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Pestome

lpoBefeH aHanM3 NPUMEHeHUs MYKONMTUYECKUX NpenapaTtos
Mo LaHHbIM HaLMOHANbHbLIX PETUCTPOB MALMEHTOB C MYKOBUC-
unpo3om (MB) B cTpaHax Esponbl, CLUA, KaHagbl, ABcTpanuu
1 Poccun. MyKkonutuyeckas Tepanus sBISETCA 0CHOBHBIM KOM-
MOHEHTOM Tepanuu nauueHToB ¢ MB. MykonuTuyeckue npena-
paTbl NPUMEHANN Y NaLMeHTOB BCex Bo3pacToB. [lopHasy anbda
Ha3Hayanm bonbLLEeMY YMCNY NALMEHTOB NO AAHHBIM BCEX peru-
cTpoB. B Poccuun npenapat focTyneH Ans Bcex nauueHTos bna-
rofaps nporpamMe «14 BbICOKO3aTpaTHbIX HO30J10MM» U BbIMY-
ckaemoMy B Poccumn broananory gopHasel anbda. o AaHHbIM
perucTpos, AopHa3y anbda yalle, YeM B ApYrux CTpaHax, npu-
meHanu B Poccun — po 95,8% B 2019 r., npuuyeM 25,9% naumeH-
TOB NOJTy4anu BTOpYIO [,03Y UHTPaHa3anbHo (B 2023 r.). B CLLIA
AopHasy anbda HasHavanm fo 90% naumeHToB, B ABCTpanuu —

1o 60%, B KaHage — R0 52% B3pocnbiX NaLMEHTOB, B CTPaHax
EBponbl npenapat nonyyanu bonee 50% naumeHTos.

N3 BbICTPbIX MYKONMTUKOB Npeobniafany HasHaYeHUs MHrans-
LM rMnepToHMYECKOro pacteopa, Kotopbld B CLUA nonyyanm
10 77% nauueHtos, B Poccun — 1o 72,7%, B cTpaHax EBponbl —
0o 52,3%, B Asctpanuu — pno 45,4%, B KaHane — po 41,6%
B3pOC/bIX NaumeHToB ¢ MB. NHranaumm MaHHWUTONa NPUMEHSN
B €MHUYHBIX C/ly4asX — NpeUMYLLECTBEHHO B NOAPOCTKOBOM
Bo3pacte (go 15,7% noapocTkos ¢ MB Aectpanumn B 2020 1.).

B nocnepaHure roapl Bo Bcex CTPaHax 0TMeYeHa TeHAEHUMS K He-
3HaUYUTEIbHOMY CHUXEHMIO MOTPEDHOCTU B MYKOMUTUYECKUX
npenaparax, 4to, BepoATHO, CBA3aHO ¢ npuMeHeHneM CFTR-mo-
LYNATOpOB.
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Analysis of mucolytic therapy use in cystic fibrosis
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Abstract

An analysis of mucolytic drug use was conducted using data
from national cystic fibrosis (CF) patient registries in Europe,
the US, Canada, Australia, and Russia. Mucolytic therapy is
a key component of CF treatment. Mucolytic drugs are used
in patients of all ages. During the study period, dornase alfa
was prescribed to the largest number of patients across all reg-
istries. In Russia, this drug is available to all patients, largely
owing to the “14 High-Cost Nosologies” program and the pres-
ence of a dornase alfa biosimilar produced in Russia. Accord-
ing to registry data, dornase alfa was used more frequently
in Russia than in other countries — up to 95.8% in 2019, with
25.9% of patients receiving a second dose intranasally (in 2023).

