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MDKAUCUUNNIHAPHI NPOBJIEMA

PEKOMEHOALYI

GyvacHi pexomengauil 3 MexeqXMEHmY MyKoBICLUOO3Y:
Nepesazu 3acmocysanny ineanquiino2o mobpamiuuny [bpamimob®
(N9 NIKYBANKA CUHbO2HIUKOT IHGIEKUIT

Mykogicumpaos (KictosHui ¢pi6po3s) — reHeTMMHO-AETEPMIHOBAHE MYIbTUCUCTEMHE 30XBOPIOBAHHS, SIKE
XAPAKTEPU3YETLCA MOPYLUEHHSAM BUAINbHOI GyHKLiT eK30KPMHHUX 3a5103, NEPEBMXHNUM YPUIKEHHSIM OPraHiB
AMXUHHS Td LUNYHKOBO-KMLLKOBoro TpakTy (LUKT). MykoBicuuaos € Hail6inbiu nolwmpeHnm HebesneuyHum Ans XXUTTS
reHeTMYHO-AEeTepMiHOBOHMM 3UXBOPIOBAHHAM cepef, eBponeoifgHoi pacu (Rosenstesn B.J., 2019). Mornu6nenns
PO3yMiHHS1 HOro NaroreHesy Ta 3aCTOCYBAHHS HOBITHIX NiAXOAIB A0 NiKYBAHHS NPU3BENU A0 CYTTEBOTO NOJOBXKEHHS
cepeaHbOi TPUBAJIOCTI XXUTTS XBOPUX HO MYKOBicLMA03. Benukum pocsirHeHHIM Y MeHEeDKMEHTi MyKoBicLLUA03y
6yno BigKpUTTA Ta foBeAeHHS ePEeKTUBHOCTI 30CTOCYBAHHS iHransiuiiHoro To6pamiuuny (IT) B skocTi nocrinHoi
niaTpMMyBanbHOI Tepanii B nauieHTiB i3 XxpoHiuHoIO cuHborHiiHolO iHdekuieto (CTl).

Y marepiani HaBeaeHi cyuacHi pekomeHaaLii 3 MEHeA)KMEHTY MYKOBICLlUAO3Y, O TAKOXX 0CO6NUBOCTI

¥ nepesaru 3acrocyBaHHs IT ansg nikysanHsa Cll y wiit koropti nauieHTis.

AkmyansHicmb npoGnemu

3rigHo 3 manumu The Cystic Fibrosis Foundation (®oHz
3 MyKOBICLIM/I03Y), KiJIbKiCTb XBOPUX HA MYKOBICLIM/I03 Y CBITi
cknanae moHan 70 tuc oci6. IIlopoky aiarHoCTy0Th MPpUOIN3HO
TUCSYY HOBMX BUITAIKIB 3aXBOPIOBAHHS, 3 HUX OUTBII K 75% —
y ZIiTeit BiKOM 10 2 pOKiB.

J1o 50-X pp. MUHYJIOTO CTOJIITTSI, KOJIM pO3YMiHHSI [TaTOTeHE3y
Ta MOXJIMBOCTI JTiKyBaHHSI MYKOBICLIMI03Y OYyJI1 OOMEXEHUMU,
MaJIo XTO 3 [IiTeH i3 1i€10 MaToJOTiE0 JOKUBAB JI0 I0POCTIOTO BiKY
(Lewis PA. et al., 1999). 3 yacom cutyalltist 3MiHUIacs, i B 0araTbox
KpaiHax CBIiTy [Ty Telep CKJIaaaloTh MEHIILY YACTUHY MOITYJISIIIT
MAIlEHTIB i3 MyKOBICLIMI030M — OCHOBHMIA TSTap 3aXBOPIOBAHHS
MpUIagae Ha J0pocie HaceaeHHs. be3acyMHiBHO, MOMOBXKEHHS
cepeIHbOI TPUBAJIOCTI KUTTSI XBOPUX HA MYKOBICIIMJI03 € Ha-
CJTiIKOM TIOKpAIeHHS TiAX0/iB 10 JikyBaHHs. CTBOpeHHs Oa-
raTonpodiTbHUX MEMUYHUX LIEHTPIB, aHAJT3 BEJIMKUX MACHBIiB
eIiIeMiONIOTiYHMX JaHUX, BIPOBAIKEHHS PAHHbOI 1iarHOCTUKI
Ta iIHHOBAIITHMX METOIIB JIIKyBaHHSI CITPHSUTU BIOCKOHATIEHHIO
TAKTUKK MEHEIXXMEHTY KicTo3Horo ¢iopo3sy. Ha choromHi Benvka
KiJIBKICTb IOPOC/IMX TALIEHTIB i3 MYKOBICLIMI030M OTpUMAJIU
MOXJIMBICTb MATU HOPMAJIbHY SIKIiCTb XXUTTS. Pa3oMm i3 ThM, He-
3BaXkalouy Ha HasiBHi TIO3UTUBHI TEHAEHLLIT, 3aTMIIAI0ThCS aKTy-
aJIbHUMMU TaKi Ipo0JieMu, SIK BUCOKUIA piBeHb 3aXBOPIOBAHOCTI
Ta paHHSI CMEPTHICTb, MEePEeayCiM MAeThest PO perionn €Bporu
3 00MEXEHUMU PecypcaMu 00 JIIKYBaHHS BKa3aHOI IaTOJIOTi1
(Burgel PR. et al., 2015).

