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neoplastic masquerade syndrome?
Primary vitreoretinal lymphoma (PVRL), by a mile
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Decreased vision and/or floaters
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What other CNS signs/symptoms may be present?

The most common is changes in behavior/personality. Other, more
obvious S/S include seizures, cerebellar signs, hemiparesis and cranial
nerve palsies.
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PVRL: Typical white-yellow subretinal infiltrates
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Typical cytology of PVRL cells from the vitreous showing several atypical
lymphoid cells with basophilic cytoplasm and large prominent irregular nuclei
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If that biopsy is negative as well, what next?
Gotta go with a retinal biopsy, or biopsy of a sub-retinal lesion
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In addition to biopsy-ing the vitreous, what other diagnostic steps must be taken?
The pt must be checked for the presence of CNS involvement, ie, PCNSL

All, pts, or only those exhibiting signs of CNS involvement?
Hen\[Fe S

What tests should be performed?
Imaging as previously discussed, along with a to check for te that
two diff words It?
ast, IL- 6

. levels are elevated in inflammatory processes. Thus, an elevated IL-10/IL-6 ratio
Lymphoid suggests a diagnosis of PVRL.
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In addition to biopsy-ing the vitreous, what other diagnostic steps must be taken?
The pt must be checked for the presence of CNS involvement, ie, PCNSL

All, pts, or only those exhibiting signs of CNS involvement?
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What tests should be performed?
Imaging as previously discussed, along with a lumbar puncture to check for te that
lymphoma cells It?
— I, U A e ey Tt e — ormrast, IL- 6
levels are elevated in inflammatory processes. Thus, an elevated IL-10/IL-6 ratio

Lymphoid suggests a diagnosis of PVRL.
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If that biopsy is negative as well, what next?
Gotta go with a retinal biopsy, or biopsy of a sub-retinal lesion
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How is PVRL treated?
: A two-pronged approach is standard—intravitreal chemo ( MTX +/-
Lymphoid rituximab ) + XBRT.*

Primary vitreoretinal lymphoma _ _ _
What if CNS involvement is present?

In such cases, systemic and/or intrathecal chemo is deployed as well

*External-beam radiation therapy
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What is the prognosis for PVRL?

Untreated, it is dismal—on the order of a couple of months.
Lymphoid With treatment the 5-year survival rate is 60%.

Primary vitreoretinal lymphoma
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Is it common for systemic lymphoma to ‘masquerade’ as
intraocular lymphoma?
No, it is very rare

How does systemic lymphoma masquerade syndrome present?
In a manner essentially identical to PVRL, but without the CNS
manifestations
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How does uveal lymphoid proliferation masquerade syndrome present?

Hematologic The posterior findings are similar to those of PVRL. However,
lymphoproliferative disease is more likely to have an acute anterior-
uveitis response—a red angry eye with pain/photophobia and increased
IOP (from cells clogging the TM).
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How does uveal lymphoid proliferation masquerade syndrome present?

Hematologic The posterior findings are similar to those of PVRL. However,
lymphoproliferative disease is more likely to have an acute anterior-
uveitis response—a red angry eye with pain/photophobia and increased
IOP (from cells clogging the TM).

What additional anterior-segment finding may occur?

The presence of salmon-pink nodules under the conj
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How does uveal lymphoid proliferation masquerade syndrome present?

Hematologic The posterior findings are similar to those of PVRL. However,
lymphoproliferative disease is more likely to have an acute anterior-
uveitis response—a red angry eye with pain/photophobia and increased
IOP (from cells clogging the TM).

What additional anterior-segment finding may occur?
. The presence of salmon-pink nodules under the conj
Lymphoid

But such nodules can occur in lymphoma as well. How do these differ?

Lymphoproliferative dz
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How does uveal lymphoid proliferation masquerade syndrome present?

Hematologic The posterior findings are similar to those of PVRL. However,
lymphoproliferative disease is more likely to have an acute anterior-
uveitis response—a red angry eye with pain/photophobia and increased
IOP (from cells clogging the TM).

What additional anterior-segment finding may occur?
The presence of salmon-pink nodules under the conj
Lymphoid
But such nodules can occur in lymphoma as well. How do these differ?
Unlike the mobile conj nodules seen in lymphoma, the nodules in
lymphoproliferative dz are firmly fixed to the underlying sclera

Lymphoproliferative dz
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How does uveal lymphoid proliferation masquerade syndrome present?

Hematologic The posterior findings are similar to those of PVRL. However,
lymphoproliferative disease is more likely to have an acute anterior-
uveitis response—a red angry eye with pain/photophobia and increased
IOP (from cells clogging the TM).

What additional anterior-segment finding may occur?