In the US, dornase alfa was prescribed to up to 90% of patients,
in Australia — up to 60%, in Canada — up to 52% of adult patients,
and in the EU, more than 50% of patients received this drug.
Among rapid-acting mucolytics, hypertonic saline inhalation
was the most commonly prescribed, accounting for up to 77%
of patients in the US, up to 72.7% in Russia, up to 52.3% in the EU,
up to 45.4% in Australia, and up to 41.6% in Canada among adult
CF patients. Mannitol inhalation was used in individual cases,
primarily in adolescence (up to 15.7% of adolescents with CF
in Australia in 2020). In recent years, a slight decrease in the use
of mucolytic medications has been observed across all coun-
tries under study.
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IIpu mykoBucungose (MB) n3MeHeHne paboThl KaHana
CFTR npuBoAnT K HapylleHUAM TPAHCIOPTa 3/1eKTPo-
JUTOB, YTO MOXXeT BBI3BaTb 00€3BOXKMBaHME CeKpeTa
Ha IIOBEPXHOCTY AbIXaTEJIbHBIX NYTeNl M IPEenATCTBO-
BaTb HOPMa/JbHOMY MYKOLVINAPHOMY  KJIMPEHCY.
B peixaTenbHbIX NMyTAX Opu MB u3MeHeHMA MOHHOTO
TPAHCIOPTA IPUBOAAT K 00pa30BaHMIO I'YCTOTO CEKPeTa,
00Typaruy AbIXaTe/IbHbIX IyTell ¥ MPOrpecCHPOBAHNIO
MOBpeXAeHUs snuTenus (1, 2].

Y mereit ¢ MB noBropstomuecs 6akTepuanbHble MH-
(eI BBI3BIBAIOT XPOHUYECKME BOCIIATUTENbHbIE U3-
MeHeHUs, Iporpeccupyoumit pubpos ¢ norepeit GyHk-
LY JIETKKX [3, 4].

I'HOVIHBIN ceKpeT [bIXaTe/bHBIX NyTeil y MaljMeH-
TOB ¢ MB cofepXUT O4eHb BBICOKME KOHIJEHTpaluu
BHekjieTouHoit [JIHK, BbifenseMoit [ereHepaTVBHBI-
MU JIeIKOLUTAaMM, KOTOpble HAKaIlJIMBAaIOTCSA B OTBET
Ha MHQUIMPOBaHME ABIXaTeTbHBIX IyTell pasINyHbIMU
MUKpPOOpraHusMaMn [5, 6].

MB xapakTepusyeTcsi XpOHMYECKMM BOCIIAa/lI€HU-
€M [IbIXaTe/IbHBIX IyTell M IOCTENEeHHBIM CHIDKEHMEM
(YHKIINY JIeTKVX Ha IIPOTsDKEHNY XKU3HY TanyeHTa [7, 8].
LIvK/I XpOHMYeCKOI 00CTPYKIMM, MHPEKINI 1 BOCIIaTe-
HUA B KOHEYHOM MTOTE CIIOCOOCTBYET Pa3BUTUIO JbIXa-
TEIBHOJ HEJOCTaTOYHOCTY, KOTOpasi cocTaBiseT Oomee
80% CMepTHOCTM Y MAIMEeHTOB C MYKOBUCIUTO30M [9].
[TosToMy OONBIIMHCTBY MAI[MEHTOB HEOOXORMMBI MY-

KOJIUTHWYECKIe TIPeIaparhl ¢ LEMbI0 MpeayIpesKaeHNns
HAaKOIUIEHV A I'YCTOTO BA3KOTO CeKpeTa U MOC/IeAYIOUIX
6pOHXOIETOYHBIX OCNTOXKHeH M 6onesun [1, 9].

CrpaTerns 1o yay4IIeHNIo IIPOXOMMOCTY JbIXaTe/Tb-
HBIX IyTell SIBAeTCA OfHOV M3 OCHOBHBIX TepaleBTH-
YecKUX 1esneit mpu MB, 1151 4ero mmpoko Ha3HaA4YaKTCs
MYKO/IUTUYECKe Tperaparsl. VIHTaniAMoHHOe IpuMe-
HeHIe TopHa3bl anbgda mpusHaHO BaXHBIM mpu MB [10].
I'mpponusys JHK B GpoHXxmanbHOM ceKpeTe MaliyieH-
TOB C MYKOBUCIMJ030M M CHVDKasl BI3KOCTb MOKPOTBHI,
mopHasa anbda cumraercsa 9(PQPEeKTMBHBIM IIpenapa-
TOM I IPOMWIAKTUKU CHVDKEHUs (QYHKIVN JIeTKUX
U yMeHblleHus 4dncia obocrpenuit [10]. C nenpro 6bI-
CTpOro MYKOMUTHMYeCKOro 3¢ddekTa IOKasaHO Ha3Ha-
YeHMe MHTAIALUI runepToHndeckoro pactsopa NaCl
MJIM MHTAIALMOHHOro MaHHuToNa [1, 11, 12].

