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Pesiome

BBeneHune. Mykonutnyeckas tepanus sBngetcs 6asncHoM B ne4eHUn NauMeHToB C MyKOBMCLUMAO30M. B HacToswee Bpems runepTo-
Huueckumi pacteop (I'P) NaCl pekomeHnoBaH Ans neyeHns 60bHbIX MyKOBUCLIMOO30M.

Lenb uccnepoBanus. M3yueHue onbita npuMeHeHus P ong uHranaumii npy Tepanum MykoBmcLmMao3a B Poccuiickoit Mepepaumu.
Matepuan u metoapl. [1ns oLeHKM 4acToTbl NpuMeHeHus TP 1ucnonb3oBanu AaHHble HaLMOHanbHbIX pernctpos 3a 2011-2019 rr
MDapMako3KOHOMMUYECKMUI aHanm3 MeauumHcknx msgenuii TP 7%-Hbih NaCl + 0,1%-Hblit rManypoHaTa HaTpus, nNpeacTaBneHHbIX
Ha POCCMIACKOM pbIHKE, MPOBOAMIM COMMACHO OLEHKE 3aTPaT Ha KypC Tepanumn MCXoas M3 CTOMMOCTM C CaiTa EaMHON MHdOopMaum-
OHHOW CUCTEeMbI B Chepe 3aKynok.

Pe3ynbratbl. C 2011 no 2019 r. HabnogaeTcs yBenMyeHe KONMYecTBa NaLMEeHTOB, MONYYAOLMX UHFANALMU TUNEPTOHUYECKOTO pac-
TBopa: 2011 . - y 8,7% nauneHTOB C MykoBMCLMA030M, K 2019 1. -y 71,5% naumeHTos. B 25 pernoHax P® P npumensanu 6onee yem
y 80% 60nbHbIX. AHAaM3 CTOMMOCTM CPeACTB MeAMUMHCKOrO Ha3Ha4YeHWs POCCMMCKOrO MPOM3BOACTBA, COAepXawmx 7%-Hoii P
1 0,1%-HbIVi paCcTBOP rManypoHaTa HaTpuUs, U CPeACTBa C aHANOMMYHbIM COCTAaBOM 3apybexHOoro Npon3BoaMTENS NOKa3asn, YTo CTou-
MOCTb CpPefCcTBa POCCUMIMCKOro NMpPOM3BOACTBA HA rof Tepanuu Hbina HUXe CpeacTBa 3apybexxHoro npousBoactea B 2,15 pasa. Yto
KacaeTcs NeKapCTBEHHOr0 CpefCcTBa MaHHUTON, TO rofoBas CTOMMOCTb Tepanuu NpenapaToM 3apybexHoro nmpov3BOACTBA MpeBbI-
LaeT CTOMMOCTb CpeAcTBa pPOCCMMCKOro Npomn3BoACTBa B 8,1 pasa.

BbiBoabl. OTEYECTBEHHAS KIMHMYECKAs NPaKTUKA NIeYEHUS NALUMEHTOB C MyKOBMCLMLO30M HAKOMMAA NMOMOXUTENbHbIM OMbIT NpUMe-
HeHus [P B MHranauusx, npuMeHeHue KOToporo 3HauuTenbHo Bo3pocio ¢ 2011 r. M3nenus MeamumMHCKOro HasHadeHus 3 1 7%-Horo
P c 0,1%-HbIM pacTBOPOM rManypoHaTa HATPWS HA3HAYAKOTCS C MOMEHTA YCTAHOBMEHUS IMArHO3a M MMEeT NpeuMyLLecTBa nepes,
[P anTeyHOro Npou3BOACTBA MO NEPEHOCMMOCTU U yaoBCTBY NpuMeHeHus. Mcnonb3oBaHWe CpeacTBa MeaMUMHCKOrO Ha3zHaveHms
7%-Horo 'P ¢ 0,1%-HbIM pacTBOPOM rvanypoHaTa HaTpUs onpenenseTcs B OCHOBHOM DUHAHCOBOM LOCTYNHOCTbHO.

KntoueBble cnoBa: MyKOBUCLMA03, MYKOIUTMYECKAS TepPANuUs, TMNepTOHUYECKMIA pacTBOP, TManypoHaTt HaTpus, GapMako3KoHO-
MUYECKMIA aHanm3

Anga umtnpoBanuma: KoHopatbeBa E.N., Lepman B, LagpuHa B.B. [MnepToHnyeckuii pactBop B Tepanum 60/bHbIX MyKOBUCLMA030M
B Poccuiickoit Menepaumn. MeduyuHckuli cosem. 2021;(16):156-165. https;//doi.org/10.21518/2079-701X-2021-16-156-165.

KOH¢J1MKT UHTEepeCOoB: aBTOPbI 3aABNAKOT 06 OTCYTCTBUU KOH(DHMKTE] MHTEPECOB.

Elena I. Kondatyeval-2*, https://orcid.org/0000-0001-6395-0407, elenafpk@mail.ru

Victoria D. Sherman®-2, https://orcid.org/0000-0003-2206-1528, tovika@yandex.ru

Vera V. Shadrina3, https://orcid.org/0000-0002-2588-2260, verashadrina@mail.ru

1 Research Centre for Medical Genetics; 1, Moskvorech'e St., Moscow, 1115478, Russia

2 Scientific Research Clinical Institute of Childhood; 24a, Bldg. 1, Comintern St., Moscow Region, Mytishchi, 141009, Russia
3 Vagner Perm State Medical University; 26, Petropavlovskaya St., Perm, 614990, Russia

Abstract

Introduction. Mucolytic therapy is basic in the treatment of patients with cystic fibrosis (CF). Currently, inhalation of hypertonic
saline (HS) of NaCl is recommended for the treatment of CF patients.

The aim of the study was to investigate the experience of the use of HS NaCl for inhalations CF patients in the Russian Federation.
Material and methods. To estimate the use of HS NaCl, data of national registers for 2011-2019 were used. Pharmacoeconomic
analysis of “HS 7% NaCl + 0.1% sodium hyaluronate”, presented in the Russian market, carried out according to the cost estimate
for the course of therapy based on the cost from the site of the unified information system in the sphere of procurement.
Results. From 2011 to 2019, an increase in the number of patients receiving the inhalation of a HS is observed. 2011 -
8.7% of patients with CF,by 2019 - in 71.5% of CF patients. In 25 regions of the Russian Federation more than 80% of CF patients
used HS NaCl. The cost analysis of Russian-made medicinal products for human use containing 7% HS and 0.1% sodium hyaluro-
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nate solution, and foreign-made products of similar composition showed that the annual cost of therapy with Russian-made
products was 2.15 times lower than that with the foreign-made products. As for the medicinal product mannitol, the annual cost
of therapy with a foreign-made product is 8.1 times higher than the cost of a Russian-made product.

Conclusions. The clinical practice of treating patients with CF has accumulated positive use of HS in inhalations, the use of which
has increased significantly since 2011. Medical products 3 and 7% HS with a 0.1% solution of sodium hyaluronate are prescribed
from the moment of diagnosis and have advantages over the HS pharmacy production over portability and ease of use. The use
of the “7% HS with a 0.1% solution of sodium hyaluronate” is mainly determined by the financial accessibility.

Keywords: cystic fibrosis, mucolytic therapy, hypertonic solution, sodium hyaluronate, pharmacoeconomic analysis, hypertonic
saline, sodium hyaluronate

For citation: Kondatyeva E.l., Sherman V.D., Shadrina V.V. Hypertonic saline in the treatment of patients with cystic fibrosis
in Russian Federation. Meditsinskiy sovet = Medical Council. 2021;(16):156-165. (In Russ.) https://doi.org/10.21518/2079-
701X-2021-16-156-165.

Conflict of interest: the authors declare no conflict of interest.

