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MyKoBUCLIMA03 — MOMopraHHas naTtoaorus, Tpebytolias KOMIMJIEKCHOH Tepanun. Ee ctaHaapTU3aumns n papmMaKodKOHOMM-
4YecKui aHanm3 abecotoTHO HeobxoAnMbl. Hamu 6bin MpoBeAeH PETPOCHEKTUBHbIN aHanu3 AUMHaMUKKU MPOLAOIIKUTENIbHOCTH
XU3HU 60JIbHbIX MYKOBUCLMAO30M, NpoxnBaBlumx B MockBe B 1993, 1998, 2003, 2008 n 2013 rr. YcTaHOB/IEHO, 4TO
BbIKMBAEMOCTb 3TUX MaLMEHTOB 3aB1CeNa OT Bbi60pa MeANKaMEHTO3HOM Tepanumn (MaHKpeaTM4ecKme GepMeHThl, JopHa3a
anboa, BHYTPMBEHHbIE U UHIA/ISILIMOHHbIE @HTUCUHETHOMHbIE aHTUOMOTUKM), UBMEHEHMSI ANETbI, @KTMBHOIO ANCNaHCEePHO-
ro HabnAeHUs1 B CrNeLnam3npoBaHHOM LIEHTPE MyKOBMCLIMA03a, NMPOBEAEHNS HEOHATalbHOro CKpMHUHra. OnpeaeneHa
CTOMMOCTb MEANMKAMEHTO3HOM Tepanuu Ha ogHoro 6osbHoro. C 1993 no 2013 rT. BbiXKMBAEMOCTb 60JIbHbIX, POXXUBAKLUX
B MockBe, yBennunnace 6osee yem Ha 20 net (¢ 16 go 39 net, cOOTBETCTBEHHO). CpeAHssi CTOMMOCTb Tepanuu Bblpocaa
6onee 4yem B 10 pa3s (c 1,8 go 21,9 tbic. goinapos CLLUA, COOTBETCTBEHHO).
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Trends in Life Expectancy of Cystic Fibrosis Patients
in Moscow and their Connection with the Treatment Received:
Retrospective Analysis for 1993-2013

Cystic fibrosis is multiple organ pathology that requires a complex treatment. Its standardization and pharmacoeconomic analysis are
absolutely necessary. We performed a retrospective analysis of the trends in life expectancy of cystic fibrosis patients who lived in
Moscow in 1993, 1998, 2003, 2008, and 2013. It was found that the survival rate of these patients depended on the choice of drug
therapy (pancreatic enzymes, dornase alfa, intravenous and inhaled antipseudomonal antibiotics), changes in diet, active dispensary
observation at a specialized center for cystic fibrosis, and neonatal screening. We determined the cost of drug therapy per patient. From
1993 to 2013, the survival rate of patients who lived in Moscow increased by more than 20 years (from 16 to 39 years, respectively).
The average cost of therapy increased more than 10 times (from USD 1.8 to 21.9 thousand, respectively).
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OGMEH onbITOM

BBEJEHME

MyKOBMCLNAO3, WM KUCTO3HbIN GUOPO3 (aHrn. Cystic
fibrosis) — Hanbonee 4acTo BCTpeyaloleecs HacneacTBEeH-
HOe ayTOCOMHO-PELLECCUBHOE 3abosieBaHne, Pe3Ko COoKpa-
waiowee 6e3 afeKBaTHOrO Jle4eHUs MPOAOSIKMUTENbHOCTb
M KayeCTBO MW3HWM nauueHtoB [1]. MykoBMCLMA03 Hau-
60Jiee YacTo BCTpeyaeTcs Cpean eBponeouaoB: B CPeAHEM
¢ 4yactoton 1 cnyyan 60one3Hn Ha 2500 HOBOPOXKAEHHbIX [2].

Euwe coBcem HeflaBHO 60JIbHblE MYKOBUCLMAO30M YMU-
panu B paHHEM JETCKOM BO3pacTe WM [axe Ha NepBoM
rofly *KM3HW OT MHEBMOHUU W UCTOLLEHWS, OAHAKO ycre-
XU B U3YYEHWU MONEKYNSIPHO-FEHETUHECKUX MEXaHU3MOB
pa3BuUTUA 60ne3Hn, pasdpaboTka IPPEKTUBHbLIX CPeacTB
[AVNArHOCTUKKU, MPOrpaMM HeoHaTalbHOrO0 CKPUHWHIA, pas-
paboTKa W BHeApeHWe TeparneBTUYECKUX MPOTOKOJIOB
KapAuHanbHO M3MeHWNW NporHo3 3abonesaHud. B pas-
BUTbIX CTPaHaX BbIXXMBAEMOCTb TaKMX GOMbHbIX NMPEBbICKMNA
yXe COpOKaNeTHUN pybex, a YUcno B3POC/bIX NaLUeHTOB
C MYKOBMUCLMAO30M CTaso npesbilwaTbh YUCI0 AeTER C ITUM
3aboneBaHuem [1, 2].