Bo MHOTMX CTpaHax BefyTCA PEruCTpbl IALVEHTOB
¢ MB, rze oTpaxxeHa nHpOpMAIUA O MYKOTUTIYECKON
Tepanuy MareHToB.

Ilenbto maHHOM paboOTHl OBUIO M3YYUTH TEKYIIYIO
HNPAaKTUKY IPUMEHEHNA MYKOIUTUYECKUX IIpeIapaToB
npu MB mo gaHHBIM HallOHA/TBHBIX PETUCTPOB B pas-
HBIX CTpaHax.

MeTtoabl
IIpoBefen aHanM3 HasHauYe€HUSA MYKOMUTHYECKON Te-
panuu manueHToB ¢ MB B crpaHax Espomnbi, CIIA,
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Kanagel, ABcTpanuu u Poccuu o gaHHbIM HallIOHA/Ib-
HBIX peruCTpoOB NalueHTos ¢ MB.

Pesynbrarsl

B Perucrpe manuenros Espomeiickoro o6mecrsa MB
ECFSPR npepncTaBneHbl JaHHble O NMPUMEHEHUM TpeX
MHTISANVOHHBIX MYKOMUTUYECKUX IIpeHapaTos:
neproundecknit pacrsop NaCl (runeproHmveckum
pacTBOpOM cUMTaaM M0007 (U3NOTOTMYeCKUil pac-
TBOp C KoHIeHTpanueit > 0,9% NaCl, Ho yame Bcero
ot 3 mo 11%), mopHassl anbda M MHTATALMOHHOTO MaH-
Hutona. Ha puc. 1 npefcraBieHa fyuHaMIKa Ha3Ha4eHUI
O6LINX JAHHBIX IT0 MYKOIUTUYECKOI Tepanuu npu MB,
IIpeACTaBIEHHbIX B perucrpax B 2016-2023 rr.

In-
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PucyHok 1.

[lMHaMmnKa HasHayYeHMs MyKonMTUYeCKoW Tepanumn npu MB no
JaHHbIM EBponelickoro pernctpa naumentos B 2016-2023 rr.,
% [13-20]

Figure 1.

Dynamics of mucolytic therapy prescription for CF according to
the EU Patient Registry in 2016—2023, % [13-20]

JopHasy anbda monydanu 6omee 60% marueHTOB
B 2016-2021 rr. C 2022 r. oTMeuYeHa TeHeHIINA K CHUXKe-
HUIO IIPYMeHeH N JOpHa3bl anbda 10 53% B 2023 T.

VHranAnumM TrumnepToOHMYecKOro pacTBOpa HaTpus
xmopupa ¢ 2018 r. monyyanu 6omee 50% nanveHTos. [lan-
Hble 110 TePaluM MHTAIALVOHHBIM MaHHUTONIOM OTMe-
4eHBI B peructpe ¢ 2018 r. VHrananum MaHHNTONA 6BIIN
Ha3Ha4yeHbl MalyieHTaM Aulb B 2% cny4daeB. OTMeYeHO
6oree yacToe MCIO/Nb30BaHME MAHHUTONMA B ApPMEHNM
y meteit (15,4%), B Poccum (B 10,3% crmyyaeB y pereir
u 12,1% — y B3pocnbIx nanueHToB) u B bemapycn (7,8%
cmydaeB y feteit 1 9,1% — y B3pocnbix) B 2023 1. [20].

ITogpobHble faHHBIE B perucrpe maunyeHToB ¢ MB
CIITA o MYKOIUTNYECKOI Tepanuy MpefCcTaB/IeHbl TOMb-
KO B 3aBUCUMOCTY OT BO3pacTa MallMeHToB (maosn. 1, 2).
HopHasa anpda 6pima HasHavueHa [0 90% manyeHTaM
1o 2019 r. ¢c TeHgeH1IMeN K CHY>KeHMIO ¢ 2020 1. mo 2024 1.
(puc. 2).

