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There are 37 days until Usher Syndrome Awareness Day! If you haven’t already, please reach out to
your governor to secure a proclamation for this day. There will also be a few USH Local Socials taking
place on or near that day, September 16th- check out some locations here.

Where in the world is USH?
Let's show where our #USHFamily is for this global Usher Syndrome Awareness Day! Send us a short
video following the example in this video to be featured in a reel shared on Usher Syndrome
Awareness Day, September 16, 2023! Videos must be received by September 12th to be included.
Send to @UsherCoalition via Direct Messenger on Instagram or Facebook.

If you haven’t signed in to your account in the Usher Syndrome Data Collection Program (USH DCP)
lately, now is the time to do so! Be sure to upload your genetic reports, and fill in the surveys as they
appear on your portal. We will start compiling some of the data to share in September.
 
Have you joined the Usher Syndrome Coalition Discord Community Server? It’s a safe place for the
community to connect with each other. Join here: https://discord.gg/czwHGaDu7W

RESEARCH SPOTLIGHT

ProQR Agreement with Laboratoires Théa for Sepofarsen and Ultevursen Inherited Retinal
Disease Programs
 
As you may recall, in August 2022, ProQR announced that they would be winding down the Sirius
clinical trial while they looked to "identify a strategic partner to take the ophthalmology portfolio
forward."  That strategic partner has been found!
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ProQR has announced Laboratoires Théa (Théa) will continue the development of the ultevursen
(USH2A, Exon 13) and sepofarsen (Leber congenital amaurosis 10) clinical trials. Within Théa, a fully
dedicated team specializing in inherited retinal disorders and a new organization are currently being
set up to manage these two projects. 
 
Throughout the transition period, Théa is setting up a team entirely dedicated to developing these
products. Clinical trials may be expected to resume in 2024, once the organization has been fully set
up. Future details will be communicated by the new team after September 2023. Learn more.

For more, check out our Current USH Research page specific to USH subtype as well as gene-
independent therapeutic approaches.

View Current USH Research

IN CASE YOU MISSED IT: SCIENCE NEWS FEATURE

Usher syndrome type IV: Clinically and molecularly confirmed by novel ARSG variants
 
Previously, three types of Usher syndrome (USH), were defined based on the age of onset and
severity of the clinical symptoms. The three types (USH1, USH2, USH3) are further sub-typed by
genetic testing, which is indicated by a letter after the number. Typically, the symptom presentation
and progression is similar within each type. Atypical USH occurs when mutations are found in one of
the genes known to cause a subtype, but the symptom presentation is different than what is typical for
that type. 
 
Mutations in the arylsulfatase G (ARSG) gene have been implicated to cause a fourth type of USH
(USH4) with a distinct set of symptoms that includes the late onset of both hearing impairment and
retinitis pigmentosa (RP), with no vestibular involvement. Unlike types USH1-3, in which the RP is
mostly located in the outer or peripheral region of the retina, causing tunnel-vision, the RP in USH4 is
predominantly located in the pericentral and macular regions of the retina and affects central vision
(Khateb et al 2018, Abad-Morales et al 2020, Peter et al 2020, Fowler et al 2021, Igelman 2021 et al
2021). Most recently, researchers at Radboud University Medical Center in the Netherlands confirm
these clinical findings in additional, unrelated individuals. 
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What this means for Usher syndrome: This recently-described distinct type of Usher syndrome
expands the field of knowledge, which is important for improving the diagnosis and management of
the symptoms and vital to developing a treatment and/or cure for this still little-understood disease.

READ ARTICLE

For more science news, check out our Science News page, organized by treatment approach and
type of Usher syndrome.

DISCLAIMER: The Usher Syndrome Coalition does not provide medical advice nor promote treatment
methods. USH Science News is intended to help summarize more complex literature for the
community to use at their own discretion. 

ON WELL-BEING: Anticipatory Grief

Anticipatory grief is defined as a state of deep, painful sorrow that can occur before an impending
loss, such as being diagnosed with a progressive condition like Usher syndrome. It’s the grief you are
expecting to experience; it’s a rollercoaster of holding onto hope for the future combined with intense
anxiety.¹ People living with Usher syndrome experience loss of vision, hearing, and sometimes
balance. Secondary losses may include plans for the future, driving, and a sense of independence,
among others.
 
Other emotions may be felt in tandem with grief, like guilt or a sense of helplessness watching a loved
one slowly lose their vision. People living with USH may start to worry about how others perceive
them and develop fears of abandonment as the loss progresses. They may also experience difficulty
in communication, mobility, activities of daily living, and social interactions, causing them to feel
isolated, insecure, and uncertain about their future. ²
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Anticipatory grief can be helpful in coping by preparing for the future loss, exploring the emotions
beforehand, and coming to terms with changed future plans for living with the circumstances. ³ It can
give someone a chance to confront their fears and proactively choose to keep moving forward,
leaving them better equipped to navigate the progressive nature of Usher syndrome. 
 
It’s easy to get lost in the anxiety of wondering what the future holds, causing people to struggle to
enjoy the present. There is almost a sense of holding your breath, refusing to breathe until it’s all over.
Verywellhealth.com notes that anticipatory grief may be a risk factor for prolonged grief disorder, a
psychiatric condition characterized by intense and persistent grief that interferes with daily life that
warrants guidance from a mental health professional. ⁴
 
Some ways to help cope with anticipatory grief include:

Accept reality
Share your feelings openly
Hold onto hope
Prepare for the future

Each of these steps is enormous and will not be easy to accomplish. Seek support from friends,
family, and other loved and trusted people in your world. Seek professional support if needed.
Perhaps most important, connect with and lean on other folks with Usher syndrome for empathy and
understanding regarding shared experiences. 
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Send your USH life hacks to info@usher-syndrome.org

 
“We do not have carpeted stairs, so I added individual carpet pads to each stair step inside my house.

This hack lets my feet know when I’ve arrived at the top or bottom of the stairs when I no longer feel

carpet.”
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