BHenpeHWe MHOrOKOMMOHEHTHON MOMW3HEHHOW Tepa-
nuu 60MbHbIM MYKOBUCLMAO30M MPOUCXOAUNO BMeECTe
C peanusaunen MeponpuaTUii No NOAAEPKAHUIO HYTPUTHB-
HOro cTaTtyca, N1ero4yHon GyHKLUKN, 60pbOE C OCOKHEHUSIMM,
BO3HUKalOWNMK B pas3Hble BO3pacTHble nepuogbl. [ocne
0CO3HAHWS BAXXHOCTU HYTPUTUBHOM NOAAEPIKKMU NMALMUEHTOB
n nepexopa eue B 70-e IT. NPOLLIOro CTONETUS K BbICOKOKA-
NOPUIMHOMY NUTaHUIO 6€3 OrpaHUYEeHNs KUPOB UcclefoBa-
TeNn COCPefOTOHUIIUCE Ha YNydLlleHUM NPOrHo3a nytem pas-
pPaboTKM 3PDEKTUBHbBIX CPEACTB NMPODUIAKTUKM U NTEHEHNUS
NPOrpeccupoBaHNUs NOPAXKEHUS OPraHoB AblxaHus. UMeHHO
TSKECTb MOParKeHWs GPOHXOSIErOYHOW CUCTEMBI ABMSETCS
OCHOBHOW MPUYMHOW MHBaNWAU3aLUKM U CMEPTHOCTU Gonee
4yeM 90% 60sbHbIX [3].

GOAPMAKO3KOHOMMWYECKHUE UCC/IEAOBAHMUA

OPrAHU3ALIUM NOMOLLUMU BOJIbHbIM

MYKOBUCLIMAO30M 3A PYBEXOM

CTaHAapTbl ONTUMasbHOMO COOTHOLIEHUS KayecTBa M
CTOMMOCTU MELMULIMHCKOM MOMOLLM A0 CUX Mop He paspa-
60TaHbl. o gaHHbIM 3KcnepToB BcemupHon opraHudauuu
34paBOOXPaHEHUs, HW B OAHOW CTpaHe Mupa HEe MMeeTcs
[0CTaTO4YHbIX GUHAHCOBbLIX PECYPCOB A1 YAOBNETBOPEHMS
BCEX 3arpocoB cUCTeMbl 3apaBooxpaHeHus [2]. 0630p
GapMaKO3IKOHOMUYECKUX UCCNefoBaHUN, MPOBEAEHHbIX B
90-e IT. B pa3BUTbIX cTpaHax EBponbl 1 CeBepHON AMEPUKH,
noKasas, 4TO CTOMMOCTb JIe4EHMS OAQHOMO NaLneHTa ¢ MyKo-
BMCLMAO30M (NpsiMble 3aTpaTtbl) cocTaBasfia oT 6,2 Ao
16,3 Toic. fonnapos CLUA B rop [4]. B nocnepytouem otme-
yanocb yAaopoXaHwe Tepanuu. TaK, CTOMMOCTb JieYeHuUs
Bo ®paHummn B 2000 r. cocTtaBuna yxe okono 16,5 Toic.
€BpPO Ha OAHOro nauueHTa B roj (TobKO MeAMKamMeHTbl —
7,2 Tbic. €Bp0), a B 2003 1. — yxe 22,7 TbiC. EBPO Ha O4HOr0
nauMeHTa B roj (Tonbko MeaMkaMmeHTbl — 10,3 TbiC. €BpO).
Ha uHransuMoHHble npenaparbl, BKIOYas AopHa3y anboda
M WMHransuMoHHble aHTUOMOTUKKM, MOoTpavyeHo oKono 45%,
Ha BHYTPMBEHHbIE @HTUOMOTUKM — OKOoNo 20% OT 06LMX
3aTpar [5].

B lTepmanun B 2004 r. CTOMMOCTb /le4eHUs 60/bHO-
ro MyKoBMCLMAO30M paBHsnacb 41,5 Tbic. €éBpO B roa.

Mpsmble MeauMunHCKUe 3atpatbl coctaBnsann 90% cTtoMmo-
cTn, B cpegHem 38,9 (o1 3,9 go 88,0) TbiC. €BPO, NpsAMble
HeMeAWLMHCKMEe 3aTpaTbl 6bliM MUHUMMaNbHbL. Henpsmble
3aTpaTbl COCTaBWIM OKOMNo 2,5 TbiC. €éBpO (6% oT obuen
ctonmocTn). CTOMMOCTb BeAeHMS MNauMeHTOB Bo3pacTana
C TAXKeCTblo 3aboneBaHuns [6].

B pa6oTe aBCTpanMMCKUX uccrnenoBaTenen, onybnmKko-
BaHHOM B 2013 r., cpedHeroaoBble 3aTpaTbl Ha JieyeHue
OZIHOr0 60/1bHOr0 MYKOBMCLIMAO30M Oblin paBHbl 15,6 ThiC.
ponnapos CLUA. CtoumocTb BO3pacTana B 3aBUCMMOCTH
OT TSXKECTU TeyeHus: Nnerkas, cpeaHas u Tsaxenas dop-
Mbl 3aboneBaHusa obxoamnucb B 10,2, 25,6 n 33,7 TbIC.
ponnapoB CLUA, cooTBeTCTBEHHO. [MOXW3HEHHbIE 3aTpaThbl
coctaBasanu okono 306,3 Tbic. gonnapos CLUA. OcHoBHas
CTOMMOCTb pacnpegensnacb cneaylowmnm obpasom: 58% —
pacxofbl Ha neyeHue B CTalMoHape, 29% — Ha Tepanuio,
nony4yaemyo améynaTopHo, 4epes anTteyHyto cetb, 10% —
Ha MeauLUMHCKoe o6CnyKuBaHue, 2% — Ha nevyeHne OCNOoK-
HeHWUn, 1% — Ha AuMarHocTu4eckue TecTol [7].

NMPOAO/IXXUTE/IbHOCTb }KU3HU

U ®APMAKO3KOHOMU4YECKHUE UCC/IEAOBAHUA

OPrAHU3ALMMA NOMOLLUMU BOJIbHbLIM

MYKOBUCLIMAO30M B MOCKOBCKOM PErMOHE

(1993-2011rr.)