M!ll(l]lii[:llll!][l:i: emionoziqa ma namoz2exes

4K yxe 3a3HauagoCh, MYKOBICLIMA03 — 1I¢ T€HETUYHO-Je-
TepMiHOBaHE 3aXBOPIOBAHHS 3 QyTOCOMHO-PELIECUBHUM TH-
MOM YCIaAKyBaHHS, SIKE XapakKTepU3YEThCSI MYTALiEIO TEHY
CFTR (cystic fibrosis transmembrane conductance regulator —
peryJsiTopy TpaHCMeMOpPAaHHOTO MPOBEACHHS MTPU KiCTO3HOMY
}ioposi). Croeto yeproio, CFTR — 6inok, sikuii 6epe ydactb
y TPaHCIIOPTi i0HIB XJIOpY, HaTpilo Ta OikapOOHAaTIiB uepes
MeMOpaHU KJIiTHH, 110 BucTuiawTh JereHi, LIKT, mpotoku
miauuTyHKoBoi 3ano3u (I13), moToBi 3271031 Ta penpoayKTUBHI
opranu. [lepexr CFTR y xBopux Ha MyKOBICII03 TPU3BOAUTh
JI0 TTOPYILIEHHS TPAHCTIOPTY 10HIB XJI0PY 3 KJIITUHM, 30LTbIIIEHHS
abcopOllii HATPitO B KIITUHY Ta 3MEHILIEHHST BMICTY BOJIU B Ce-
KpeTax eK30KpUHHUX 3aj103. SIK HACIiIoK, Y XBOPUX Ha MyKO-
BICIIMI03 CITOCTEPIra€ThCs MiBUILIEHHS B’SI3KOCTI CEKPETY 3a103
30BHIILIHBOI CEKPELLil, IO MPU3BOAUTD J0 Or0 HAKOMUYEHHS
Ta PO3BUTKY XPOHIUHOTO 3aIaJIbHOTO TIPOIIECY B JIETEHSX, 3a-
KYNOPIOBaHHS MPOTOK Ta nopyieHHs dbyHkuii [13, a Takox
3HAUYIIOTO MiIBULLICHHS BMICTY €JIeKTPOJIITIB y TOTi.

3aKynoproBaHHs OPraHiB IMXaHHS TYCTUM CJIU30M CIpHU-
YUHIOE MOPYIIEHHS iX GYHKII1, MpUeTHAHHS OaKTepialbHOT
iHeKIIi1, pO3BUTOK XPOHIYHOTO 3aIaJbHOTrO MpOLECy Ta Je-
CTPYKIIilO JiereHeBol TKaHUHU. Pseudomonas aeruginosa —
OCHOBHMIA pecmipaToOpHUil 30yIHUK Y XBOPUX Ha MYKOBiC-
uuno3. XponiuHa CI'T 3yMOBITIO€ Mporpecyroue MmoripIieHHs
(byHK1i1 IereHb, MiABUILIEHHS PU3MK TFOCIIiTali3alliii Ta 3MeH-
IIEHHST BUXKMBAHOCTI MALIEHTIB i3 MyKoBiciumao3om. Pecrri-
pPaTOPHi 3aXBOPIOBAHHSI — FOJIOBHA MPUYMHA PUBUKY CMEPT-
HOCTi Ta BTpaTH Ipale3daTHOCTI i€l KOropTH MAalli€HTIB
(Goldfarb S.B. et al., 2018).

Y 2018 p. opranizanis ECFS (European Cystic Fibrosis
Society — €Bporieiicbke TOBAPUCTBO 3 MYKOBICLIMI03Y) OITy-
0J1iKyBasia HACTAaHOBH 1LIOJI0 AiarHOCTUKH 1 JTiKyBaHHST MyKO-
BiCLIMIO3Y.

