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Legal Disclaimer

Information in this presentation and the accompanying oral presentation contains forward-looking statements that involve substantial risks and uncertainties about Eloxx
Pharmaceuticals, Inc. and its consolidated subsidiaries (collectively, the “Company”) and the industry in which the Company operates, including, but not limited to, statements regarding
the Company’s product candidates, the initiation, timing, progress, results and costs of its clinical development plans, regulatory interactions and approvals, expectations regarding
collaborations, and market opportunities. Forward-looking statements include all statements that are not historical facts and can be identified by terms such as “anticipate,” “believe,”
“contemplate,” “continue,” “could,” “estimate,” “expect,” “intend,” “may,” “plan,” “potential,” “predict,” “project,” “should,” “target,” “will,” “would,” or similar expressions and the
negatives of those terms. The Company’s actual results, events, or circumstances may differ materially from these statements. Information in this presentation and the accompanying
oral presentation also includes statements relating to past performance, which, together with forward-looking statements, should not be regarded as a reliable indicator of future
performance.
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Forward-looking statements are based on current expectations and assumptions and involve risks and uncertainties that could cause actual results to differ materially from those
expressed or implied. These risks and uncertainties include, among others, uncertainties inherent in clinical development, regulatory review, financing efforts, manufacturing,
competition, and market opportunities. These statements speak only as of the date of this presentation, and the Company undertakes no obligation to update or revise any forward-
looking statements. The Company may not actually achieve the plans, intentions, or expectations disclosed in the forward-looking statements, and you should not place undue reliance
on the forward-looking statements.

This presentation does not purport to contain all of the information that may be required to evaluate any investment in the Company and should not be relied upon to form the basis of, or
be relied on in connection with, any contract or commitment or investment decision whatsoever. This presentation is intended to present background information on the Company, its
business and the industry in which it operates and is not intended to provide complete disclosure upon which an investment decision could be made. The merit and suitability of an
investment in the Company should be independently evaluated and any person considering such an investment in the Company is advised to obtain independent advice as to the legal,
tax, accounting, financial, credit and other related advice prior to making an investment. Any decision to purchase securities in any offering the Company may make in the future should be
made solely on the basis of information contained in the prospectus for such proposed offering and which would supersede this presentation and information contained herein in its
entirety. This presentation concerns product candidates that are under clinical investigation and which have not yet been approved for marketing by the U.S. Food and Drug
Administration. No securities commission or securities regulatory authority in the United States or any other jurisdiction has in any way passed upon the accuracy or adequacy of this
presentation.

This presentation may contain trademarks, service marks, trade names and copyrights of other companies, which are the property of their respective owners. Solely for convenience,
some of the trademarks, service marks, tradenames and copyrights referred to in this presentation may be listed without the TM, SM © or ® symbols, but the Company will assert, to the
fullest extent under applicable law, the rights of the applicable owners, if any, to these trademarks, service marks, trade names and copyrights.
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Unless otherwise indicated, all references in this presentation to “Eloxx,” “we,” “our,” “us,” or similar terms refer to Eloxx Pharmaceuticals, Inc. and its consolidated subsidiaries.
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Disease-modifying potential across genetic renal diseases
Exaluren reads through premature termination codons to restore full-length protein

Phase 2 data in Alport (NMAS) demonstrated structural improvement
Phase 2b ongoing, with 16-week topline data expected in mid-2027

ADPKD provides the larger opportunity
Phase 2 planned, with topline data expected in mid-2028

June 2026 offering expected to fund the company through topline read-
outs in both indications

Sge®



Exaluren: novel synthetic aminoglycoside restoring full-length
protein in nonsense mutations by PTC readthrough

Translation, interrupted. Up to 9-fold greater

A nonsense mutation puts a stop sign in the wrong place

gene-agnostic
A readthrough than
gentamicin*

No evidence of

readthrough of native
stop codon (NSC)
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Exaluren naturally accumulates in kidney

Estimated human exposure in plasma and kidney at 0.75 mg/kg

- @

393,000

AUCO0-24h (ng*hr/mL)

9,100
Plasma Kidney

Estimation based on allometric scaling of mouse, rat and dog plasma and kidney data PLUS plasma PK from SAD and MAD studies

* Exaluren like other
aminoglycosides binds to LRP2
protein megalin

* Megalinis found in the
glomerulus and proximal
tubules in the kidney, the inner
ear and eye

i




Eight weeks of exaluren restored collagen IV and improved
kidney structure in all three patients

