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Business Questions

X Disease overview and its management J

1 What is the current and futuristic market size?

o Competitors’ impact on current therapies J




Dermatomyositis: An Overview

Rare autoimmune disease-causing skin rashes and muscle weakness

* Dermatomyositis is a complex and rare autoimmune disease.

* Characterized by muscle weakness and distinctive skin rashes.

* Symptoms may include proximal muscle weakness and pain, itchy and painful

skin manifestations ["!
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Types of dermatomyositis
(DM)

Adermatopathic
dermatomyositis:

DM without skin rash.

Myopathic

dermatomyositis:

Skin rash together
with muscle
weakness.

Amyopathic
dermatomyositis:

DM without muscle
weakness [2

1.Disease overview

2.Types of DM
3.Prevalence of dermatomyositis

4.Treatment
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{ Stages of dermatomyositis

Early stage: Skin rash appears. Fatigue, mild symptoms.

Muscle Involvement stage: Muscle weakness starts. High muscle enzyme
levels in blood.

Progressive stage: Symptoms worsen. Possible lung issues, joint pain,
swallowing problems.

Chronic/late stage: Long-term muscle damage or weakness. Higher risk of

cancer in adults.


https://pmc.ncbi.nlm.nih.gov/articles/PMC11409827/
https://managedermatomyositis.com/types-of-dermatomyositis/
https://pmc.ncbi.nlm.nih.gov/articles/PMC11409827/
https://managedermatomyositis.com/types-of-dermatomyositis/
https://www.sciencedirect.com/science/article/abs/pii/S0960896615001510#:~:text=Dermatomyositis%20is%20a%20rare%20inflammatory%20myopathy%20that,9.6%20per%201%20million%20persons%2Dyears%20[1]%2C%20[2]%2C
https://storage.googleapis.com/priovanttx-com-public/priovant_overview_2025-02-07_2fb497b2-e5fd-47e2-b6b6-7949181f1583.pdf#view=FitV

Diagnostic Tests

No gold standards of diagnosis till date making diagnosis difficult

Skin assessment
May include lesion photos and a biopsy

under local anesthesia.
Eye examination

For vision loss or other eye symptoms.

Magnetic resonance imaging

Scans that use magnetic fields to
visualize tissues of leg muscles Nutrition assessment
For muscle mass, includes tape
measurements and a painless test using

Pulmonary function tests wires and sticky paste on the limbs. [

Possibly a chest X-ray are used to

assess lung function.

1 Diagnostic tests



https://clinicaltrials.gov/study/NCT00017914?locStr=USA&country=United%20States&cond=Dermatomyositis&term=Adult%20dermatomyositis,%20polymyositis,%20idiopathic%20inflammatory%20myopathy,%20juvenile%20dermatomyositis&rank=2
https://clinicaltrials.gov/study/NCT00017914?locStr=USA&country=United%20States&cond=Dermatomyositis&term=Adult%20dermatomyositis,%20polymyositis,%20idiopathic%20inflammatory%20myopathy,%20juvenile%20dermatomyositis&rank=2
https://clinicaltrials.gov/study/NCT00017914?locStr=USA&country=United%20States&cond=Dermatomyositis&term=Adult%20dermatomyositis,%20polymyositis,%20idiopathic%20inflammatory%20myopathy,%20juvenile%20dermatomyositis&rank=2
https://pmc.ncbi.nlm.nih.gov/articles/PMC11409827/
https://clinicaltrials.gov/study/NCT00017914?locStr=USA&country=United%20States&cond=Dermatomyositis&term=Adult%20dermatomyositis,%20polymyositis,%20idiopathic%20inflammatory%20myopathy,%20juvenile%20dermatomyositis&rank=2

Treatment Algorithm

G.C and immunosuppressants are most widely used treatment options along with only single FDA Approved drug for this indication

Escalate treatment:
* IVIG, azathioprine + methotrexate.

* Refractory ILD: Mycophenolate
mofetil, tacrolimus.