B 2005 r. HO0.WN. BacunbeBon M coaBT. 6Gblla npoBe-
feHa paboTa, NOCBAWEHHAs OLUEHKE KIMHWMKO-OYHKLMO-
HanbHOM N dapMaKoO3KOHOMUYECKOM 3PDEKTUBHOCTH Sieye-
HUSA AeTen, GO0/bHbIX MYKOBWCLMAO3OM, MPOXKMBAOWMX
B MockBe ¢ 1993 go 2004 rr. [8].

BHeapeHne B 3TOT nepuod BpeMeHW BbICOKOIDPEK-
TUBHbIX CPEACTB Jle4eHus MyKoBucLMAo3a (MUKpocoe-
puyeckme ¢epmMeHTbl ¢ pH-4yBCTBUTENbHOM 060M0YKOM,
OopHas3a anbda, NPOTUBOCUHETHOMHbIE BHYTPUBEHHbIE
aHTMbGaKTepuanbHble MpenapaTbl, ypPCcoAe30KcMxoneBas
KucnoTta, HecTepouaHble NMPOTMBOBOCMNANUTENbHbIE Cpes-
CTBa M [IIOKOKOPTUKOUAbI), MepPeXo] Ha BbICOKOKaOpUi-
Hyl0 AMeTy 6e3 OorpaHuyYeHus XUPOB, a TaKKe aKTUBHoe
aucrnaHcepHoe HabnwaeHne cnocobCTBOBaIN 3HAYMU-
TENbHOMY YAYYLWEHUI0 HYTPUTMBHOrO cratyca OOJbHbIX,
06Nler4YeHno TeyeHnss BGPOHXONEero4yHoro npouecca,
NONOXUTENbHOW AMHAMWKE MWKPOOGHOro nensaxka (CHM-
eHue ponun Pseudomonas aeruginosa), 4To NpUBENO
K POCTY OXMAaeMoKn cpefHen NpoaoIKUTENbHOCTU XU3HHU
(c 16 0o 27 neT) 1 yBENMYEHUIO A0SIN B3POC/bIX NAaLMEHTOB
(c 10,3 po 31,7%) [8].

CTOMMOCTb nlevyeHns 60/bHOro, cocTaBMBlLas B cpefd-
Hem 1,8, 4,3 1 23,8 Tbic. gonnapos CLUA B 1993, 1998 u
2003 rr., COOTBETCTBEHHO, TECHO KOppenupoBana co cre-
NeHblo TAXeCTU 3aboneBaHus, BO3pacToM 60/bHOIO U ero
HYTPUTUBHbLIM CTATyCOM, @ TaKKe C Hanu4ymeM XPOHUYECKOM
nHbeKunn P. aeruginosa v 4acToTonm 060CTPEHUA BGPOHXO-
Nlero4yHoro npouecca. Havbonee BbipaXKEHHbIN MOIOXKMK-
TEeNbHbIN OTBET Ha BHEAPEHWE COBPEMEHHOM B TO BpeMs
MHOFOKOMMOHEHTHON Tepanuu Obll AOCTUTHYT B rpynne
B Bo3pacTe oT 3 ao 6 ner [8].

B nocnegytouwme rogbl 6asucHas Tepanua 3abonesa-
HUS MOMONHSNAcb HOBbIM apceHasoM TepaneBTUYEeCKUX
npenapaToB W TexHonorun. OQHOBPEMEHHO ynyylanachb
OnarHocTuka 3aboneBaHus, BKAoYaa JHK-TectupoBaHue,



Ta6nuua. Xapaktepuctmka 601bHbIX MyKOBUCLIMAO30M, NPOXKMBaBLLIMX B MocKkBe B nepuoa ¢ 1994 no 2013 .

Mepuoabl Ha6nOAEHUA

Mokasarenu
1994-2003 rr. 1999-2008 rr. 2004-2013rr.
O6Lee 41cno nauneHTos, abe. 201 255 359
JNleTanbHoCTb, abcC. (%)* 31(15,4) 36 (14,1) 37(10,3)
MeanaHa BbXKMBaEeMOCTH, roabl 254 28,0 38,8
MaumneHTbl cTapwe 18 neT, abe. (%)** 40 (20,0%) 77 (30,1%) 124 (34,5%)

lMpumeyvaHme. * — B Te4eHWe AecaTuneTHero nepuoaa, Ha 31 gekabpsa 2003, 2008 1 2013 rT., COOTBETCTBEHHO; ** — A0NA BbIXUBLINX

nauueHToB ctaplie 18 nert.

NO3BOJIMBILEE BbLISBNATbL MACKME, aTUNUYHble GOpPMbI
MYKOBMCLIMAO3a, NMPaKTUYECKM He pacrno3HaBaemble pa-
Hee. B MockBe ¢ cepeauHbl 2006 r. MyKoBMCLIMAO3 Obin
BK/OYEH B HauMoHanbHyl0 nporpammy HeoHaTalbHOro
CKpUHMHra. HabnogeHne 3a 60MbHbIMU CTaNo aKTUBHbLIM
C NOCELLEHMEM LIeHTpa MyKOBMUCLMAO03a He pexke 1 pasa
B 3 Mec, NJaHOBbIe KypCbl aHTUCUHEFHOMHON Tepanuun nNpo-
BOAATCS Ha AOMY.

