Before you begin: This is a big topic, and big topics beget big slide-sets.
There’s a natural break near the halfway mark (slide 213); | placed a
break time! slide at that point to mark it.
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1) Juvenile xanthogranuloma

2) Medulloepithelioma

Iris/Ciliary Body —  Six tumors of the iris/ciliary body
3) Lisch nodules
4) Brushfield spots
5) Iris mammillations

6) Iris cysts
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Intraocular Tumors of Childhood

JXG: Skin papules. The orangish color is classic
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JXG: Spontaneous hyphema
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1) Juvenile xanthogranuloma

Iris/Ciliary Body

What is a giant cell?

It is an aggregate of histiocytes . (The formal term for the aggregate is
syncytium ). Put simply, it is a bunch of histiocytes that have glommed together.

What is the histologic hallmark of a giant cell?
It is multinucleated—the myriad nuclei of the involved histiocytes are all visible

within it
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1) Juvenile xanthogranuloma

Iris/Ciliary Body

Foamy = ‘lipid filled’
Macrophages = ‘histiocytes’

The point being, the terms foamy macrophages,’ lipid-filled (or -laden) macrophages,’
foamy histiocytes,’ efc, all mean the same thing, so don’t be misled if you see one
term when you're expecting another
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What infection agent is responsible for Whipple’s?
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What infection agent is responsible for Whipple’s?
The bacterium Tropheryma whipplei
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Whipple’'s disease: Duodenal biopsy, high mag. The image shows the characteristic

feature of foamy macrophages in the lamina propria.
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When foamy macrophages are found in a biopsy performed
on a Whipple’s pt, from what site was the biopsy collected?
The duodenum (remember, they have Gl issues)

What other finding will a duodenal biopsy reveal?
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in intestinal villi

4 Whipple’s disease

4 The bacterium Tropheryma whipplei
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Small-intestine biopsy stained with periodic acid-Schiff. Note the numerous
macrophages in the lamina propria (arrows).



78

Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma

Iris/Ciliary Body

What are the two hallmarks of JXG histoloqy?

For more on Whipple’s dz, see slide-set U24

When foamy macrophages are found in a biopsy performed
on a Whipple’s pt, from what site was the biopsy collected?
The duodenum (remember, they have Gl issues)

What other finding will a duodenal biopsy reveal?
The presence of PAS+ bacteria within macrophages located
in intestinal villi
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Choroid Are xanthelasmas a harbinger of elevated serum lipids?

They can be, but in most cases the individual has normal lipid panels

Can they be congenital?

Yes, and when they are, they usually are a sign of lipid derangement
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 (foamy macrophages’

Speaking of foamy macrophages part deaux deaux...
What if the adult has what could only be described
as crazy-bad xanthelasma (pic next slide)
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What if the adult has what could only be described
as crazy-bad xanthelasma (pic next slide),
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Xanthelsasma

The presence of Jouter—gre -
 (foamy macrophages’

Speaking of foamy macrophages part deaux deaux...
What if the adult has what could only be described
as crazy-bad xanthelasma (pic next slide),
Adult-onset xanthogranuloma
Adult-onset asthma with periocular xanthogranuloma
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 (foamy macrophages’

Speaking of foamy macrophages part deaux deaux...
What if the adult has what could only be described
as crazy-bad xanthelasma (pic next slide),
Adult-onset xanthogranuloma
Adult-onset asthma with periocular xanthogranuloma
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Adult-onset asthma with periocular xanthogranuloma

Necrobiotic xanthogranuloma
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Necrobiotic xanthogranuloma
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Speaking of foamy macrophages part deaux deaux...
What if the adult has what could only be described
as crazy-bad xanthelasma (pic next slide),
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Adult-onset asthma with periocular xanthogranuloma

Necrobiotic xanthogranuloma
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Xanthelsasma

The presence of of—gTe :
 (foamy macrophages’

Speaking of foamy macrophages part deaux deaux...
What if the adult has what could only be described
as crazy-bad xanthelasma (pic next slide),
Adult-onset xanthogranuloma
Adult-onset asthma with periocular xanthogranuloma
Necrobiotic xanthogranuloma
Erdheim-Chester dz
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Erdheim-Chester disease
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The presence of Jouter—gre -
’foamy macrophages’

Adult-onset xanthogranuloma
Adult-onset asthma with periocular xanthogranuloma
Necrobiotic xanthogranuloma
Erdheim-Chester dz

Collectively, these conditions
are known as the...
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Collectively, these conditions Adult-onset xanthogranuloma
’ Adult-onset asthma with periocular xanthogranuloma
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Adult xanthogranulomas Necrobiotic xanthogranuloma
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Adult-onset xanthogranuloma
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1) Juvenile xanthogranuloma

Speaking of foamy macrophages part three .
What dz comes to mind if, instead of a toddler
Iri with iris nodules, the pt in question was a

Langerhans-cell histiocytosis (and there it is!)

The presence of Jouter—gre -
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1) Juvenile xanthogranuloma

Iri

For more on the Langerhans (and non-Langerhans)
histiocytoses, see slide-set K20
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Exudates; MAs; telangiectasias Exudative RD (note also the vasc abnormalities)

Coats disease



124
000

Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma

Iri

The presence o

The presence

Speaking of foamy macrophages part whatever ...
What dz comes to mind if the pt in question was a
6 y.0. boy with with unilateral leukocoria?

Coats dz

Where are the foamy macrophages found in Coats dz?

Retina



Intraocular Tumors of Childhood

Iri

Speaking

1) Juvenile xanthogranuloma

The presence o

The presence

of foamy macrophages part whatever ...

What dz comes to mind if the pt in question was a
6 y.0. boy with with unilateral leukocoria?

Coats dz

Where are the foamy macrophages found in Coats dz?
) In the subretinal exudate
Retina

125
000




126
000

Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma

Iri

The presence o

The presence

Speaking of foamy macrophages part whatever ...
What dz comes to mind if the pt in question was a
6 y.0. boy with with unilateral leukocoria?
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1) Juvenile xanthogranuloma

Iri

The presence o

The presence

Speaking of foamy macrophages part whatever ...
What dz comes to mind if the pt in question was a
6 y.0. boy with with unilateral leukocoria?

Coats dz

Where are the foamy macrophages found in Coats dz?
In the subretinal exudate (also present: cholesterol crystals)

Retina



128
000

Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma
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What extremely important function does the nonpigmented epi of the CB perform?
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma

Iris/Ciliary Body

Choroid

RP

' Is a tendency to metastasize one of its ‘'malignant features’?
No, this lesion rarely metastasizes; it does its damage locally
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+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
IrlsIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules




154
000

Intraocular Tumors of Childhood eecoo

Iris/Ciliary Body

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
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3) Lisch nodules




156
000

Intraocular Tumors of Childhood eecoo

Iris/Ciliary Body

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules
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Iris/Ciliary Body

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules

Phakomatoses are known also as what sort of syndrome?