* Progressive ILD:
Cyclophosphamide.

* High-dose glucocorticoids for * Physical therapy for strength and
muscle disease. flexibility.

* Immunosuppressants for severe * Anti-aspiration measures,

or systemic cases. speech therapy.
Second
* Steroids after 6-12 weeks once Line of * Calcinosis: Diltiazem, surgical
muscle strength improves and Therapy removal if severe. ]

enzymes drop.

First Line Supportiv
e Care

1. Treatment Algorithm



https://www.ncbi.nlm.nih.gov/books/NBK558917/
https://www.ncbi.nlm.nih.gov/books/NBK558917/

Current Therapies

Octagam used in the second line of therapy along with other miscellaneous therapies

Based on the Line of Therapy

i
| !

First Line of Therapy Second Line of Therapy

. l
| . | !

Corticosteroids Immunosuppressant Antimalarial agents Others

Prednisolone Methotrexate, Cyclosporine, Hydroxychloroquine
mycophenolate mofetil,
azathioprine,etc.

® L ®
Biologic IVIG Calcineurin Inhibitors
Rituximab,abatacept,etc. OCTAGAM 10% Tacrolimus, Cyclosporine, etc.

Sun Protectant, Moisturizers, etc. [!

1. Current therapies



https://www.delveinsight.com/blog/dermatomyositis-treatment-outlook#Understanding_the_disease
https://www.delveinsight.com/blog/dermatomyositis-treatment-outlook#Understanding_the_disease

Current and Futuristic Market

Lesser percentage of diagnosed patients indicating proper standards for diagnosis.

FY 2023 FY 2030

Population of US 335M [1] ~345M 1]

Incidence Rate 0.00152% | ~5k (2] 0.0023% | ~8k

Prevalence Rate |

. 0.02% | ~72k 8 0.034% | ~119k
Patients
Diagnosis Rate | Patients 54% | ~39k 4] 60% | ~71k
91% | ~35k 5 100% | ~71k

Treatment Rate | Patients

1.
2.
3.
4.
5.

Population of US
Incidence Rate

Prevalence rate

Diagnostic Rate
Treatment Rate


https://www.census.gov/data-tools/demo/idb/#/pop?COUNTRY_YEAR=2022&COUNTRY_YR_ANIM=2022&FIPS_SINGLE=FR&FIPS=FR&popPages=BYAGE&POP_YEARS=2022&menu=popViz&ageGroup=BR
https://www.healio.com/clinical-guidance/dermatomyositis/epidemiology-of-dm
https://www.sciencedirect.com/science/article/abs/pii/S0960896615001510#:~:text=Dermatomyositis%20is%20a%20rare%20inflammatory%20myopathy%20that,9.6%20per%201%20million%20persons%2Dyears%20[1]%2C%20[2]%2C
https://www.delveinsight.com/report-store/dermatomyositis-epidemiology-forecast
https://www.census.gov/data-tools/demo/idb/#/pop?COUNTRY_YEAR=2022&COUNTRY_YR_ANIM=2022&FIPS_SINGLE=FR&FIPS=FR&popPages=BYAGE&POP_YEARS=2022&menu=popViz&ageGroup=BR
https://storage.googleapis.com/priovanttx-com-public/priovant_overview_2025-02-07_2fb497b2-e5fd-47e2-b6b6-7949181f1583.pdf#view=FitV
https://www.census.gov/data-tools/demo/idb/#/pop?COUNTRY_YEAR=2022&COUNTRY_YR_ANIM=2022&FIPS_SINGLE=FR&FIPS=FR&popPages=BYAGE&POP_YEARS=2022&menu=popViz&ageGroup=BR
https://www.census.gov/data-tools/demo/idb/#/pop?COUNTRY_YEAR=2022&COUNTRY_YR_ANIM=2022&FIPS_SINGLE=FR&FIPS=FR&popPages=BYAGE&POP_YEARS=2022&menu=popViz&ageGroup=BR
https://www.healio.com/clinical-guidance/dermatomyositis/epidemiology-of-dm
https://www.healio.com/clinical-guidance/dermatomyositis/epidemiology-of-dm
https://www.sciencedirect.com/science/article/abs/pii/S0960896615001510#:~:text=Dermatomyositis%20is%20a%20rare%20inflammatory%20myopathy%20that,9.6%20per%201%20million%20persons%2Dyears%20[1]%2C%20[2]%2C
https://www.sciencedirect.com/science/article/abs/pii/S0960896615001510#:~:text=Dermatomyositis%20is%20a%20rare%20inflammatory%20myopathy%20that,9.6%20per%201%20million%20persons%2Dyears%20[1]%2C%20[2]%2C
https://www.delveinsight.com/report-store/dermatomyositis-epidemiology-forecast
https://www.delveinsight.com/report-store/dermatomyositis-epidemiology-forecast
https://storage.googleapis.com/priovanttx-com-public/priovant_overview_2025-02-07_2fb497b2-e5fd-47e2-b6b6-7949181f1583.pdf#view=FitV
https://storage.googleapis.com/priovanttx-com-public/priovant_overview_2025-02-07_2fb497b2-e5fd-47e2-b6b6-7949181f1583.pdf#view=FitV