CKPUHiHZ HOBOHAPOGKEHUX
ma paHug cneuianizopana fjonoMoz2a

1. CKpUHIHT HOBOHAPOXKEHMX TOJISITAE B KiJIbKICHOMY BU-
3HAUYEHHI BMICTY iMyHOPEaKTUBHOTO TPUIICUHOTEHY B KPOBI;
3rigHo 3 HactaHoBaMu CFF CKpMHIHT Ha MyKOBiCLIMI03 Ma€
MPOBOIUTHUCH YCIM HOBOHAPOIXKEHUM 332 YMOBH, 110 1ie Oyjie
3pO0JICHO SIK HAJIEXKUTb.

2. 3HIDKEHHS TTOKa3HUKA 3aXBOPIOBAHOCTI HA MYKOBICIIMIO3
OpU 30UTbLIEHHI KiTbKOCTI TOCTiIKYyBAaHUX HOBOHAPOMIKEHUX

HE Ma€ MPU3BOAUTH J0 3MEHILIEHHSI MTOAAIBIION0 CKPUHIHTY HO-
BOHAPOIKEHUX.

3. @akTopw, SKi BIUTMBAIOTH HA TPUWHSATTS PillleHHS MO0
BITPOBAIXKEHHSI CKPUHIHTY HOBOHAPOIKEHUX, MAlOTh BU3HA-
YaTucs 3 OTJISIAY Ha HasiBHICTb TOCTYITHUX PECYPCiB CUCTEMU
OXOPOHU 3[I0POB’S Ta MOKIIMBOCTI 3a0€3IeUeHHST HEOOXiTHOTO
JIIKyBaHHS.

4.V HEeMOBJIAT i3 MEKOHIaJIbHUM 1JIEyCOM CIIOCTEPIira€Thesl
MiIBUIIEHA YACTOTa XMOHO-HETATUBHUX PE3YJIBTATIB CKPUHIHTY
Ha MYKOBICLIUI03.

5. CiM’1 HOBOHAPOIXEHUX i3 MO3UTUBHUM PE3YyIbTaTOM
CKPMHIHTY Ha MyKOBIiCLIMZ03 MalOTh OYTH MpoiH(GopMoBaHi
LI0JI0 MOXKJIMBOCTI Y4aCTi B KIIIHIYHUX JOCIIIKEHHSIX.

Nliaznocmuka

1. ¥ pasi nigo3pu (Kj1iHi4YHa CMMITOMATUKA Ta TO3UTUBHUI
ciMeiHMI1 aHaAMHe3) HeoOXiHO MMPOBECTU aHaJli3 YMICTY XJI0-
puaiB noty (minokapmniHoBuii ioHTodope3Huit Tect). [ToToBa
Mpo0a 3aIUIIAEThCS HAUKPALIMM 1ialrHOCTUYHUM TECTOM ISl
oinbiiocti nauieHTiB (Goldfarb S.B. et al., 2018).

2. [eHETUUHUE aHAIT3 111010 BUSIBJIEHHSI aCOLIIHOBAHMUX i3 My-
KOBicIIMI030M MyTalliii 000x aneneii reHy CFTR. bBinbiricts
J1abopaTopiit MPOBOAUTD ITOYATKOBUIA CKPUHIHT Ha HANOLIbII
nommpeHi myTauii CFTR. SIK1110 He BUSIBIISIOTH 2 ITOLIMPEHi My-
Tallii, HeoOXimTHe cekBeHyBaHHS Oibioi yacTuHU TeHy CFTR
a0o 111010 TeHy. 3a BincyTHOCTI miaTBepmkeHHs MyTaniiit CFTR
TTiJT YaC FeHETUYHOTO aHaJTi3y MatOTh OyTH MPOBEEHI iHIIIi OC/Ti-
JDKEHHSI, sIKi T ATBEPIXKYIOTh iarHO3 MYKOBICLUIO3Y.

3. EnexrpodizionoriyHi focHimKeHHs (BU3HAYEHHS HA3a/IbHOT
TpaHCeTiTeTialbHOI Pi3HULI MOTEHIIialiB, BUMipIOBAHHSI TOTOKY
KMUIIEYHUKY) MalOTh IPOBOAUTUCS B METUUHMX LIEHTPaX, sIKi Ma-
I0Tb BeJIMKMIA oCBin Takux ooctexxeHb (Castellani C. et al., 2018).