Retina
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Iris/Ciliary Body

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules

Phakomatoses are known also as what sort of syndrome?
Neurocutaneous syndromes

Retina
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Iris/Ciliary Body

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules

Phakomatoses are known also as what sort of syndrome?
Neurocutaneous syndromes

In general terms, how do phakomatoses present?

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Phakomatoses are known also as what sort of syndrome?
Neurocutaneous syndromes

In general terms, how do phakomatoses present?
With multiple lesions in two or more organ systems,

including the [ ] and [T |

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Phakomatoses are known also as what sort of syndrome?
Neurocutaneous syndromes

In general terms, how do phakomatoses present?
With multiple lesions in two or more organ systems,
including the skin and CNS

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

eoplasia of

. Can

x: Enucleate
iIsch nodules:

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

eoplasia of

. Can

x: Enucleate
iIsch nodules:

Retina
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Most NF1 lesions are associated with one of two cell types. What are they?
Melanocytes and neuroglial cells

S

e

Melanocyvtic lesions
-2

-?
-?
-?
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Most NF1 lesions are associated with one of two cell types. What are they?
Melanocytes and neuroglial cells

S

e

Melanocytic lesions
--Café au lait spots
--Axillary/inguinal freckles
--Lisch nodules

--Choroidal lesions
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Most NF1 lesions are associated with one of two cell types. What are they?
Melanocytes and neuroglial cells

S

e

Melanocytic lesions
--Café au lait spots
--Axillary/inguinal freckles
--Lisch nodules

--Choroidal lesions
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Most NF1 lesions are associated with one of two cell types. What are they?
Melanocytes and neuroglial cells

S

e

Melanocytic lesions
--Café au lait spots
--Axillary/inguinal freckles
--Lisch nodules

--Choroidal lesions

I m’cytic v N-G

m’cytic v N-G
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Most NF1 lesions are associated with one of two cell types. What are they?
Melanocytes and neuroglial cells

S

e

Melanocytic lesions
--Café au lait spots
--Axillary/inguinal freckles
--Lisch nodules

--Choroidal lesions

melanocytic
neuroglial
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Melanocyvtic lesions

--Lisch nodules

melanocytic lesions

I

Are Lisch nodules clinically significant?
No; their only significance is as a diagnostic marker for NF1

(No question—proceed when ready)
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Iris/Ciliary Body

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate

3) Lisch nodules

A »

Are Lisch nodules dark, or light?

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

A »

Are Lisch nodules dark, or light?

It depends. Lisch nodules than the rest of the iris when the
iris in question is dark, but| _«ie | than the rest when the iris is light.

Retina
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules

A »

Are Lisch nodules dark, or light?
It depends. Lisch nodules are lighter than the rest of the iris when the
iris in question is dark, but darker than the rest when the iris is light.

Retina
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Lisch nodules
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Iris/Ciliary Body
4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
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Iris/Ciliary Body
4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome
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Brushfield spots
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Iris/Ciliary Body

4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome

What is the prevalence of Brushfield spots in the Down population?



186

o000
Intraocular Tumors of Childhood eoce
oo
Iris/Ciliary Body

4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome

What is the prevalence of Brushfield spots in the Down population?
At least 90%
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4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome

What is the prevalence of Brushfield spots in the Down population?
At least 90%

What is the clinical significance of Brushfield spots?
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Iris/Ciliary Body
4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome

What is the prevalence of Brushfield spots in the Down population?
At least 90%

What is the clinical significance of Brushfield spots?
They have none
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4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome

What is the prevalence of Brushfield spots in the Down population?
At least 90%

What is the clinical significance of Brushfield spots?
They have none

When a clinically identical iris finding occurs in a non-Down individual, what are
the lesions called?



o000
Intraocular Tumors of Childhood eoce

oo
Iris/Ciliary Body

4) Brushfield spots

Brushfield spots are most strongly associated with what congenital condition?
Down syndrome

What is the prevalence of Brushfield spots in the Down population?
At least 90%

What is the clinical significance of Brushfield spots?
They have none

When a clinically identical iris finding occurs in a non-Down individual, what are
the lesions called?
Wolfflin nodules
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Wolfflin nodules
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Intraocular Tumors of Childhood

Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
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5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
You're thinking of the | two words |, paired structures that are part
of the limbic system
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
You're thinking of the mammillary bodies , paired structures that are part
of the limbic system
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?

You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

OK, then what are iris mammillations?
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?

You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

OK, then what are iris mammillations?
Tiny pigmented iris nodules which, when present, are found in vast
numbers diffusely scattered across the iris surface
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Columbia University

'*.iu' Edward S. Harkness Eye Institute

Iris mammilations
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?

You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

OK, then what are iris mammillations?
Tiny pigmented iris nodules which, when present, are found in vast
numbers diffusely scattered across the iris surface

Are they unilateral, or bilateral?
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

OK, then what are iris mammillations?
Tiny pigmented iris nodules which, when present, are found in vast
numbers diffusely scattered across the iris surface

Are they unilateral, or bilateral?
Usually unilateral, but bilaterality occurs frequently enough that it can’t be
used to rule them out
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

OK, then what are iris mammillations?
Tiny pigmented iris nodules which, when present, are found in vast
numbers diffusely scattered across the iris surface

Are they unilateral, or bilateral?
Usually unilateral, but bilaterality occurs frequently enough that it can’t be
used to rule them out

With what phakomatosis are they associated?
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Iris/Ciliary Body

5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

OK, then what are iris mammillations?
Tiny pigmented iris nodules which, when present, are found in vast
numbers diffusely scattered across the iris surface

Are they unilateral, or bilateral?
Usually unilateral, but bilaterality occurs frequently enough that it can’t be
used to rule them out

With what phakomatosis are they associated?
NF1 (albeit not nearly as strongly as Lisch nodules)
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Iris/Ciliary Body

5) Iris mammillations

@igmented iris n@

‘Tiny pigmented iris nodules associated with NF1°--given this, how on earth are you
supposed to differentiate between Lisch nodules and mammillations?

D,
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Iris/Ciliary Body

5) Iris mammillations

@igmented iris n@

‘Tiny pigmented iris nodules associated with NF1°--given this, how on earth are you
supposed to differentiate between Lisch nodules and mammillations?

By appearance. As stated previously, Lisch nodules are lighter when the iris is dark,
but darker when the iris is light.