FIRST-IN-HUMAN PROOF OF CONCEPT - n=3

Phase 2a (EL-014): 3 UK patients with COL4A4 nonsense mutation - 8 weeks of exaluren 0.75
mg/kg SC daily - open-label - 12 weeks follow up

3. Well tolerated

1. Structure Improved: 2. Protein restored:

Podocyte and GBM
morphology improved

Blinded assessment showed
reduced Foot process effacement
and improved GBM width
variability

+72% collagen a3(1V)/a4(IV)
restored

Mild AEs; no kidney or hearing
signal

Collagen IV trimer precursor
formed

High UPCR variability; stable
blood pressure

3/3 +72% 0

patients improved kidney structure mean collagen a3/a4 (1V) kidney or hearing AEs

6 EL-014: NCT05448755
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Extensive safety database supports development

Exaluren clinical and nonclinical data: no dose-limiting toxicities and no serious AE’s

were attributed to exaluren

145

subjects treated with
exaluren

— 89.4 subject-months of clinical
exposure

— No changes in renal biomarkers
(KIM-1, clusterin)

No detected

readthrough of native stop
codons

— Native termination accuracy
>99%, set by stop-codon context

— No aberrant proteins in Phase
1; normal VEGF-A unchanged

Crawford et al., JPET 2020; Leubitz et al., Clin Pharmacol Drug Dev 2019; internal Eloxx data

9.7-10x

exposure margin at target
dose of 0.75 mg/kg

— Chronic tox NOAEL margins: rat
26-week, dog 39-week

— ~52x margin in 4-week rat
ototoxicity studies

Sasee



Two phase 2 programs with data readouts over 24 months

Alport Syndrome: NMAS NM-ADPKD
Phase 2b ongoing. First patient Expected Phase 2 study
@ 3Q 2026 @ start in 2026
Primary Endpoint: Change in Primary Endpoint: Change in
FSD in kidney biopsy htTKV growth (MRI)

Readout: Mid-2027 > Readout: Mid-2028*

A Prevalence: ~7% of AS A Prevalence: ~26% of ADPKD
e (~4,200in US) ®  (~40K-50K in US)

Alport Orphan Drug Designation : US, EMA ADPKD Orphan Drug Designation: EMA

8 NMAS: Nonsense mutation Alport syndrome, NM-ADPKD: Nonsense mutation Autosomal Dominant Polycystic Kidney Disease
*Assuming trial commencement in 2027 and subject to finalization and Investigational New Drug application clearance by the FDA.



NMAS: Loss of collagen trimer leads to structural damage

Healthy Kidney

Alport Kidney Pathology Changes
_Glomerular Glomerular
filtration barrier COL4A3, COL4A4 or basement membrane
COL4A5 nonsense ‘ (GBM) damage
Normal ” . Alport -~
bl mutation O e p
» Albumin
godlflag(elz\r}) Hypertensive a?ggigg(}) Foot process
. asa4a .
Alburnin T Ectopie | Tamendest effacement (FPE) and
Laminin Laminins ’
o562y s podocyte loss
Endothelin-1
o Loss of Collagen

k_, — Progressive
o3a405 (IV) trimer ﬁActlvated

B ngial cels proteinuria and
fibrosis

Irreversible progression to ESRD, median age ~20 years (vs ~40 years for missense-

mutation AS). No approved therapies




Structural damage of foot processes (FPE) is an independent

prognostic marker for future kidney failure
Adjusted survival curve for association between FPE and time-to-kidney failure’

——— FPE none/mild

—— FPE moderate/severs

0 24 48 72 96 120 144

Months

10 1 Wittig M, Verma A, Bellavia A, et al. The Associations of Foot Process Effacement with Kidney Histopathologic Lesions and Disease Progression. Kidney360. 2026;7(1):72-80. doi:10.34067/KID.0000000894. Boston
Kidney Biopsy Cohort: 813 patients, 48-month median follow-up, diverse kidney diseases
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NMAS patients are rapid progressors with increasing UPCR

trajectory

RaDaR natural history data

Wong et al. 2026

UPCR/UACR mg/mmol

10000 -| 2x COL4A3/4 variants p=0.0035

Male X-Linked AS p<0.0001

Female X-Linked AS p=0.79

COL4A3/4 heterozygous variants p=0.055

1000 —

100 -

10 -

7

0 10 20 30 40
Age
Mutation group
1. Male X-linked — — = 2. Female X-linked
— - — 3. COL4A3/4 heterozygous —— — 4. 2xCOL4A3/4