BBEAEHUE

Mykosucumaos (MB), unn knctosHbld Gubpos, — pacnpo-
CTpaHeHHOe HaC1eaCTBEHHOE MOHOMEHHOE C ayTOCOMHOpeLec-
CMBHBIM TUNOM Nepefayn 3aboneBaHue, 00ycNOBNEHHOE MyTa-
umen reHa CFTR TpaHcMeMBpaHHOro perynstopa NpOBOAMMO-
CTW, CBA3aHHOTO C pa3BuTMeM Mykosucumposa (Cystic Fibrosis
Transmembrane Regulator — CFTR). Ten CFTR pacnonoxex
Ha A/IMHHOM nneye XpOMOCOMbl 7 B obnactu q31, umeet npo-
TSOKEHHOCTb koo 250 T.N.H. 1 BK/OYaeT B cebs 27 3k30HOB. [eH
CFTR perynupyeT CMHTE3, COXpaHeHWe CTPYKTYpbl U QYHKLMK
6enka TpaHcMeMbBpaHHOro perynstopa NpoBOAMMOCTU MOHOB
xnopa (6enok CFTR). HapyweHwue dyHkumn 6enka CFTR npuso-
[UT K CHWXKEHMIO Maccaxa WMOHOB X1opa 4yepe3 MembpaHsbl
KNETOK, @ TakKe B CBA3M C 3TUM K HAPYLUEHMIO NMaccaxa MOHOB
HaTpus, 6ukapboHATMOHOB, BoAbI. [TpomcxoasaT aernapataums
anuKanbHOW NOBEPXHOCTU CEKPETOPHOIO 3MUTENUS U YBENU-
YeHWe BA3KOCTM BCEX CeKpeToB. BbipaboTka ryctoro BS3KOro
CeKpeTa B [blXaTe/bHbIX NYTIX NPUBOAUT K HApYLUEHWIO Lpe-
HMPOBaHMS BPOHXMANBHOIO AepeBa M CO3LaeT bnaronpusr-
Hble YCNOBMS AN pa3BUTUS naToreHHow dnopbl. B pesynsrate
XPOHMYECKOrO BOCMANeHMs, MakCMMaNbHO BblPAXXEHHOrO
B AMCTa/NbHbIX OTAenax BpOHXMaNbHOro AepeBa, M3MeHseTcs
reomMeTpus BPOHXO0B, YTO MPUBOAMT K Pa3BUTUIO BPOHX006-
CTPYKTMBHOTO CMHAPOMA M BpOHX03KTa30B. Peunansupyolpe
pecnupaTopHble 060CTpeHMs hOPMMPYIOT MOPOYHBIA  KPYT,
BK/OYAKOLLUMIA BUPYCHO-6aKTepuanbHble MHOEKLMM, XPOHUYe-
CKOe BOCManeHuWe u oBCTPYKUMIO AbIxaTenbHbix nyTei. Mpu
3TOM OTMeyaeTcs u3bbiTouHoe HakonneHme JHK B gpixatens-
HbIX MYTSX 33 CYET S4ep pacnafaroLmxcs nonnuMopdhHosaep-
HbIX HEWTPOMWIOB, KOTOPbIE CKANIMBAKITCS B pECNMPAaTOPHOM
TpakTe B OTBET Ha XPOHUYECKYH BakTepuanbHyo MHOEKLMIO,
BbI3BAHHYIO Yalle BCEro 30/10TUCTbIM CTadUNOKOKKOM U CUHET-
HOMHOW NanoyKomn.

TakuM 06pa3oMm, NOBbILWEHWE BA3KOCTU BPOHXMANBHOIO
cekpeTa B pecnmMpaToOpHOM CMCTEME MUIPaeT KNOYEBYHD pPOfb
B GOPMMPOBAHMU XPOHUYECKOTO BPOHXONEro4Horo Bocna-
NUTeNbHOro npouecca y 6onbHbix MB.

Mykonutnyeckas Tepanusa gBnsetcsd 6asucHOM B neve-
HuM naumeHToB ¢ MB [1]. MykoakTuBHble npenapatbl AeNsT
Ha [OBe rpynnbl: UCTUHHbIE MYKONWUTWMKM (OOpHa3a anbda,
N-aueTunumcTeMH u ambpokcon ruapoxnopua) U peruapa-

TaHTbl MAM TMNepoCcMonuTMKK. lNepBas rpynna npenapaTos
cnocobcTByeT HOpManM3aumm BS3KO31ACTUYECKUX CBOWCTB
6POHXMANBbHOTO CeKkpeTa 3a CYeT pa3HblX MeXaHWU3MOB.
[e3okcnpumboHykneasa yenoseka (Ha3a) npossnseTt Myko-
NIMTUYeCKMe CBOMCTBA 3a cyeT pacuwennenns OHK Ha bonee
Mefnkune dparMeHThl, 4To cnocobcTByeT 6onee sdhdeKTUBHO-
MY OUMLLEHMIO AbIXATeNbHbIX MyTEN.

MyKOAMTUYECKMIA NpenapaT AopHasa anbda (Pulmozyme®)
SBNSIETCS MEepBbIM NIEKAPCTBEHHbIM NpenapaTtoM, paspabo-
TaHHbIM CreuManbHo ang nevenns MB [2].

Yto kacaetcs N-aUeTUnuMCcTEUHA, TO OCHOBHOM TOYKOM
€ro NpWIOXeHUs B COBPEMEHHbIX MEXAYHapOAHbIX peKo-
MeHOaumsax aBnseTcs npodunakTuka OTOTOKCUYHOCTM aMu-
HOIMMKO3MAHbIX aHTMBAKTepManbHbiX NpenapaToB, KOTOPOM
ypaetca nobutecs B 80% cnydaeB Ha (GoHe MpUMEHeHUs
aueTunumctenHa. Kpome Toro, nccnepytotcs ero aHTMOKCU-
[aHTHblE CBOMCTBA [2].

AMBPOKCON rMApOXN0pUL UMEET HU3KYIO AOKA3aTeNbHYHO
6a3y npu MB [3].

K rpynne pernapaTaHTOB UM r’MNEPOCMONUTUKOB OTHOCST-
€S TMNEPTOHMYECKMUIA PaCTBOP XN0PMAA HATPUS U MHFANSLMOH-
HbIA MaHHWTON. MexaHu3M [encTBuS 060MX MONEeKyn CBS3aH
C 0CMOTMYECKMM 3(DdEKTOM, NPUBNEYEHMEM BObI B OPOHXM-
a/IbHbI CEKPET, YTO CNOCOBCTBYET Er0 Pa3XKUKEHMIO.

