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A congenital condition involving hamartomatous lesions of multiple organ systems,
Cognitive impairment
usually including the CNS , eyes and skin
CN8 deafness
By what more-descriptive name does the BCSC Peds book refer to them?
As neuro-oculocutaneous syndromes
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?

Circumoral scars
 Hutchinson teeth
 Saddle nose
 Saber
shins deformity…If a pt with it had
Speaking
of saddle-nose
peripheral ulcerative keratitis (PUK) rather than IK, what two
 Cognitive impairment
diagnoses should you consider?
Relapsing
polychondritis
(RP), and granulomatosis with
 CN8
deafness


polyangiitis (formerly known as Wegener’s granulomatosis )

Saddle-nose deformity

Q/A


IK? IDK IK! OMG!

Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?

Circumoral scars
 Hutchinson teeth
 Saddle nose
 Saber
shins deformity…If a pt with it had
Speaking
of saddle-nose
peripheral ulcerative keratitis (PUK) rather than IK, what two
 Cognitive impairment
diagnoses should you consider?
Relapsing
polychondritis
(RP), and granulomatosis with
 CN8
deafness


words
polyangiitis (formerly known as Wegener’stwo
granulomatosis
)
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polyangiitis (formerly known as Wegener’s granulomatosis )
Why formerly? Why is the term Wegener’s no longer preferred?
Because Dr Wegener was a Nazi
Saddle-nose deformity
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?

Circumoral scars
 Hutchinson teeth
 Saddle nose
 Saber
shins deformity…If a pt with it had
Speaking
of saddle-nose
peripheral ulcerative keratitis (PUK) rather than IK, what two
 Cognitive impairment
diagnoses should you consider?
Relapsing
polychondritis
 CN8
deafness(RP), and granulomatosis with


polyangiitis (formerly known as Wegener’s granulomatosis )
With respect to a saddle-nose pt with PUK, what would push you toward
a dx of:
--RP? The presence of ear-cartilage inflammation and/or deformity
--Granulomatosis with polyangiitis?

Saddle-nose deformity
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classic signs (other than IK, duh)?

Circumoral scars
 Hutchinson teeth
 Saddle nose
 Saber
shins deformity…If a pt with it had
Speaking
of saddle-nose
peripheral ulcerative keratitis (PUK) rather than IK, what two
 Cognitive impairment
diagnoses should you consider?
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polychondritis
 CN8
deafness(RP), and granulomatosis with


polyangiitis (formerly known as Wegener’s granulomatosis )
With respect to a saddle-nose pt with PUK, what would push you toward
a dx of:
--RP? The presence of ear-cartilage inflammation and/or deformity
--Granulomatosis with polyangiitis?

Saddle-nose deformity
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Acute inflammation

Post-inflammation deformity

Auricular damage in RP
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--RP? The presence of ear-cartilage inflammation and/or deformity
--Granulomatosis with polyangiitis? The presence of chronic sinusitis

Saddle-nose deformity
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?
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 Hutchinson teeth
 Saddle nose
 Saber
shins deformity…If a pt with it had
Speaking
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peripheral ulcerative keratitis (PUK) rather than IK, what two
 Cognitive impairment
diagnoses should you consider?
Relapsing
polychondritis
 CN8
deafness(RP), and granulomatosis with


polyangiitis (formerly known as Wegener’s granulomatosis )
With respect to a saddle-nose pt with PUK, what would push you toward
a dx of:
--RP? The presence of ear-cartilage inflammation and/or deformity
--Granulomatosis with polyangiitis? The presence of chronic sinusitis
(especially if the nasal discharge is bloody )

Saddle-nose deformity
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?

Circumoral scars
 Hutchinson teeth
 Saddle nose
 Saber
shins deformity…If a pt with it had
Speaking
of saddle-nose
peripheral ulcerative keratitis (PUK) rather than IK, what two
 Cognitive impairment
diagnoses should you consider?
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 CN8
deafness(RP), and granulomatosis with


polyangiitis (formerly known as Wegener’s granulomatosis )
With respect to a saddle-nose pt with PUK, what would push you toward
a dx of:
--RP? The presence of ear-cartilage inflammation and/or deformity
--Granulomatosis with polyangiitis? The presence of chronic sinusitis
(especially if the nasal discharge is bloody )
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?