D,
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5) Iris mammillations

@igmented iris n@

‘Tiny pigmented iris nodules associated with NF1°--given this, how on earth are you
supposed to differentiate between Lisch nodules and mammillations?

By appearance. As stated previously, Lisch nodules are lighter when the iris is dark,
but darker when the iris is light. In contrast, iris mammillations are always| lightthan?

darker than?

[ |therestof the iris. same color 857

D,
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Iris/Ciliary Body

5) Iris mammillations

@igmented iris n@

‘Tiny pigmented iris nodules associated with NF1°--given this, how on earth are you
supposed to differentiate between Lisch nodules and mammillations?

By appearance. As stated previously, Lisch nodules are lighter when the iris is dark,
but darker when the iris is light. In contrast, iris mammillations are always the same
color as the rest of the iris.

D,
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
. . nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|SIC|||ary BOdy bleed>hyphema->increased IOP->glaucoma. Locally invasive->death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammillations

Mammillations? Aren’t those a CNS thingamajig?
You're thinking of the mammillary bodies , paired structures that are part
of the limbic system

Ch OK, then what are iris mammillations?
Tiny pigmented iris nodules which, when present, are found in vast
numbers diffusely scattered across the iris surface

Are they unilateral, or bilateral?
Usually unilateral, but bilaterality occurs frequently enough that it can’t be
used to rule them out

With what phakomatosis are they associated?
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Iris/Ciliary Body

5) Iris mammillations

In addition to NF1, iris mammillations have another important association.

What is it?
Oculodermal melanocytosis, aka

three words
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Iris/Ciliary Body

5) Iris mammillations

In addition to NF1, iris mammillations have another important association.
What is it?
Oculodermal melanocytosis, aka nevus of Ota



209

Intraocular Tumors of Childhood

Oculodermal melanocytosis (nevus of Ota).
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Oculodermal melanocytosis (nevus of Ota).

Note the presence of

non-eye
structure

pigmentation in addition to that of the

210

eye structure
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Oculodermal melanocytosis (nevus of Ota).
Note the presence of periocular pigmentation in addition to that of the episclera.



212

o000
Intraocular Tumors of Childhood eoce

oo
Iris/Ciliary Body

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)



213

00
0000
o000
o000
o0
o
= fake w= Sl 5 mm
Keo = - f / XA
'{;am '{1‘3 &3 umﬁ*_‘ M W Wiouds
Nay ni w“ﬂ' '.

-
i e,

e, Learm Leorn Somethieg \‘{2 tf: A :
‘R NEW %
w«“f‘ oA E % O ays sit in ﬂﬂ'@

W pight
REST
il i Qi:ﬁf:,,:f K @

gw’ ation NATURE T
"‘éw:w

o Sur  MeoITATE T 9%
\‘ ::::hs a e Em t‘le.nnder
5 hH oy 1
RIT ice SoMme
\/- ]a.pm:\ Flo m%
: i f , ve
#ysm R Yea -
W e """{ s e & c.wﬂc ;
b"}r .‘f_;_-mm . . g k L v e
» Lot [”‘ : w . mﬁc& b(cak. ;'GQ

SILENCE | —

ool N
jec! Ry ru
e . A T O g
0"}“" onve Fhan
wil armewhere R
‘f;{s:; w SNE.W f:r:hkg:& m FUNN‘{
!
cou::ﬂ "“"‘ iy o it
e U$!f ﬂee 9‘0{ ’: ;mnn‘n I
crayens / 3.,, i O ioNess
.- w ;".J:“ wikea mmm %
le ¢k
P, | ‘] =% '“‘” ‘i DANCE ‘
dretdhes

(This is a good point in the set to take a break)



Intraocular Tumors of Childhood ::E:

Iris/Ciliary Body

Choroid

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) ?
2)?
3)? — Five tumors of the choroid
4) ?
5) ?
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Iris/Ciliary Body

Choroid

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus

2) Melanocytoma
3) Osteoma — Five tumors of the choroid
4) Isolated/focal choroidal hemangioma
5) Diffuse choroidal hemangioma

—_—
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Iris/Ciliary Body
1) Nevus
2) Melanocytoma
Choroid 3) Osteoma —
4) Isolated/focal choroidal hemangioma
5) Diffuse choroidal hemangioma
But not ) ? -

What common sort of choroidal tumor—common in adults—is absent from this list?
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Iris/Ciliary Body
1) Nevus
2) Melanocytoma
Choroid  3)Osteoma —
4) Isolated/focal choroidal hemangioma
5) Diffuse choroidal hemangioma
But not 6) Metastases -

What common sort of choroidal tumor—common in adults—is absent from this list?
Choroidal tumors arising as metastases from a nonocular primary. In adults, metastasis of
solid tumors to the uveal tract is common. It almost never happens in children.
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Iris/Ciliary Body
1) Nevus
2) Melanocytoma
Choroid  3)Osteoma —
4) Isolated/focal choroidal hemangioma
5) Diffuse choroidal hemangioma

—_—

But not 6) Metastases

What common sort of choroidal tumor—common in adults—is absent from this list?
Choroidal tumors arising as metastases from a nonocular primary. In adults, metastasis of
solid tumors to the uveal tract is common. It almost never happens in children.

If a child does suffer an ophthalmic metastasis, where does it tend to occur?
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Intraocular Tumors of Childhood

Iris/Ciliary Body
1) Nevus
2) Melanocytoma
Choroid  3)Osteoma —
4) Isolated/focal choroidal hemangioma
5) Diffuse choroidal hemangioma
But not 6) Metastases -

What common sort of choroidal tumor—common in adults—is absent from this list?
Choroidal tumors arising as metastases from a nonocular primary. In adults, metastasis of
solid tumors to the uveal tract is common. It almost never happens in children.

If a child does suffer an ophthalmic metastasis, where does it tend to occur?
The orbit
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Iris/Ciliary Body

Choroid

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign < Note the factoids, then proceed
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Melanocytoma is a variant of what common
choroidal finding?

2) Melanocytoma

Choroid



Intraocular Tumors of Childhood -3

Choroid

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

Nevus
2) Melanocytoma
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Intraocular Tumors of Childhood seee

Choroid

2) Melanocytoma

Melanocytoma is a variant of what common
choroidal finding?

It is a particular sort of choroidal nevus

From what structure does it commonly arise?

223



224
000

Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma

Choroid



Melanocytoma

Eve RERNDS.ORG
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

, _ _ o
2) Melanocytoma Does it have a unilateral/bilateral predilection

Choroid
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Intraocular Tumors of Childhood

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
No
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
No

Does it affect visual acuity?
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Intraocular Tumors of Childhood

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
No

Does it affect visual acuity?
Only in a minority of cases. But in almost all cases,
it does affect two words
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
No

Does it affect visual acuity?
Only in a minority of cases. But in almost all cases,
it does affect visual fields.
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
No

Does it affect visual acuity?
Only in a minority of cases. But in almost all cases,
it does affect visual fields.

