SCHEDULE OF PHARMACEUTICAL BENEFITS EFFECTIVE 1 DECEMBER 2019

ERRATA
(1) This Erratum removes the newly listed GLYCOMACROPEPTIDE AND ESSENTIAL AMINO ACID FORMULA WITH VITAMINS, MINERALS,

AND LOW IN TYROSINE AND PHENYLALANINE (item 11832R - TYR Sphere20) from the 1 December 2019 Schedule of
Pharmaceutical Benefits.

(2) This Erratum corrects the entry for LUMACAFTOR + IVACAFTOR in the 1 December 2019 Schedule of Pharmaceutical Benefits —
Section 100 as detailed below to include “if aged from 6 years or older”.

=* L UMACAFTOR + IVACAFTOR

Note Managed Access Program:
This medicine has been listed on the PBS via a Managed Access Program (MAP). The Pharmaceutical Benefits Advisory Committee (PBAC) made its
recommendation on the basis of 24 weeks of data in children aged 6 - 11 years and 96 weeks of data in patients aged 12 years and over. Information about
the long term benefits of this medicine will be collected and analysed under this MAP.
For more information on Managed Access Programs, please visit http://www.pbs.gov.au/info/industry/listing/elements/pbac-meetings/pbac-outcomes/2015-
03/march-2015-other-matters-managed-access-programme-framewk.

Note No increase in the maximum quantity or number of units may be authorised.

Note No increase in the maximum number of repeats may be authorised.

Note Any queries concerning the arrangements to prescribe may be directed to the Department of Human Services on 1800 700 270 (hours of operation 8 a.m. to 5
p.m. EST Monday to Friday).
Prescribing information (including Authority Application forms and other relevant documentation as applicable) is available on the Department of Human
Services website at www.humanservices.gov.au
Applications for authority to prescribe should be forwarded to:
Department of Human Services
Complex Drugs
Reply Paid 9826
HOBART TAS 7001

Authority required

Cystic fibrosis

Treatment Phase: Initial treatment

Treatment criteria:

e Must be treated by a specialist respiratory physician with expertise in cystic fibrosis or in consultation with a specialist respiratory physician with expertise in
cystic fibrosis if attendance is not possible due to geographic isolation, AND

e Must be treated in a centre with expertise in cystic fibrosis or in consultation with a centre with expertise in cystic fibrosis if attendance is not possible due to
geographic isolation.

Clinical criteria:

e Patient must be homozygous for the F508del mutation in the cystic fibrosis transmembrane conductance regulator (CFTR) gene, AND

e The treatment must be given concomitantly with standard therapy for this condition, AND

e The treatment must be the sole PBS-subsidised cystic fibrosis transmembrane conductance regulator (CFTR) modulator therapy for this condition.
Population criteria:

e Patient must be 2 years of age or older.




The patient must be registered in the Australian Cystic Fibrosis Database Registry.
Treatment must not be given to a patient who has an acute upper or lower respiratory infection, pulmonary exacerbation, or changes in therapy (including
antibiotics) for pulmonary disease in the last 4 weeks prior to commencing this drug.

For the purposes of this restriction, PBS subsidised 'CFTR modulator' means ivacaftor, lumacaftor/ivacaftor and tezacaftor/ivacaftor.

Lumacaftor with ivacaftor is not PBS-subsidised for this condition in a patient who is currently receiving one of the following CYP3A4 inducers:
Strong CYP3A4 inducers: avasimibe, carbamazepine, phenobarbital, phenytoin, rifabutin, rifampicin, St. John's wort.

Moderate CYP3A4 inducers: bosentan, efavirenz, etravirine, modafinil, nafcillin.

Weak CYP3A4 inducers: armodafinil, echinacea, pioglitazone, rufinamide.

The authority application must be in writing and must include:

(1) a completed authority prescription form; and

(2) a completed Cystic Fibrosis lumacaftor with ivacaftor Authority Application Supporting Information Form; and

(3) a copy of the pathology report detailing the molecular testing for the patient being homozygous for the F508del mutation on the CFTR gene; and

(4) the result of a FEV; measurement performed within a month prior to the date of application, if aged from 6 years or older. Note: FEV1, must be measured in
an accredited pulmonary function laboratory, with documented no acute infective exacerbation at the time FEV is measured; and

(5) current CYP3A4 inhibitors, CYP3A4 inducers and IV antibiotics; and
(6) height and weight measurements at the time of application; and
(7) a baseline measurement of the number of days of CF-related hospitalisation (including hospital-in-the home) in the previous 12 months.

For patients who have initiated non-PBS subsidised treatment prior to 1 December 2019, date of initiating treatment, baseline FEV; and hospitalisation dates

prior to initiating treatment (where available) should be provided.

