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NEWS RELEASE

BridgeBio Reports Positive Phase 3 Results for Small
Molecule BBP-418 in LGMD2I/R9 FORTIFY Study

2025-10-27

- All primary and secondary interim analysis endpoints in FORTIFY Phase 3 study successfully achieved with well-

tolerated safety profile consistent with the Company’s prior studies

- Primary interim analysis endpoint, glycosylated aDG, significantly increased by 1.8x change from baseline at 3
months (p<0.0001), and improvements were sustained at 12 months (p<0.0001) in BBP-418 treated individuals

versus placebo

- Average reduction in serum CK, a marker of muscle damage, of 82% change from baseline and statistically

significant difference versus placebo (p<0.0001) in BBP-418 treated individuals at 12 months

- BBP-418 treated individuals had statistically significant, clinically meaningful improvements at 12 months in all key

clinical endpoints studied, including:

e Ambulatory function (100MTT): Increase in velocity of 0.14 m/s from baseline and 0.27 m/s versus placebo
(p<0.0001)
e Pulmonary function (FVC): Increase of ~3% predicted volume from baseline and a difference of ~5% predicted

volume versus placebo (p=0.0071)
- Company intends to file an NDA for approval with the FDA in first half of 2026

PALO ALTO, Calif., Oct. 27, 2025 (GLOBE NEWSWIRE) -- BridgeBio Pharma, Inc. (Nasdaq: BBIO) (“BridgeBio” or the

“Company”), a new type of biopharmaceutical company focused on genetic diseases, today reports positive topline
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results from FORTIFY, the Company's Phase 3 pivotal study of BBP-418 in individuals living with limb-girdle muscular
dystrophy type 2I/R9 (LGMD2I/R9). BridgeBio will host an investor call on October 27, 2025 at 8:00 am ET to discuss

these results.

"I'm very excited to see that treatment with BBP-418 was associated with clinically meaningful improvements in
motor and pulmonary function, along with robust restoration of aDG glycosylation. This is such an important result
for individuals living with LGMD2I/R9, which is a progressive muscular dystrophy. The resulting weakness often
leads loss of ambulation, need for respiratory support, and need for heart failure medications,” said Katherine
Mathews, M.D., Professor of Pediatrics and Neurology at the University of lowa's Roy J. and Lucille A. Carver College
of Medicine. “To date, there has been no specific treatment. These results bring enormous hope that BBP-418 might

change the disease course.”

“Living with LGMD2I/R9 is a daily negotiation with limits, and | won't pretend it's easy. I'm fiercely independent, but
I'm not alone— our community lifts me, and it finally feels like science is catching up to our hope, so we can look
ahead with real possibility.” said Dan Pope, an individual living with LGMD2I/R9 and Vice President and Advocacy
Director of the CureLGMD2i Foundation.

FORTIFY is a randomized, double-blind, placebo-controlled Phase 3 study, evaluating the efficacy and safety of BBP-
418, an investigational small molecule oral therapy in development for the treatment of individuals living with
LGMD2I/R9.

Key results from the planned interim analysis at 12 months include the following:

e Highly statistically significant increase of 1.8x change from baseline (~17% of control, p<0.0001) in the primary
interim analysis endpoint of glycosylated alpha-dystroglycan (aDG) observed in the BBP-418 treated group
compared to approximately no change in the placebo group from baseline to 3 months

e Highly statistically significant increases in glycosylated aDG were sustained at 12 months in the BBP-418
treated group (p<0.0001)

e Substantial and highly statistically significant increases in glycosylated aDG were observed both in individuals
with the L2761 homozygous genotype and other FKRP genotypes

e Average reduction in serum creatine kinase (CK), a marker of muscle breakdown, of 82% change from
baseline (p<0.0001) in BBP-418 treated individuals

e BBP-418 treated individuals had statistically significant, clinically meaningful improvements at 12 months in all
key clinical endpoints studied, including:

e Ambulatory function (100MTT): Increase in velocity of 0.14 m/s from baseline and 0.27 m/s versus
placebo (p<0.0001)

e Pulmonary function (FVC): Increase of ~3% predicted volume from baseline and a difference of ~5%
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predicted volume versus placebo (p=0.0071)

e BBP-418 was well-tolerated with no new or unexpected safety findings observed

e OQverall, interim analysis data are supportive of a favorable risk-benefit profile for BBP-418

“Our heartfelt thanks go out to the individuals in our study, their caregivers, investigators, and study staff who have
actively participated in FORTIFY and continue to contribute to this pivotal research. The FORTIFY results reaffirm the
power of targeting this genetic disease at its source with relentless focus and compassion,” said Douglas Sproule,
M.D., M.Sc., Chief Medical Officer of ML Bio Solutions, a BridgeBio company developing BBP-418 for LGMD2I/R9.
“For individuals living with LGMD2I/R9, a condition that slowly takes away the strength, breathing, and
independence of an individual, each day matters. We are determined to move swiftly toward filing for approval, so

that BBP-418, if approved, can become the first therapy to change the course of this devastating disease.”