NccnepoBanua B ABcTpanun U YuusepcuteTe CeBepHOM
KaponnHbl nokasanu, 4to MHransumMu rmnepToHMYEeckoro pac-
TBOpA YNYYWAOT MYKOLMAMAPHbIA KAMPEHC M MOBbILIAOT
dyHKUMIO nerkmx npu MB. UccnepoBateny oBHapyxuau, 4to
y NALUMEHTOB, KOTOPbIM Ha3HaYanu runepToHUYECKuUiA pacTBop
(TP) B MHranaumsx, 6bin0 MeHbLUe Nero4YHbIX 0060CTPEHMI, YeM
B rpynne, nonydyaswei 0,9%-Hblit pacTBOp HATpWs Xnopuaa.
PesynbtaThl mccnenoBaHus, onybnuvkoBaHHble B 2006 T
M. Elkins et al., NpoAeMOHCTPMPOBaNM CyLLECTBEHHYO pa3-
HMLY abCoNOTHbIX NoKasaTtenei dyHKLUMM BHELUHETO AbIXaHWS
(dbopcrpoBaHHOM XMn3HEHHOM eMKoCTU nierkmnx (PXEST) u 0bb-
eMa (hOpCMpOBaHHOIO Bblgoxa 3a oaHy cekyHay (OMB,)) [4].
JT0 wcCnefoBaHWe MpeacTaBuiO MepBble [0Ka3aTenbCcTBa
[ONrocpoyHort 3ddekTmBHoCcTM P 1 3aMeTHOro BAWMSHUS
Ha KONMYecTBo 060CTpeHMIA. AHaNOrMYHbIM 06pa3oM B MUccne-
[loBaHuu, nposeaeHHoM S. Donaldson et al., naumeHTsl, nony-
yaBwwue mHrangumn 7% [P yeTbipe pasa B AeHb B TeyeHue
14 pHen B kOMBMHauum ¢ amunopuaoM (nHrmbutop ENaC)
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AWM B MOHOTEepanuu, NPOAEMOHCTPUMPOBANM yAyylleHWe
MyKoumamapHoro knmpeHca u O®B, npu npumeHerun [P
OTAENbHO, @ He B KOMBMHaLMKM ¢ amunopuaom [5].
HabniopatensHble MccnefoBaHWs y AeTel paHHero BO3-
pacTta NpoAeMOHCTPMPOBANM pPaHHee Hayano U Mporpeccu-
poBaHue 6poHxoneroyHon nartonorum npu MB, HecMoTps
Ha Tepanuio 3abonesBaHns U HabNoAEHME NALUEHTOB C MOMO-
Wb0  MYNBTUAMCUMNAMHAPHBIX KOMaHA, B COOTBETCTBMM
C MPUHATBIMU MEXAYHapOAHbIMU CTaHAapTamu. [MokasaHo,
4TO BPOHXMaNbHas 0BCTPYKLMS, HAUME KBO3AYLLHbIX SI0BY-
ek, yToNWeHne CTeHoK BpOoHXOB, HEMTPOdUAbHOE BOCMa-
NeHWe MpUCYTCTBYIOT Yy AeTel MNepBblX MECALEB XU3HMU,
a HeobpaTUMble U3MeHeHWMs, Takne Kak BPOHX03KTa3bl, BbISB-
naoTcs y 6bonee yem 30% peten crapue Tpex net [6].
PaHHsS AMarHoCcTMka MyKoBMCLMA03a C MOMOLLBIO CKPU-
HWHra HOBOPOXAEHHbIX MO3BOASET KAaK MOXHO paHblue
HauyMHaTb Tepanuio 3aboneBaHms, CO34aEeT T. H. OKHO BO3MOX-
HOCTEN, KOrAa C NoMoLlblo Hanbonee 3MHEKTUBHBIX Tepa-
NeBTUYECKMX MOAXOA0B MOXHO OTCPOYUTb pa3BuTHe Heob-
pPaTUMbIX M3MEHEHUIN U OCNOXHEHWIA. B OCHOBHOM 3T0 Kaca-
eTcsd nNpodunakTnkm BpoHXManbHoW 0b6CTpykumun. B cBszm
C 3TMM 0CobbI MHTEpeC crneumanncTos no MB Bo BceM Mupe
Bbi3Ba/M pe3ynbTaTbl PaHLOMW3UPOBAHHOIO KAMHWUYECKOTO
nccneposanmna PRESIS, B KOTOpOM npuHAno yvactue
42 pebeHka NepBbiX MECALEB XM3HM, NOAYYABLUMX UHrans-
unm 6%-HbiM TP NaCl (n = 21) nnn 0,9%-HbiM du3nonoruve-
ckuM pacteopoM (n = 21) B Teuerune 52 Hen. Mccnenosatenu
MPULWAX K BbIBOAY, YTO NpoduakTMYeckoe Ha3HayeHue
nHrangumn [P NaCl ¢ nepBbix MecaueB xusHu 6bi10 6e30-
MacHbIM, XOPOLLO NePEHOCUNOCH M MPUBOAMIO K YAYULIEHWUIO
nokasaTtenen MHAEKCa NIero4YHOro KAMPEHCa M YBENNYEHUIO
Maccol Tena petei [7]. PaHee 6e30macHOCTb M NepeHoCH-
MOCTb MHIANSLUMOHHbIX TMNEePTOHNYECKMX pacTBOpOB 3 1 7%
6bi1M NPOLEMOHCTPUPOBaHbI y AeTeit ¢ MB 4-7 u 17 net [8].
B HacToswee Bpems P xiopuaa HaTpms LUMPOKO NPUMEHS-
eTcs ans neyenms 6onbHbix MB, BxoauT B coctaB 6a3sucHow
Tepanuu 3aboneBaHus, Hapsay C AOPHA30M anbda, He TONbKO
6narofaps BAMSHWIO Ha PeonorMyeckMe CBOMCTBA MOKPOTHI,
HO ¥ M3-33 CBOEro NpOTUBOBOCMANUTENBHOIO 3P dekTa [9-11].
B P® c 2011 r. HakonneH 3HaYUTENbHbIM OMNbIT NpUMEHe-
Hus P NaCl (3-7%) Hapsay ¢ LopHa3on anbda B MyKOANUTH-
yeckor Tepanun MB [12]. Mpu 3TOM HEOBXOAMMO OTMETUTD,
YTO LWIMPOKOE MpUMeHeHWe P poccuickuMK naumeHTamum
¢ MB orpaHnymBaeTcs 13-3a NA0OXOM NEPEHOCMMOCTU MHra-
naumii y 8-30%, HeCcMOTpS Ha MCNONb30BaHME BPOHXONUTK-
KOB, @ TaKkxe OTCYTCTBUS B PD roToBbIX CTEPUbHBIX GopM [P,
B CBS3K C 3TUM B Halemn CTpaHe MOoAyYyuno 3HauuTenbHoe
pacnpoCTpaHeHME WHFaNAUMOHHOE MNpUMeHeHue 7%-HOoro
P NaCl B komnnekce ¢ 0,1%-HbIM rManypoHATOM HaTpuA
no 5 mn 2 pasa B AeHb. [lobaBneHne ruanypoHata HaTpus
nosbiwaeT nepeHocuMoctb WHrangumi P NaCl, cHuxaet
noTpebHOCTb B OPOHXONMUTMKAX, MOBbLILIAS, TaKUM 0Opa3oM,
KOMMOPTHOCTb TepanuuM U  KOMMAAEHTHOCTb MauUMeH-
ToB [13-16]. B HacTodwee Bpems P coBMecTHO € rnanypo-
HOBOM KMCNOTOM BKAKOYEH B KIMHMYECKME peKOMeHAaLmm
ong Tepanun MB Kkak 3a pybexoMm, Tak u B PO [1, 3].
MaHHuTON, Kak 1 TP NaCl, npMMeHstoT B Ka4yecTBe MyKo-
NUTUYECKOW Tepanuu ObICTPOro AEenCTBMS B KOMMeKce
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C MHransumMaMu gopHasbl anbda. D-MaHHUTON ABNSETCS U30-
mepoM D-copbutona, OH He ruUrpockonuyeH, crabuned
M 06nafaeT NPUSTHLIM CNAAKOBATbIM BKYCOM. Pa3mep vacTtul,
D-MaHHWUTONA 3 MMKpPOHa - OMTMMaNbHO ANS pacnpenene-
HWS B AbIXaTesbHbIX NyTsx. [leicTBMEe MaHHUTONA OCHOBAHO
Ha pernapatauuMn obedHEHHOrO CNOs NMOBEPXHOCTHOM XML -
KOCTU B [LbIXaTeNbHbIX MYTAX; CHUXKEHWWM BA3KOCTU CW3MK;
M3MEHEHMU MOBEPXHOCTHbIX CBOWCTB CAM3M; MOBbIWEHWM
4yacToTbl BMEeHUS pecHUYeK; MOBbIWEHUM 3PPEKTUBHOCTH
kawns [16-20]. B coBoKynHOCTM 3TO AaeT yayylleHne MyKo-
LUMAMAPHOTO KAMpeHca. HazHayeHUto MaHHUTONA ONS MHra-
naumMm 0653aTeNbHO AOMKHO NpefLecTBOBaTb NpoBeaeHue
Tecta Ha ero nepeHoCMMOCTb. MaHHMTON B Hawnbonbluen
cTeneHn BocTpeboBaH y NOAPOCTKOB M B3POC/bIX B CBA3M
C TEM, YTO UHrANSUMs CyXOro BELLeCTBA 3aHWMAEeT MeHblue
BPEMEHMU, YEM MHTANALUMS pacTBopa, U He TpebyeT NoAroToB-
K1 n obpabotkn Hebynarsepa. B To xe Bpems CTOMMOCTb
npenapaTta MaHHWTON 3HAYMTENbHO Bbile, YeM P, yTo orpa-
HWYMBAET €ro NPUMeEHeHUe.

B HacTosLLee BpeMs poccuMitckMe CNeLmanucTbl PEKOMEH-
[OylOT BCEM MaumeHTam ¢ MB (32 UCKNOYEHWEM MMELWMX
MeLMUMHCKME MNpPOTMBOMOKA3aHMUs) NPOBeAEHME aKTUBHOM
MYKOJIMTUYECKOW Tepanum C LENbI0 YMEHbLUEHWUS BSA3KOCTM
MOKpOTbI M 0bnieryeHus ee agakyaumu [2,16,17,21].Tpu 31oM
BbIOOP NeKapCTBEHHbIX CPEACTB ONpenenseTcs MHAMBUAYaNb-
HO. Bce cnocobbl pas3xukeHWs MOKpOTbl B 0653aTe/IbHOM
nopsake LOMKHbI COYETATbCA C YAANEHUEM ee U3 [blXaTesb-
HbIX NyTeW, UCNOMb3ys MeTodbl KMHe3uTepanuu. [lns nosbl-
weHms 3dOEKTUBHOCTU KUHE3UTEPANMU, OCOBEHHO NPW Hau-
4nm BPOHX006CTPYKLMU, — 0653aTENBHO NPOBELEHNE UHTANS-
LMK BPOHXONUTUKOB Nepes, MHraNIUMsIMn MyKoIUTUKOB.