Authority required

Cystic fibrosis

Treatment Phase: Continuing treatment

Treatment criteria:

e Must be treated by a specialist respiratory physician with expertise in cystic fibrosis or in consultation with a specialist respiratory physician with expertise in
cystic fibrosis if attendance is not possible due to geographic isolation, AND

e Must be treated in a centre with expertise in cystic fibrosis or in consultation with a centre with expertise in cystic fibrosis if attendance is not possible due to
geographic isolation.

Clinical criteria:

e Patient must have previously received PBS-subsidised treatment with this drug for this condition, AND

e The treatment must be the sole PBS-subsidised cystic fibrosis transmembrane conductance regulator (CFTR) modulator therapy for this condition, AND

e The treatment must be given concomitantly with standard therapy for this condition.

Population criteria:

o Patient must be 2 years of age or older.

Treatment must not be given to a patient who has an acute upper or lower respiratory infection, pulmonary exacerbation, or changes in therapy (including

antibiotics) for pulmonary disease in the last 4 weeks prior to commencing this drug.

Patients who have an acute infective exacerbation at the time of assessment for continuing therapy may receive an additional one month's supply in order to

enable the assessment to be repeated following resolution of the exacerbation.

For the purposes of this restriction, PBS subsidised 'CFTR modulator' means ivacaftor, lumacaftor/ivacaftor and tezacaftor/ivacaftor.

Lumacaftor with ivacaftor is not PBS-subsidised for this condition in a patient who is currently receiving one of the following CYP3A4 inducers:

Strong CYP3A4 inducers: avasimibe, carbamazepine, phenobarbital, phenytoin, rifabutin, rifampicin, St. John's wort.

Moderate CYP3A4 inducers: bosentan, efavirenz, etravirine, modafinil, nafcillin.

Weak CYP3A4 inducers: armodafinil, echinacea, pioglitazone, rufinamide.

The authority application must be in writing and must include:




(1) a completed authority prescription form; and

(2) a completed Cystic Fibrosis lumacaftor with ivacaftor Continuing Authority Application Supporting Information Form; and

(3) the result of a FEV: measurement performed within one month prior to the date of application, if aged 6 years or older. Note: FEV1, must be measured in an
accredited pulmonary function laboratory, with documented no acute infective exacerbation at the time FEV; is measured; and

(4) current CYP3A4 inhibitors, CYP3A4 inducers and IV antibiotics; and

(5) height and weight measurements at the time of application; and

(6) the number of days of CF-related hospitalisation (including hospital-in-the home) in the previous 6 months.

lumacaftor 100 mg + ivacaftor 125 mg granules, 56 sachets

11866M Max.Qty Packs No. of Rpts Premium $ DPMQ $ Brand Name and Manufacturer
i1 5 . 18750.00 Orkambi [VR]
lumacaftor 150 mg + ivacaftor 188 mg granules, 56 sachets
11851R Max.Qty Packs No. of Rpts Premium $ DPMQ $ Brand Name and Manufacturer
1 5 . 18750.00 Orkambi [VR]

» LUMACAFTOR + IVACAFTOR

Note Managed Access Program:
This medicine has been listed on the PBS via a Managed Access Program (MAP). The Pharmaceutical Benefits Advisory Committee (PBAC) made its
recommendation on the basis of 24 weeks of data in children aged 6 - 11 years and 96 weeks of data in patients aged 12 years and over. Information about
the long term benefits of this medicine will be collected and analysed under this MAP.
For more information on Managed Access Programs, please visit http://www.pbs.gov.au/info/industry/listing/elements/pbac-meetings/pbac-outcomes/2015-
03/march-2015-other-matters-managed-access-programme-framewk.

Note No increase in the maximum quantity or number of units may be authorised.

Note No increase in the maximum number of repeats may be authorised.

Note Any queries concerning the arrangements to prescribe may be directed to the Department of Human Services on 1800 700 270 (hours of operation 8 a.m. to 5
p.m. EST Monday to Friday).
Prescribing information (including Authority Application forms and other relevant documentation as applicable) is available on the Department of Human
Services website at www.humanservices.gov.au
Applications for authority to prescribe should be forwarded to:
Department of Human Services
Complex Drugs
Reply Paid 9826
HOBART TAS 7001

Authority required

Cystic fibrosis

Treatment Phase: Initial treatment

Treatment criteria:

e Must be treated by a specialist respiratory physician with expertise in cystic fibrosis or in consultation with a specialist respiratory physician with expertise in
cystic fibrosis if attendance is not possible due to geographic isolation, AND

e Must be treated in a centre with expertise in cystic fibrosis or in consultation with a centre with expertise in cystic fibrosis if attendance is not possible due to
geographic isolation.

Clinical criteria:

o Patient must be homozygous for the F508del mutation in the cystic fibrosis transmembrane conductance regulator (CFTR) gene, AND

e The treatment must be given concomitantly with standard therapy for this condition, AND




e The treatment must be the sole PBS-subsidised cystic fibrosis transmembrane conductance regulator (CFTR) modulator therapy for this condition.

Population criteria:

e Patient must be 2 years of age or older.