Circumoral scars
Hutchinson teeth
Saddle nose
Saber shins
Cognitive impairment
CN8 deafness
In the present context, to what does the term Hutchinson’s triad refer?
To the three stigmata of congenital syphilis that are especially common
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To the three stigmata of congenital syphilis that are especially common
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?
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CN8 deafness

Which three comprise Hutchinson’s triad?
--Interstitial keratitis
--Deafness
--Hutchinson teeth

In the present context, to what does the term Hutchinson’s triad refer?
To the three stigmata of congenital syphilis that are especially common
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classic signs (other than IK, duh)?
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CN8 deafness

Which three comprise Hutchinson’s triad?
--Interstitial keratitis
--Deafness
--Hutchinson teeth

In the present context, to what does the term Hutchinson’s triad refer?
To the three stigmata of congenital syphilis that are especially common
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?







Circumoral scars
Hutchinson teeth
Saddle nose
What is the classic retinal finding in congenital lues?
Salt -and-pepper retinitis
Saber shins
Cognitive impairment
CN8 deafness
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classic signs (other than IK, duh)?
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Hutchinson teeth
Saddle nose
What is the classic retinal finding in congenital lues?
Salt -and-pepper retinitis
Saber shins
Cognitive impairment
CN8 deafness
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Congenital syphilis: Salt-and-pepper retinitis
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Speaking of congenital syphilis: What are the
classic signs (other than IK, duh)?







Circumoral scars
Hutchinson teeth
Saddle Next
nose we will turn our attention to HSV
Saber shins
Cognitive impairment
CN8 deafness
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1) ?
--Usually a unilateral blepharoconjunctivitis
You should think of anterior HSV eye
--Presents with lid margin vesicles/ulcers
bulbar two
conjvery
ulcers
dzand
as having
broad forms.
What are they?

2) ?
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
You should think of anterior HSV eye
--Presents with lid margin vesicles/ulcers
bulbar two
conjvery
ulcers
dzand
as having
broad forms.
What are they?

2) Recurrent ocular disease
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
Does ‘recurrence’ mean the pt gets re-infected?
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
Does ‘recurrence’ mean the pt gets re-infected?
No! Remember, herpes virus infection is never cleared--rather, it becomes latent within
the host. Thus, recurrence means the virus is reactivated, not re-acquired.
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
Does ‘recurrence’ mean the pt gets re-infected?
No! Remember, herpes virus infection is never cleared--rather, it becomes latent within
the host. Thus, recurrence means the virus is reactivated, not re-acquired.
Where in the body do herpesviruses establish their latency?
Different members of the herpesvirus family take up residence in different cell types.
Of particular interest at present, HSV-1 and HSV-2 hole up in sensory neural ganglia.
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
Does ‘recurrence’ mean the pt gets re-infected?
No! Remember, herpes virus infection is never cleared--rather, it becomes latent within
the host. Thus, recurrence means the virus is reactivated, not re-acquired.
Where in the body do herpesviruses establish their latency?
Different members of the herpesvirus family take up residence in different cell types.
HSV-1 and HSV-2 hole up in sensory neural ganglia.
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
Does ‘recurrence’ mean the pt gets re-infected?
No! Remember, herpes virus infection is never cleared--rather, it becomes latent within
the host. Thus, recurrence means the virus is reactivated, not re-acquired.
Where in the body do herpesviruses establish their latency?
Different members of the herpesvirus family take up residence in different cell types.
HSV-1 and HSV-2 hole up in sensory neural ganglia.

Which sensory ganglion harbors the virions responsible for recurrent ocular dz?
The trigeminal (CN5; ‘stellate’) ganglion
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
Does ‘recurrence’ mean the pt gets re-infected?
No! Remember, herpes virus infection is never cleared--rather, it becomes latent within
the host. Thus, recurrence means the virus is reactivated, not re-acquired.
Where in the body do herpesviruses establish their latency?
Different members of the herpesvirus family take up residence in different cell types.
HSV-1 and HSV-2 hole up in sensory neural ganglia.

