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ICGA is still relevant today

Cas clinique n°5

FMC du 13 octobre 2017

TRAN .THC
Email : tran.hachau@ghicl.net
Groupement des hopitaux Catholique de Lille
France



2010
75 year-old woman

VA

— OD 20/50

— OS 20/60

Slit- lamp examination unremarquable
— OD : Cataract

— 0OS : IOL

Funduscopy

— Vitreous : clear

— Peripheral retina : unremarkable
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2005 Difficulty of walking : Sensory-dominant
Polyneuropathy

2007 : Admitted for anorexia, loss of weight,
dysphagia, recurrent diarrnea and constipation

Proteinuria : 1g/24h
Syncopal episode

— Autonomic nervous system assessment : cardiac
frequency variability

No CNS involvement
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- Familial amyloidotic

polyneuropathy (FAB)

« 2007 : TTR gene analysis Mutation of transthyretine
(Val30Met)

« Systemic disease ; polyneuropathy, cardiomyopathy, ocular
Involvement

« Autosomal-dominant diseases of variable penetrance
caused by the deposition of polymerized mutated TTR in
the peripheral nerves, gastrointestinal tract, heart, ocular
tissues, and other organs

« To halt the progression of FAB : liver transplantation (was
rejected in our patient)
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Investigative Ophthaimology & Visual Science, Vol. 31, No. 3, March 1990
Copyright © Association for Research in Vision and Ophthalmology

Distribution of Transthyretin in the Raf Eye

Andrew J. Dwork,*t1 Tiziana Cavallaro,t Robert L. Martone, 1 DeWirt S. Goodman, §
Eric A. Schon, 1! and Joseph Herberr*t

« Systemic :
Transthyretin mRNA is
synthesized in the liver

- Eye: TTRIs
synthesized in the RPE
and is transported in
specific locations within
the eye
(choriocapillaris, retinal
vessels, vitreous
cavity)

Intense immunoreactivity in the RPE

MIO®



« ICG dye diffuses through the choroidal stroma during
angiography, accumulating within the RPE cells

» Binding of ICG dye to mutant transthyretine protein
(amyloid fibrils) in the choriocapillaris stroma and the
RPE |
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2017 : vitreous involvement of OD 9 years later of FAB - ¢}
(Transthyretine-related familial amyloidotic polyneurqpatp‘y‘)-.z,.ﬁ._.;;ﬂ"'
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« Caused by deposition of amyloid in various
intra-ocular tissues: Vitreous, iris, pupillary
bordef, anterlor capsule and trabecular

j , meshwork.
' g . Progressron of ocular amyloid deposition even
ﬁ . after hepatic transplantation

120 J. M. Béirao et al. Amyloid. 2015: 22(2): 11712
Figure /[ Prevalence of cach ocular mani- 100 &
festdtion at 5, 10, ]‘- U and 25 years of
diSease. All prevalences incre dbLl.l with time. 90 - .
ACV, abnormal ¢ onjun ctiva vessels; DAL, X
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70 - A X L *ACV
- B Abnormal Schirmer test
¥ 60
R X A Abnormal TBUT
g &
; 5 50 - e < DAl
]
- A X i Scalloped Iris
& 40 - ® =
= s » DAL

20 | ° Retinal angiopathy

mﬂmd 2015;22(2):117-22. doi: 22. 0 X - vitreous amyloidosis

A ; — Glaucoma
‘-"—" ' . ._
'@J P e o] 3
4318 ol ¥ _ _ _
V' 0 5 10 15 20 25 30



» Glaucoma
— high rate of complications
— decompression retinopathy (33%)
— bleb encapsulation (48%)
— (57%) needed additional surgery

* Vitreous amyloid
— Late manifestation (60 months)
— Vitrectomy improved VA
— need surgery 2- 3 y later
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Kawaij,
Ophthalmology.

MI®



Indocyanine green angiography findings in patients
with nonfamilial amyloidosis

Moneel Khnbeallal

« 7 patients

» ICGA shows abnormal findings:in-all
eyes (100%) with renal amyloidosis
" — Diffuse choroidal vascular staining
¥ (100%9)°

» __-.;-H'j‘/'perfluorescent streaks that closely follow
. the course of the choroidal vessel

~O%  « Visible at late phase

— Multiple punctuate hyperfluorescences
(71.4%)

— Hypofluorescent area (85.7%)
MI®
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Conclusion

» ICGA evidenced ocular amyloidosis at the
early stage
— amyloid fibrils binding to the dye
— Subclinical
— Typical choroidal involvement (amyloidosis

choroidopathy)

« Consider ICGA in the subclinical of
amyloidosis, beyond the clinical
examination

» Further study is needed
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