The Company intends to engage the FDA later this year to discuss these data and plans for submission of a New
Drug Application (NDA) for BBP-418 in the first half of 2026. Analyses of the full FORTIFY interim analysis data are

ongoing, and the Company plans to present detailed results at a future medical meeting.

BBP-418 has previously received Orphan Drug, Fast Track, and Rare Pediatric Disease Designations from the FDA
and Orphan Drug Designation from the European Medicines Agency (EMA). Consistent with the Rare Pediatric
Designation from the FDA, if BBP-418 is approved, BridgeBio may qualify for a Priority Review Voucher.

About Limb-Girdle Muscular Dystrophy Type 2I/R9 (LGMD2I/R9)

LGMD2I/R9 is a monogenic autosomal recessive disease caused by partial loss of function mutations in the fukutin-
related protein (FKRP) gene, and FKRP mutations impair glycosylation of alpha-dystroglycan (aDG), a protein
associated with stabilizing muscle cells. Clinical manifestations typically present as a skeletal myopathy affecting the
lower and then upper limbs, which is commonly later accompanied by pulmonary muscle and cardiac muscle
involvement. Individuals who harbor a homozygous L2761 genotype typically develop disease manifestations during
late childhood with progression to loss of independent ambulation (25%), assisted ventilation (10%), and
cardiomyopathy (30%) in adulthood. Cardiomyopathy is progressive, with an annual loss of 0.4% of left ventricular
ejection fraction (LVEF). Individuals with other FKRP genotypes typically have an earlier childhood onset with a more
severe clinical course, rapid loss of mobility by 20 years of age, more frequent cardiac involvement (60%), and

eventual pulmonary failure by 30 years of age in nearly all cases.

About BridgeBio Pharma, Inc.
BridgeBio Pharma, Inc. (BridgeBio) is a new type of biopharmaceutical company founded to discover, create, test,
and deliver transformative medicines to treat patients who suffer from genetic diseases. BridgeBio's pipeline of

development programs ranges from early science to advanced clinical trials. BridgeBio was founded in 2015, and its
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team of experienced drug discoverers, developers and innovators are committed to applying advances in genetic
medicine to help patients as quickly as possible. For more information visit bridgebio.com and follow us

on Linkedln, X, Facebook, Instagram, and YouTube.

BridgeBio Forward-Looking Statements

This press release contains forward-looking statements. Statements in this press release may include statements
that are not historical facts and are considered forward-looking within the meaning of Section 27A of the Securities
Act of 1933, as amended (the Securities Act), and Section 21E of the Securities Exchange Act of 1934, as amended

(the Exchange Act), which are usually identified by the use of words such as “anticipates,” “believes,” “continues,”
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expects,” “hopes,” “intends,

" " " "u "