Which sensory ganglion harbors the virions responsible for recurrent ocular dz?
The trigeminal (CN5; ‘stellate’) ganglion
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1) Primary ocular disease
one long word
--Usually a unilateral blepharoconjunctivitis

--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
sign 1
2
--Presents with lid margin vesicles/ulcers
and bulbar conj sign
ulcers

2) Recurrent ocular disease
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
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HSV blepharoconjunctivitis
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) ?
b) ?
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Interstitial: Looks like a scar: hazy, with no overlying epithelial defect
--Necrotizing: Looks like an ulcer: Suppurative,
an overlying
epithelial defect
Four with
distinct
ocular manifestations
--Endotheliitis (aka disciform keratitis): Presents
disc-shaped
edematous area with KP
(thinkasbroadly
and anatomically)
c) ?
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) ?
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Interstitial: Looks like a scar: hazy, with no overlying epithelial defect
--Necrotizing: Looks like an ulcer: Suppurative,
an overlying
epithelial defect
Four with
distinct
ocular manifestations
--Endotheliitis (aka disciform keratitis): Presents
disc-shaped
edematous area with KP
(thinkasbroadly
and anatomically)
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--?
--?
--Interstitial: Looks like a scar: hazy, with
no overlying
defectkeratitis subtypes
Three
specificepithelial
and distinct
--Necrotizing: Looks like an ulcer: Suppurative, with an overlying epithelial defect
--?
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial
--Stromal
--Interstitial: Looks like a scar: hazy, with
no overlying
defectkeratitis subtypes
Three
specificepithelial
and distinct
--Necrotizing: Looks like an ulcer: Suppurative, with an overlying epithelial defect
--Endotheliitis
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
three words
--Epithelial: c/o foreign body
sensation. Classic sign: Dendrites
--Stromal
--Interstitial: Looks like a scar: hazy, with no overlying epithelial defect
--Necrotizing: Looks like an ulcer: Suppurative, with an overlying epithelial defect
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Interstitial: Looks like a scar: hazy, with no overlying epithelial defect
--Necrotizing: Looks like an ulcer: Suppurative, with an overlying epithelial defect
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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HSV epithelial keratitis
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Interstitial
--Necrotizing
two words
abb.
--Endotheliitis (aka disciform
keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Interstitial
--Necrotizing
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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HSV endotheliitis/disciform keratitis
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--?
Two subtypes of stromal keratitis
--?
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis
--Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing
Two subtypes of stromal keratitis
--Interstitial
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer
--Interstitial
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer
--Interstitial
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer (ie, suppurative, with an overlying epithelial defect)
--Interstitial
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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HSV necrotizing keratitis
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer (ie, suppurative, with an overlying epithelial defect)
--Interstitial: Looks like a scar
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer (ie, suppurative, with an overlying epithelial defect)
--Interstitial: Looks like a scar
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) Keratitis
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer (ie, suppurative, with an overlying epithelial defect)
--Interstitial: Looks like a scar (ie, hazy, with no overlying epithelial defect)
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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HSV interstitial keratitis
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) KeratitisFor more on anterior HSV dz, see slide-set K23
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer (ie, suppurative, with an overlying epithelial defect)
--Interstitial: Looks like a scar (ie, hazy, with no overlying epithelial defect)
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
--Classic sign: patchy iris transillumination defects
d) Trabeculitis --Presents with unilateral elevated IOP
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1) Primary ocular disease
--Usually a unilateral blepharoconjunctivitis
--Presents with lid margin vesicles/ulcers and bulbar conj ulcers

2) Recurrent ocular disease
a) Blepharoconjunctivitis
b) KeratitisFor more on anterior HSV dz, see slide-set K23
--Epithelial: c/o foreign body sensation. Classic sign: Dendrites
--Stromal
--Necrotizing: Looks like an ulcer (ie, suppurative, with an overlying epithelial defect)
--Interstitial: Looks like a scar (ie, hazy, with no overlying epithelial defect)
--Endotheliitis (aka disciform keratitis): Presents as disc-shaped edematous area with KP
Next we will turn our attention to Cogan syndrome
c) Iridocyclitis
--Can be granulomatous or non-granulomatous
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What other med(s) is/are indicated in managing Cogan syndrome?
 It often follows an URTI by 1-2 weeks or so T
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 Some patients have serologic evidence of granulomatosis
How urgent is the need to start systemic steroids?
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