HecMoTps Ha TO 4TO HaubBOMbLIMM  MYKOMUTUYECKUM
3ddekTom obnagaet 7%-Hoih [P NaCl, B knnHuyeckom npak-
TUKe B psage ciyyaeB npumensetca 3%-Hoi P NaCl ¢ ruany-
POHOBOM KMCIOTOM, OCOBEHHO Yy AeTei MAafllero Bo3pacTta,
He NnepeHoCAWMX MHTranauum bonee BbICOKOM KOHLEHTPALMM
WK B KQYeCTBE MEpPEXOAHOro 3Tana Tepanuu. [Mepsas uMHra-
NAUMS MYKONMTMYECKOro npenapata MpoBOAMTCS COMIacHO
KIMHUYECKUM pPEKOMEHAALUMAM B NPUCYTCTBMM Bpaya [1].

Llenslo HacTosWero MccnefoBaHUs SBUNOCh M3y4YeHue
OnbITa NPUMEHEHUS TMNEPTOHUYECKOTO pacTBopa A1t MHrans-
LW Npu Tepanmu MykoBumcLmao3a B Poccuiickon Megepaum.

MATEPWUAN U METOLbI

Mcnonb3oBanu AaHHble HaLMOHaNbHbIX perncTpos 3a 2011 -
2019 rr.! ang oUeHKM YacToTbl NpUMeHeHus [P [22-26].

MapMako3KOHOMMYECKMIM aHANU3 MEeOMUMHCKMX m3ae-
MM ONS MHrangaumMii rMnepToHMYeCcKUin pacTBop 7 %-Horo
HaTpus xnopmaa + 0,1%-Hbl rmanypoHaT HaTpums, NpeacTas-
NEHHbIX HA POCCUIACKOM pblHKE, MPOBOAMIN COMNACHO OLLEH-
Ke 3aTpaT Ha Kypc dbapMakoTepanmu:
1) ucxops M3 CTOMMOCTM, YKasaHHOW Ha cainTe EpuHon
MHDOOPMaLMOHHOM cucTeMbl B chepe 3akynok? B CBA3M

L Caiim o6wepoccutickoli 06uiecmeerHoll opeaHusayuu «Bcepoccutickas accouuayus ons 6obHbIX
Mykosucyudosom». Pexxum poctyna: https://mukoviscidoz.org/mukovistsidoz-v-rossii.html.

2 OpuyuansHeiii calim EQuHoll uHgopMayuoHHol cucmemsi 8 chepe 3akynok. Pexkum goctyna:
https://zakupki.gov.ru; NoMck KOMMepYeCcKMX U roCyAapCcTBEHHBIX 3akynok no 44-®3 n 223-03.
Pexxnm poctyna: https://zakupki.kontur.ru, (aata obpawenus 09.07.2021).


https://mukoviscidoz.org/mukovistsidoz-v-rossii.html
https://zakupki.gov.ru
https://zakupki.kontur.ru

C OTCYTCTBMEM [3HHOr0 MegMUMHCKOro usgenus B 6ase
[oCyAapCTBEHHOTO PEecTpa 1eKapCTBEHHbIX CPEACTB;
2) oueHke NoTpebHOCTU COrNAacHO:

MHCTPYKLUMI NO NPUMEHEHUIO MEAULIUHCKMX U3AENUIA ANs
nHranaumi UHracanun («fpotekc» 00O, Poccus) m TnaHeb
(«Kbe3n ®apmauestnum C.n.Ax», UTanus),

MHCTPYKLMU NO NPUMEHEHUI0 NEKAPCTBEHHOrO npenapa-
Ta 4N MeAMUMHCKOrO mpumeHeHus bpoHxuton-MapMakuc
(«@apmakeuc Jlta», ABcTpanus),

HOPMAaTUBHOM [OKYMEHTALMW, OTPaXatoLen COBpEMEH-
HOe 3KCMepTHOE MHEHWE C YYeTOM MEXAYHapOAHbIX M OTe-
YECTBEHHbIX MCCNEef0BaAHMIA:

HaLMOHaNbHOMY KOHCEHCYCY «MyKoBMCLMA03: onpeae-
NeHue, IMarHoCTUYECKME KpUTepUK, Tepanusa» (2-e usa.)
2019 r.[27],

KIMHUYECKMM pekoMeHAauuaM «KuctosHbin dubpo3s
(MykoBmcumpo3s)» 2021 r.[1].

Mcnonb3oBanu Takxke uctopum bonesHu u ambynaTop-
Hble KapTbl oTaeneHus MB HayyHo-uccnenoBaTenbckoro
KIMHUYECKOr0 UHCTUTYTA AeTcTBa MUHWUCTEpPCTBA 34paBOOX-
paHeHns Mockosckor obnactn 3a 2018-2021 rr.

PE3YJIbTATbI

Mo paHHbIM HauumoHanbHbIX perncTpoB 6onbHbIX MB
Poccuitckont ®epepaumm ¢ 2011 no 2018 ., ¢ kKaxkabiM roLom
HabnoaaeTcs yBennmyeHne KoAMYecTBa nauMeHToB, Noayya-
IOLLMX MHraNsALMKU rMNepToOHMYECKOro pacteopa (puc. 1).

B 2011 r. TP npumeHanu B 6a3MCHOM MYKOAUTUYECKOM
Tepanuu y 8,7% naumeHtoB ¢ MB,k 2019 . -y 71,5%.

CornacHo paHHbIM peructpa 2019 r., y neteit ¢ MB B pas-
HbIX BO3PACTHbIX Fpynnax UHransumm P npumeHsnu 3Haum-
TENbHO Yalle, YeM Yy B3POC/bIX (puc. 2).

HW3KMIA NpoLEeHT NpUMEHEeHUS MHIansumii [Py B3pocabix
nauneHTos (54,1%) Mor 6biTb CBA3aH C Bonbluei pacnpo-
CTPAHEHHOCTbIO MALMEHTOB C «MSITKUMU» FreHOTUNAMK Cpean

3 TocyAapCTBEHHbIN PEECTp NIeKapCTBEHHbIX CPEACTB — OdULMANBHOE M3aaHue MuHKCTepCTBa
3apaBooxpaHeHus PO, BklovatoLee nepeyeHb 0TEYECTBEHHBIX M 3apyBeXHbIX JleKapCTBEHHbIX
Cpe/iCTB, pa3pelleHHbIX K MeULMHCKOMY NpUMeHeHuio B Poccuiickoit Depepaumm no
cocTosHUIo Ha uionb 2021 r. Pexxum poctyna: https://grls.rosminzdrav.ru.

PucyHok 1. [lInHaMuKa HazHauYeHUs MyKONUTUYECKON Tepanuu
B8 2011-2019 rr. B PO, % [21]

Figure 1. Changes in prescriptions of mucolytic therapy
in2011-2019 in the RF, % [21]
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B3pOCNbIX 60bHbIX [21], HEAOCTAaTOYHBIM KOMYECTBOM LiEeH-
TpoB MB ans B3poc/bix nauneHToB [28] u/unu yxyaleHveMm
NepeHoCMMOCTU MYKOIMTUYECKOM Tepanuu C BO3PacToM
MaLUMEHTOB, Ha 4TO yKasbiBaeT bonee peakoe NpuUMeHeHue
W APYrUX MyKONUTUYECKMX NpenapaTtos nocne 18 net (puc. 2).

Cnepyetr OTMETWUTb, YTO MNPWUFOTOB/EHHbIE B anTekax
rMNepToHMYecKMe pacTBOpbl XN0puaa HaTpUs UMEeKT CPOK
xpaHenuss 10 pHel, a cpenctBa GabpuyHOro npousBoa-
cTBa - 3 roaa. Bce Buabl [P 3apernctpuposaHbl B PO B kave-
CTBE CPEeACTB MeAMUMHCKOrO HasHa4YeHus U UMetoT AocTa-
TOYHO BbICOKYH) CTOMMOCTb, YTO HEraTMBHO OTpaxaeTcs
Ha KOMMNIAeHTHOCTU MaLMEHTOB.

MNpumeHenne [P B P® 3HauMTenbHO pasnuyaeTcs
no pervoHam (maén. 1).

Bbin mpoBeneH aHanu3 CTOMMOCTM Tepanuu NaLMEeHTOB
¢ MB cpenctBaMu MeAULMHCKOTO Ha3HaYeHUs rMnepToHmye-
CKUit pactBop 7%-Horo Hatpus xnopuaa ¢ 0,1%-HbiM pac-
TBOPOM rManypoHaTta HaTpus, NpeacTaBieHHbIMKU Ha POCCUIA-
CKOM pblIHKe, ¥ MpenapaToM MaHHuTon (mabn. 2).