Xapqynauun ma Memabonivui nopyweHHs

1. Y xBopux Ha MYKOBICLIMI03 HEOOXiTHO LIOPOKY MPOBO-
JIUTU BUMIpIOBaHHS PiBHS XKUPOPO3UMHHHUX BiTAMiHiB.

2. Hagmipne cnoxuBanHss PERT (Pancreatic Enzyme
Replacement Therapy — 3amicHa tepamnist ¢hepmeHtamu [13)
MOXe CIPOBOKYBATH OiJib Y )KMBOTI Ta 3aKPEIH.

3. JIns ouiHIOBaHHSI aleKBAaTHOCTI BYTJIEBOJIHOTO OOMiHY
HOTPiOEH IJI0K030-TOJEePaHTHUM TecT. Y pasi BUSBICHHS
MopylIeHb BYIJIEBOAHOTO OOMiHY ITiJl Yac MepIIoro rioKo30-
TOJIEPAHTHOTO T€CTY HEOOXiHO MPOBECTU HOr0 MOBTOPHO.
Jesiki MeIMUHi LIGHTPY BUKOPUCTOBYIOTh MOHITOPUHT PiBHSI
TJTIOKO3U SIK YaCTUHY JiarHOCTUYHOTO TPOLIECY.

NiKyBanng MUKOBICLUGD3Y: OCHOBHI NOMODXEHHS, Micue
inzanauiiinoT anmuGiomukomepanii mobpamiuunom

3a octaHHi 40 POKiB TPUBAIICTb XUTTSI XBOPUX Ha MyKOBiC-
103 cyrreBo nogosxuiacs (MacKenzie T. et al., 2014). Pazom
i3 TUM OLIBIIICTh TAKMX XBOPUX JOCI MOMUPAIOTh YHACIIOK Jie-
T€HEeBOi HEIOCTATHOCTI. YIOBLUTbHEHHSI ITPOrpeCcyBaHHSI MATOIOTi1
JIET€Hb € KJIIOUOBOIO METOIO JIIKYBaHHSI Lii€l rpynu nauieHTiB. Oc-
HOBHMIA Ie(heKT MPU LIbOMY 3aXBOPIOBAHHI MOJIATAE B MOPYILEHHI
MYKOIIWJTIapHOTO KJIipEHCY, 1110 MTPU3BOAUTH 0 CEKPELLii I'ycTOoro
CIIU3Y, IOr0 3aTPUMKM B JIETEHSIX Ta KOHTaMiHalLlii iH(eKIIHHIMI
30ynmHuKamu (30kpema, Staphylococcus aureus i P. aeruginosa).
XpoHiuHa iH(heK1lis JereHb i3 HeUTpodiI-iHAYKOBAaHUM 3amajieH-
HSIM CYNPOBOIXKYETHCS TIEPIOAMYHMMMU JIETEHEBUMU 3aTOCTPEH-
HSIMU, TCas aKUX yHKIIS JIeTeHb MOXe Oiblile He MOBEpHY-
TUCS 10 BUXiTHOTO piBHS. PeTenbHuil 10eHHUIT MEHEKMEHT
3aXBOPIOBAHHSI B IOETHAHHI 3 arPECUBHOIO TEPAITIEIO JIETEHEBUX
3aroCTPEeHb MA€ KJIIOUOBE 3HAUYEHHS IS 30epekKeHHsT DYHKIIII
JIereHb Ha cTabiibHOMY piBHi. HaBoaMMO BifiNoBii Ha HAKOLIbIL
MOLIMPEHI MUTaHHSI 1100 MEHEIKMEHTY MYKOBICLIMIO3Y BiAIO-
BinmHo 1o pekoMeHaaniit ECFS-2018.

Yu HeoOXiAHO AiKyBaTH BriepLie BUSIBAEHY
iHdpekuito, cnpuunHeny P. aeruginosa?

Skimo He nmikyBaTM BIeplie BUSABIECHY iH(eKIilo
P. aeruginosa, BoHa nporpecyBaTuMe B XpOHiUHY iH(EKIIi10