MeanaHa BbIXMBAEMOCTU 6O0JbHbIX, MPOXKMBAIOLWMX
B MockBe n MocCKOBCKOW 061., npofosmKana pactm u B
2012 r. coctaBuna 37,2 roga [9]. YnyylweHne nokazaTens
BbIXXMBAEMOCTK OblI0 AOCTUTHYTO 3a cYeT (BYHKLMOHUPO-
BaHWS LIEHTPOB MYKOBWCLMAO3a A9 AeTen U B3POCHbIX,
BHEAPEHWS pasnnyHbiX 3POEKTUBHbIX MEAUKAMEHTO3HbIX
(vcnonb3oBaHWe OopHa3bl anbda, NPOTUBOCUHErHOMHbIX
WMHFansiLUMOHHbIX U CUCTEMHbIX aHTMOMOTUKOB, MaKpoInaoB
B CYOUHIMOMPYIOLLMX KOHLIEHTPALIMAX) U HEMEANKaMEHTO3-
HbIX (ONTMMU3aLMa NPOBEAEHUS KMHE3UTepanun) MeToaoB
BeAeHusa 60/bHbIX. O4HaKo GapMaKO3IKOHOMUYECKOrO aHa-
Nn3a NpoBeAeHo He 6bIo.

AWHAMMKA NPOAO/TKUTE/IBHOCTHU JXU3HHU

BOJIbHbIX MYKOBUCLIUAO30M, MPOXXUBABLUUX

B MOCKBE B NEPUOJ C 1994 O 2013 r.

Hue npeactaBneH aHanu3 3aBUCUMOCTM MPOLOIKM-
TENbHOCTU XWU3HW OT MONy4aeMon Tepanuu U pacyeT CTOu-
MocCTU nedeHuns B 2003, 2008 1 2013 rr. (nepunoabl 1994 —
2003, 1999-2008, 2004-2013 rr., COOTBETCTBEHHO).
Mcnonb3oBaHbl AaHHble peructpa 60/bHbIX MYKOBUCLMAO-
30M, NpoXuBatowmx B Mockee B nepuoa ¢ 1994 no 2013 r.
Bce 6onbHble Habnoganucb B MOCKOBCKOM OTAeNneHuu
Poccuinckoro LeHTpa MykoBucumaosa n HAWM nynbmoHono-
rmm PMBA Poccuun. XapaKTepuctuka 60MbHbIX, BKIIOYEHHbIX
B peructp, npeacrasneHa B Tabn. BbXKMBaeMOCTb OLEHM-
Ba/n ANs BpemeHHbIx TouyeK: 31 aekabps 2003, 31 aeka-
6psa 2008, 31 pekabps 2013 . (puc. 1).

CnepyeT nogyepKHyTb, 4TO MpW aHanuse He Gopmu-
poBanucb He3aBUCUMble U BMECTE C TeM COMoCcTaBUMble
BbI6GOPKM BONbHBIX, HAaNnpumep, No aate AMarHoCTUKK 3a60o-
NIEBAHUA WU TAXKECTU €ro Te4eHUs, onpesensieMon TMnom
MyTauun B reHe CFTR. Kawpasa rpynna BO B3ATOM HaMw
BPEMEHHOM Mepuoje BKIOYana B cebs BbIXKMBLUMX NaLu-
€HTOB U3 Npeablaylen KoropTbl U BHOBb AMArHOCTUPOBaAH-
HbIX 3a yKa3aHHbIN nepuoa. Benencrtene atoro ndyvyaemole
rpynnbl 60JIbHbIX HE ABASNCL OAHOPOAHLIMWU, @ OGHapy-
EHHble pasnyma Mexay BenuynHamu NpoaoIKUTENbHO-
CTU XXMU3HU criefyeT paccmaTpmuBaTh € onpeseneHHon 4oen

YCNOBHOCTW. TeM He MeHee npefcTaBneHne AaHHbIX UMEH-
HO B TAKOM BU[€ CYUTAETCS HArNAaAHbIM U MPUMEHSeTCs Npu
OonucaHWu PerncTpoB GoJbHbIX MyKoBMcLMAO30M B CLUA
[10] v KaHage [11].

OyeBUAHO yBenuyeHne yucna 60MbHbIX, HAXOAUBLIMXCS
noj Ha6MoAeHUEM, U BMECTE C TEM CHUXKEHWE NeTanbHOCTH,
ynydlleHve nokasaTtensi BbIXKMBAeMOCTH (CM. puc. 1) u gonu
nauueHToB cTaplie 18 ner.

OPrAHU3ALIUA NOMOLIU BOJIbHbIM

MYKOBUCLUAO30M, NPOXXUBABLUUM B MOCKBE

B MEPUOJ C 1993 NO 2013 r., U EE BJIMSAHUE

HA MPOAOJIXXUTENIbHOCTDb }KU3HHU

XpOHONOrnsi NOSIBNEHUS Ha POCCUIUCKOM dapMaLeBTUYe-
CKOM pblHKe HOBbIX NpenapaToB 415 6a3UCHON (}KU3HEHHO
BaXKHOWM) Tepanuu GoNbHbIX MyKOBMUCLIMAO30M, @ TaKXKe cxe-
Ma M3MEHEHWI BCEN CUCTEMbI AMArHOCTUKM U HabGMoAeHWs
3a 60nbHbIMK ¢ 1993 no 2013 r. npeacTaBieHbl Ha puUc. 2.