Results from linear mixed model testing for difference from zero slope

Rapid progressors:

Nonsense mutations are a
subset of X-linked male
and Autosomal recessive
AS patients

"
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Phase 2a: First in human proof of structural improvement in

NMAS patients after 8 weeks exaluren treatment
Foot process effacement (FPE) and GBM changes in Phase 2a trial (Representative TEM images)*

Baseline

End of treatment

0 4401-01 4401-02 4402-01

* Phase 2a (EL-014): 3 UK patients with COL4A4 nonsense mutation - 8 weeks of exaluren 0.75 mg/kg SC daily - open-label - 12 weeks follow up. TEM: Transmission electron microscopy

<= Footprocess

Effaced foot
process

Images
independently
reviewed by two
pathologists
blinded to
treatment
sequence

¢




Phase 2a: Improvements in FPW and GBM width confirmed
structural improvement

TEM Assessment using Systematic Uniform Random Sampling (analysis blinded to treatment order)

FPW: Reduced in all patients

GBM width: Improved relative to baseline

14%)
8000 ==
-— 1 H i
S 31.5% 1 Thin
6000 = ] B *
s | o BB membrane
- § : . ' o0 B increased
E o A S Y | while thicker
~— 4000 = waes *gees b
= c 204 R o T g membrane
a k] B e - W :
w B 2 e ed ] at baseline
58
2000 = = 10 = fgﬁ:}} : b 8 i H reduced
0 . T T T T 1
' »\Q@ \Q°‘} 5\3@ '\'Qoé" 9\9& \Qoa"
N QS QS S
W S N S N v &
N *Q W ’PQ WX S
Average FPW change: -26% GBMwidth CV —20.5%  -23.9%  -13.1%

change

13 Conducted by Behzad Najafian, University of Washington
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FPE assessed by change in Filtration Slit Density (FSD)

Unbiased assessment of filtration slit density

Immuno- Al based glomeruli selection in FFPE Image acquisition with 3D-
fluorescence tissue
staining*

FSD = Filtration
Structured Illumination Slit Length/
Microscopy (3D-SIM)

Podocyte area

Filtration Slit

wm/pum?

-_—

pm-

Podocyte

NIPOKA

*Immunostaining with podocin (filtration slits) and synaptopodin (foot process area)

NIPOKA will be conducting FSD measurements for Phase 2b clinical trial in Alport syndrome using its Podocyte Exact Morphology Measurement methodology

Sge®



Phase 2a: FSD increased consistent with FPE reduction

Mean and distribution of FSD in Phase 2a clinical trial patients, um™ (% of healthy) after 8
weeks of treatment

1.00+0.60 1.50+0.57 1.54+0.74 1.75+0.46 0.80+0.56 1.73+0.63
(48.5%) (72.8%) (74.8%) (85%) (38.8%) (84}%)

—o% Healthy=2.06+0.21"

N
L

e

3

=)

=N AU I A A ISR LA S EOT= 1.66+0.14
2 (80.6%)

S

=

“% _____________ Baseline =
= 1.1120.38

(53.8%)

Each dot = one non-sclerotic
® glomerulus

04 n=17 n=24 n=16 n=16 n=4 n=13

n = glomeruli per biopsy

Pre 4401-01Post Pre 4401-02 Post P 4 202.017°%

15 1from prospective NURTURE study. Raw data provided by Evotec from TH-PO786 ASN 2023




Phase 2a: Mean 72% increase in average collagen o3 (IV) and a4

(IV) across all patients
Change in collagen 4 expression in Phase 2a trial (blinded assessment)

0 4401-01 4401-02 4402-01

Reduced a4 intensity

reflects redistribution from
intracellular staining to
COLa3(lv) COLa4(lVv) Mean COLa3(lv) COLa4(lV) Mean COLa3(lV) COLa4(IV) Mean
COLa3/4(1V) COLa3/4(1V) COLa3/4(1V)

GBM-localized collagen, not
G GED G

protein loss
Baseline . End of treatment
16  Errorbars represent standard deviation f
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Phase 2a: Collagen o5(1V) GBM localization consistent with

collagen |V formation
COL4A5 immunofluorescence staining in fresh frozen tissue biopsies