“estimates, may,” “plans,” “projects,” “remains,” “seeks,” “should,” “will,” and variations
of such words or similar expressions, or the negative of these terms or other comparable terminology are intended
to identify forward-looking statements, though not all forward-looking statements necessarily contain these
identifying words. We intend these forward-looking statements to be covered by the safe harbor provisions for
forward-looking statements contained in Section 27A of the Securities Act and Section 21E of the Exchange Act.
These forward-looking statements, including express or implied statements relating to the Phase 3 interim topline
results for small molecule BBP-418 in the LGMD2I/R9 FORTIFY Study, the efficacy, safety and the clinical and
therapeutic potential of BBP-418, the progress of our ongoing and planned clinical trials of BBP-418, our plans to
submit a New Drug Application for BBP-418 to the FDA in the first half of 2026, and the statements regarding the
potential clinical benefits of BBP-418 for patients in the quotes of Dr. Mathews and Dr. Sproule, reflect our current
views about our plans, intentions, expectations and strategies, which are based on the information currently
available to us and on assumptions we have made. Although we believe that our plans, intentions, expectations and
strategies as reflected in or suggested by those forward-looking statements are reasonable, we can give no
assurance that the plans, intentions, expectations or strategies will be attained or achieved. Furthermore, actual
results may differ materially from those described in the forward-looking statements and will be affected by a
number of risks, uncertainties and assumptions, including, but not limited to, initial and ongoing data from our
clinical trials not being indicative of final data, the design and success of ongoing and planned clinical trials,
difficulties with enrollment in our clinical trials, adverse events that may be encountered in our clinical trials, the
FDA or other regulatory agencies not agreeing with our regulatory approval strategies, components of our filings,
such as clinical trial designs, conduct and methodologies, or the sufficiency of data submitted, the potential inability
to obtain regulatory approvals in a timely manner or at all, potential manufacturing and supply chain interruptions,
adverse effects on healthcare systems, disruption of the global economy, the impacts of current macroeconomic
and geopolitical events, including hostilities in Ukraine and in Israel and the Gaza Strip, increasing rates of inflation
and rising interest rates, on our business operations and expectations, as well as those risks set forth in the Risk
Factors section of our most recent Annual Report on Form 10-K and our other subsequent filings with the U.S.
Securities and Exchange Commission. Except as required by applicable law, we assume no obligation to update

