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Update in 2024:



25 items to be covered in the next 30 minutes



Coriticosteroids in rare ON

⚫ MOG-ON
− Incidence <2/100,000 population/year

− About 50 % are monophasic

⚫ AQP4-MOG
− Incidence <2/100,000 population/year

⚫ Start treatment immediately (<48 hours)

⚫ Give high dose oral methylprednisolone 
(1.25 g) for 3 days with stomach protection 
(omeprazole 20 mg)

⚫ Or I.V. bioequivalent of 1g for 3 days if 
clinic logistic permit for acute admission

⚫ Continue with slow oral taper of 
prednisolone

⚫ Start immunosuppression in relapsing 
cases of MOG-ON and all patients with 
AQP4-ON



Management of rare IIH

⚫ IIH
− Incidence 2015 : 7.3

− Incidence 2022 : 9.9

− Black female (2022) : 22.7

⚫ Vision loss in IIH
− In ~33% of total

− Incidence 2015 : 2.4

− Incidence 2022 : 3/3

⚫ Disk swelling ?

⚫ If yes exclude anaemia (present in 
~1- % of cases)

⚫ Start acetazolamide 500mg BD
if needed increase to 1g BD

⚫ If no success offer surgical 
options



Rare adult onset oscillopsia

⚫ Superior oblique myokymia
− Guttae Timolol

− Propanolol

− Gabapentine / Baclofen / Carbamazepine



The rare Visual Snow Syndrome

⚫ Incidence not known

⚫ Diagnostic criteria proposed :

Present in rare retinal diseases:

⚫ Retinitis pigmentosa (with reduced 
central VA)

⚫ Birdshot chorioretinopathy

⚫ Autoimmune retinopathies

⚫ Glycine recpetor seropositivity due 
to dysregulation of the GlyRα1 
inhibitory neurotransmitter in the 
human retina



Is functional visual loss rare ?

Probably not.



Rarely treatment works in NAION



Rare anatomical variations of the Chiasm

15%

80%

5%

OCT: naso-temporal ratio:



Relevant rare MRI findings



Rare infectious Optic Neuropathy

⚫ Tuberculosis (bacterial)

⚫ Incidence estimated to be 
<1/100,000 population/year

⚫ A: OS @presentation
B: OS @3m (on steroids)
C: OS @6m (TB Rx)
D: OS @ 1y (VA 6/6) 



VZV retinitis (viral)

⚫ 32 year old woman with RRMS

⚫ Natalizumab for > 10 years

⚫ Develops progressive cloudy vision in 
right eye

⚫ Started on corticosteroids for 
suspected MS-ON

⚫ MRI: no enhancement of right optic 
nerve, no new lesions

⚫ Vision continues to worsen (HM)

⚫ 22 days after onset seen @MEH

(own case, patient gave permission to be presented)



Breaking news



Rare manifestations of HZV

⚫ Global median incidence HZV

4-4.5 per 1000 person-years

⚫ VZO <0.5 % of HZO cases

⚫ GCA

⚫ CRAO/BRAO

⚫ AION/PION



Rare neuro-ophthalmological presentation of
(I) neurosyphilis, (II) ON after penicillin

(I) (II)



Nothing works in rare Traumatic ON

Incidence of TON in UK: 1.005/million population/year



Corneal neuropathic pain (CNP): 
in vivo confocal microscopy & novel Rx

Topical Rx in peripheral CNP:

⚫Corticosteroids

⚫Autologous serum

⚫Lacosamide

⚫Low dose naltrexone

⚫Enkephalin modulators

⚫Libvatrep

⚫Topical nerve growth factor



Calcification in rare genetic eye disease.
Decalcification as Rx in ODD ?