Key Players in the Market

Octagam 10 is the sole player in the market for this indication along with other off-label drugs

Company Mechanism of Route of Annual Cost of

Action Administration Therapy

Octagam 10% Pfizer Amyloid beta-protein Intravenous 5 mg twice daily. $386,750 [121113]
inhibitors;
Immunostimulants

FDA
Approved
Drug

Prednisolone Various Manufacturers  Glucocorticoid receptor Oral 0.5-1 mg/kg/day $128 [Eli6l
agonists
2.5-30 mg weekl - [7118]
4y Methotrexate Various Manufacturers  'etrahydrofolate Oral - Y $75:5957
=) dehydrogenase inhibitors
S
o Antibody-dependent cell
- o . 376 mg/m? Once
g Rituximab (Rituxan) Genentech cytotoxicity; T Intravenous eCKIY foralnasks $19,452
3 lymphocyte stimulants
' Antimetabolites;
b . . : 6.5 mg/kg/day for [91[10]
6 Hydroxychloroquine  Sanofi Phospholipase A2 Oral 8 Weeflis BREy il
inhibitors
. ) o 2 doses, each of 2.618 [111112]
Cyclosporine Novartis Calcineurin inhibitors; Oral 1000 mg,2 weeks apart 2
Immunomodulators

1. Sources in description


https://www.drugs.com/price-guide/octagam
https://octagam-10.pfizerpro.com/dosing-infusion-rates/dm-dosing-and-administration
https://pmc.ncbi.nlm.nih.gov/articles/PMC11280229/
https://pmc.ncbi.nlm.nih.gov/articles/PMC6582284/
https://pubmed.ncbi.nlm.nih.gov/8996263/
https://www.drugs.com/price-guide/methotrexate#:~:text=The%20cost%20for%20methotrexate%202.5,accepted%20at%20most%20U.S.%20pharmacies.
https://www.actasdermo.org/en-rituximab-in-dermatology-articulo-S1578219013000929
https://pmc.ncbi.nlm.nih.gov/articles/PMC7231514/#:~:text=RESULTS-,Base%20case,respectively;%20Supplementary%20Table%204).
https://www.drugs.com/compare/hydroxychloroquine-vs-Imuran
https://pmc.ncbi.nlm.nih.gov/articles/PMC5715209/
https://pubmed.ncbi.nlm.nih.gov/11128676/
https://www.drugs.com/price-guide/cyclosporine#:~:text=The%20cost%20for%20cyclosporine%20modified,not%20valid%20with%20insurance%20plans.