4401-01 4401-02 4402-01
Reference: COLAAS (green) globally . L. COLAA5 (green) globally COL4AS (green) pa fially
Digease }ocallzed 1{0) B.ow an’s cipsule \ locaﬁl\iy—m&r{an’s capsule localized to Bowman’s capsule
T) ]
(/2]
®
(v}

COLA4AS (green).segmentally COL4AS (green) partially COL4AS (green) significantly
localized to Bowman's capsule localized tQ.gIQrperulus localized.igeglomerulus

S

Referente:
Norel‘sﬁal \

8-weeks (EOT)

'c. e ®

Reference for COL4A5 staining in ARAS patient and healthy kidney (Said et al 2017). Baseline (Top): Collagen a5(IV) localized to the Bowman’s capsule (dashed white arrows),; OT (Bottom): Collagen a5(lV) staining in glomerular tuft (solid white
arrows), with reduced signal in the Bowman’s capsule (solid orange arrow).Staining: Collagen a5(IV) IF (green) COL4A2 (Red). Scale Bar is 50 pm.



Phase 2a: Collagen a5(1V) localization and evidence of trimer
formation consistent after eight weeks (n=3)
Collagen a5(1V) 3D-Structured Illumination Microscopy immunostaining

4402-01 (EOT) - Detail

NIPOKA

18

Collagen a5(IV) in 3D-SIM: Baseline (Top): Diffuse and low abundance non-specific intracellular a5(IV) staining is observed in all Participants (dashed white arrows) most notably in Participant 4402-01. A bright magenta
band in Participant 4401-02 was determined by the pathologist to be an imaging artifact. EOT (Bottom): 4401-01: Partial relocalization of a5(IV) to foot processes (solid arrows). 4401-02: Emergence of faint linear a5(IV)

Sge®

L]
band (solid arrow) along foot processes. 4402-01: Prominent linear a5(1V) staining (solid arrows) along foot processes in the boxed region. Stains: Collagen a5(IV) (magenta); synaptopodin/foot process (Green); DAPI
(Blue). Scale baris 5 ym
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UPCR during treatment period

UPCR trends in Phase 2a trial, log (mg/g)*

4.00
3.50
0
b
€ 300
9
O 250
a
2
S 200
=
&
S 150

1.00

see+e+  Baseline UPCR

4401-01 4401-02 4402-01

400 T 47

L1 W%\Q\Q/é s A 1 H/D\Q/Q S

0 — O 0
r 7 2 300 ¢ y\é\i/ \%/ s 2 sy
o 1 o 1
S 280 S 25
a a
2 200 1 2 24
o o
P P
o 150 + o 15+
- -
1.00 1
0 2 4 6 8 12 16 20 0 2 4 6 8 12 16 20 0 2 4 6 8/EOT 12 16 20
/EOT /SFU /SFU /SFU /EOT /SFU /SFU /SFU /SFU /SFU /SFU
Weeks from Baseline Weeks from Baseline Weeks from Baseline

* Urine sample assessments based on the collection of second void at each day after discarding the first morning void. UPCR measurements taken on 1-day prior to and visit day during study period. Baseline values based on UPCR values from
screening, baseline and Day 1 visits. Averages based on geometric means

** UPCR at 48 weeks in placebo arm of HERA trial increased by 12.6% after 48 weeks. In the CARDINAL study, at 24 weeks and 36 weeks, eGFR adjusted UACR in placebo patients increased by 28% and UACR in subset of placebo adolescent
patients increased by ~50% at 24 and 36 weeks. Baseline age and eGFR in HERA and CARDINAL were 31/40 years and 57/63 ml/min per 1.73 m2 indicating significantly less severe patient population than NMAS

..



FSD increases predicted to reduce UPCR

Analysis of published FSD and UPCR correlations across kidney diseases

Fig F3. FSD vs UPCR All Diseases
E{Log(UPCR)}=1.001 -1.765 *Log(FSD), P-value Slope=0.0004
Doubling of FSD results in a 70.6% reduction in UPCR

5.66 -}

4 -
2.82

2 -
1.41

1-
0.71
05
0.35 |
0.25 -

0.18 T T T T T T T T
0.59 0.71 0.84 1 1.19 141 1.68 2 238 283

FSD (um-1)

UPCR (g/day)

