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First 'hit' due to a germline
mutation. Red line represents
germline AIP mutation, blue line
represents normal AIP allele
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Second ‘hit' due to a deletion in the
normal AIP allele. Tumor tissue
shows loss of heterozygocity around
the AIP area
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Gene and protein expression of the
mutant allele can be detected in the
tumor tissue depending on the size
and the detection methoidd. Second
‘hit’ due to a deletion in the normal
AIP allele. Tumor tissue shows loss
of heterozygocity around the AIP
area

N



+ Moekt commom as;ou‘a‘;acl m&b_'jnanur = PNET

(?fn’wd\'t'w. neuvo endocrime ‘—umo'r) LP‘.“QG‘OMW’ L‘“‘”“")

. 6/\. 'rt\-z‘—nob[m"t)mo + Pt'mea.lpblowl-omq = Tfrflqtewod
Rekmoblemboma

TETRALATERAL RETINOBLASTOMA

IMAGING FEATURES
Tetralateral presentation — Bilateral
retinoblastoma (blue arrows) and solid tumor
with cystic components in suprasellar region
and pineal gland (orange arrows).
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CT scan of unilateral intraocular retinoblastoma. Intraocular
masses appear bright because of intralesional calcification.
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destroyed anatomically or
functionally by the tumor.
Eyes with one or more than
the following

RB- |Sub group Reference Features
Group
A Very low risk Small tumor e <3mm in size and
e > 1.5mm from the disc
e >3mm from the foveola
B Low risk Eyes with no vitreous or e Tumors not in group A
subretinal seeding and * No vitreous or subretinal seeding
discrete retinal tumor of any SRF >5 mm from the base of the tumor
size or location
Cc Moderate Risk |Eyes with only focal vitreous |e Seeding local, fine and limited
or subretinal seeding and ¢ Treatable with a radioactive plaque
discrete retinal tumors of any [ Tumors discrete and of any size and
size and location location,
e Up to one quadrant of SRF
D High Risk Eyes with diffuse vitreous ¢ Massive and/or diffuse intraocular
or subretinal seeding and/ disseminated disease
or massive, non-discrete e More than one quadrant of retinal
endophytic or exophytic detachment
disease. Eyes with more e Fine greasy vitreous seeding or
extensive seeding than avascular masses
Group C e Subretinal seeding, plaque-like
E Very high risk | Eyes that have been e Irreversible neovascular glaucoma

e Massive intraocular hemorrhage

¢ Aseptic orbital cellulitis

e Tumor anterior to anterior vitreous face
e Tumor touching the lens

 Diffuse infiltrating retinoblastoma

e Phthisis or prephthisis

(*SRF= Subretinal fluid)

TNM Staging System for Retinoblastoma

(Comparison with International Intraocular Rb Classification)

intraocular extraocular

6to 11 mo
DELAY Dx

North America
Unilateral Dx mean 27 mo
Bilateral Dx mean 15 mo

Kenya
Unilateral Dx mean 36 mo
Bilateral Dx mean 26 mo

NyamoriJM, et al. Br ] Ophthalmol.2012;96:141-3.
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