The patient must be registered in the Australian Cystic Fibrosis Database Registry.

Treatment must not be given to a patient who has an acute upper or lower respiratory infection, pulmonary exacerbation, or changes in therapy (including

antibiotics) for pulmonary disease in the last 4 weeks prior to commencing this drug.

For the purposes of this restriction, PBS subsidised 'CFTR modulator' means ivacaftor, lumacaftor/ivacaftor and tezacaftor/ivacaftor.

Lumacaftor with ivacaftor is not PBS-subsidised for this condition in a patient who is currently receiving one of the following CYP3A4 inducers:

Strong CYP3A4 inducers: avasimibe, carbamazepine, phenobarbital, phenytoin, rifabutin, rifampicin, St. John's wort.

Moderate CYP3A4 inducers: bosentan, efavirenz, etravirine, modafinil, nafcillin.

Weak CYP3A4 inducers: armodafinil, echinacea, pioglitazone, rufinamide.

The authority application must be in writing and must include:

(1) a completed authority prescription form; and

(2) a completed Cystic Fibrosis lumacaftor with ivacaftor Authority Application Supporting Information Form; and

(3) a copy of the pathology report detailing the molecular testing for the patient being homozygous for the F508del mutation on the CFTR gene; and

(4) the result of a FEV; measurement performed within a month prior to the date of application, if aged from 6 years or older. Note: FEV;, must be measured in

an accredited pulmonary function laboratory, with documented no acute infective exacerbation at the time FEV is measured; and

(5) current CYP3A4 inhibitors, CYP3A4 inducers and IV antibiotics; and

(6) height and weight measurements at the time of application; and

(7) a baseline measurement of the number of days of CF-related hospitalisation (including hospital-in-the home) in the previous 12 months.

For patients who have initiated non-PBS subsidised treatment prior to 1 December 2019, date of initiating treatment, baseline FEV; and hospitalisation dates

prior to initiating treatment (where available) should be provided.

Authority required

Cystic fibrosis

Treatment Phase: Continuing treatment

Treatment criteria:

e Must be treated by a specialist respiratory physician with expertise in cystic fibrosis or in consultation with a specialist respiratory physician with expertise in
cystic fibrosis if attendance is not possible due to geographic isolation, AND

e Must be treated in a centre with expertise in cystic fibrosis or in consultation with a centre with expertise in cystic fibrosis if attendance is not possible due to
geographic isolation.

Clinical criteria:

e Patient must have previously received PBS-subsidised treatment with this drug for this condition, AND

e The treatment must be the sole PBS-subsidised cystic fibrosis transmembrane conductance regulator (CFTR) modulator therapy for this condition, AND

e The treatment must be given concomitantly with standard therapy for this condition.

Population criteria:

o Patient must be 2 years of age or older.

Treatment must not be given to a patient who has an acute upper or lower respiratory infection, pulmonary exacerbation, or changes in therapy (including
antibiotics) for pulmonary disease in the last 4 weeks prior to commencing this drug.

Patients who have an acute infective exacerbation at the time of assessment for continuing therapy may receive an additional one month's supply in order to
enable the assessment to be repeated following resolution of the exacerbation.

For the purposes of this restriction, PBS subsidised 'CFTR modulator' means ivacaftor, lumacaftor/ivacaftor and tezacaftor/ivacaftor.
Lumacaftor with ivacaftor is not PBS-subsidised for this condition in a patient who is currently receiving one of the following CYP3A4 inducers:
Strong CYP3A4 inducers: avasimibe, carbamazepine, phenobarbital, phenytoin, rifabutin, rifampicin, St. John's wort.

Moderate CYP3A4 inducers: bosentan, efavirenz, etravirine, modafinil, nafcillin.




Weak CYP3A4 inducers: armodafinil, echinacea, pioglitazone, rufinamide.
The authority application must be in writing and must include:
(1) a completed authority prescription form; and
(2) a completed Cystic Fibrosis lumacaftor with ivacaftor Continuing Authority Application Supporting Information Form; and
(3) the result of a FEV: measurement performed within one month prior to the date of application, if aged 6 years or older. Note: FEV1, must be measured in an
accredited pulmonary function laboratory, with documented no acute infective exacerbation at the time FEV; is measured; and
(4) current CYP3A4 inhibitors, CYP3A4 inducers and IV antibiotics; and
(5) height and weight measurements at the time of application; and
(6) the number of days of CF-related hospitalisation (including hospital-in-the home) in the previous 6 months.

lumacaftor 100 mg + ivacaftor 125 mg granules, 56 sachets

11841F Max.Qty Packs No. of Rpts Premium $ DPMQ $ Brand Name and Manufacturer

11 5 . 18797.39 Orkambi [VR]

lumacaftor 150 mg + ivacaftor 188 mg granules, 56 sachets
11848N Max.Qty Packs No. of Rpts Premium $ DPMQ $ Brand Name and Manufacturer
1 5 . 18797.39 Orkambi [VR]