AHanM3 CTOMMOCTU CPeACTB MeAMLMHCKOrO Ha3HauYeHus,
copepxawmnx 7%-Hoih [P 1 0,1%-HbI pacTBOp rnanypoHaTta
HaTpus MHracanuH (Tpotekc 000, Poccus), u cpeactea C aHa-
nornyHbIM coctaBoM MaHeb («Kbesn MapmauesTnum C.n.A.y,
WMtanus) nokasan, YTo CTOMMOCTb CPeACTBa MIHracanmH Ha rog
Tepanuu bbina HUxKe LeHbl MMaHeba B 2,15 pasa. YTo Kacaet-
€S NeKapCTBEHHOrO CPefCTBa MAHHWTONM, TO rO40Bas CTOM-
MOCTb Tepanuu npenapatoM bpoHxuton-®apmakcuc npesbl-
LaeT cToMMocTb cpencrtea MHracanuH B 8,1 pasa.

MNpuBoamM onbiT npuMeHeHns 3 n 7%-rHoro P n 0,1%-
HOro pacTBopa rManypoHaTa HaTpusg B KOMMJEKCHOW Tepa-
nuu getei ¢ MB.

KNMHUYECKWUA NPUMEP 1

Peberok 2011 r. p. InarHo3 «MB» ycTaHOBNEH B BO3pac-
Te 1 MecC. XM3HM Ha OCHOBAHWM NONOXMUTENBHOIO pe3y/braTa
HEOHAaTaNbHOr0 CKPUHMHIA (MMMYHOPEAKTUBHBIA TPUMCHH
(UPT) 143,2 Hr/mn npu HopMe po 70 Hr/mn, UPT2 -
206,2 Hr/mMn npu HopMe Ao 40 Hr/mMn; NpoBOAMMOCTb MOTa

Pucyrok 2. O6beM MyKONIMTUYECKOM Tepanumu B 3aBUCMMOCTH
oT Bo3pacTta 6onbHbIx, 2019 1., % [21]

Figure 2. Mucolytic therapy coverage depending on the age
of patients, 2019, % [21]
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Ta6nuya 1. Mykonutiyeckas Tepanus no AaHHbIM Hauuo- 3kBmBaneHTHa 132 mmons/n NaCl npu Hopme o 50 MmMonb/n),
HanbHOrO peructpa GonbHbix MB & PD, 2019 T, % XapaKTepHOM KAWHWYECKOW M NnabopaToOpHOM KapTUHbI
Tqble 1 M.UCOLYUC therapy.accordlng FO the National CF (kawenb, cteaTopes 1-ro TMNa, ypoBEHb MaHKpeaTUyeckown
Patients Registry in the Russian Federation, 2019, %
3nactasbl B kane mMeHee 15 MKr/r), noaTBepxXaeH pesynbra-
TOM MOJNEKYNISIPHO-FEHETUYECKOrO MCCIefoBaHua (HoCcuTeNb
KemepoBckas 06nacT 100 natoreHHoro BapuaHta F508del B romosurotHoM cocTos-
Hum). Tpu ycTaHoBKe AMarHo3a pebeHky Obina HasHayeHa
KOMMNJIEKCHAs Tepanusi MyKOBMCLIMA03a, BK/OYABLIAS MHra-
KpacHosipckuit kpait 9% nauMKn gopHasbli-anbda 2,5 mMr 1 pa3 B geHb, nHranaumm P
NaCl 7%-Horo no 2,5 mn 2 pa3a B fAeHb C MOCAEAYHOLLMM
NpoBeAEHMEM KMHE3WUTEepPanuu, 3aMecTUTeNbHas (QepMeHT-
Omckag obnactb 94 Has Tepanus, BUTaMMHoTEpanua. B TeueHne nepeoit Hepenu
WHrangumm P npoBoaAMAUCH NOC/e NpeaBapUTENIbHON UHra-

Pecnybnuka Kanmbikus 100

Pecnybnuka Kpbim 95

Actpaxatckas obnactb 94 8 3
NAUMM BPOHXONMTMKA KOPOTKOFO [AEeMCTBMS B BO3PACTHOM
Boponexckas obnactb 3 [03MPOBKE. B CBA3M C XOPOLWEN NEPEHOCUMOCTbIO MHraNsa-
ToMckast 06nacTb 92 umit [P NaCl B ganbHenweM oT MHranaumm 6poHxoamnaraTo-
3 pelleHo 6bl0 0TKa3aTbCs, YTO He MOBAMANO Ha 3ddek-

Ps3aHckas obnactb 92 pa p ¢d

TMBHOCTb MPOBOAMMOW WHMANALMOHHOW Tepanuu. TeyeHwue
Pecnybnuka Xakacus 92 3aboneBaHus cTabunbHoe, 6e3 TsKenbiX 060CTPEHUI XPOHM-
yeckoro HGpPOHX0NEroYHOro npoLecca, a Takxke 6e3 npusHa-

Pecnybnuka bypsitua 92 . -
KOB HEODPATUMbIX U3MEHEHWIA AblXaTeNbHbIX MNyTel No AaH-
Kanuhurrpaackas obnactb 91 HbIM KOMMbIOTEPHOM TOMOTpaduUM OpraHoOB FPyAHOI Moso-
PocToBCKas 06M1acTh 91 ctu. lMokasatenn @yHKUMM BHELIHETO [blXaHus B BO3pacTte
10 net: ®XEJ1 97% ot ponxkHoro, OPB1 96% oOT OOMKHOTO.
Hwxeropoackas obnactb 87
ApxaHrenbckas 06nactb 86 KJIMHUYECKWUA NPUMEP 2
OpeHbyprckas obnactb 85

Peberok 2013 r. p. narHo3s «MB» ycTaHOBNEH B BO3pac-
TamboBckad obnactb 85 Te 1 Mec. Ha OCHOBAHWUM MOMOXKMUTENLHOTO Pe3ybTaTa HeOHa-

VIBaHOBCKaS 06naCT 84 TaNbHOrO CKPUHMHIA, NOJOXMTENBHOIO pesynbTata NoTOBOMO
TeCTa, XapaKTEPHOM KIMHWYECKON KapTMHbI, pe3ynbrara
Awypckas obnact 83 reHeTMyeckoro obcnenosaHus (reHotmun F508del/2143delT).
CBepaI0BCKas 06nacTb 82 Pe6eHOK C MOMEHTAa YCTaHOBNEHMS AMarHo3a HaXOAMTCSH
Ha aKTMBHOM AMCMNAHCEPHOM HabMIOAEHUM B LEHTPE MyKO-

MockoBckas 06nactb 81

BMCLMA033. 33 Nepuop, HabnoaeHus TeyeHue 3aboneBaHus
Camapckas obnactb 81 cTabunbHoe, 060CTPEHUSN XPOHUYECKOro BpOHXMTa Ha GoHe
OPWN 1-2 pasza B roa, He Tpebywowue rocnuTanmsaumu.

WpkyTckas obnactb 80
C MOMeHTa YCTaHOBKM AMarHo3a MojyvyaeT KOMMAEKCHYH
Pecny6amka Anbirest 80 Tepanuio MB, Bkatoyas uHransumu TP NaCl 5-7%. C 2017 r.
Kamuatckuit kpait 80 OTMeYeHbl SBNEeHUS NOMIMHO3a, AMAarHOCTMPOBaHA MOAMBaA-
. NeHTHas ceHcnbunmsaums. C 3TOro e BpEMEHU Npu NOMbIT-
KpacHogapckuit kpait 29

Kax nposeaeHus uHranaumi 7% P NaCl otmevaeTcs pas-
3abaiikanbCkuii Kpai 28 BUTUE CYXOro HaBA3YMBOrO Kaluns, CaMu MHrangaumMm npu
3TOM Mano3d@dekTuBHbI. lNpennoxeHbl uHranauumn 7% [P
NaCl ¢ 0,1%-HbIM rManypoHaTOM HaTpwms, KOTOpble NepeHo-
XaHTbl-MaHcuickmit aBTOHOMHBI OKpYT 25 CMT XOPOLLO, OTMEYAETCH MYKONUTUUECKUI 3P dEKT Be3 cuM-
nToMoB 6poHxocnasma. o AaHHbIM KOMMbIOTEPHOW TOMO-
rpacdum (KT) opraHoB rpynHOM MONMOCTH, 33 BECb MEPUOL,
HabnogeHns npusHaku BpoHxMTa 6e3 nporpeccMpoBaHus
Benropopckast 061acTb 15 W pa3BuUTUS HeobpaTUMbIX U3MeHeHUI. [okasaTenn dyHK-
UMM BHeWHero AbixaHus B Bo3pacte 8 neT: ®XEJ1 100%