C 2006 r. B MockBe B paMKkax HauuoHanbHOM npo-
rpamMmmbl «340pOBbe» BHEAPEH MACCOBbIM CKPUHWUHI HOBO-

Puc. 1. BbiknBaeMocTb 60/1bHbIX MyKOBUCLIMAO30M,
3aperucTpupoBaHHbix B MockBe B nepunoa ¢ 1994 no 2013 .
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lMpumeyvaHme. CUHAN KpMBas — BbIXMBaeMocTb B 1994-2003 rr.,
KpacHasa KpuBas — B 1999-2008 rr., 3eneHas KpuBas —

B 2004-2013 rr. AHanu3 faHHbIX BbINOIHEH C UCNONb30BaHMEM
nakeTa nporpamm STATISTICA v. 10.0. Paznuuus mexxay nepuogamu
OLEeHMBaNM ¢ NoMoLblo TecTa log-rank ans Kpubix KannaHa—
Mavwepa. Paznnyvne mexay nepnogamu: 1994-2003

1 2004-2013 rT. (p < 0,001), 1999-2008 1 2004-2013 rT.

(p =0,021), 1994-2003 1 1999-2008 rr. (p = 0,076).
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Puc. 2. Victopust Knto4eBbIX UBMEHEHWI B OpraHM3aLMm NoMoLLM 60/bHbIM MyKOBHCLMA030M B Poccum (1993-2013 rr.)
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AKTUBHOE (kaxable 3 mec) ambynaTopHoe HabniaeHne B LeHTPe MyKOBMCUMA03a

WHransiumoHHble ToGpamuLmHbl

POXAEHHbIX HA MYKOBUCLMAO3, 6narofjaps KOTOPOMY 3Ha-
YUTENbHO YyNyyllMnacb PaHHAA AMArHOCTMKa 3aboneBaHus
M NosiBUNacb BO3MOMXHOCTb Ha3HaYEHWSI NIEYEHUS YKe B
[OKJIMHUYECKMI nepunod. Mo AaHHbIM Hay4YHO-KTMHUYECKOro
oTaena MyKoBucunposa MeauKo-reHeTMyecKoro Hay4yHoro
ueHTpa (MockBa), HOBOPOXAEHHBLIM C MONOXKUTENbHBIMMK
pesynsTaTaMu HeoHaTallbHOro CKPUHUHIa AnarHo3 yctaHaB-
NIMBalOT B cpegHeM B Bo3dpacTe 2—3 mec [AaHHble He ony6-
JINKOBaHbI].

BHeLpeHve coBpeMeHHOM cTalMoHapo3aMeLllatolen
TEXHONOMMU (BHYTPUBEHHOM aHTMOaKTepuasbHOW Tepanuu
Ha JOMy) Hapsagy ¢ NCUXON0MMYECKUMU (OTCYTCTBUE CTpecca
«rocnuTanmMaaumm») U KIMHUYECKUMU (YyBEIMYEHUE MacCOo-
POCTOBOrO MHAEKCA, CHUXEHWEe 4acTOoTbl MPUCOEeAMHEHUSA
nHbeKunn P. aeruginosa) NpemmMyLLecTBammn 3KOHOMUYECKH
BbIFOAHO, T.K. COKpallaeT CTOMMOCTb MEAULMHCKUX YCNyr
B 4 pa3a No CpaBHEHWUIO CO CTOMMOCTbIO NpKU NpebbliBaHUK
B cTaluMoHape [8, 12].

MuKkpochepuyeckne naHKkpeatuyeckne depMeHTbl C
pH-4yBCTBUTENBHON O6O0M04YKOM, MMEs YAOOHyt0 dopMmy w
OMNTUMalbHbIV pasmMep MUKPOrpaHys, Nerko A03UpYyloTCs U
B afleKBaTHOM KO/IMY4eCTBE HauyuHaloT AeNCcTBOBaTb Hemno-
CpeACTBEHHO B ABEHaALATUMNEPCTHOM KUlKe. BKatoyeHue
B 6a30Byt0 Tepanuio 60MbHbIX MYKOBUCLIMAO30M, Habnlo-
[laeMbIX B MOCKOBCKOM PErmoHe, COBPEMEHHbIX MUKpocde-
PUYECKMX 3aMEeCTUTENIbHbIX GEPMEHTOB NPUBENO K 3HaA4u-
TEeNbHOMY YNYYLIEHUIO HYTPUTUBHOIO CcTaTyca, YMEHbLUEHUIO
yncna 60/bHbIX, UMEIOLLMX BblPaXKEHHbIE HapyLWEHUS CO CTO-
POHbI GPOHXONErOYHON CUCTEMBI, OBGNErYyeHWio CTeneHu
TSXEeCTH TeyeHus 3aboneBanuns [8].

[opHaza anbda (Mynbmosum, . XoddmaH Jla Pou,
LliBenuapnsi) — He UMEKWMN aHanoroB MyKOJIMTUYECKUM
npenapart, pa3paboTaHHbIM cneuunanbHO 418 60/bHbIX MYKO-
BMCLMAO30M, AABNSETCH OYMULEHHLIM PACTBOPOM PEKOMOMU-
HaHTHOW YeNoBEeYeCKOM Ae30KCUPUBOHYKNeasbl. MexaHn3m
[encTBua fopHasbl anbda 3aKilvyaeTcd B paclienneHuu
(rmagponnse) moneKkyn BHeknetoyHon [HK, KoTopble HaKa-
nauBaloTCcd B 6pOHXManbHOM cekpeTe 60/bHbIX BCNeaCTBME
pacnafa HenTpodunos, Makpodaros U 6aKTepUasnbHbIX Kie-
TOK ¥ MOBbIWAOT €ro BA3KOCTb. [pn NnpuMeHeHnn npenapa-
Ta [JOCTOBEPHO YNy4lWaloTcqd BA3KO3NAaCTUYECKME CBOMCTBA
MOKPOTbl M MYKOUMAMapHbIA KiupeHc. CnegyeT noayep-
KHYTb, YTO A4/ AOPHa3bl anbda Hapsay ¢ MyKOAUTUHECKUM