20 Eloxx Analysis based on Data from Kim et al J. Am. Soc. Nephrol. 1995; 5: 1659-1668; Data replotted from Kim et al. Age ranges 4- 26 years. FSD assessment using TEM image analysis of kidney biopsies. FSD in Alport
patients = 1.21+0.28 (n=15, mean age 13.3) and in healthy controls = 1.75+0.31 (n=10, mean age 13.2). TH-PO786 ASN 2023; Unpublished data provided by Evotec




FDA supported working group “ASSENT” launched to explore

biopsy and clinical endpoints for Alport
An established FDA endpoint playbook for approvals in rare kidney disease

PARASOL > FSGS
ESTABLISHED PRECEDENT

a FDA-backed consortium (2023)

Proteinuria accepted as FSGS surrogate
endpoint for full approval

Enabled sparsentan approval — first
FSGS therapy

ﬁs,SENT > Alport

OUR OPPORTUNITY

FDA-initiated working group for Alport
approval endpoints (Dec 2025)

~

Evaluating biopsy and clinical endpoints;

FDA-requested expert input

e Could expand regulatory pathways for

\ exaluren

/

21 PARASOL (FDA, NephCure, ISGD, Kidney Health Initiative, NKF) established proteinuria as a surrogate endpoint in FSGS, supporting FDA approval of sparsentan (FILSPARI). ASSENT: Alport Syndrome endpoint working group with FDA

engagement, initiated December 2025.

N\ .



The EXACT Study: 2b placebo-controlled NMAS study planned

with FSD primary endpoints
Randomized, double-blind, placebo-controlled, delayed-start Phase 2b study.

EXACT

Phase 2b Randomized, double-blind Placebo-controlled - delayed-start N=24.-age=>12

A Kidney biopsy

PART 1 — 16 weeks - randomized 2:1 PART 2 — 16 weeks - all exaluren

Arm A Exaluren 0.75 mg/kg SC daily (n=16) Exaluren (all n=24)
Screening Follow-up
<6 wks 4 wks/OLE
Arm B Placebo (n=8) Exaluren
Screening Week 16 Week 32
Primary endpoint Secondary endpoint
Change in filtration slit density (FSD) in UPCR and additional clinical / safety

kidney biopsy. measures.

22 NCT07523581




Advancing exaluren in nonsense mutation Autosomal Dominant
Polycystic Kidney Disease

Healthy Kidney ADPKD Kidney

PKD1 or PKD?2 Structural consequence

nonsense mutation * Ciliary pathways disrupted

* Increased epithelial-cell
proliferation

* New cyst formation and
growth

Healthy kidney

FOUNDATION FOR MEDICAL EDUCATION Al LO S S Of p O lyCySt i n
complex

* Total kidney volume growth
R and eGFR decline

Irreversible progression to ESRD, median age ~55 to 80 years (20 years longer for missense-
mutation ADPKD) e No approved gene targeted therapies
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Exaluren restored 10 to 75% of PC1 and reduced cysts by ~50%

In kKidney organoids
PC1 expression and new cyst formation in organoids treated with exaluren for 14 days

PC1 expression in iPSC organoids, % WT*

PKD1

PC1 Fold Change / WT

PC1 Fold Change / WT

2.0

1.5

1.0

0.5

0.0-

Water 10uM 30uM G0uM

Q3838X

Water 10uM 30uM GluM

PKD2

R186X

Water 10uM 30uM G0uM

R872X

Water 10uM 30uM &0uM

cysts ()

ming

Cyst Area (um?) ) % Organoids For

Cyst prevention in iPSC organoids**

PKD1 PKD2
R2430X Q3838X R186X RET2X
1004 < poo1 7 p<.0001 Jp<0001__%* 7|p<.0001
5. HE | =t ALl Il 13
[ TR / / -
5] 1 { v 'y 1 i {
L1} T 4 0 T 4 0 T 4 0 T 14
Days of Treatment  Days of Treatment — Days of Treatment  Days of Treatment
450000 e 0001 <0001 p<.0001 } 1 p<.0001
300000 i i ca
i ,
Iy e
150000 £ . E . E( - E
)E /E/ x ¥
n4-—=!£%:I_HI P R W . R W
o T 14 @ T 14 L] T 14 © T 14