YeueHckas Pecnybnuka 27

KabapauHo-bankapckas Pecnybnmka 25

MeH3eHckas obnactb 17

Pecnybnuka [larectan 9
y - oT pomkHoro, OPB1 101% ot gomkHoro.
Pecnybnuka ThiBa 0
MarazaHckas 06nacTb 0 KNTUHUYECKWUA NMPUMEP 3
Bcero no PO 715 Peberok 2008 r. p. [lnarHos «MB» ycTaHoBEeH Ha 1-M
MpuMeyaHue. U3 85 cybuekTos PO B TabuLie NpeCTaBAEHbl PEFMOHDI, rAe NpuMeHeHue [P MeC. XXU3HM Ha OCHOBAHMKU MNOOXNTENbHOINO0 HEOHATAIbHO-

coctasnset 6onee 80% n menee 30%.

ro CKpUMHWMHra Ha mykosucumpos (MPT - 310 npu Hopme
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Ta6nuya 1. CrouMOCTb CPEACTB MEAMLMHCKOIO Ha3HAYeHUS rTMNepTOHUYEeCKMit pacTBop 7%-Horo Hatpus xnopuaa ¢ 0,1%-HbiM
pacTBOpPOM rManypoHaTa HaTpus M npenapata MaHHuUTon"

Table 2. The cost of medicinal products for human use 7% hypertonic sodium chloride with 0.1% sodium hyaluronate solution
and product mannitol*

rMI'IepTOHMHECKMﬁ rMaHeﬁl’Z 5mn 30 172,33 5 169,9 2 10 339,8 24 124 077,6

pactBop 7%-Horo
HaTpua Xnopuaa -
0,1%-Horo riany- | VHracanuu?? 5Mn 30 80,08 24024 2 4804,8 24 576576

poHaTa Hatpus

BOOHXITON- 10 kancyn 280 696,4
P no 40 mr | (28 6aucrepos | (1 6amctep | 19500,00 2 39.000,0 24 468 000,0

MaHHuTON 45
Dapmakcuc (400 mr) | no 10 kancyn) | no 10 kancyn)

* PacyeT npoBeaeH cornacHo MeToaNYeCcKUM pekoMeHaaumam [29].

1 Mane6 - «Kbesn MapmauesTuum C.n.A.», Utanusa.

2 B cBAA3M C OTCYTCTBMEM laHHOTO Npenapata B 6ase [0CyAapCTBEHHOMO peecTpa NeKapCTBEHHbIX CPEACTB CTOMMOCTb yKasaHa C caitTa EAMHON MHOPMaLMOHHON cucTeMbl B cdepe 3aKynok
https://zakupki.gov.ru, https://zakupki.kontur.ru (aata o6paLenus 09.07.2021).

3 Muracanuu - «lpotekc» 000, Poccus.

4 Bponxuton-MapMakcuc — «Dapmakcuc J1Tax», ABctpanms.

5 focyaapCTBeHHbIN peecTp nekapcTBeHHbIX cpeacTs https://grls.rosminzdrav.ru/ (aata o6pawenus 09.07.2021).

no 70 Hr/mn, UPT1 - 161 npu Hopme no 40 Hr/mn), nono- KJIMHUYECK WA MPUMEP 4
XWUTEeNbHOMW MOTOBOM Mpobbl Ha annapate «HaHogakT» -

130 mmonb/n npu Hopme po 50 mmonb/n, pesynertata JHK- Peberok 2020 r. p. AnarHo3 «MB» ycTaHOBNEH B BO3pac-
[MarHocTukn (reHetuuveckuit amarHos F508del/F508del). Te 1 MeC. XM3HU Ha OCHOBAHWM MONOXMUTENBHOIO pe3ynbraTa
C poxpeHns oTMevancs CMHAPOM XonecTasa, renatocnie- HeoHaTanbHOro ckpuHuHra (UPT 261 Hr/mMn npu Hopme

HoMeranus, nnoxas npubaBka Beca. [aHkpeaTuyeckas 0o 65 Hr/mn, UPT2 - 248 Hr/mn npu Hopme o 40 Hr/mn;
3nactasa < 15 mkr/r kana (Hopma > 200 mkr/r kana). C 2 mec. NpoOBOAMMOCTb MoTa 3kBMBaneHTHa 118 mmonb/n NaCl npwu
nonyyaet naHkpeatH 10 000 ELl, Ha dpoHe Yero oTMeyeHa HopmMe pno 50 wMmMMonb/n), NOATBEPXAEH pe3ynbTaToM
xopouwas npubaska Beca. K 8-My Mec. Xmn3Hu Ha ¢hoHe npo- MONEeKYNSIPHO-TEHETUYECKOr0  UCCNefoBaHMs  (FreHoTMN
BOAMMOM >XeNYeroHHOM Tepanuu KynupoBaAUChb SBNEHUS F508del/CFTRdele2,3(21kb)). Ha MoMeHT ycTaHOBKM AMa-
xonecrtasa. C nepBOro rofia >KM3HW — XPOHUYECKWUI BbICEB rHO3a pecnupaTtopHble NposBneHns 3aboneBaHns OTCYyTCTBO-
CMHErHOMHOM Nanoyku, MOCTOSHHO MOAYYaeT KypCbl UHra- Banu. PeHTreHonornyeckas KapTMHa opraHoB rpyiHOM Moso-
NAUMOHHOM aHTUCMHErHoMHon Tepanuu. C 5-neTHero Bo3- T 6e3 NaTonorMyeckux 3MeHeHnn. B nocese otoenseMoro
pacta no gaHHbiM KT opraHoB rpyaHOM NOAOCTM MPU3HAKK C 3a4Hel CTEHKM FNOTKM POCT 30710TUCTONO CTAadMIOKOKKA.
nHeBModMbpo3a, ABYCTOPOHHUX BPOHX03KTa30B. [Baxabl Ha BTOpOM Mecaue XXM3HM NOABUACS NPOAYKTUBHBIN Kallenb,
B rof NPOBOASATCSA MNaHOBble KypCbl B/B aHTMOakTepuanb- | A0 pBOTbI, C 6OMbLUIMM KONMYECTBOM BA3KOW Cim3un. Ha doHe
HOI Tepanuu. aHTMBaKTEpWanbHOW Tepanuu M nNpueMa aueTUNUMUCTEMHA

CxeMa MyKOIMTMYECKON Tepanuu 3a Bpems HabnoeHus BHYTPb NOMyYEHA MONOXMUTENbHAS AMHAMUKA, OAHAKO COXpa-
(2008-2021 rr,) bbina cnenytowen: gopHasa anbda 2,5 mMr/cyt HANCS MaNoONpPOAYKTMBHBIM Kawenb. B 2,5 mec. HavaTa Tepa-
MHFansuMoHHo + aueTmnumctemH (30 Mr/kr/cyT) BHYTpb nusg LOPHA30M anbda € XOPOLMM KIIMHUYECKUM 3D PEKTOM —
€ 2008 no 2011 r.; nopHaza anbda 2,5 Mr/cyT + nHranaumm Kawenb npekpaTtuncs. PebeHok exeMecsyHO oCMaTpUBasCs
5%-nbiM NaCl 1-2 pa3a B feHb (C NpefBapUTENbHOM UHra- KOMaHaou cneumanucros no MB: Bpayom-nenmatpom, aune-
naumen canbbytamona) + aueTUALMCTEMH BHYTPb B Mepuoj, | TONOroM, KMHe3uTepaneBTOM. Ha OAHOM U3 CeaHCOB KMHe3u-
2011-2015 rr; ¢ 2016 r. no HacToswee BpeMS — UHrANALUM Tepanuu B Bo3pacte 2 MecC. NpoBefeHa UHranaums 7 %-Hoim
[opHaza anbda 2,5 Mr/cyt + MaHHUTON ANS WMHranaumin P NaCl ¢ npepBaputenbHoW MHransunen OpOHXONUTMKA.
10 kancyn 2 pa3a B LieHb C NpeaBapUTENbHOM MHransumnen OTMeyeHO nosiBNeHMe Cyxoro NpuMCTynoobpasHoro Kawns,
canbbytamona + muranaumm NaCl 7%-Horo ¢ 0,1%-HbIM rua- CHWXKeHne 3PHEKTUBHOCTU KMHe3uTepanuu. B panbHenwem
NypoHaTOM HaTpus 1-2 pa3a B [feHb + ALETUALWUCTEMH NpoBOAMAMCH NONbITKM nHransumni 7% P NaCl, pa3seneHHo-
600 Mr/cyT BHYTpb. Ha oHe KOMMIEKCHON MYKONUTUYECKOW ro 1:1 0,9%-HbiM p-pom NaCl. 310 cnocobcTBoBano ynydie-
M BPOHXOMUTMYECKOW Tepanuu OTMEYAEeTCs MPOAYKTUBHbI HUI0 MEePEHOCMMOCTM MHIaNALUMMA, HO CYXOM Kallenb coxpa-
Kallenb TONbKO MpU NPOBELEHUN KUHE3UTepanuu, B OCTab- Hancg. B HacTosiwee BpeMs pebeHOK MonyyaeT MHransaumm
Hoe BpeMs Kalwenb He 6HecrnokouT. lMokasatenu GyHKUMK [opHa3bl anbda 2,5 mr/cyT + nuranaummn 3% P ¢ 0,01%-Homn
BHELWHero AbixaHus B Bo3pacte 12,5 ropa: ®XE/ 82% rManypoHOBOW KMCNOTOM N0 3 MA1 ABa pa3a B AeHb. MIHranaumm
oT gomkHoro, OMB1 79% oT AOMKHOTO (AMHAMMKA CHUXKEHMS NepeHoCUT XOpOLO, MPOAYKTUBHbLIM Kallenb OTMeYaeTcs
O®B1 B TeyeHne 3 net coctasnger 3-5% B ropn). TONbKO MOCNE MHrangaumm BO Bpems MpOBELAEHMS KMHe3uTe-
OTpuuatenbHOM AMHAMUKM MO AAHHBIM  KOMMbIOTEPHOM panuun. lNpuMeHeHns BPOHXONWUTMKA KOPOTKOrO AeWCTBUS
TOMOrpaduu OpraHoB rpyaHON NONOCTU HE OTMEYEHO. nepep, nHranaumamm 3% P He TpebyeTcs.
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OBCY>XAEHUE