[IpumeHeHMe HoOpHa3bl anbda y meTeil Muajie 6 j1eT
TAHHOTO Ipenapara JOCTaTOYHO IIMPOKO PacIpoCTpa-
HEHO U OTPakKeHOo B perucrpax (mabzn. 1).

Tabnuua 1.

[vHaMnKa Ha3HaueHus fopHasbl anbga B 2016—-2024 rr. B CLUA,
% [21-29]

Table 1.

Dynamics of dornase alfa prescriptions in the US in 2016—2024,
% [21-29]

lopbl  [opHaszaanbda  [opHasaanbda [lopHasa anbda
(>6 ner), % (<3 net) (3-5 nem)

2016 899 41,5 70,7

2017 91 44,2 T4

2018 907 42,5 72,2

2019 907 449 70,9
2020 898 33,9* 66,5*
2021 86,8 43,6 69,2
2022 833 44,2 68,1

2023 821 42,8 67,2

2024 79,1 39,7 63,8

* [lpuMeyanue: B 2020 r. yka3aHbl JaHHbIe NALMEHTOB B BO3pacTe
MeHee 2 neT u 2-5 ner.

* Note: Data for 2020 includes patients under 2 years of age and
between 2 and 5 years of age.

Tabnuua 2.

[MHaMmnKa Ha3HayYeHMa rMNepTOHUYECKOr0 pacTBopa HaTpus
xnopugaa B 2016-2024 rr. B CLUA, % [21-29]

Table 2.

Dynamics of hypertonic solution prescriptions in the US in 2016-2024,
% [21-29]

[unepToHnyeckuii | TMnepToHMYeCcKniA

CTERITREETT pacTBop (< 3 net), | pactBop (3-5
pacteop & 67€0. | " 2020 —<2 | ner), 20207 —
net, % 2-5net, %

2016 715 23,7 431

2017 74,1 28,3 469

2018 75,4 289 49,7

2019 77,2 34,7 51,6

2020 754 26,8* 50,8~

2021 729 33,1 53,5

2022 69,1 349 54,4

2023 675 379 53

2024 65 39 53

* [lpuMeyanue: B 2020 r. yKasaHbl LaHHble NaLMEHTOB B BO3pacTe
MeHee 2 neT u 2-5 ner.

* Note: Data for 2020 includes patients under 2 years of age and
between 2 and 5 years of age.

VHranAnumM rumnepToOHMYECKOTO pacTBOpa HATpuUs
X7TI0pMJa Ha3HAYa/IM JAEeTAM HECKOIBKO peXXe, 4eM [JOpPHa-
3y anb(a, ¢ nuKoM npuMeHeHuA B 2019 I. u TeHJeHIMeN
K cHyKeHnio ¢ 2020 1. (mabn. 2).
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PucyHok 2.

KonmyecTBo BbiNMCaHHbIX PELLENTOB Ha JIeKapCTBEHHble
npenapartbl nMuam ¢ MB no fgaHHbIM peructpa naumeHTos CLUA,
2002-2024 [21]

Figure 2.

Medication Prescription in Eligible Individuals in USA,
2002-2024 [21]

JJaHHBIX IO NMPUMEHEHMI0 MAaHHUTOJA y NMallVIeHTOB
¢ MB B perucrpe nanuentos ¢ MB CIIIA He mpefcTas-
TIEHBI.

B perucrpe nanuentos ¢ MB KaHagbl faHHbIe TakKe
MpefiCTaB/ICHbl, TOIBKO B BO3PacTHOM acmekre. [lo man-
HBIM 9TOTO PeTUCTPa, MUK IIPUMEHEeH) I JOPHA3bI anbda
611 B 2021 1. y 52,6% B3pOCITBIX MAIMEHTOB U Y 48% pe-
Telt B 2018 I. ¢ TeHmeHIMeEN K CHYDKeHMo K 2022 1. B 2023 1.
42,9% B3poCnbIX MalMeHTOB U 29,1% merert ¢ MB momy-
JaJIy MHTAJIALNK JOPHA3HI anbda (puc. 3).
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PucyHok 3.