Does melanocytoma have the potential to undergo
malignant transformation?
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Intraocular Tumors of Childhood ccce

Melanocytoma is a variant of what common
choroidal finding?
It is a particular sort of choroidal nevus

From what structure does it commonly arise?
The optic disc

2) Melanocytoma Does it have a unilateral/bilateral predilection?
Choroid Yes, it is virtually always unilateral

Is there a racial predilection?
No

Does it affect visual acuity?
Only in a minority of cases. But in almost all cases,
it does affect visual fields.

Does melanocytoma have the potential to undergo
malignant transformation?

Yes
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Intraocular Tumors of Childhood --3-4-48

Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema->in ' ;
3) Lisch nodules: St
4) Brushfield spots:
5) Iris mammillation
Nevus of Ota

6) Iris cysts: Can be

1) Nevus: Common.
2) Melanocytoma
3) Osteoma

4) Isolated/focal cho
5) Diffuse choroidal



237
000

Intraocular Tumors of Childhood --3-4-48

Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema->in ' ;
3) Lisch nodules: St
4) Brushfield spots:
5) Iris mammillation
Nevus of Ota

6) Iris cysts: Can be

1) Nevus: Common.
2) Melanocytoma
3) Osteoma

4) Isolated/focal cho
5) Diffuse choroidal
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In a word, what is a choroidal osteoma composed of?

Choroid 3)Osteoma



In a word, what is a choroidal osteoma composed of?
Int Bone

Choroid 3)Osteoma



Intraocular Tumors of Childhood

Osteoma
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Intraocular Tumors of Childhood SEE:

Distance[+] = 9.38mm
velocity = 1550m/s

Evt l'm_l.“-.lj:ﬂ-..t YRG
b

\ P (o Sin ot G

buzzword describing a b-scan

Osteoma: FP, and b-scan demonstrating | g ilustrates above
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Intraocular Tumors of Childhood

Distance[+] = 9.38mm
velocity = 1550m/s

Evt l'm_l.“-.lj:ﬂ-..t YRG
b

\ P (o Sin ot G

Osteoma: FP, and b-scan demonstrating ‘shadowing’
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Intraocular Tumors of Childhood

Tom Fisher
U of lowa 2004

Glen Bianchi, MD
U of lowa 2004 EyeRounds.org

Osteoma: Another example



Intraocular Tumors of Childhood :.3:

Osteomas (same pt, different cuts).
Note how bright the lesions are



In a word, what is a choroidal osteoma composed of?
Int Bone

Is it common or rare?

Choroid 3)Osteoma



In a word, what is a choroidal osteoma composed of?

Int Bone

Is it common or rare?

Very rare

Choroid

3) Osteoma
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In a word, what is a choroidal osteoma composed of?

Int Bone

Is it common or rare?

Very rare

Is it benign or malignant?

Choroid

3) Osteoma
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In a word, what is a choroidal osteoma composed of?

Int Bone

Is it common or rare?

Very rare

Is it benign or malignant?

Benign

Choroid

3) Osteoma
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In a word, what is a choroidal osteoma composed of?

Int Bone

Is it common or rare?

Very rare

Is it benign or malignant?

Benign

Does there a gender predilection?

Choroid

3) Osteoma
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In a word, what is a choroidal osteoma composed of?
Int Bone

Is it common or rare?
Very rare

Is it benign or malignant?
Benign

Does there a gender predilection?
Yes, it is more common in | wmvF

Choroid 3)Osteoma



In a word, what is a choroidal osteoma composed of?
Int Bone

Is it common or rare?
Very rare

Is it benign or malignant?
Benign

Does there a gender predilection?
Yes, it is more common in females

Choroid 3)Osteoma
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In a word, what is a choroidal osteoma composed of?
Int Bone

Is it common or rare?
Very rare

Is it benign or malignant?
Benign

Does there a gender predilection?
Yes, it is more common in females

Is it more typically found in pre-teens, or teens?

Choroid 3)Osteoma
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In a word, what is a choroidal osteoma composed of?
Bone

Is it common or rare?
Very rare

Is it benign or malignant?
Benign

Does there a gender predilection?
Yes, it is more common in females

Is it more typically found in pre-teens, or teens?
Teens

Choroid 3)Osteoma
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In a word, what is a choroidal osteoma composed of? 000
I nt o000 0o
. 000
Is it common or rare? o0
Very rare

Is it benign or malignant?
Benign

Does there a gender predilection?
Yes, it is more common in females

Is it more typically found in pre-teens, or teens?
Teens

If significant vision loss occurs, what osteoma complication is usually the culprit?

Choroid 3)Osteoma
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In a word, what is a choroidal osteoma composed of? 000
I nt o000 0o
. 000
Is it common or rare? o0
Very rare

Is it benign or malignant?
Benign

Does there a gender predilection?
Yes, it is more common in females

Is it more typically found in pre-teens, or teens?
Teens

If significant vision loss occurs, what osteoma complication is usually the culprit?
Choroidal neovascular membrane

Choroid 3)Osteoma
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Osteoma with CNVM in a 13 y.o. female
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Int

True osteomas are indeed rare; however, secondary osteoma-like lesions can be found in
eyes with what sorts of history?

Choroid 3)Osteoma
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Int

True osteomas are indeed rare; however, secondary osteoma-like lesions can be found in
eyes with what sorts of history?
Eyes that have suffered severe chronic inflammation (especially if they become phthisical)

Choroid 3)Osteoma
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Choroid

By what other name is this lesion known?

4) Isolated/focal choroidal hemangioma <
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Choroid

By what other name is this lesion known?
Circumscribed choroidal hemangioma

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?

Choroid

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Choroid

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

Choroid

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Is it associated with a systemic condition, ie, is it syndromic?

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

Choroid

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Is it associated with a systemic condition, ie, is it syndromic?
No

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

Choroid

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Is it associated with a systemic condition, ie, is it syndromic?
No

How does it present?

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

Choroid

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Is it associated with a systemic condition, ie, is it syndromic?
No

How does it present?
As a reddish-orange mass in the macula

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

Circumscribed choroidal hemangioma



Intraocular Tumors of Childhood

Choroid

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Is it associated with a systemic condition, ie, is it syndromic?
No

How does it present?
As a reddish-orange mass in the macula

What is its characteristic pattern on a-scan ultrasonography?