publicly any forward-looking statements, whether as a result of new information, future events or otherwise.
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https://www.globenewswire.com/Tracker?data=gH-evNf_WliLqjhbw0yx67tJGcrzpThJHkVOb4Dnfvy3CS0SmfvgVTYNBDBNafsBJutxNmyD_aDcHjZcl9BDg55sJwO8cGqxK2mTgCyuDmN4RSs8reP3IibwOaSlrolUvrJcjJfnsSNQoawZC9tu7OKjQBqGzn7z1KkeYl1Ubaft_f7m3CvfvlOUJzSsCrFR4XGXLgqzIxosxbR8sLffqIp0dMUJLGOh2QLfMJxsy3lMfRkwdH362aXd1EaboLcSNyPjs4DdO8JTBbwfovhRz2dUgADEaRsbxkgfTITQSp7tbptE7DIv5FYFgISP1cTw4Fai9fA98AMHYrljLHjwZ_5K6O1eU9uyKZBhx1mxpHP2vbWeT-mFPMqWg02c7R3bk3bgrxJqrFEWSOjZ6LVEjguL7ulfCpvQdvewN8QFLPgIVoNaXjY1V7z76HBv0gukdu-WC275kB6oUbyuz65uLstF8ukkuO7sGkfu-MHK1e_Mgj5poGHu5IcQz638oQ0jB_nD25PFTNsA72hRw2gAB6NPAho7ZXUxKfbn3UEfKw_AS8g_vZEwENFOKfT2JUUerv83Y8Fd4hpUVYNlDyr0dxGKEuOd6bpi8Poqe4joTuEIKsaGBtYYgXuZEbIQ9sSj28c7LcdJtaXSMvZlOFBt08vk4drYb588mcByNUQzcy15HdoDPbcA8PzrmMB71e8ixDj34wYZ4WbPmqBZZPwZaNI7G8E3cjq_7eOhBFEY-hOH0GPbB1F9kF-GIdRdgUp0F6isPqQt2huTyou6uOskeNdMbuHJr0-GPzUNlQn1UO7IT5E_tbjgTsW4qIAqwyrxwbYGFJs-KUggx_KNKRKA4u28jAy0s-b0mfEyOqra0kAlXkMZfTcF5MdV-ZIYrnhRK-hYWagX3ncawQHkO0HoL4ZzwqDN_YBWzNM-N_-8YqmGh8SooJ9Pz1wl1Pr-5VnhoaXh9W0uFQUuegMOFmfm3L2NogoxAP8qU-sHSwdT2DQNTQTuB85M9YnvHntlQ1XDnJlwKc6UbVdZNQxXWAb4Fvk2dUcLzxdDYdW0ONKn8Lt9X6kMvECDHsJ2hyYXFfLvW3SUhsYZCaLaazsq68-q6UPcNZ2RlyG84tUZN6oS6PM7iMOU9E7n7ElJfnaOyJGUH3DKvKwRTsTkSeMBXQWhjqX8hUH8pLEp5UKuu9EBdQe2jjbtHnRcXXRG_-0SfPrOx3kn3pDvltg4vySHYgndqwZfVS0zMKR0Yma3T8iExo8XD5yV1QUe1woES9GVGbe_N0GN2hM5peR0M0St_LGoGqoWvy3CiY5Rgja4XjZJTqsX54TJBaDbjPNk-T81z-dCqCyyXFprlXKIyARC7K5M2vnRJsp8IDnQ-hUWUXuIWS95Y2cqdsLN7RTVdgq2U67fGLAO6R2DrALZFICFJq6U-_72J4C8EdiwgsfMxGOhfZHEsSPYl88gIZWeoAzYQ7-iWJHbVRdG3rSkaEanbPXMOJbdEyfUb0mL-fdBd48VezQ=
https://www.globenewswire.com/Tracker?data=nUL9waEF2E7XKf47Vi5x2C1-ASW17qLHukdfsriwOLKjKZPddkp_jXGj_7hcbGfiyDGKGEn9YMywtAe8ZdMJNg==
https://www.globenewswire.com/Tracker?data=0eSwyIVdl4wfwcqXYUBJXIzmypVY4n6mGIUd8i5uGLO6ALwznp04PRDvg8vIka3Y_O_6oGwrot5rSASeTFYIYR9dSe5JnGJuHU_cRccpuRT7pOrhg1cdRk0oU2AzHoOvHSU65ZELHsPz2aaEpP_TDdWe2Q4D-Nz1LGmiri0-W-E2UOuz468uN6Lb9gDrt_9JG5NjC6gr1RZ-PflU5oQAB767jI1XVOj1tfyG57H6UF1N4Kl5d4bJQoKdpw4VTmV_wukS5rVwk_K3_kAsgGKb7nDsr1i8T2iVnuhtSux2HI_kIij1ELy_2HRwBJgEeNmqKLBf8g6Wyljs2h1oESA1dplCOCVXtvKXo1OBi2qF1-Dp2uGcFq64p15xipinWslc-QuPs3jPv9_jHQTTTOPaVVeN7O0Z_DsV0oHHA36_tjxsx3mHWFO55gdOvfmiIvBgNAFGrRzu2GbCC3BYgfrmwwsUaw31mqff8Xsjc3su8UGX6WC5QS4gfbYrhGTG1uZauzF-YFnf69t64y_QGQCPlVdMGR1UKZBeV4Fex5KK6Lurg4H2dYUSTq3Cfxxb-9ICT02IczVs2V21TRmUwD9Xim4N4WrdmwsKQBrPMAOgqefZLxj5K6FIT90N0l92QK7EMzTywNW8BdOONLN868EtR-gdEaCWOY3M1BO9SQQusfn_wKfHko4VMFxPzDmcxdGZbepSJsr_6DL3FzVqMAukuxyzERgjaAJDq97XZxlXy7Len8KLWTZWXfqP7KpU49RvMZTSS1qZDtqgRFEwCPLwzTDh2xMxLI2E_9tgk8oVc50jVxmmgnqjlCjg4bMil8