[lMHaMMKa Ha3HaYeHWs [opHa3bl anbda No AaHHbIM perucTpa
Kanapbl B 2016-2023 rr., % [30-35]

Figure 3.

Dynamics of dornase alfa prescriptions according to the Cana-
dian registry in 2016-2023, % [30-35]

HasnaueHus TUIepTOHMYECKOTO pacTBOpa HaTpus
xnopuga 6pIM OTMedeHbl ¢ muKamu B 2017 u 2021 rr.
y 32,7% B3pocnblx mauueHToB. B 2022 r 41,6% geteit
MONy4aay MHTAAALUM TUIEPTOHMYECKOTO PacTBOpa.
C 2022 r runepTOHNYECKUI pacTBOp HATpus X/I0pupa
HasHavanu pexxe — B 2023 1. TonbKo 39,2% B3pOCIBIX
HaIveHToB U 26,8% mereit (puc. 4).

JlaHHBIX IO IPUMEHEHMIO MHTAJALMOHHOIO MaHHU-
TOJa B peructpe nauuenTos ¢ MB Kanagbl He oTMeueHo.

o 2017 1. B peructpe nauueHToB ¢ MB ABcTpanun
[laHHBbIe OBUIM MPENCTAB/IEHbI JUIIb YACTUIHO [36,37],
a B TeueHrme 2018 ropma maHHble COOpaHBI He OBUIN.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @
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PucyHok 4.

[InHaM1Ka Ha3HayeHMs rMnepToHUYeCKOro pacTeopa HaTpus
XNopupa no AaHHLIM peructpa nauueHTos ¢ MB Kanaapl

B 2016-2023 rr., % [30-35]

Figure 4.

Dynamics of hypertonic saline prescription according to the
Canadian CF patient registry in 2016—-2023, % [30—-35]

C 2019 roga ¢gopmar peructpa O6bUT U3MeHEH 1 00Ie
[aHHBIE 10 MYKOTTUTUYIECKOI TePAIINU CTaIN OTPA>KaTh-
¢ B peructpe (puc. 5).
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PucyHok 5.

[IMHaMKKa Ha3HauYeHNs MyKONIMTUYECKOW Tepanum no AaHHbIM
peructpa Aectpanum B 2019-2023 rr., % [38-42]

Figure 5.

Dynamics of mucolytic therapy prescription according to the
Australian registry in 2019-2023, % [38-42]

B perucrpe nanuestoB ¢ MB ABcrpanun noppo6HO
Ipe/ICTaBleHbl JaHHBIE IO IPYMEHEHMI0 MYKOMUTH-
4YeCKOIl Tepammy B pa3IMYHOM Bo3pacte (maban. 3, 4, 5).
JopHasy anbda yalle Ha3HaYa/IN MOZPOCTKAM, pexe —
JeTsaM fo 6 et (mab. 3).
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Tabnuua 3.

lMpumeHeHue fopHa3bl y naumeHToB ¢ MB Asctpanum (%) no aaH-
HbIM HaLMOHAJBbHBIX perucTpoB naumenTos ¢ MB 2019-2023 rr.
[38-42]

Table 3.

Dornase use in Australian CF patients (%) based on national CF
patient registries 2019-2023 [38-42]

| foer | <6 | 6-11 | 12-17 [ 1829 | 30+ | Bcero |

2019 27,4 74,9 82,5 58,8 54,0 58,9

2020 311 73,4 17,3 60,0 49,3 58,3

2021 32,6 74,3 80,6 63,2 52,3 60,7

2022 31,5 73,1 17,3 59,7 4L8 57,3

2023 325 715 72,8 511 42,2 52,0
Tabnuua 4.

lpuMeHeHUe MHranauuiA r’MNepTOHUYECKOro pacTBopa y na-
umeHToB ¢ MB Asctpanuu (%) no faHHbIM HALMOHANBHbBIX
pernctpos 2019-2023 rr. [38-42]

Table 4.