XapaKTepHbl NPOTMBOBOCMANUTENbHbIE U aHTMOaKTepMasb-
Hble cBoMncTBa. [JopHa3a anbda obecnevymBaeT CHUMKEHME
B MOKPOTE U B XWMAKOCTU GPOHX0a/bBEOSIAPHOIO flaBaxa
KOHLIEHTpaLMK 3nactasdbl U UHTEPNENKMHA 8, MPOLLEHTHO-
ro cofepXaHus HeWTPODUNIOB, COAepKaHUd MaTpPUYHbIX
MeTannonpoTenHas, NPensaTcTBYET BAUAHUIO Ha 6GMODUIBM
MYKOWAHOW CMHErHOMHOW Mano4vku. B uenom atnm adpdeKTbl
OTpakatoT yMEHbLUEHWUE JECTPYKLUK IETOYHOW TKaHW BCes-
cTBUWe BocnaneHus [13, 14].

AHanuna gaHHbiX 12 740 naumeHToB M3 perucrpa 60/b-
HbIXx MykoBucumao3om CLUA (1996-2008 rr.), a Takke
2538 cny4yaeB CMepPTU NaLMEHTOB B TeYeHUe 6 neT Habto-
[eHWA NO3BOMMA cAenaTb BbiBOA O TOM, YTO WMHransuuu
C lopHa3on anbda cokpalatoT fieTanbHOCTb Ha 15% [15].

Takum o6pa3om, gopHasa anbda — MYKONUTUYECKUN
npenapat, KOTOPbIA AENCTBYET Ha BCE 3BEHbS «[TOPOYHOrO
Kpyra» MyKoBucuMao3a — OO6CTPYKLMIO, MHDEKLMIO U BOC-
naneHue. JopHasa anbda cyutaetrcsa 6a30BbIM MYKOIUTU-
KOM, NPUMEHSAEMbIM UHTaNALMOHHO, U AOMKHA OblTb HAa3Ha-
YyeHa 60JIbHOMY MyKOBMUCLIMA030M Cpasy rnocse NocTaHOBKU
fAvarHosa [16].

[opHa3a anbda NnoKasaHa BCEM OO/IbHbIM CO CMeLlaH-
HOW M pecnupaTtopHOr GOpPMON MyKOBMUCLINAO3a HE3ABUCH-
MO OT COCTOSIHUSA GYHKLMKU BHELIHErO [ibIxaHWa U BO3pacTa,
a TaKXe nauueHTaM B [JOK/JIMHMYECKOM nepuoje, BbIsiB-
JIEHHbIM MO MpOrpaMmMe HeoHaTallbHOro CKpuMHWHra. OgHa
[03a npenapaTta CoaepXuT 2,5 Mr gopHasbl anbda, 4To
COOTBETCTBYET cofepmmomy 1 amnynbl (2,5 Mn HepasBe-
[eHHOro pacteopa, T.e. 2500 EJl); npuHumaeTcsa 1 pas/cyT.
Y HekoTopbIx 60/bHbIX B BO3pacTe crtapwe 21 roga ny4-
wero apdeKTa nevyeHnss MOXKHO AOOUTbCS MPU NMpUMeHe-
HUKW npenapata 2 pa3a/cyr. [loKkasaHo, 4TO y B3POCIbIX
nauMeHToB B rpynmne ¢ ABYKPaTHbIM BBEAEHWEM AOpPHa3bl
anbda pUCK 0O6OCTPEHMM, TPEOBYIOWMNX Ha3HAYEeHUS aHTu-
OMOTUKOB, CHWKancsa Ha 37% B cpaBHEHUM C naauebo;
YyactoTa pecrnupatopHbiX MHPEKLKH, KoTopble TpeboBanu
napeHTepanbHOro Ha3dHayeHus aHTUOMOTMKOB, B rpynne
C ABYKpaTHbIM NpUMeEHeHWeM AopHa3sbl anbda coctaBuiia
39%, B rpynne ¢ OOHOKpPATHbIMW WHranaunamum — 48%
[17]. UmetoTcs faHHbIE 06 YCMELWHOM JIeYEHUU CUHYCUTOB
y 60/1bHbIX MYKOBUCLIMAO30M NPU UCMONb30BaHNMU AOPHA3bI
anbda [18]. TaK, B MOCKOBCKOM JE€TCKOM LieHTpe MyKOBMUC-
umMao3a B HacTosiliee BpeMsl 21 pe6eHOK C KIIMHUYECKUMU



NPOSBAEHUAMMN CUHYCUTa M/MAKM NONMMAMKM HOoca noayyaet
[opHagzy anbda B ABOMHON [03€ C UCMOIb30BaHWEM HEOBY-
nansepa ¢ nynbCUpylolWwen nogadyen asposong.

NHransiumMoHHble GOopPMbl BbICOKOKOHLEHTPUPOBAHHbIX
pactBopoB To6pamuLinHa (300 mr TobpamuumnHa B 4 n 5 mn
GM3N0N0rM4ecKoro pacTeopa) Ans neyvyeHusa MHOEeKUunK
P. aeruginosa ctanu npumeHaTb B MockBe ¢ aHBaps 2009,
a WHransgumMoHHblM Konuctumetat Hatpua — ¢ 2010 .
B HacTosllee Bpems MCMOMb3YKTCS [ABE CXEMbl BeAEHWUS
nauneHToB NP CUHErTHOMHOM KONOHU3aLMK: C MPUMEHEHW-
€M MHransuMoHHbIX TO6PaMMULMHOB MU C KOMCTUMETATOM
HaTpUs B COYETAHMUM C OpaNibHbIM LUNpodroKcaLHOM.