4) Isolated/focal choroidal hemangioma <
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Intraocular Tumors of Childhood

By what other name is this lesion known?
Circumscribed choroidal hemangioma

Is it common, or rare?
Rare

Is it associated with a systemic condition, ie, is it syndromic?
No

How does it present?
As a reddish-orange mass in the macula

What is its characteristic pattern on a-scan ultrasonography?
It is one of ‘high internal reflectivity’

Choroid

4) Isolated/focal choroidal hemangioma <



Intraocular Tumors of Childhood

Length = 3.68mm
velocity = 1550m/s

Diagnostic A-Scan (Eye)

Circumscribed choroidal hemangioma: High internal reflectivity on a-scan
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Intraocular Tumors of Childhood ccce

‘High internal reflectivity’--what other choroidal lesion’s a-scan
is described the same way?

@ternal refl@
Choroid

4) Isolated/focal choroidal hemangioma
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Intraocular Tumors of Childhood ccce

‘High internal reflectivity’--what other choroidal lesion’s a-scan
is described the same way?
Choroidal nevus

@ternal refl@
Choroid

4) Isolated/focal choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated?

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated?

Sturge-Weber syndrome (SWS)

Py Y o ) PG DN | RN |

5) Diffuse choroidal hemangioma
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' at condition Is the or horoidal hemangioma associated? 00606
Sturge-Weber syndrome (SWS) : : : :

ration. <2 years old.
oma. Self-limited;

Is

neoplasia of

rs. Can

Tx: Enucleate
darker on light

ciation with NF1,

S Kkids slide-set)

‘emely rare
. Risk of CNVM

B O R e emenem s can pattern

5) Diffuse choroidal hemangioma

RPE

Retina
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Sturge-Weber syndrome (SWS)

nat condition Is theé @mida/ hemangioma associated?

RPE
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5) Diffuse choroidal hemangioma
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Sturge-Weber: Port-wine stain
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Intraocular Tumors of Childhood

Sturge-Weber: Port-wine stain
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#irwnat condition IS the O horoidal hemangioma associated?
Sturge-Weber syndrome (SWS)

What is the hallmark skin finding in SWS?
The port-wine stain

In one word, what sort of lesion is the port-wine stain?
An angioma

When does it present?
At birth

What is the typical pattern of distribution?
It comports to the distribution of one or more divisions of CN5

Does it always present in this manner?
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#irwnat condition IS the O horoidal hemangioma associated?
Sturge-Weber syndrome (SWS)

What is the hallmark skin finding in SWS?
The port-wine stain

In one word, what sort of lesion is the port-wine stain?
An angioma

When does it present?
At birth

What is the typical pattern of distribution?
It comports to the distribution of one or more divisions of CN5

Does it always present in this manner?
No, some cases will cross the midline of the face
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Intr #irwnat condition IS the O horoidal hemangioma associated?
Sturge-Weber syndrome (SWS)

What is the hallmark skin finding in SWS?
The port-wine stain

In one word, what sort of lesion is the port-wine stain?
An angioma

When does it present?
At birth

What is the typical pattern of distribution?
It comports to the distribution of one or more divisions of CN5

Does it always present in this manner?
No, some cases will cross the midline of the face

All infants with SWS have a port-wine stain. Do all infants with
a port-wine stain have SWS?
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Intr #irwnat condition IS the O horoidal hemangioma associated?
Sturge-Weber syndrome (SWS)

What is the hallmark skin finding in SWS?
The port-wine stain

In one word, what sort of lesion is the port-wine stain?
An angioma

When does it present?
At birth

What is the typical pattern of distribution?
It comports to the distribution of one or more divisions of CN5

Does it always present in this manner?
No, some cases will cross the midline of the face

All infants with SWS have a port-wine stain. Do all infants with
a port-wine stain have SWS?
No
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With what condition is the diffuse choroidal hemangioma associated? 00060
Sturge-Weber syndrome (SWS) : : o

Diffuse choroidal hemangioma is present in what percent of SWS?

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated?
Sturge-Weber syndrome (SWS)

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated? 00060
Sturge-Weber syndrome (SWS) : : o

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated?
Sturge-Weber syndrome (SWS)

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated?
Sturge-Weber syndrome (SWS)

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

What food-related term is used to describe the fundus appearance in SWS?

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated?
Sturge-Weber syndrome (SWS)

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

What food-related term is used to describe the fundus appearance in SWS?
“Tomato catsup fundus’

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated? 00060
Sturge-Weber syndrome (SWS) : : bt

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

What food-related term is used to describe the fundus appearance in SWS?
“Tomato catsup fundus’

Can the choroidal hemangioma be present bilaterally?

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated? 00060
Sturge-Weber syndrome (SWS) : : bt

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

What food-related term is used to describe the fundus appearance in SWS?
“Tomato catsup fundus’

Can the choroidal hemangioma be present bilaterally?
Yes, but it's uncommon

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated? 00060
Sturge-Weber syndrome (SWS) : : bt

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

What food-related term is used to describe the fundus appearance in SWS?
“Tomato catsup fundus’

Can the choroidal hemangioma be present bilaterally?
Yes, but it's uncommon

Does the choroidal hemangioma have malignant potential?

5) Diffuse choroidal hemangioma
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With what condition is the diffuse choroidal hemangioma associated? 00060
Sturge-Weber syndrome (SWS) : : bt

Diffuse choroidal hemangioma is present in what percent of SWS?
About half

What does the fundus look like in an eye with a diffuse choroidal hemangioma?
The coloration is a very red, much more so than an unaffected fundus

What food-related term is used to describe the fundus appearance in SWS?
“Tomato catsup fundus’

Can the choroidal hemangioma be present bilaterally?
Yes, but it's uncommon

Does the choroidal hemangioma have malignant potential?
No

5) Diffuse choroidal hemangioma
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For more on SWS, see slide-set P10
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Iris/Ciliary Body

Choroid

RPE

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern

5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) ? < NextQ |




Intraocular Tumors of Childhood ::E:

Iris/Ciliary Body

Choroid

RPE

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern

5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) Congenital hypertrophy of the RPE (CHRPE) < Next Q |
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What is the clinical appearance of CHRPE?

RPE

1) Congenital hypertrophy of the RPE (CHRPE)
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Intraocular Tumors of Childhood

What is the clinical appearance of CHRPE?
Flat, mainly black lesion(s) ranging in size from a 1 mm up to ~10

RPE 1) Congenital hypertrophy of the RPE (CHRPE)
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What is the clinical appearance of CHRPE?
Flat, mainly black lesion(s) ranging in size from a 1 mm up to ~10

Is it common, or rare?