Use of hypertonic saline inhalation in Australian CF patients (%)
from national registries during 2019-2023 [38-42]

Chops | <6 | e |20 |15 | 30- | ero

2019 31,3 51,7 58,8 45,8 41,6 45,3
2020 20,6 46,7 489 53,8 42,6 44,2
2021 22,0 46,7 46,8 54,4 459 45,4
2022 25,6 459 45,0 59,7 48 431
2023 28,1 46,2 42,2 41,8 42,2 394
Tabnuua 5.

lpMeHeHue MHranauWii MaHHUTONA Y NauneHToB ¢ MB
AscTpanuu (%) no AaHHLIM HaLMOoHaNbHbIX perncTpoB 2019-
2023 rr. [38-42]

Table 5.

Use of mannitol inhalation in Australian cystic fibrosis patient
registries during 2019-2023 (%) [38-42]

| Tones | <6 | 611 | 1217 | 18-29 | 30+ | Bcero |
0 4,4 8,8 5,4 3,4 4,5

2019 '

2020 0,2 3,4 15,7 8,1 3,0 6,2
2021 0,4 1,5 15,3 5,2 3,2 5,2
2022 0,2 09 13,0 6,3 2,6 4,7
2023 0 1,4 9.9 5,3 2,1 4,0

VHranAnum runepToOHMYECKOTO pacTBOpa dvalle Ha-
3HaYaJIN JeTSM CTapliie 6 et (mabn. 4).

Hapsany ¢ nmpuMeHeHueM JopHa3bl anbda U TUIep-
TOHMYECKOTO PpacTBOpa OTMEYEHO IIPMMEHEHMe MHIa-
JALVIOHHOTO MaHHUTONA B ABcTpamuu (6,2% ciydaes
B 2020 r.). VHranamum MaHHUTONA Yallle IPUMEHSIN
Y IOAPOCTKOB (Mabs. 5).

B HanmoHanbHBIX perucTpax nanueHTos ¢ MB PO or-
pa’keHbl JaHHbIE O IPYMEHEHNY BCeX MYKOMUTUYECKNX
IpernapaTax, peKOMeHIOBaHHBIX Ipu MB (puc. 6).

B Poccum mHranAnmum fopHassl anbga momryydany mod-
TY BCe MALMEHThl — KaK [IET, TaK U B3POCTbIe (Mao. 6).

C 2021 r. B perucTpe OTpa>keHbl JaHHBIE O peXMMe
IOo3MpOBaHuUs JopHa3sel anbda (mabn. 7). B 2023 r. unra-
ALY JOPHA3BI IBAXKABI B IeHb (O[VH pa3 yepe3 MYHJ-

120

100 934 942 929 928 93,6 93,6 949 957 958 952 951 93,9 935

80 71,5 72,7 70,7 71,5 70,7
63

67,6

11,5
32 39 58 9,1

2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022 2023

e JlOpHA32a Q/Ib()a e TUIIEPTOHUYIECKIIT PACTBOP e MAHHITOJI

PucyHok 6.

[IMHaMMKa Ha3HauYeHNs MyKONIMTMYECKOW Tepanuu no AaHHbIM
peructpa Poccuitckon ®epepaumn B 2011-2023 rr., % [43-55].
Figure 6.

Dynamics of mucolytic therapy prescription according to the
Russian Federation registry in 2011-2023, % [43-55].

Tabnuua 6.

lprMeHeHue fopHa3sbl anbda y aeTen v B3pocbix ¢ MB
Poccuitckoii ®epepauny no JaHHbIM HaLMOHANbHbIX PEr1cTpoB
2011-2023 rr. [43-55]

Table 6.

Dornase alfa use in children and adults with CF in the Russian
Federation according to national registries during 2011-2023
[43-55]

2011 94,2 90,6 93,4
2012 95,6 91,1 94,2
2013 94,9 89,2 93,3
2014 94,8 88,0 92,8
2015 96,9 84,6 93,6
2016 96,64 83,64 93,56
2017 97,04 87,37 94,89
2018 97,88 89,09 95,71
2019 97,82 90,02 95,83
2020 97,0 86,9 95.2
2021 98,3 87,4 95,1
2022 98,8 83,3 93,9
2023 98,8 82,9 93,9

IITYK U OVIH pa3 MHTpaHa3a/jbHO) nomydanmn 33,1% nme-
teit  11,7% B3pOC/bIX MaLVEHTOB (mMabs. 7).