The presence of salmon-pink nodules under the conj

Lymphoid
But such nodules can occur in lymphoma as well. How do these differ?
Unlike the mobile conj nodules seen in lymphoma, the nodules in
lymphoproliferative dz are firmly fixed to the underlying sclera

Lymphoproliferative dz How is the diagnosis made?
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How does uveal lymphoid proliferation masquerade syndrome present?
The posterior findings are similar to those of PVRL. However,
lymphoproliferative disease is more likely to have an acute anterior-
uveitis response—a red angry eye with pain/photophobia and increased
IOP (from cells clogging the TM).

What additional anterior-segment finding may occur?
The presence of salmon-pink nodules under the conj

But such nodules can occur in lymphoma as well. How do these differ?
Unlike the mobile conj nodules seen in lymphoma, the nodules in
lymphoproliferative dz are firmly fixed to the underlying sclera

How is the diagnosis made?
Only via biopsy, which will reveal well-differentiated, mature cells



Masquerade
Syndrome

/

Neoplastic

7

Hematologic

\ How does leukemic masquerade syndrome present?
Leukemic

L

Leukemia



000
0000
Masquerade 82
o000
o0
Syndrome o
Neoplastic
Hematologic
\ How does leukemic masquerade syndrome present?
Leukemic The posterior findings are primarily retinal, and include hemorrhages
L (which may be white-centered), cotton-wool spots and peripheral neo

Leukemia



Leukemia: CWS and white-centered hemorrhages
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What is the eponymous name for white-centered hemorrhages?
Roth spots Of these, which is most commonly associated

with Roth spots?
What is the DD»

--Leukemia?
--Subacute bacterial endocarditis?
Hematologic —-Anemia?
--Endophthalmitis?
\ --(There are many others)

LLGUKemIC white-centered

Leukemia
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Syndrome 33
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Of these, which is most commonly associated
with Roth spots?
SABE

How does leukemic masquerade syndrome present?

The posterior findirgs—areprqarily retinal, and include hemorrhages
(which may b€ white-centered), gotton-wool spots and peripheral neo
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etTsHQ eponymous name for white-centered hemorrhages?
Roth spots

Note: There is inconsistency across Academy sources with regard to the term Roth spots:
--Early in the BCSC Path book, Roth spot and white-centered hemorrhage are used
interchangeably and are said to occur “in a number of conditions;” later, the term pseudo-
Roth spot is used to refer to white-centered hemorrhages secondary to leukemia. (Per the
Master Index, pseudo-Roth spot appears nowhere else in the BCSC.)

--The Uveitis book uses Roth spots when referring to white-centered hemorrhages
secondary to bacterial endophthalmitis, but not when referring to those secondary to
leukemia (these are termed ‘white-centered hemorrhages’).

--The Peds book simply says retinal hemorrhages in leukemia “may have white centers.”
--The online source EyeWiki uses Roth spot to refer to white-centered hemorrhages of
any cause.

--Puzzlingly, neither Roth spot nor white-centered hemorrhage appear in the index of the
Retina book.

What's the correct usage? | dunno. Caveat emptor.
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\ How does leukemic masquerade syndrome present?
| eukemic The posterior findings are primarily retinal, and include hemorrhages

(which may be white-centered), cotton-wool spots and peripheral neo

L

Leukemia
What about anterior findings?

These are common, and can include hyphema, iris heterochromia,
and/or pseudohypopyon



Leukemia: Pseudohypopyon in ALL



Leukemia: Pseudohypopyon with hyphema in ALL
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Uveal melanoma (multiple slide-sets)

A small minority of uveal melanomas present in an inflammatory
fashion (ie, with some form of uveitis, up to and including an

endophthalmitis/panuveitis picture). Uveal melanomas are
discussed in detail in multiple silde-sets.




000
0000
Masqguerade e0oon
000060
Syndrome eoo
o O
/\ Nonneoplastic
Neoplastic
Hematologic
Primary
Leukemic et
L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masqguerade e0oon
000060
Syndrome eoo
o O
/\ Nonneoplastic
Neoplastic
Hematologic
Primary
Leukemic et
L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masqguerade e0oon
000060
Syndrome eoo
o O
/\ Nonneoplastic
Neoplastic
Hematologic
Primary
Leukemic et
L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




Masqguerade
Syndrome

/\ Nonneoplastic

Neoplastic

Hematologic
Primary
Leukemic e
. L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




Masqguerade
Syndrome

/\ Nonneoplastic

Neoplastic

Hematologic
Primary
Leukemic e
. L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masqguerade e0oon
0000
Syndrome 33
/\ Nonneoplastic
Neoplastic
Hematologic
Primary
Leukemic Jveam
L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masqguerade e0oon
0000
Syndrome 33
/\ Nonneoplastic
Neoplastic
Hematologic
Primary
Leukemic Jveam
L Leukemia Rb
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masquerade e0oo0

0000

Syndrome 33

/\ Nonneoplastic
Neoplastic
Hematologic
Primary

A hypopyon that shifts with head movements is characteristic of what ‘genuine’ uveitis?