RPE 1) Congenital hypertrophy of the RPE (CHRPE)
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What is the clinical appearance of CHRPE?
Flat, mainly black lesion(s) ranging in size from a 1 mm up to ~10

Is it common, or rare?
Common

RPE 1) Congenital hypertrophy of the RPE (CHRPE)
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What is the clinical appearance of CHRPE?
Flat, mainly black lesion(s) ranging in size from a 1 mm up to ~10

Is it common, or rare?
Common

Is it a hamartoma or a choristoma?

RPE 1) Congenital hypertrophy of the RPE (CHRPE)
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What is the clinical appearance of CHRPE?
Flat, mainly black lesion(s) ranging in size from a 1 mm up to ~10

Is it common, or rare?
Common

Is it a hamartoma or a choristoma?
It is neither

RPE 1) Congenital hypertrophy of the RPE (CHRPE)
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Intraocular Tumors of Childhood

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?



Intraocular Tumors of Childhood

RPE

1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

CHRPE

or

CHRPE: Large lesion(s) surrounded by a few smaller ones



Intraocular Tumors of Childhood ::E:

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?
--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
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RPE 1) Congenital hypertrophy of the RPE (CHRPE)
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@ultifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller c@‘

What descriptive name is used with regard to the appearance of Multifocal/Grouped CHRPE?
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RPE 1) Congenital hypertrophy of the RPE (CHRPE)

0%
‘! --Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller c@'

What descriptive name is used with regard to the appearance of Multifocal/Grouped CHRPE?
‘Bear tracks’
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CHRPE: Bear tracks
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Take careful note of the modifier ‘like’ here, because while
@PE—HK@ CHRPE and the lesions associated with Gardner syndrome

are ophthalmoscopically similar, they are not the same!

RPE
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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CHRPE-like lesions of Gardner syndrome: Bilateral presentation
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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A CHRPE-like lesion is associated with a potentially fatal inherited syndrome. What is the name
(both eponymous and noneponymous) of this syndrome?
Familial adenomatous polyposis, aka Gardner syndrome

What characteristics of a CHRPE-like presentation increase the likelihood that it is a component
of Gardner syndrome?

--If it is bilateral (regular CHRPE is almost always unilateral )
--If the lesions are scattered throughout multiple sectors of the eyes (ie, not ‘grouped’)

RPE

329
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CHRPE-like lesions of Gardner syndrome: Scattered distribution
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A CHRPE-like lesion is associated with a potentially fatal inherited syndrome. What is the name
(both eponymous and noneponymous) of this syndrome?
Familial adenomatous polyposis, aka Gardner syndrome

What characteristics of a CHRPE-like presentation increase the likelihood that it is a component
of Gardner syndrome?

--If it is bilateral (regular CHRPE is almost always unilateral )

--If the lesions are scattered throughout multiple sectors of the eyes (ie, not ‘grouped’)

--If the shape of the lesions is

RPE
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A CHRPE-like lesion is associated with a potentially fatal inherited syndrome. What is the name
(both eponymous and noneponymous) of this syndrome?
Familial adenomatous polyposis, aka Gardner syndrome

What characteristics of a CHRPE-like presentation increase the likelihood that it is a component

of Gardner syndrome?

--If it is bilateral (regular CHRPE is almost always unilateral )

--If the lesions are scattered throughout multiple sectors of the eyes (ie, not ‘grouped’)
--If the shape of the lesions is pisciform

RPE
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

What does pisciform mean?

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

What does pisciform mean?
It means ‘fish-shaped’

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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CHRPE-like lesions of Gardner syndrome: Pisciform shape
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

(CHRPE)

what two ways does it present?

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

(CHRPE)

what two ways does it present?

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

(CHRPE)

hypopigmented what two ways does it present?

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

(CHRPE)

hypopigmented what two ways does it present?

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

CNVM

(CHRPE)

hypopigmented what two ways does it present?

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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OHLINE JOUEHAL, OF OFHTHARLMOL OGS

CHRPE-like lesions of Gardner syndrome: Hypopigmented tail pointing toward ONH
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Gardner syndrome: Colonic polyps
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

CHRPE is characterized
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

CHRPE is characterized
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

CHRPE is characterized
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

CHRPE is characterized
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA




349
000

Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

What is the treatment of choice?

CHRPE is characterized

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

What is the treatment of choice?
Prophylactic colectomy

CHRPE is characterized

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota
lide-set)

CNVM
tern

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota

Speaking of eye dentistry: When a pt has teephus issues, several conditions
should spring immediately to mind. One is Gardners; what are the other three?

--Gardner syndrome
--?

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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Speaking of eye dentistry: When a pt has teephus issues, several conditions
should spring immediately to mind. One is Gardners; what are the other three?
--Gardner syndrome

--Congenital syphilis

--Axenfeld-Reiger

--Incontinentia pigmenti
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

What is the eponym for the dental abnormalities in congenital syphilis?

Speaking of eye dentistry:
Should spring immediately
--Gardner syndrome

- Congenital syphilis
--Axenfeld-Reiger
--Incontinentia pigmenti

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

Shealing of cve dennen Whatis the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Hutchinson teeth
--Gardner syndrome

- Congenital syphilis
--Axenfeld-Reiger
--Incontinentia pigmenti

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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What is the eponym for the dental abnormalities in congenital syphilis?
Hutchinson teeth

Congenital syphilis What is the classic description re the shape of Hutchinson teeth?
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What is the eponym for the dental abnormalities in congenital syphilis?
Hutchinson teeth

Congenital syphilis What is the classic description re the shape of Hutchinson teeth?
‘Peg-shaped’

(For more on congenital syphilis, see slide-set K4)
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Congenital syphilis: Hutchinson teeth
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.

+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

Speaking of eye dentistry: What is the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Hutchinson teeth
--Gardner syndrome
--Congenital syphilis
- Axenfeld-Reiger
--Incontinentia pigmenti

Hutchinson teeth?

yphilis, see slide-set K4)

CHRPE is characterized according to its presentation. In what two ways does it present?
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.

+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

lide-set)

Speaking of eye dentistry: = Whatis the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Hutchinson teeth
--Gardner syndrome
--Congenital syphilis
- Axenfeld-Reiger
--Incontinentia pigmenti

Hutchinson teeth?

yphilis, see slide-set K4)

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.

+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

Speaking of eye dentistry: What is the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Futchinson teeth
--Gardner syndrome
--Congenital syphilis
--Axenfeld-Reiger
~Incontinentia pigmenti

Hutchinson teeth?

yphilis, see slide-set K4)

CHRPE is characteriz
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA

ways does it present?
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.

+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

Speaking of eye dentistry: What is the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Futchinson teeth
--Gardner syndrome
--Congenital syphilis
--Axenfeld-Reiger
~Incontinentia pigmenti

Hutchinson teeth?

yphilis, see slide-set K4)

CHRPE is characteriz
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA

ways does it present?
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.