KonuyectBo HasHaueHUII MHTanALMIl TMIEpPTOHUYeE-
CKOT'O PacTBOpPa IOCTENEHHO YBENMMYMBANOCh 0 2022 T.
1o 72,1% mauyeHToB, ¢ MOC/IeAYI MM HeOOMbIINM CHH-
>xenueM 1o 70,7% B 2023 1. (mabxn. 8).

HasHavyeHre MHraaAnuii MaHHUTONA OTPeOOBATIOCH
1o 11,5% manyenTos K 2023 r. (mabn. 9).

OO6cy>xieHne ¥ BBIBOJBI
IlonyyeHHble pe3ynbTaThI
TPOBOIT pabOTBl TOKa3ayu,
JTUTUYECKNX IIperapaTtoB B KIMHUYECKOVW IPaKTUKe
B Pa3HBIX CTPaHAaX fABNAETCS OCHOBHBIM KOMIIOHEHTOM
Tepanuy ManyueHToB ¢ MB. Mykonutuyeckme mpemna-
paThl IpMMEHAMN Y IallMeHTOB BCeX BO3pacToB. VI3-3a
CBOMX YHVKAa/JIbHBIX OCOOEHHOCTell HOpHa3y anbda Ha-

MHOTO/IeTHEN MHOTOI€H-
4TO IIpMMEHEHNE MYKO-



Tabnuua 7.

lpnMeHeHne fLopHa3bl y AeTelt 1 B3pocsibix ¢ MB Poccuitckon
Oepepaumm (%) no LaHHBIM HaLMOHabHBIX PErMCTPOB C yye-
TOM pexxnMa po3upoBanus B 2021-2023 rr. [53-55]

Table 7.

Dornase use in children and adults with CF in the Russian Fed-
eration (%) according to national registries, taking into account
the dosage regimen in 2021-2023 [53-55]

T 0 20
% nole, % %

2021  2,5mn (2,5 mr) 1 pas/cyT. 73,5 76,9 75,4
2,5Mn (2,5 mr) 2 pasa/cyt. (2-9 0,3 3,1 1,2
WHranALmMs Yepes MyHALTYK)
2,5Mn (2,5 mr) 2 pasa/cyT. (2-9 24,5 73 19,5
UHransauus Yepes apu cuHyc)

2022 2,5mn (2,5 mr) 1 pas/cyT. 68,5 69,0 68,7
2,5mn (2,5 mr) 2 pasa/cyt. (2- 0,5 4,0 1,6
MHransaumus Yyepes MyHALUTYK)
2,5Mn (2,5 mr) 2 pasa/cyt. (2- 29,7 10,0 23,5
UHranauus Yepes lNapu cunyc)

2023 2,5mn (2,5 mr) 1 pas/cyr. 65,3 66,3 65,6
2,5Mn(2,5mr) 2 pasa/cyT. (2-9 0,5 49 2,0
WHransaLmus Yyepes MyHALUTYK)
2,5Mn (2,5 Mr) 2 pasa/cyT. (2-a 33,1 1,7 259
UHransaums yepes lNapu cunyc)

Tabnuua 8.

lpuMeHeHue rMNepToHMYECKOro pacTBopa y AeTen W B3pOCbIX
¢ MB Poccuickon ®epepaumm (%) no LaHHBIM HaLMOHAMbHBIX
peructpos 2011-2023 rr. [43-55]

Table 8.

Hypertonic solution use in children and adults with CF in the
Russian Federation (%) according to national registers during
2011-2023 [43-55]

8,6

201 8,9 8,7
2012 289 14,9 25,2
2013 41,6 25,7 371
2014 91,2 32,8 45,9
2015 94,4 36,9 50,1
2016 58,78 40,29 94,47
2017 67,91 47,24 63,02
2018 72,66 91,96 67,55
2019 71,52 94,08 71,51
2020 74,2 66,1 72,7
2021 75,9 58,0 70,7
2022 795 94,3 71,5
2023 78,6 94,9 70,7

3Ha4a/Iy OO/MbIIEMY YMCTY MALMEeHTOB 10 TaHHBIM BCEX
peructpos. B Poccum mpenapar focTymeH Aad Bcex Ma-
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E.N. KoHppaTtbeBa — pa3paboTka KoHLLenLmMm, NofroToBKa v pejakT1pOBaHue TeKCTa,
YTBEPX[leHWe OKOHYaTENbHOr0 BapuaHTa CTaTb.