Days of Treatment  Days of Treatment Days of Treatment  Days of Treatment

=0- Water

10 uM

= 30uM

-8 90 uM

* Quantification of immunoblot PC1 fold change following treatment with ELX-02 relative to WT PC1 abundance for each targeted PKD mutation. n=3 independent biological replicates per genotype; Welch’s ANOVA with Dunnett’s T3 multiple
comparisons test where *p<.05 and **p<.01.Mean+SEM.
**C)fold-change in cyst area relative to starting cyst area at day 0. n=30 organoids pooled from 3 independent trials each with 10 organoids per condition. Mean+SEM. Nonlinear regression extra-sum-of-squares F test p-values as indicated; D)
Percentage of cysts with fold change less than 1. n=3 independent trials each with 10 organoids per condition. Mean+SEM. Nonlinear regression extra-sum-of-squares F test p-values as indicated.
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Regulus clinical data link partial PC1 restoration with reduced
htTKV growth

Reported results of farabursen (RGLS8429) anti-miRNA-17 ASO 3-month (Q2W) treatment*

Changes in PC1 expression Changes in htTKV growth**

50

404

30+

20

Percent Change htTKV
[ECSvsBaseline)

Percent Change PC1/CD133
(Meanp, 5133 Vs Baseline)

p=0.34 p=0.069 p=0.034

T T T T : ; _I_ _l_
Placeho 1 magikg 2 malkg 3 molkg Placebo 1 malkg 2malkg 3malkg
Treatment Treatment

Regulus acquired by Novartis in June 2025 for $0.8B upfront plus up to $0.9B CVR***

* Source: Regulus Therapeutics Corporate presentation November 2024

** Geometric least squares mean percent change data and statistical analyses performed on log scale transformation to account for non-normal distribution; EOS, End of study. Subject with severe motion during MRI excluded. MRI data not
available for two subjects who received only two (D1 and 15) and three (D1, 15, 29) doses, respectively

*** Novartis press release, April 30, 2025; acquisition completed June 25, 2025.

Q.
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Eloxx is the most advanced independent ADPKD asset

Comparison of ADPKD programs in clinical development

Company/ ADPKD evidence Development Address-abl1e us
asset stage population

Novartis Wild-type allele PKD1 and Clinical
(Regulus) PKD2. Indirect miR-17 Urinary PC1/PC2 increased; htTKV growth reduced Phase 1a/1b ~140K (100%)
farabursen® inhibition Phase 1b, n=10/arm

Wild-type allele PKD1 only. Preclinical

EYYCC-0033 Amplifies the remaining WT e 1.7x PC1 over untreated, one heterozygous line Phase 1a SAD only >100K (~71%)
allele * Reduced cyst volume in patient derived 3D cyst assay
Vert Misfolded mutant Phase 1
ertex (PKD1). Small-molecule Not disclosed . ~12K (~10%)
VX-407 (undisclosed)
corrector
Preclinical
* 10-7% Wild type PC1 in 4 homozygous nonsense
Nonsense mutant kidney organoids; ~50% cyst reduction .
Eloxx (PKD1 + PKD2). PTC - Primary patientspithelial sells: phenotyps correction || L2 SHoIECte B & 0 S0k (~29-36%)
exaluren .. 1+2
Readthrough Clinical
* Proof of mechanism and structural change in Alport
trial

1 US diagnosed ADPKD ~140,000: Willey C et al. Kidney Dis (Basel) 2019;5:107-17.

2 Regulus Therapeutics corporate presentation, Nov 2024; WCN26 abstract 7987. Regulus acquired by Novartis — Novartis media release, 30 April 2025 ($800M upfront plus up to $900M in contingent value rights).

3 PYC Therapeutics corporate presentation, 13 Jan 2026;

4 Vertex press releases and R&D pipeline, 2024-2026;,

5 Preclinical: Vishy CE et al. Cell Stem Cell 2024 (PKD1 R2430X and Q3838X; PKD2 R186X and R872X; isogenic controls; homozygous nonsense clones; PC1 quantified relative to WT abundance, Primary patient cells: Sayer laboratory data on file, 2026 (patient-derived
hURECs). Genotype frequency per Cornec-Le Gall E et al. J Am Soc Nephrol 2013;24:1006-13;.

N . o



Shared mechanism with clinical proof of concept supports
Alport and ADPKD programs

Summary

‘ Evidence

WA \G;a”\?c‘\‘\' Platform

Protein
restoration

Structural
change

In vivo

Clinical

Il

TNon-exaluren studies: Yamamura et al. 2020: treatment of Col4a5 mutant mouse with an ASO; LeBleu et al. 2009: stem cell therapies in Col4a3 knockout mice; Lin et al. 2014

Nonsense Mutation Alport Syndrome

OACHONONC

Gene-agnostic PTC readthrough

+72% Collagen a3/a4 (IV). Functional
Collagen a3,04,a5 (IV) precursor
formed in patients

Reduced FPE, Improved GBM structure.