Mpogomxkaa dapmMaKO3IKOHOMUYECKOE WccnegoBaHue,
nposegeHHoe B 2001 r. [8], Mbl noacyuTanu MNpuBAU3KU-
TeNbHYO rOAOBYI CTOMMOCTb MEAMKaMEHTO3HOM Tepanuu
Ha ogHOro 60/1bHOr0 MyKoBMCUMAO30M. CnpaBoOYHble AaH-
Hble OblNM MpegocTaBneHbl [lenapTaMeHTOM 34paBooX-
paHeHus MocKBbl. LnMdpbl noay4nancb conoctaBUMbIMMU:
19,9 n 21,9 TbIc. gonnapoB CLUA (no Kypcy LeHTpanbHoro
6aHka Poccuun) B 2008 n 2013 rr., COOTBETCTBEHHO.
B py6nsx Ha ogHoro 6onbHoro B rog B 2008 r. B cpea-
HeM 6b110 notpayvyeHo 400,3 Tbic. py6. Ha AOpHa3y anbda
n 89,4 Tbic. pyb. Ha ApYyrnue XM3HEHHO HeobxoauMble npe-
napatbl, B 2013 r.— 435,4 TbiC. 1 262,8 TbIC. pyb., COOT-
BETCTBEHHO.

Ha puc. 3 nponnnocTpMpoBaHO KaKk BKKOYEHWE B CXe-
My fe4eHUss 60SIbHbIX MYKOBMCLIMAO30M HOBLIX npenapa-
TOB U PEXMMOB BEAEHUS BAUSANO Ha NPOLOIKUTENBHOCTb
M3HU. KaK BUAHO U3 PUCYHKA, NMPOLOIKUTENBHOCTb KU3HM
CylleCTBEHHO yBenuyunacb B nepuon ¢ 1993 no 1998
(c 16 po 27 net) u ¢ 2008 no 2013 r. (¢ 28 po 39 ner).
MepBUYHOMY YNYYLWEHUIO BbI}KUBAEMOCTU, MO-BUAMMOMY,
cnocobcTBOBana 3ameHa TabneTMpPOBaHHbIX MaHKpeaTu-
YeCKnx GepmMeHTOB Ha MUKpocheprnyecKkne, noMelleHHble
B Kancynbl, nepexoi Ha Aguety 6e3 OorpaHuyYyeHuss XKupoBs
M Hayano NpMMEHeHWs [LOopHa3bl anbda, a TaKKe BHe-
OpEeHME pexnMma aKTMBHOro HabnwaeHus 3a 60JbHbiMU
B aMb6ynaTopHOM LIEHTpe MyKoBucLMao3a. lNocnepytouiee
3HaYMMOe yBeNMYeHUe NPOJOIKUTENBHOCTU KUBHU MOXKHO
cynTatb 06YCNOBNEHHBIM PaHHEN ANArHOCTUKOM U Havyanom
Tepanuu ele B AOKIMHUYECKUIM Nepunog, T. K. 60/bHbIX CTa-
X BbIABASTb MO MPOrpaMme HeoHaTalbHOro CKPWHMHIA.
bBe3ycnoBHO, HE MEHbLLYIO POib B YAy4lWEHUM MPOrHO3a
Cbifpann U WHransuMoOHHbIE @HTUCUHErHOMHbIE aHTUOBWO-
TUKK (TOBPaAMULIMH U KOJIUCTUMETAT HaTpus).

CumnTaetcsl, 4TO NPOrHocTMYecKMe GaKTopbl NPU MYyKO-
BUCLMAO3€e MOTYT 6biTb pa3geneHbl Ha 2 rpynnbl: OTHOCH-
LMecs M He OTHOCHLWMECS K KayecTBY BeAeHMs GOJbHbIX.
Mpu 3TOM Ha nNepBoe MECTO HEKOTOpble aBTOPbl CTaBAT
MMEHHO Te (aKTOpbl, KOTOPblE OTHOCATCS K OpraHuM3auuu
nomouwm naumeHtam. Tak, P. Lebecque cuymTaet nepsocTe-
NEHHON PaHHIOK AMarHOCTUKY U BO3SMOXHOCTb HabtoaeHUs
B cneumnannu3npoBaHHbIX LleHTpax MyKkosucumngosa [19]. 3tu
o6a3aTenbHble GaKTopbl, AOMNOAHEHHbIE MOCTOSAHHO Yyu-
Wwatouwencs UHPPacTPYKTYpon (CHUXKEHME MNEepPEKPECTHOM
MHDEKLUMK, co3aaHMe 6a3 AaHHbIX U T.4.), UCNONb30BaHU-
€M CTaHAapToB Tepanuu, ynydlleHuem KadvecTBa paboTbl,
WHTEHCUPUMKaLMEN uMelowencs Tepanuu, pas3paboTKon
WHHOBALMOHHbIX TEXHONMIOrMI M NpenapaToB, NO3BOASAOT
OTAaNINTb XPOHUYECKYIO KOJTOHU3ALMIO NErKMX CUHETHOMHOMN

Puc. 3. JHaM1Ka NPOAOMIKUTENBHOCTU KHU3HWU GONbHbIX
MYKOBWCLMAO30M B MOCKBE M CTOMMOCTH Teparnuu Ha OfAHOro
60/bHOTO B FOA B CBA3W C BHEPEHWEM HOBbIX NpenapaToB