⚫Chelation (EDTA)

⚫Early genetic gene theraphy

⚫Surgical



Breaking news on CRAO

Nonarteritic (embolic):

⚫ Incidence CRAO USA: 1.9
⚫ Incidence CRAO Japan 5.84

 

Arteritic CRAO (very rare):

⚫ GCA

⚫ Susac

⚫ SLE

⚫ Granulomatosis with polyangiitis

Embolic:
⚫ Thrombolysis

− Experimental: full recovery if treated 
within 1.5h

− Clinical: 4.5h window 

− THEIA trial was safe but negative 
(unpublished)

− 2 Trials are ongoing 

Arteritic:
⚫ Corticosteroids
⚫ Steroid saving immunosuppresion
⚫ IVIG
⚫ PLEX



Cutting edge imaging updated

⚫ OCT (pRNFL, mGCIPL, mINL)

⚫ ONH volume, EDI, AI

⚫ OCTA

⚫ Swept Source

⚫ En face

⚫ Near infrared reflectance (NIR)

⚫ BONSAI group (AI)



Breaking news on MRI & OCT

New (unpublished) diagnostic criteria for MS:

⚫ ON as 5th location for DIS (MRI, OCT)
⚫ DIT not needed

 

Novel MRI signs:

⚫ Paramagnetic rim lesion (PRL)

⚫ Central vein sign (CVS)

Sinnecker, T et al. JAMA Neurol 2019



VEP/ERG update in rare, novel, genetic disease

⚫ FDXR-associated disease

⚫ NSUN3-variants

⚫ ROSAH  syndrome

− Retinal dystrophy, Optic nerve oedema, 

Splenome galy, Anhidrosis and Headache

− mutations in ALPK1 gene

VEP/ERG in ROSAH (top), control (bottom):



Update on mobile Apps

VA:

⚫ Peek Acuity

⚫ AAPOS Vision Screening application

⚫ Eye Chart

⚫ Eye Chart Pro

⚫ Smart Optometry

⚫ Trec Oculista

⚫ K-VA

Near VA:

⚫ Smart Optometry

⚫ K-VA

⚫ NYU Lagone Eye Test

⚫ Sightbook

Contrast sensitivity:
⚫ Peek Acuity
⚫ OdySight (=digital Pelli-Robson)

Stereoacuity:
⚫ Tablet Stereo Test (TST)
⚫ Android STA

Colour vision:
⚫ Ishihara (Android, Eye2-Phone)
⚫ City University
⚫ Gamified ColourSpot test

VF:
⚫ Smartphone-based campimetry
⚫ Visual Fields Easy
⚫ Vision Impairment Screening Assessment 

(VISA)       Stroke Vision app



Update on pupillometry

⚫ Field revolutionised by melanopsin 

expressing retinal ganglion cells (mRGCs)

⚫ OPN4 gene identified

⚫ Pupillomtery relevant for 54 rare (and some 

not so rare) conditions

⚫ Chromatic pupillometry

⚫ mfPOP comparable to mfERG, mfVEP

⚫ Main limitation: reproducibility

⚫ Web-based & open source:

− MEYE/Web App

− PupilEXT

⚫ mRGCs are more resistent to 

neurodegeneration

⚫ Preserved (chromatic) PLR in LHON, 

ADOA

⚫ Higher PLR threshold for dim blue and high 

intesity red in RP

⚫ Useful anciallary diagnostic test in limited 

resource settings



Rare diseases are rare = > need for big data

⚫ INSIGHT (UK)

⚫ IRIS (US)

⚫ UIC Neuro-ophthalmology registry (US)

⚫ NODE (Australia)

⚫ MSBase/NMOBase (Australia)

⚫ MGBase (Australia)

⚫ SOURCE (US)

⚫ VEHSS (US)

⚫ UKBB not mentioned in paper, but as member of 

the Eye and Vision UKBB Consortium and being 

involved with the Eye/brain re-imaging study, 

another resource to consider.



Breaking news in (rare ocular) MG



Novel trials in GCA

Aproved:
⚫ Tocilizumab

 

Ongoing:

⚫ Abatacept (targets T-cells)

⚫ Secukinumab (targets Th17 

singallying pathways)

GCA PMR spectrum disease?



Updated « wiring »
Old “wiring” Proposed new “wiring” 



Novel clinics and novel workforce



Thank you
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