPD OD, IOP of 35 OD and 17
0S mm Hg, C/D ratios of 0.8 glaucomatous cupping OD, 0.45
with healthy rim tissue OS and less than grade 1 anterior
chamber cells (AC) were noted. Gonioscopy revealed open
angles to the ciliary body OU. Optical coherence tomography
and Visual field revealed glaucomatous damage OD. A
diagnosis of PSS-related glaucoma OD was specified,
and prednisolone acetate 1% qgid OD was prescribed.
Subsequently, dorzolamide and timolol bid OD were added.
The elevated IOP did not respond to treatment. He was
referred for surgery as PSS was considered refractory.

Conclusion: PSS may be challenging to diagnose and
manage since AC cells may be difficult to detect, and
patients may have minimal symptoms during recurrences.
With poor compliance, it may become refractory and
progress to glaucoma. Patient education and the importance
of strict compliance should be stressed. Primary surgical
intervention should be considered in cases of regular
recurrences and poor compliance.

INTRODUCTION

Posner Schlossman’s syndrome (PSS) also known as
glaucomatocyclitic crisis is generally characterized by
unilateral elevation of intra-ocular pressures (IOP) that
may increase to 40 mm Hg or higher, presence of minimal
symptoms during recurrences, and mild inflammation
associated with presence of anterior chamber (AC) cells.'*
Although there is significant understanding of PSS and its
management, it is probable that some cases will be initially
misdiagnosed or unattended due to the presence of minimal
symptoms during recurrences and patient neglect. In some
instances, PSS may become refractory and progress to
secondary glaucoma. This article discusses such a patient’s
case.

CASE REPORT

A 52-year-old male presented with complaints of blurry
vision OD and minor nonspecific headache. At an initial
examination 6 years earlier, the patient reported no
symptoms other than uncorrected blurry vision. Best
corrected visual acuities (BVA) were 20/20 OD, OS. During
this visit IOP was recorded to be 32 mm Hg, 20 mm Hg
OD/0S respectively. C/D ratios were 0.35 with healthy
rim tissue OU. Presence of AC cells was not noted in the
right eye. Gonioscopy was documented to be open to
ciliary body (CB) 360 degrees without evidence of angle
recession OU. The patient was diagnosed with ocular
hypertension OD and recommended to return to clinic in
2-3 days in order to undergo additional testing including
VE, OCT and to repeat IOP measurement. The patient did
not comply with the recommended visit but returned to
clinic 6 years later complaining of blurry vision OD and a
minor nonspecific headache of 1 month onset. BVA were
20/20-2 OD 20/20 0OS. VF were full to confrontation finger
counting OU however a 2+ RAPD was present OD. IOP’s
were 35 mm Hg, 17 mm Hg OD, OS respectively. Scrutinized
examination of the AC revealed less than grade 1 cell OD
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only. Dilated fundus examination revealed C/D ratios of
0.8 with inferior/superior rim thinning OD, and 0.45 OS
with healthy rim tissue (Figurel a-b). Gonioscopy was
open to ciliary body (CB) 360 degrees without evidence
of angle recession OU. Iris atrophy, or corneal fine keratic
precipitates were not present OU. Corneal pachymetry was
521 um and 532 um OD/OS respectively. Subsequent OCT
(Figure 2) and VF (Figure 3a-b) confirmed glaucomatous
damage OD. A diagnosis of secondary glaucoma, likely the
result of PSS OD was made. Prednisolone acetate 1% drops
4 times a day was prescribed OD. On follow up visits, no
significant reduction in IOP OD occurred, subsequently
dorzolamide/timolol bid was added. During a period of
observation with the combined treatment the IOP could not
be significantly lowered and when brimonidine was added
the patient reported he did not tolerate it. At the last visit
3 months later the IOP was 41 and 22 mm Hg respectively.
The patient’s condition was determined to be refractory to
medical treatment and a referral to a glaucoma specialist
was issued to consider surgical management option.

Figure 1a. Optic nerve photos OD. Evident cupping with cup/disc
ratios of 0.8 with inferior/superior rim thinning.

Figure 1b. Optic nerve photos OS. Observed cup disc ratio of 0.45
OS with healthy rim tissue.
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Figure 2. Optical coherence tomography RTVue confirmed
glaucomatous damage OD.
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Figure 3a. Humphrey's Visual Field demonstrates glaucomatous
damage OD. Fixation losses, significant. Glaucomatous loss

nevertheless corresponded to optic nerve appearance and OCT OD.
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Figure 3b. Humphrey's Visual Field OS. Inferior peripheral defects
(non-repeatable) considered to be artifacts. Fixation losses
significant. OU. Nonetheless not corresponding to optic nerve
appearance or OCT OS.