COL IV restoration (non-exaluren)
improves proteinuria and survival’

FSD increased to 80.6% of healthy in
three treated patients after 8 weeks

Nonsense Mutation ADPKD

OACHONONO

27 2Non-exaluren studies: Dong et al. 2021; re-expression of Pkd2 in ADPKD mouse; Kurbegovic et al. (2023) Pkd1 gene transfer in Pkd1 null mice; Hopp et al. 2012
3 Non exaluren studies: Regulus Therapeutics Corporate presentation November 2024

Same Mechanism

+10% to +75% of wild-type Polycystin-
1in kidney organoids

Cyst area and growth reduction in
kidney organoids after 14 days

Restoration of polycystin activity is
disease-modifying on a protein dosage
dependent basis (non-exaluren) 2

30% to 40% increase in PC1 reduced
htTKV growth in farabursen Phase 1b3
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Experienced leadership in rare disease drug development

Key Eloxx Leadership

Sumit Aggarwal

* Reshaped Eloxx pipeline and executed strategic
agreements (Cystic Fibrosis foundation and Almirall)

* Sold Zikani Therapeutics to Eloxx in 2021 after
refocusing to rare diseases

Dr. Teji Singh

* Seven primary product first approvals across rare
diseases
* Sanofi-Genzyme, Sarepta Therapeutics, Shire

Dr. Roger Clark

* 1 Approved drug (Xerava); 5 Additional clinical
compounds
* Bayer Pharmaceuticals, Critical Therapeutics,

Tetraphase Pharmaceuticals, Zikani Therapeutics

John Woolford

* 30+ years biotechnology advisory experience in
financings, IPO and corporate alliances

* ICR (formerly Westwicke), Legg Mason (now Stifel),
Medlmmune (now AstraZeneca) and Charles River
Labs

NS . o



Demonstrated ability to execute high value pharma

collaborations

Overview of global license agreement with Almirall for ZKN-013 executed in 2024

ZKN-013 global Eloxx eligible to receive up to ~$470

development and e Potential for Priority
. . million in development, regulatory .
commercialization rights to . . Review Vouchers (PRVs)
and commercial milestones

Almirall for each indication

...................................................................................................................................

Provides Almirall entry into rare diseases,
with initial focus on PTC readthrough in
RDEB and FAP

Tiered royalties on
sales
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Multiple high impact clinical readouts anticipated from 2026 -
2028

Anticipated key value inflection points: Phase 2b primary endpoint (2027) and ADPKD proof-

Phase 2b FPI* Fully Enrolled 16-week Primary Endpoint 32-week End of Study
3Q 10 Readout Readout

Mid-2027 4Q

‘ 2026 2027 2028

Mid-2028

[
30 * First Patient In ‘

IND Allowance Trial Start FPI* Fully Enrolled Proof-of-Concept Readout
3Q/4Q 4Q/1Q 3Q 4Q/1Q




June 2026 follow-on provides expected runway to Alport and ADPKD
readouts

Balance sheet (as of June 30, 2026)

 Cash of $62.0M

* Runway to mid-2028

* 12.5 million fully diluted shares, including 4.04 million common stock and 7.38 million pre-funded warrants

Transaction

+ 2,975,000 shares at $11.00 plus pre-funded warrants for 3,025,000 shares, or 6.0M share equivalents
+ Gross proceeds of $66.0M

» Key shareholders: Coastlands Capital, Samsara, Aberdeen, Invus, Stone Pine, EcoR1, Nantahala

Nasdaq uplisting
» Shares began trading on the Nasdaq Capital Market on June 9, 2026

31 * Based on SEC filings as of June 30, 2026



Human proof-of-concept with two clinical rare kidney disease programs

32

*Assuming trial enrollment

Human proof of mechanism: protein restoration and structural reversal
in human kidney biopsies

Same drug, two rare kidney diseases: Expected mid-2027 Alport
readout supports both programs. Proof-of-Concept Phase 2 in ADPKD
readout expected in mid 2028*

Nasdaq listed following a $66M public offering led by specialist
healthcare investors

in 2027 and subject to finalization and Investigational New Drug application clearance by the FDA.
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