Pipeline Analysis

Major players in phase two and three pf the trial process showing the potential treatment option

Phase 1 Phase 2

RAY-121 ] GLPG3667 O Brepocitinib

(Chugai P’Ceutical) (Galapagos NV) (Priovant Therapeutics)
Empasiprubart IV A Anifrolumab |:|
(ArgenX) (AstraZeneca)
Enpatoran O Dazukibart A
(EMD Serono R&D) (Pfizer)
CABA-201 A Efgartigimod |:|
(Cabaletta Bio) (ArgenX)

Complement system protein inhibitors . Immunologic cytotoxicity; T lymphocyte replacements O Oral
TYK2 kinase inhibitors Interferon alpha beta receptor antagonists
o [] Subcutaneous
. Complement C2 inhibitors Interferon beta inhibitors
. Toll-like receptor 7 & 8 antagonists Neonatal Fc receptor antagonists A Intravenous

1. Pipeline drugs
2. Mechanism of action
3. FDA approval of octagam
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https://clinicaltrials.gov/
https://clinicaltrials.gov/
https://adisinsight.springer.com/
https://adisinsight.springer.com/
https://www.fda.gov/media/70911/download
https://www.fda.gov/media/70911/download
https://www.fda.gov/media/70911/download

Competitors’ impact on the current therapies

Patients may shift from current therapies to future therapies due to majority of factors

Preference for Convenient
Administration:

Targeted Mechanisms of Action

Pricing and Affordability:

Market Share

1. Price of octagam
2. Dose of Octagam

Vs

\

\.

.

N
Oral or subcutaneous options like RAY-121, GLPG3667, and Brepocitinib may reduce demand
for Octagam’s IV treatment.
Competitors offering safer alternatives, thus more precise treatments than Octagam’s broad
approach.
Octagam’s high cost may push patients toward more affordable oral or subcutaneous
alternatives. 112
New therapies may reduce Octagam’s market share by increasing treatment options for
dermatomyositis.
Supply issues, side effects, and infection risks may shift preference toward safer, targeted
alternatives.

J
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https://octagam-10.pfizerpro.com/dosing-infusion-rates/citp-dosing-and-administration
https://www.drugs.com/price-guide/octagam
https://www.drugs.com/price-guide/octagam
https://www.drugs.com/price-guide/octagam
https://www.drugs.com/price-guide/octagam
https://octagam-10.pfizerpro.com/dosing-infusion-rates/citp-dosing-and-administration
https://octagam-10.pfizerpro.com/dosing-infusion-rates/citp-dosing-and-administration
https://octagam-10.pfizerpro.com/dosing-infusion-rates/citp-dosing-and-administration

Unmet Needs

Lack of awareness, no standard diagnosis options and limited treatment are the major gaps in the market

Awareness along with better tools, and
Q specific tests, are needed for quicker, more

accurate detection.

Need for validated biomarkers to identify

,@L high-risk patients who would benefit most

from screening.

Existing treatments are broadly o

immunosuppressive and not disease- O O

S—-"

specific.

O

Multiple novel agents in development, but

A

more clinical validation is needed. [

1. Unmetneeds
12


https://pmc.ncbi.nlm.nih.gov/articles/PMC10924937/
Dermatomyositis:%20Practical%20Guidance%20and%20Unmet%20Needs%20–%20PMC
.%20Dermatomyositis:%20Practical%20Guidance%20and%20Unmet%20Needs%20–%20PMC
.%20Dermatomyositis:%20Practical%20Guidance%20and%20Unmet%20Needs%20–%20PMC

Conclusion

Being a rare disease indicating a robust R&D in all aspects implicating promising future growth in this market

(

%y | Dermatomyositis (DM) is a rare, progressive, and
: debilitating type of idiopathic inflammatory myopathy.
\

S —
(
I
| There is a pressing need for the development of validated
I : biomarkers, improved diagnostic tools.
\
e —
D
D

(
@ | More clinical validation of emerging therapies to enhance
: early detection and personalized care.
\
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