luUnuWnXH2E7k5BCcx4S3f2I5f5yieFZrNaAOt7fJxDmY6STmTP_P_gU7pVGsud_O3ODkS7kT1fxBpizoNaz6nMm9fIaXCZ4UGQvSQGpSZgPvG2XSP0qDzlLO18YW_LQ8GQMdObdQyWu70ssGB1wGEz6P55j_kir0ia6tNqHNei_SKYex6hqRSbrpontrYkEwwNeM6fGddHcha-FwRX3QqyXullrkV7Vs1-UaAl4PUygdtSI88KFEDxaFkmy4x0YEG5fRjf3420_SfWBacuaDLpIeeT4B2YYrwcLVmF-QuxBmzeWkV7msQyo5UY7swpWDU4VFRldu238wW45ZE7uD-pCp6V8kwvDEfjcdNv8g8uQEuPmTaPFv-O6n4-Kz2pJ48RUk6UFgDkrP0qZI1gGkslkiQp5Mx_2enDlOxSUO5l0LBDpuPQhphH7XNgaTngXpYk7UMqiwu5aytpEahGoVlXd6vJrZZ4pEIwP2THq0d_XwcefutdW8hOw33o78e2WUMZ2dCxoauRuM9_FrptIII1OgER9e9OL6jygpVXrJZ7bbtKMvVUjIhL6cwke-d80f1UvT_VhRdEtRpVjDBLe-W_eBaQyqBCA76BM9FfgYFCgt_-P_U5rV7rMdIHY75Api01nvK511PKuv6zmmuX-6_nw==
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https://www.globenewswire.com/Tracker?data=u59MHHzeORYC8DT_r11IyiLmhgf_jlMrCoJ5Y5C9Sd2VMCGxI3SMvljpo_RYvkn9muIFLpjdSQX_zyoN4WGvud_h3pxoFWV4R6MJZ9RKm0C4xCQiZN4ZxIRWVLDNShCM71U4LyIdAmXXD4ib-rAw9gcmbV3tTnrBk1FhP6_WS5joSCiNztpul8Xmx8rKfPqKl4KDxMun4GMgBTIHzq9tNvYJJFQBxvywCpUN7UGBi5tUc-Tv0QyFhjACR294juaqGpqgt0zJSxDTbQ-aRps096JUx0uI8-Gb9Z1HOdQOap3D5UZdVcibOnJEJ5nBRwCbiTvDsVUH3EE0uVEWH16B4jkesdgP7D9J97G29FIVrdyK05Xaxx3XcxGkLelYPDXJmNyP3dQvJYIivGT1paCQXJgsw8CmOld8F9zy_wbvMudpGSbo5nPs1I1bqogpOPOKSVrhWQhJpTqKw9PPz_4MAA06jUuovRGb0PgZCNCwnA5pAmHJHx1_t0GJAJRfdwwSnGf0RGnhm2eNIu7b6ujtj_Cq2PEVnvP47Cb_zNtSLqQwW_em4r-yFNnkilHXoUuBDTRrfqSVz8pKz9DD8h9RE3aknwoKeG_awYNYc0CLXHWWbvY4DIvWFfP7i0u9EZtg2dAY4hd9caDrsCaW5Vd90GdF43Bxlsc4F5hDGHZPn6C1K5vKzGFHAaK02zTPceZ0G4JOkyh7YC5reJnbSXib3VWlSm9ZeTJRI85BpJpJHVqZIAyAXFnvG0RBeq_MKVgUObzArujxw_wLsBL1SGR1mk4A_9e5SRd9VVd5jC3Jx5ya-MQSfH42o8WIl1AY60BeWAwSPkePAQj8mwk0hS8YfW3kJcgLkYAPzVsZkodlZJElLB3JEdQDZ99eteDcoRc3rdSFBIr4hmgRrJwqxBbev8LaMiV_7E1GthUpUG7JLFI6q4pLmb2dForhrePfJYrPB5P5LmbY5mbHn-0zWwZNaQKcq3J-XqvCDUDjRNGEaFOIEkfLoxGBPOkTISfVcOEy5G6zC0RZnprsZ3iRvNjcAcSKK_aNqrlbxrPMVU4huwGuLhWtUouNQF-dP398K1-VJ1UiYBtUW5qPh7MswuDD7guNlfKdUphRT-U9PqIhbiRrCjx2GeYdygJ9Ht5PrqujgjYP5phIeT2ee20Bpcee1Kasrypjp4vQTycFKw546yt2cRdUcBNq2wVAhb65A5q4gQyuNCVpfL-8nkKPlB67WPcnZ8FnWuGGSXroEk1ow-kYqUfTOcyQt_luWQ_Dx3N55v1Rl63tLrE8gN-2-0-1uJrMg11eMwzVequra2Z9rHAcUGOXzSISxz1EXhyahVEyQ3esgMrztGRxNk3Iz2W-HhLYmrtcNTsLTTpD-kwUmzOSldhIFYnRXVlhdVhSSD1-641_vAlGX8R6tulRnvd1tG95Rthec-_0RpydGyDwTV5J7QFNPraZ-8tAPyplqtzHO7i3g4ksHgaMw0J2d9TP07iJRmb5h3Io_m0CSRieOv8=

BridgeBio Media Contact:

Bubba Murarka, Executive Vice President
contact@bridgebio.com

(650)-789-8220

BridgeBio Investor Contact:
Chinmay Shukla, Senior Vice President, Strategic Finance

ir@bridgebio.com

Source: BridgeBio Pharma, Inc.
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https://www.globenewswire.com/Tracker?data=X4Kqk3sxDxx4_raTWt9_st2fJy7MU6MVNKTc30Ly4oPx2nikzc3Byg4rCYlcg34a9-Uz6BSowv5ugOTEmqYkP-caBOkyyIZmfASD3GBz9wo=