JInuteparypa

1. bapanos A.A., HamasoBa-bapanosa JI.C., Kyues C.J1.,
ABpees C.H., IloneBuuenko E. n gp. CoBpeMeHHbIe

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

Tabnuua 9.

lpyUMeHeHMe WHransaumin MaHHUTONa Y AeTen 1 B3pocnbix ¢ MB
Poccuiickoi ®epepaumm (%) no LaHHBIM HaLMOHANbHbIX peru-
ctpos 2018-2023 rr. [50-55]

Table 9.

Mannitol inhalation use in children and adults with CF in the
Russian Federation (%) according to national registers during
2018-2023 [50-55]

2018
2019
2020
2021
2022
2023

1,50 0,66 1,29
3,59 2,01 3,19
3,6 53 39
5 77 58
79 19 91
1,1 12,2 11,5

IIUeHTOB Oaroaps mporpaMme «14 BBICOKO3aTpPaTHBIX
Hosonorui» [56] m BbImyckaeMomy B Poccum 6moaHna-
nory mopHassl anbga [57]. Ilo faHHBIM perucTpos, KOp-
Ha3y anbga yalle, YeM B APYTUX CTPaHAX, IIPUMEH SN
B Poccunm — po 95,8% B 2019 r., npudem 25,9% mnanues-
TOB IO/TyYa/ny BTOPYIO 03y MHTpaHa3anbHO (B 2023 1.).
B CIIIA mophasy anbda HasHagaau 10 90% MaIyeHToB,
B ABcTpanuu — jo 60%, B Kanage — o 52% B3pocnbix
HAIVIeHTOB, B cTpaHax EBpomnsl npemapar nomyyann 60-
nee 50% manueHTOB.

s
3HA4YeHU

6bICprIX MYKOJIUTUKOB

VHTaNASIUNI

npeobnmafanu  Ha-
TUIIEPTOHNYECKOTO  PaCTBO-

pa, xoropbiit B CHIA monydanm fmo 77% malMeHTOB,
B Poccum — po 72,7%, B crpanax EBponnl — fo 52,3%,
B ABcTpanuu — no 45,4%, B Kanage — 1o 41,6% B3poc-

JIBIX

nanueHToB ¢ MB. VIHransaumum MaHHUTONA HpHU-

MEHS/IM B eAMHUYHBIX CIydYasX — HPeUMYIIeCTBEHHO
B IIOIPOCTKOBOM Bo3pacTe (o 15,7% mozpocTkos ¢ MB
Ascrpanuu B 2020 1.).

B mocegHme rofbl BO BCeX CTpaHax OTMeYeHa TeH/eH-

s

K H€6OTII)IHOMY CHMJXCHIUIO HOTP€6HOCTI/I B MYKO/IN-

Tndeckux npemnaparax. B CIIA cHmXeHue KonmdecTsa
Ha3HA4YeHUII MYKOIUTMYECKMUX IIpernapaTroB OTMEYEHO
¢ 2021 r,, B Kanage, ABcTpanuu, Poccun u B ctpanax EB-
pomnbl — c 2022 1. BeposATHee Bcero, 3TO CBA3aHO C IpU-
meHenneM CFTR-mopynaTopos: B 2014 1. Havyanu npume-
HATH uBakadTop, ¢ 2015 r. — uBakadTop/momakadTop,
¢ 2018 r. — Tesakadrop/muBakadTop, ¢ 2019 . — 3MEK-
cadrop/resakadrop/uBakabrop [30]. OmHako peanb-
HOE CHIDKEHIE Ha3HAYeHUI MYKOMUTUYECKON Tepamnn
HaO/TI0fjaeTCsI TTOCTIe BHEPEHNs B IPAaKTHUKY Ipenapara
anexcadropa/Tesakadropa/uakadropa.
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