Kak nokasbiBaeT MexayHapoaHas M pOCCUIACKAs KIUHU-
yeckas MpakTMKa, COMMAacHO AaHHbIM HaLMOHAbHbLIX peru-
CTpoB, [P 3aHWMaeT 04HO M3 MaBHbIX MeCT B MYKONUTUYe-
ckoit Tepanum MB*5. C 2011 r. oTMevaeTca yBenuyeHue
yacToTbl NpumMeHeHus P B PM, 1 3T0T NnokazaTtens npubanxa-
eTcsq K [aHHbIM N0 eBPOnenckuM cTpaHaMm. 1o cBegeHusIM
eBponeickoro peructpa 6onbHbix MB, nHranauumn P NaCl
B8 2018 r. nonyyanu ot 11,6% naumeHtoB MB B Typumu
no 97,9% B Cnoenuun. B cpegHem 53,1% naumeHTtoB ¢ MB,
[aHHbIe KOTOPbIX BOLIN B €BPONENUCKUI PErNCTP, NOYYanu
nHrangumm TP NaCl. Mo cBeneHMsIM pernctpa nauMeHToB
¢ MB B CLWWA B 2019 r,, MmeanaHa Ha3HayeHun P NaCl B pas-
JIMYHBIX WTaTax y NaUMeHTOB CTaplue 6 neT coctasuna 77,2%
(min 41,9, max 100), cpean petert no 3 net P nonyvanu
34.7% nauneHToB, oT 3 fo 5 net - 51,6%.

CnepyeT OTMETUTb, YTO OrpaHMuMBalOWMMU daKTOpaMu
SABNAOTCA MHAMBMAYANbHAs HenepeHocuMocTb 7% [P, kak
B K/IMHWYECKMUX npumepax 2 u 4, n BO3pacT NaumeHToB, YTo
[LeMOHCTPUPYIOT AaHHblE PErncTpa Ha puc. 2 v KIMHUYeCKUe
npumMepsl. B paHHEM AeTCKOM BO3pacTe M Yy B3POC/bIX Nauu-
€HTOB NepeHoCcMMOCTb [P MoXeT BbITb XyXe, YeM B BO3pacTe
¢ 3 po 18 net. KnuHmnyeckas NpakTuka M paHee NpoBeneH-
Hble MCCNeoBaHMs NOKasanu, 4TO MepeHOCUMMOCTb YyYlla-
etca npu pobasnernmm 0,1%-HOro pactBopa rvanypoHarta
HaTpus [16]. B niobom cnyyae nepsoe NpuUMeHeHUe MyKoan-
TUYECKOro MHraNsUMOHHOro BewecTBa AOXKHO ObiTb B Mpu-
CYTCTBMW MeOMLMHCKOro paboTHUKA AN perncTpauum nepe-
HOCMMOCTM 1 NPOBEPKM TEXHUKM MHransumm [1].

CnepyeT OTMETUTb, YTO MPOLOKAKOT 0OCYXKAATHCA BOMPOCHI
0 NPUMEHEHUM TMaNYpOHOBOM KUCNOTbI B MYNbMOHONOMMN. Tak,
M3BECTHO, YTO OMnpeaeneHue CaMoW rManypoHOBOM KUCIOTHI
B CbIBOPOTKE KPOBM MCMOMb3YKOT B Ka4ecTBe BUOXMMUYECKOTO
Mapkepa nporpeccupoBaHmns BpoHxoneroyHon natonorim [30].
JHOOreHHO MManypoHOBast KUCNOTA CUHTe3mpyeTcs (pmbpobna-
CTamu, perynaums ee yHKUMKM OCYLLECTBASETCS HEMPO3HAO-
KPUHHOM cucTeMoi. dbdekT BO3AEeNCTBUS TManypoOHOBOM KMUC-
NOTbI HA TKaHW CBS3bIBAKOT C pa3Mepamu ee Monekyn. B cnyvae
KOrZia MonekynasipHas Macca rmanypoHOBOM KMCIOTbI COCTaBNS-
et > 10%[1a, npeobnagaeT NpOTMBOBOCNANMUTENbHbINA ee 3DdeKT,
B TO BpeM$ Kak KOpOTKMe dparMeHTbl rManypoHOBOM KUCIOTbI
(150-250 Tbic. @) NpoayuUMpytoTCS B OTBET Ha NOBPEXAEHUE
TKaHW W YCUAMBAIKOT BOCMANUTENbHBIN 3 deKT, akTMBMPYS aHMU-
OreHes3 M MUrpaLMIo KNETOK B ovar Bocnanenms [31]. Tak, cywe-
CTBYET YeTKas pa3HuLa Mexay GYHKLMOHANbHLIM 3HA4YeHUEM
MONEeKY/bl FTMANypOHOBOM KMCIOTbI C BbICOKMM MOMEKYNSPHBLIM
BECOM M HebonblMMK dparMeHTaMu C HU3KOMOJEKYNSPHOM
Maccow, KoTopble BblpabaTbiBalOTCS BO BpeMSi BOCMANEHMS.
BbicokomMonekynsipHble dparMeHTbl MManypoHOBOW KWUCIOTHI
0651a4at0T NPOTMBOBOCMANUTENBbHBIMU CBOMCTBAaMU, B TO BpEMS
KaK KOpOTKMe GparMeHTbl C HU3KOMOEKYNSPHOM Maccow,
BblpabaTbiBaEMble BO BpEMS BOCMANEHWS, NPELACTABAMIOT COHOA
NpOoBOCNaNUTENbHbIE M CNOCOBCTBYIOT MOBPEXAEHMIO 1IEFOYHOM

“#European Cystic Fibrosis Society Patient Registry. Annual data report (year 2018) version 1.4.
Available at: https://www.ecfs.eu/sites/default/files/general-content-files/working-groups/
ecfs-patient-registry/ECFSPR_Report_2018_v1.4.pdf.

5 Cystic Fibrosis Foundation Patient Registry. Annual Data Report 2019. Available at:
https://www.cff.org.
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PucyHok 3. Teopusi 0eicTBMS rManypoHOBOM KMCIOTbI
Ha KNeTKX Npu noBpexaeHun nerknx [31]
Figure 3. The theory of action of hyaluronic acid on cells

in lung injury [31]
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TKaHW, aKTMBUPYS PELenTOpbl BPOXKAEHHOTO MMMYHWUTETA, Y4TO
MOXET MpWMBECTU K YCyrybneHuio npoLeccoB BOCMANEHMS,
pPeMOLENMPOBAHNIO U TMNEPPEAKTUBHOCTM B AOMNOSHEHWE
K LPYTMM KIMHUYECKMM CUMMTOMAaM, @ HapyLWeHWe MyKOLMIU-
apHOr0 K/AMpeHca CnocobCTBYET pa3BUTMIO DaKTepMasbHbIX
6uonneHok. MpepBaTtb 3TOT MOPOYHbLINA KPYr MOXHO MNOCpes-
CTBOM Nepefiayn CUrHanoB C BblpabaTbiBaEMbIX 3HAOMEHHO
KOPOTKMX GParMeHTOB ManypoHOBOM KMCNOTbI HA BBOAMMYHO,
HanpuMep, UHraNSLUMOHHO FManypoOHOBYIO KMCIOTY C BbICOKOW
MONeKyNsapHOM Maccow (puc. 3) [31].