1 pexxnmoB B nepurof ¢ 1993 no 2013 .
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naaoykon. 3To NPMBOAMT K 3aMe[/IeHUIo NageHus Mnoka-
3aTenie neroyvyHblx QyHKUMKM (06bema GOpPCMPOBAHHOIo
Bbl[J0Xa 3a NEPBYIO CEKYHAY) M MOAAEPHKMUBAET HYTPUTUBHbIN
cTaTyc Ha afleKBaTHOM ypoBHe. OTMeuvaloT, 4To TaKum obpa-
30M yJaeTcs YAyylWTb Ka4yecTBO KM3HU U co3AaTb MCUXO-
NIOTMYECKY0 MOAAEPIKKY 6ONbHBIM M MX POACTBEHHUKaM.
YcTaHOBNEHWE AOBEPUTENbHbLIX OTHOLIEHWI C NauueHTaMu
M MX CEMbSMW SBNSETCS Heob6XoAMMbIM YCIOBMEM pac-
LWUMPEHUS BO3MOMXHOCTEM W YIYYIIEHUS KOMMIAEHTHOCTH
K Tepanuun [20]. Ko BTOpoOM rpynne OTHOCATCA reHeTuye-
CKMe NpUYMHbI (MyTaumm B reHe CFTR v moauduumpylouwmne
reHbl), @ Takxe GaKTopbl OKpyXKatowen cpeabl (coumanbHO-
3KOHOMMYECKHKE, KypeHue, 3arps3HeHWE IKONIOrMYeCcKOoM
cuctemsl) [19].

3AKNIIOYEHUE

B nocnegHve pecATMNeTUs yaanocb AOCTUIHYTb 3Ha-
YUTENBbHOMO YNYYLIEHUS BbIXXMBAEMOCTU 6GOJIbHbIX MYKO-
BMUCLMAO30M. ITOMY BO MHOIoM CMOCOGCTBOBasO nyyuee
NOHMMaHWe TeYeHuss MHOEKLIMOHHOro npolecca M BOC-
nanuTenbHOM peaKkuuu B OpraHMame, 4To MOMOII0 paspa-
60TaTb CTpaTerMm BeeH1s NaumMeHToB, NpMBEALNE K yBe-
NIMYEHUIO MPOAOCIKUTENBHOCTU XM3HU U YNy4YLIEHUIO ee
KayecTBa. CTpaTermun BKIOYaOT CBOEBPEMEHHYO AMarHo-
CTUKY, NOCNEAYIOLLYI0O arpecCUBHYIO MULLEBYIO NMOAAEPKKY,
yAyylleHne MyKOLIMIMAPHOTO KIMPEHCa U APEHaXKa Nerkux,
KaK MOXHO 6ofiee paHHee Hayvano aHTMbaKTepuanbHOWM
M MPOTMBOBOCNANMUTENLHOW Tepanuu, nedyeHne obocTpe-
HUW Ha WX Ha4valbHbIX 3Tanax, peanm3aumio 3GPEKTUBHbBIX
TMIMEHUYECKUX MEPONMPUATUIA KaK B CaMMX LEHTpaxX MyKO-
BUCLNAO3a, TaK U BHE MEAULMHCKUX YUPEKAEHUN, a TaK-
e JleYeHUe CBS3aHHbIX OCMOXHEHUN. [JoKka3aHa HeobXxo-
AMMOCTb HabGOAEHUS B CneunanMaMpoBaHHOM LEHTpe
MYKOBMCLIMA03a, BKOYAs YacTble BU3UTblI U nepuoguye-
CKME KOHTPOJIbHble 06cneaoBaHus, Ans CBOEBPEMEHHOIO
OBGHapYXEeHUA U NeYyeHUs Manenlmx U3MEHEHWM COCTOs-
Hus. Moaaep)kaHve NauneEHTOB B ONTMMANbHOM COCTOSIHUM
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OGMEH onbITOM

no3BOSNMT UM B OyaylleM BOCMOSb30BaTbCA pa3pabdathbl-
BaeMoOW 3aMeCTUTEeNIbHOM FeHHOW Tepanuen wuan dapma-
KOMOMMYECKUMKU CPeacTBamMM HOBOrO MOKOJIEHWS, Hanpas-
JIEHHbIMW Ha MCMpaBneHWe WU/UAN U3MEHEHME OCHOBHOIO

KOH®JIMKT UHTEPECOB

reHeTnyeckoro gedekra (bapmaKkoreHeTuka). 3TM HOBble
BMAObl Tepanuu, Kak oxupaaeTcs, 6yayT cnocobCcTBOBaTb
JanbHenWwemMy yBEeNUYEHUIO MPOAOIKUTENBHOCTU U3HM
60/bHbIX MyKOBHCLMAO30M.

H.10. Kawupckas, B. [l. WepmaH, 0. U. CumoHoBa, H. U. KanpaHoB, E. U. KoHapaTtbeBa — 4TeHWe NeKkuni ans KoMnaHum

®. XopdmaH /19 Pow, 3660TT JlabopaTopms.

C.A. KpacoBCKUIM — 4TeHMe neKkumn ana Komnanum . Xoddmar Jig Polu.

A.B. YepHSIK — 4YTeHMWe neKumnm ang komnaHmm Actpa3eHeka, bepuHrep NHrenbxanm, 3660TT JTabopaTopus.

A.10. BopoHKoBa, J1.A. Lla6anoBa, B.C. HukoHoBa, E.Jl. AmenuHa, 10.B. lopuHoBa, H.B. lNeTtpoBa, P.A. 3MH4YeHKO —
oTCcyTCTBUE DUHAHCOBOM MOAAEPHKKMN UCCNeNoBaHUS /KOHDNNKTA MHTEPECOB, O KOTOPbLIX HEOGXOAUMO COOBLINTD.
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