DISCUSSION

This case was not characteristic of the possible differential
diagnoses of PSS. AC inflammation was minimal and
unlike in uveitis glaucoma, the cornea was not affected
as in herpetic kerato-uveitis, iris atrophy was not present
as in Fuch’s Heterochromic Iridocyclitis, and angles were
open to CB 360 degrees.* This case exemplifies the risk of
progression to secondary glaucoma due to PSS. Progressive
optic nerve damage and ultimately secondary glaucoma
have been documented to occur between 5 to 10 years
from initial presentation.!>® In some cases of PSS, it may
be challenging to observe cells in the anterior chamber.
In a case with unilateral elevated IOP and no optic nerve
cupping, a presumptive diagnosis of ocular hypertension
(OHT) may be reached. Patient education regarding risk
of development of glaucoma and requirement of follow up
evaluations in both OHT and PSS is of utmost importance.
In PSS, it must be explained that although the inflammatory
cause of elevated IOP may be resolved with temporary
medical management, recurrences with non-perceptible
symptoms may occur. If not attended properly, these cases
may advance to glaucoma. In this case during the initial
examination, the IOP was elevated OD, and angles were open
to CB OU. However, presence of cells were not documented
in the right eye. Although the patient was scheduled for a
follow-up appointment for additional tests and management,
he did not comply. Upon his return to the clinic 6 years later,
he developed glaucoma OD. We speculate that although not
documented, AC cells were probably present at the initial
visit with elevated IOP. During the interim period recurrences
with minimal symptoms possibly lead to periods of sustained
IOP. Since the patient did not respond to medical treatment,
itis also likely that chronic TM damage would have resulted
in persistently elevated IOP.

Human leucocyte antigen (HLA) haplotypes, presence of
prostaglandin E and autotaxin (ATX) has been suggested to
be associated in the development of TM changes in PSS.147-9
Herpes simplex family virus and specifically CMV have been
documented to be associated with development of PSS.*7:10-13
In PSS, patients that tested positive to CMV are most likely
to become refractory to medical treatment and need
surgery compared to CMV negative patients.”!* High viral
load numbers in CMV positive PSS individuals have been
documented to provide a significant risk of IOP elevation
that becomes refractory to medical treatment.*”'4” Surgery
may be needed in refractory PSS cases with progressive
glaucoma.** TM and Schlemm’s canal (SC) impairment
is thought to contribute to elevated I0OP in CMV positive
PSS patients.” This dysfunction may result from aqueous
humor outflow restrictions due to development of thickness
and edema in the TM tissue.!”'® Xiaoquin and associates
reported that TM edema was reduced following anti-
inflammatory treatment in a cohort subgroup. They
indicated that this may explain why steroids with or without
I0P lowering medications may reduce IOP in some PSS
patients.”
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CMV upregulation of ATX has also been described to lead to
fibrotic changes in the TM and reduce permeability in SC in
PSS patients. In vitro analysis of CMV infected human TM
cells identified upregulated expression of ATX and TGF-1
genes that resulted in significant fibrosis of TM. This TM
fibrosis was reduced using Rock inhibitors. Levels of ATX
in the AC similarly have shown to correlate with I0P.7 It
has been suggested that extracellular material deposition
and fibrosis in TM cells seem to be conducted via the Rho/
Rock pathway. This affects the biomechanical contractile
quality of the TM and SC and leads to IOP elevation.”!9:20
Similar positive correlation has been described to occur
between the aqueous humor levels of ATX and elevated IOP.
It has been suggested that in CMV induced ATX upregulation
produces a cascade of biochemical pathways that may
cause sustained and refractive IOP elevation in PSS positive
patients. Since Rock inhibitors can help modulate cellular
adhesion, relocation and contraction of smooth muscle, it
has been suggested as potential treatment in refractory IOP
elevation in CMV positive PSS patients”?!

In this case, CMV titers were not obtained, and consequently
its relation to the PSS could not be determined in this
patient. As a result of being refractory to medical treatment,
and the advanced stage of glaucoma in the affected eye, a
surgical consult was considered more appropriate before
commencing Rock inhibitor management. A topic of further
discussion is whether initial surgical intervention should be
contemplated as adequate prophylactic treatment in cases
of poor patient compliance.
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