N A AT A

Lymphoid
Primary vitreoretinal lymphoma

Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masquerade e0oo0

0000

Syndrome 33

/\ Nonneoplastic
Neoplastic
Hematologic
Primary

| | I PR O
A hypopyon that shifts with head movements is characteristic of what ‘genuine’ uveitis?
Behcet

N A AT A

Lymphoid
Primary vitreoretinal lymphoma

Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masqguerade e0oon
0000
Syndrome 33
/\ Nonneoplastic
Neoplastic
Hematologic
Primary
Leukemic Jveam
L Leukemia Rb(R2)
Lymphoid

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz




000
0000
Masqguerade e0oon
o000
Syndrome 33
/\ Nonneoplastic

Neoplastic

Solid

Mets
t?
?

elanoma (multiple slide-sets)

Primary vitreoretinal lymphoma
Secondary to systemic lymphoma

Lymphoproliferative dz



000
0000
Masqguerade e0oo0
0000
Syndrome 33
/\ Nonneoplastic
Neoplastic
Solid
Mets
tLung
Breast

elanoma (multiple slide-sets)

Primary vitreoretinal lymphoma

Secondary to systemic lymphoma

Lymphoproliferative dz



Masqguerade e0oo0
0000
Syndrome 33
/\ Nonneoplastic
Neoplastic
Solid
Mets
tLung
Breast

elanoma (multiple slide-sets)

Primary vitreoretinal lymphoma

Secondary to systemic lymphoma

Lymphoproliferative dz



Masqguerade e0oo0
0000
Syndrome 33
/\ Nonneoplastic
Neoplastic
Solid
Mets
tLung
Breast

elanoma (multiple slide-sets)

Primary vitreoretinal lymphoma

Secondary to systemic lymphoma

Lymphoproliferative dz



Bilateral metastatic lung cancer



Metastatic breast cancer
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had a uveitic condition?

--Vitreous cell

--Cystoid macular changes

Nonneoplastic

— Retinitis pigmentosa
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But if they have vitreous cell, doesn’t that mean they
have vitritis, and therefore do have a uveitic condition?
No, because the vitreous cells in RP are not inflammatory
in origin; rather, they are mainly degenerated RPE cells
liberated from Bruch’s membrane

Nonneoplastic

— Retinitis pigmentosa
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Ipsilateral carotid stenosis oIS
Who is the typical pt?
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An elderly (65+) vasculopathic male

What four findings, common in OIS, might (mis)lead one to
conclude the pt had a uveitic condition?
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What is ocular ischemic syndrome (OI1S)?
A constellation of ocular abnormalities owing to prolonged
hypoperfusion of the globe

What is the classic cause?
Ipsilateral carotid stenosis

Who is the typical pt?
An elderly (65+) vasculopathic male

What four findings, common in OIS, might (mis)lead one to
conclude the pt had a uveitic condition?

--AC cell and flare

--Low IOP

--NVI/NVA

--Cataract more advanced on that side

Nonneoplastic

— OIS
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How might a chronic rhegmatogenous retinal detachment mimic uveitis?

— Chronic rhegmatogenous RD
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How might a chronic rhegmatogenous retinal detachment mimic uveitis?
Liberated photoreceptor outer segments can find their way into the
vitreous and/or anterior chamber, and give the erroneous impression of
inflammation

— Chronic rhegmatogenous RD
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Unlike the others, what appears to be an inflammatory response in IOFB
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As masquerade syndromes go, how does intraocular foreign body (IOFB)
differ from the others? _ RP
Unlike the others, what appears to be an inflammatory response in IOFB
is in fact an inflammatory response--it's just not autoimmunologic in its — OIS
origin — Chronic rhegmatogenous RD
Why is it important to maintain an index of suspicion for the possibility of [NEULEELEICIRELE IELE
an IOFB? — Pigment dispersion syndrome
Because timely removal is usually curative, whereas delayed removal

— Juvenile xanthogranuloma

may result in permanent loss of visual function (or even the eye)
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How does pigment dispersion syndrome (PDS) mimic uveitis?
The hallmark of PDS is the liberation of posterior iris pigment, which Pi . .

— Pigment dispersion syndrome
subsequently migrates into the anterior chamber. These pigment g P y
granules in the AC can be misconstrued as inflammatory cells.
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book identifies JXG as a ‘nonlymphoid malignancy.’ This is clearly an e
error--JXG is not neoplastic, much less a malignancy. (See, eg, the
Peds, Pathology and Cornea books.)
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Lisch nodules
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Iris mammillations




JXG: Iris nodules?



Iris nevus (aka Cogan-Reese) syndrome
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Secondary to systemic lymphoma

Lymphoproliferative dz

L BDUMP

The Masquerade Syndromes chapter of the Uveitis book
discusses one paraneoplastic syndrome. What is it?
Bilateral diffuse uveal melanocytic proliferation (BDUMP)
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Point of clarification: The Masquerades chapter BDUMP

doesn’t use the term ‘paraneoplastic syndrome’
when discussing BDUMP; however, the Retina @plaﬁlc SY@

book does, as do EyeWiki and EyeRounds.org.
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