+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

Speaking of eye dentistry: What is the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Futchinson teeth
--Gardner syndrome
--Congenital syphilis
--Axenfeld-Reiger
~Incontinentia pigmenti

Hutchinson teeth?

yphilis, see slide-set K4)

CHRPE is characteriz
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa

ways does it present?
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.

+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|I'|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

Speaking of eye dentistry: What is the eponym for the dental abnormalities in congenital syphilis?

should spring immediately | Hutchinson teeth
--Gardner syndrome
--Congenital syphilis
--Axenfeld-Reiger
~Incontinentia pigmenti

Hutchinson teeth?

yphilis, see slide-set K4)

CHRPE is characteriz
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa

ways does it present?
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalmic issue’is mentioned, three syndromes should come to mind. -

One is Gardner syndrome. What are the other two? NVM
n

|||c3

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalmic issue’is mentioned, three syndromes should come to mind. -

One is Gardner syndrome. What are the other two? NVM
Muir-Torre syndrome and Peutz-Jeghers syndrome o
n |c3

RPE 1) Congenital hypertrophy of the RPE (CHRPE)

CHRPE is characterized according to its presentation. In what two ways does it present?
--Solitary CHRPE

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIAa
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Gardner syndrome

. How is Muir-Torre pronounced?
Muir-Torre syndrome

371
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@Torre syn@

Gardner syndrome

How is Muir-Torre pronounced?

mure (rhymes with ‘pure’) tore-ay
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can

|r|S/C|||ary Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + op

.‘: Jdl U — m

Muir-Torre syndrome _
e

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Gardner syndrome

What is the main ophthalmic manifestation of Muir-Torre syndrome?
Multiple sebaceous lesions of (but not necessarily limited to) the eyelids

@Torre syn@
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Multiple skin-colored to yellow-pink papules (arrows) on the face of a 64-year-old
woman with a history of colon and cervical cancer. A skin biopsy confirmed a diagnosis
of sebaceous adenoma resulting from Muir-Torre syndrome
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,

Nevus of Ota

When ‘colon cancer + op

(e &rart =Talqo]qy;

Muir-Torre syndrome _
e

CHRPE is characterized according to its presentation. In what two ways does it present?

--Solitary CHRPE
--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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@Torre synd@

Gardner syndrome

sebaceous lesions

What sorts of sebaceous lesions?
--Sebaceous-cell carcinomas
--Sebaceous-cell adenomas
--Basal-cell carcinomas with
sebaceous differentiation

377
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Gardner syndrome

What is the main ophthalmic manifestation of Muir-Torre syndrome?
Multiple sebaceous lesions of (but not necessarily limited to) the eyelids

@Torre syn@
Does Muir-Torre present with multiple adenomatous polyps of the colon
a la Gardner syndrome?




Intraocular Tumors of Childhood oo

@Torre syn@

Gardner syndrome

What is the main ophthalmic manifestation of Muir-Torre syndrome?
Multiple sebaceous lesions of (but not necessarily limited to) the eyelids

Does Muir-Torre present with multiple adenomatous polyps of the colon

a la Gardner syndrome?
No; Muir-Torre is an example of a disease spectrum called Hereditary

Non-Polyposis Colorectal Cancer

379
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Gardner syndrome

] - ?
@_ Jeghers syn@ How is Peutz-Jeghers pronounced:
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Gardner syndrome

i - 2
@_ Jeghers syndrome How is Peutz-Jeghers pronounced:

Pyoots jeh-grz
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalmlc issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar Peutz-Jeghers syndrome o
|||c§

s it present?

--Multifocal or Grouped CHRPE: Large lesion(s) surrounded by a few smaller ones
ING LITIA
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Gardner syndrome

@-Jeghers syn@

What is the main ophthalmic manifestation of Peutz-Jeghers syndrome?
Simple lentigines of (but not necessarily limited to) the eyelids
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalmlc issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar{g Peutz-Jeghers syndrome o
Ille

--Multifocal or Groupec
INGLITIA



385
000

Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalmlc issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar{g Peutz-Jeghers syndrome o
Ille

--Multifocal or Groupec
INGLITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalm/c issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar{g Peutz-Jeghers syndrome o
|||c3

What are ephelides (singular, ephelis)?

--Multifocal or Groupec
INGLITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalm/c issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar{g Peutz-Jeghers syndrome o
|||c3

What are ephelides (singular, ephelis)?
Freckles

--Multifocal or Groupec
INGLITIA
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Peutz-Jeghers syndrome: Eyelid simple lentigines
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalm/c issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar{g Peutz-Jeghers syndrome o
Ille

--Multifocal or Groupec
INGLITIA
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
) o nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
|r|S/C|||a|'y Body bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome
5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

When ‘colon cancer + ophthalm/c issue’is mentioned, three syndromes should come to mind.
One is Gardner syndrome, NVM

Muir-Torre syndrome ar{g Peutz-Jeghers syndrome o
Ille

--Multifocal or Groupec
INGLITIA
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Gardner syndrome

@-Jeghers syn@

. T What are simple lentigines?
@ple lentigines ) Flat melanocytic lesions histologically similar to ephelides

By what variant of the term ‘simple lentigines’ are they
also known?
‘Lentigo simplex’

Does lentigo simplex have malignant potential?
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Gardner syndrome

@-Jeghers syn@

. T What are simple lentigines?
@ple lentigines ) Flat melanocytic lesions histologically similar to ephelides

By what variant of the term ‘simple lentigines’ are they
also known?
‘Lentigo simplex’

Does lentigo simplex have malignant potential?
No
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@-Jeghers syn@

What are simple lentigines?
@ple lentigines Flat ; ; . ; - ;
| coulda sworn lentigo simplex had malignant potential.

You sure about this?

By w.
also K

‘Lentig

Does lentigo simplex have malignant potential?
No
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@-Jeghers syn@

What are simple lentigines?
@ple lentigines Flat ; ; . ; - ;
| coulda sworn lentigo simplex had malignant potential.

You sure about this?

By w. ; AT
WIS Yes, I'm sure. You're thinking of LA,

a pre-malignant melanocytic lesion of the skin.

‘Lentig

Does lentigo simplex have malignant potential?
No
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@-Jeghers syn@

What are simple lentigines?
@ple lentigines Flat ; ; . ; - ;
| coulda sworn lentigo simplex had malignant potential.

You sure about this?
Yes, I’'m sure. You're thinking of
a pre-malignant melanocytic lesion of the skin.