YHWKanbHbIM CBOMCTBOM IManypoHOBOM KUCIOTbI C BbICO-
KMM MONEKYNSPHBIM BECOM SBASIKOTCS €e BOLOYAEPXKMBAtOLLME
CBOWCTBA, NO3TOMY OHA UrpaeT BaXKHYH po/b B perynMpoBsa-
HUKM BanaHca XUAKOCTU B UHTEPCTULMM Nnerkux. [ManypoHoBas
KMCNOTa LWMPOKO MCMONb3YeTCs B 0GTaNbMOAOIMU, apTPONOTUK
M KOCMETONOrUK, @ B NOCNEeLIHME roApl OHa, bnarogaps CBOMM
NPOTMBOBOCMANMUTENbHBIM U TMAPATALMOHHBIM CBOMCTBAM,
Takke Oblna NpeanoXeHa 415 NevyeHns HeKoTopbIx 3abonesa-
HUIM ObIXaTeNbHbIX MyTeW, TaKUX KaK XPOHUYECKWMI CUHYCUT,
aCTMa, XpOoHWYeckas O0OCTpyKTMBHas 6OonesHb nerkux, MB
1 BpoHXx03KTa3bl. [ManypoHoBas K1CIoTa Nokasana cBoM npe-
MMYyLLECTBA B MOCMEOMNEPALMOHHOM BEAEHWUM MALMEHTOB,
nepeHecLmX 3HAOCKONUYECKOE OMePaTUBHOE SleYeHne HOCOo-
BbIX Ma3yX Mo NOBOAY XPOHUYECKOTO PUHMTA M MOAMMO3a HOCA,
y [eTel C peunamBMpyOLLMMU MHDEKLMAMU BEPXHMX AblXa-
TeNbHbIX NyTeH, B NPOPUNAKTUKE PEMOLENUPOBAHUS AbIXa-
TeNbHbIX MyTEN Y NALUMEHTOB C XPOHWUYECKOM OBCTPYKTUBHOM
601€e3Hbl0 Nerkmx U B ocnabneHun runeppeakTMBHOCTM BPOH-
XOB Y 60/bHbIX BPOHXMANbHOM acTMOM. [ManypoHOBas KMCIo0Ta
CHWXAET rMNeppeakTMBHOCTb BPOHXOB M CMATYaeT COMeHblit
npuBkyc [P, 4To yny4lwaeT TONEPaHTHOCTb K HEMY (daxe npwu
6 Mnn 7%-HOM KOHLEHTPALMM), 4TO ABNSEeTCS IPOEKTUBHBIM
MeToAOoM neyeHns npu MB n 6poHxoskTazax [32].

B nocnenHee BpeMs rianypoHoBas KMCI0Ta NPUMeEHSEeTCS
BCE Yalle Npu neyveHun 3aboneBaHui ApIXaTenbHbIX NyTew,
B T.Y.n Yy feTei. [loka3zaTenbcTBa 3pPeKTMBHOCTU ManypoHO-
BOW KMCNOTbl MPY TIEYEHUM BEPXHMX U HUXKHWUX AbIXaTeNbHbIX
nyTen y AeTei Bce elle orpaHUYeHHsbI. MIMeloTcs AaHHble, 4To
MHTansaLMn BbICOKOMONEKYASAPHOM TManypoHOBOM KMCIOTbI


https://www.ecfs.eu/sites/default/files/general-content-files/working-groups/ecfs-patient-registry/ECFSPR_Report_2018_v1.4.pdf
https://www.ecfs.eu/sites/default/files/general-content-files/working-groups/ecfs-patient-registry/ECFSPR_Report_2018_v1.4.pdf
https://www.cff.org

MOTYT 6bITb NOAE3HbI NPU EYEHWUU PELUAMBUPYIOLLMX UHDEK-
LUMIA BEPXHUX [bIXATENbHbIX MyTeA W XPOHMYECKOro WM
peLnanBUPYIOLLErO BOCNANEHMS CPeAHero yxa U aaeHouaoB,
a TaKXKe HMXKHWX AblXaTenbHbIX nyTel npu MB B coyeTaHuu
C TMNepToHMYECKMM COMeBbiIM pacTBopoM. Heobxoaumbl
[anbHeillne UCCNefoBaHUS MPUMEHEHWS TUanypoOHOBOM
KMCNOTbl B TEpanuUu AbIXaTeNlbHbIX NyTeil Ha Bonee KpymHbIX
nonynaumsax, ocobeHHo B LEeTCKOM Bo3pacTe [33].

KauecTtBO rManypoHOBOM KMCNOTbI TaKKe MrpaeT BaxHYO
ponb B He3onacHocTM npenapaTa ans naumeHta. Cpencrso
MHracanMH copepxuT B CBOEM COCTaBe BbICOKOMOEKYNSAP-
HYI0 TManypoHOBYH0 K0Ty npon3soacTea HTL Biotechnology
(DpaHumMa)®. 3TOT NpoW3BOAMTENL rapaHTMPYeT BbICOKYIO
YMUCTOTYy CybCTaHUMKM: MOMHOE OTCYTCTBME 3HAOTOKCMHOB
W NPOYMX a/INIEPreHoB, YTO NO3BOISET UCMOMb30BATh FMaNypo-
HoBYH kncnoTty HTL paxe ons MHbEKUMOHHOIO BBEAEHUS.

B Haweli ctpaHe 7%-Hbit TP c 0,1%-HbIM pacTBOpPOM
rManypoHaTa HaTpus 3aperncTpupoBaH Kak CPeLCcTBO Meau-
LUMHCKOrO Ha3HaYeHMs, YTO 3aTPYyLHSET ero 3aKynku Aans
nauneHToB ¢ MB pernoHanbHbIMU fenapTaMeHTaMu 34paBo-
oxpaHeHus. B cnoxuBlueica cuTyaumu ocoboe 3HaveHue
npuobpeTaeT CTOMMOCTb AaHHOW KOMBUHaUMK. [TpuMeHeHne
CpeacTBa MeAMLMHCKOrO Ha3zHadyeHus 7 %-Horo P ¢ 1%-HbiM
pacTBOPOM TrManypoHata HaTpus MHracanuH («lpotekc»
000, Poccus) 3HauuTenbHo pelwesne cpeactsa [mMaHeb
(«Kbe3n Mapmauestnum C.n.A.», UT1anmg), 4To, HECOMHEHHO,
6ynet cnocobcTBOBaTH €ro 6onee WMPOKOMY MPUMEHEHMIO.
CTOWUT OTMETWTb, YTO [O3MPOBKA OAMHAKOBA ANS BCEX BO3-
pacTHbIX rpynn NauneHToB Ang 060MxX BUAOB CPeACTB Meau-
LMHCKOrO Ha3HayeHus. YL0H6CTBOM SBNSETCS BO3MOXHOCTb
npuMeHeHus MHracannHa B ABYX KOHLEHTpALMAX pacTBopa
NaCl - 3 u 7%. B paHHeM poeTckoM Bo3pacTe Tepanwus, Kak
npaBuno, ctapTyeT C 3%-HOro pacTBopa M MOBbILIAETCS

6 Caitt koMnanuu HTL Biotechnology. Pesxum goctyna. https://htlbiotech.com.

0o 7% nocneposatenbHo. Kome Toro, 3%-Hbiih P HasHavyaeT-
€S NAUMEeHTaM Mpu HenmepeHoCMMOoCTU 7%-Horo, Kak B 4-M
KIMHUYECKOM NpuMepe.

OpHako npumeHeHue P B cTpaHe 3HAUUTENbHO pas3inya-
€TCa MO pernoHaMm, 4To CBUAETENbCTBYET O HEAO0CTAaTOYHOWM
MHOOPMMPOBAHHOCTU Bpayei. B esponelickom peructpe
3a 2018 r.TP ucnonb3yetca nauneHTamm B cpenHem B 53,09%
cnyyaes’. O6cyxaeHne npumeHeHus TP B OaHHOM cTaTbe,
Hapaay C KIMHWYeCKnuMm pekomengaumamu [1], byaet cno-
cobcrBoBaTh bonee wWMpokoMy npumeHeHuto P B kayectse
6330B0OM MYKOIMTUYECKOW TEpPaNuUU.
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