By w.
also K

‘Lentig

Does lentigo simplex have malignant potential?
No
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Gardner syndrome

@-Jeghers syn@

Simple lentigines of (but not necessarily limited to) the eyelids

Are lentigo simplex eyelid lesions the classic harbinger of Peutz-Jehgers syndrome?




Intraocular Tumors of Childhood

Gardner syndrome

@-Jeghers syn@

Simple lentigines of (but not necessarily limited to) the eyelids

Are lentigo simplex eyelid lesions the classic harbinger of Peutz-Jehgers syndrome?

No, pigmented lesions of the B region are the classic/most common finding
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Gardner syndrome

@-Jeghers syn@

Simple lentigines of (but not necessarily limited to) the eyelids

Are lentigo simplex eyelid lesions the classic harbinger of Peutz-Jehgers syndrome?

No, pigmented lesions of the perioral region are the classic/most common finding
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Characteristic circumoral pigmentation in a patient with Peutz-Jeghers syndrome
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Speaking of: Did you notice the pigmented lip lesions in this pic?
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Gardner syndrome

@-Jeghers syn@

What is the main ophthalmic manifestation of Peutz-Jeghers syndrome?
Simple lentigines of (but not necessarily limited to) the eyelids

Does Peutz-Jehgers present with multiple adenomatous polyps of the
colon a la Gardner syndrome?
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Gardner syndrome

@-Jeghers syn@

What is the main ophthalmic manifestation of Peutz-Jeghers syndrome?
Simple lentigines of (but not necessarily limited to) the eyelids

Does Peutz-Jehgers present with multiple adenomatous polyps of the
colon a la Gardner syndrome?
Yes
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Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern
5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-Ilike finding is associated with Gardner syndrome

1) ?
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Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern
5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-Ilike finding is associated with Gardner syndrome

1) Retinoblastoma (see the slide-set dedicated to it)
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Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern
5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-Ilike finding is associated with Gardner syndrome

1) ?

1) Retinoblastoma (see the slide-set dedicated to it)
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Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern
5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-Ilike finding is associated with Gardner syndrome

1) Combined hamartoma of the retina and RPE

1) Retinoblastoma (see the slide-set dedicated to it)
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

viegulioep [] OIld (cd LK DIl d

RPE 1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-like finding is associated with Gardner syndrome

1) Combined hamartoma of the retina and RPE

Retina 1) Retinoblastoma (see the slide-set dedicated to it)
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Intraocular Tumors of Childhood --3-4-48

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

viegulioep [] OIld (cd LK DIl d

RPE 1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-like finding is associated with Gardner syndrome

1) Combined hamartoma of the retina and RPE

Retina 1) Retinoblastoma (see the slide-set dedicated to it)
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

viegulioep [] OIld (cd LK DIl d

RPE 1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-like finding is associated with Gardner syndrome

1) Combined hamartoma of the retina and RPE

Retina 1) Retinoblastoma (see the slide-set dedicated to it)
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What is the name of the reverse clinical entity, ie, eens

one with normal cells found in an abnormal location? M@ (&) Nonneoplastic nistiocylic prolferation. <2 years old.
s bleed>hyphema->increased IOP—>glaucoma. Self-limited;
flammation and IOP. Path: Touton giant cells

Akl (] K elnre DEIC D OCd =(0[014~ € Ne0pid

RPE 1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-like finding is associated with Gardner syndrome

1) Combined hamartoma of the retina and RPE

Retina 1) Retinoblastoma (see the slide-set dedicated to it)
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What is the name of the reverse clinical entity, ie, S - eece
one with normal cells found in an abnormal location? M@ (&) Nonneoplastic nistiocylic prolferation. <2 years old.

. s bleed>hyphema->increased IOP—>glaucoma. Self-limited;
A choristoma flammation and IOP. Path: Touton giant cells

Akl (] K elnre DEIC D OCd =(0[014~ € Ne0pid

RPE 1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
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1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells
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Combined hamartoma of retina and RPE
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What is a hamartoma?
A tumor composed of histologically abnormal cells found in their normal location

So, what combination of hamartomatous cells of the retina and RPE are involved in
a combined hamartoma of the retina and RPE?
RPE cells (duh) and retinal glial cells

How can one avoid making such a disastrous mistake?

How
As a

' mster dz entity is it often confused?
Choroidal melanoma—)xyes have been enucleated because of this misdiagnosis

RPE

> 1) Combined hamartoma of the retina and RPE

Retina
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What is a hamartoma?
A tumor composed of histologically abnormal cells found in their normal location

So, what combination of hamartomatous cells of the retina and RPE are involved in
a combined hamartoma of the retina and RPE?
RPE cells (duh) and retinal glial cells

How can one avoid making such a disastrous mistake?
el By taking pains to carefully determine the anatomic location of the tumor in
IA:#=1 question. Choroidal melanomas originate behind Bruch’s membrane; in contrast,
combined hamartomas of the retina and RPE are located in front of it.

' mster dz entity is it often confused?
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RPE
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Retina
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(b)
Combined hamartoma of retina and RPE.
Note the entire lesion is above Bruchs
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Iris/Ciliary Body

Choroid

RPE

Retina

1) Juvenile xanthogranuloma (JXG): Nonneoplastic histiocytic proliferation. <2 years old.
+/- skin papules. Iris nodules bleed>hyphema->increased IOP->glaucoma. Self-limited;
regresses by age 5. Treat inflammation and IOP. Path: Touton giant cells

2) Medulloepithelioma (aka diktyoma): Benign but locally aggressive neoplasia of
nonpigmented epithelium of CB. Presents: Iris mass before age 10 years. Can
bleed>hyphema—->increased IOP—->glaucoma. Locally invasive>death. Tx: Enucleate
3) Lisch nodules: Strong association with NF1. Lighter on dark irides; darker on light
4) Brushfield spots: Strong association with Down syndrome

5) Iris mammiillations: Tiny, numerous. Same color as iris. Weak association with NF1,
Nevus of Ota

6) Iris cysts: Can be pupillary, stromal, secondary (see the Iris issues is kids slide-set)

1) Nevus: Common. Benign

2) Melanocytoma: Usually juxtapapillary. Malignant transformation extremely rare

3) Osteoma: Benign bony tumor, most common in teen years, females. Risk of CNVM
4) Isolated/focal choroidal hemangioma: Very rare. Characteristic a-scan pattern
5) Diffuse choroidal hemangioma: Unilateral. Found in Sturge-Weber syndrome

1) Congenital hypertrophy of the RPE (CHRPE): Common. Deeply pigmented.
A CHRPE-Ilike finding is associated with Gardner syndrome

1) Combined hamartoma of the retina and RPE: Benign, congenital retinal lesion

1) Retinoblastoma (see the slide-set dedicated to it)

No question—summary/review slide
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