JIeTeHb, 3yMOBJIIOIOUH MOTipIIeHHS 1X (PYHKIIIN, 301IbIIEHHS
KiJIbKOCTI JIETeHEBUX 3arOCTPEHb i MiBUILIEHHSI CMEPTHOCTI
(Emerson J. et al., 2018). AuTudiotukorepanist (ABT) mae
PO3IOYATUCS HE Mi3Hille HixX yepe3 4 TUXK Mic/ist OTpUMAaHHS
MO3UTUBHOTO PE3YJbTATy KyJIbTYpaTbHOTO AOCTiIKEeHHS. J1o-
BeJICHO, 1110 MpoBeAeHHs epaaukaniitnoi Tepamii CI'T moxe
CIPUSITH 11 YCYHEHHIO, MIPOTE HEMAE SIKOTOCh MEBHOTO PEXUMY
ADBT, sixuii 1oBiB OM CBOIO Kpally, MPOTH iHIIUX, eHEKTUB-
Hicth (Langton-Hewer S.C. et al., 2014). JocTymnHi pexxumu
ABT Bximouatoth 3actocyBaHHs abo I'T mpotsirom 28 nHiB, a6o
KOMOiHalli1 HeOyJ1i30BaHOTO KOJICTUMETATy 3 Mic 3 opalib-
HUM tumnpodaokcaunHoM. 3okpema, gocaimkeHHs F Ratjen
ta criBabT. (2010) mpoaeMOHCTPYBaIo BUCOKY €(heKTUBHICTb
iHrasA1iiHO1 (hopMu TOOpaMiliMHy B epaaukanii paHHboi CI'T
K 1pu 28-, TaK i mpu 56-geHHoMy Kypci ABT, 6yno Takox
JIOBeIeHO IepeBary Kopotkoro Kypcy AbT mpotu 6i1b1 Tpu-
BaJIoOro.

[Ticnst kypcy ABT npoBoasiTe MOBTOPHE KYJIBTypasibHE J10-
CJIJDKEHHS IS miaTBepkeHHs epaaukanii CI'T.

Aki npuHUMNM AiKyBaHHSI XpoHiuHoi CI'1?

3a HeeeKTUBHOCTI epaaMKaliilHOI Tepallil HasgBHICTb
P. aeruginosa cniz o11iHIOBAaTH SIK XPOHIYHY iH(DEKIIi10 JIereHb.
XpoHiuHa KoJoHi3allis P. aeruginosa now’si3aHa 3i CTpiIMKUM
3HUXEHHSM (QYHKIII JIereHb Y XBOPUX HAa MYKOBiCLMIO3
(Goldfarb S.B. et al., 2018). ¥ Takomy pa3i Tpeba posmoyatu
tpuBany iHranauiiiny ABT (Ryan G. et al., 2011). Taiinnaitnu
CIIA peKoMeHIYIOTh ITPOBEACHHS MOCTIIHOI MiATPUMYBAJIb-
Hoi ABT i3 3actocyBanusM IT yciM marieHTaM BikoM =6 pokiB
i3 xpoHiuHow CI'l He3anexxHo Bi TSKKOCTI 3aXBOPIOBAHHSI.

TobOpamiliuH Mae OaKTepULIMIHY aKTUBHICTh MPOTU OiJlb-
1IOCTi aepOOHMX FPAMHETaTUBHUX MiKPOOPraHi3MiB, 30KpeMa
P. aeruginosa, a Takox MpoOTH rPaMIIO3UTUBHUX CTa(iTOKOKIB.
[IpenapaT HEOOXiTHO MPUIIMATH LIOAEHHO KOXHOIO 2-TO Mic
(Mogayzel PJ. et al., 2013). 3aTtBepmxeHMIi peXXUM BKITIOUAE 3a-
crocyBaHHs1 IT y no3i 300 mr 2 p./no0y nipotsirom 28 [HIB 3 Ha-
CTYITHOIO 28-1eHHOI0 repepBoto. OCKiIbKY I0Ci HEMAe I0CTaTHBOI
JoKa30B0i 0asu miono epagukaiii CI'T B giteit Bikom <6 pokiB,
pekoMeHaoBaHo npoBenieHHS ABT B eKBiBaJIEeHTHUX 103aX.

Croroani IT pexomeHgoBaHMII OaraTbMa MPOTOKOJIAMU
epanukauii CI'lT (Flume PA. et al., 2007). Bin mae cyTreBi
nepeBaru AJst OUIbIIOCTI MALEHTIB i3 MyKoBicLMa030M. [o-
ciimkeHHst R.B. Moss ta cniBaBt. (2003) npomemMoHCTpy-
BaJIO, 110 MPOBEAEHHS iHTepMiTytouoi ABT i3 3acTOCyBaHHSIM
IT npoTtsirom 2 pokiB cripusie MOKpalleHHIO (PYHKIIIT JereHb
Ta 30UIbIIEHHIO iHAEKCY MacH Tijla B IIAJIITKIB i3 MyKOBiCLIM-
no3oM. Y nociimkeHHi B.W. Ramsey Ta cniiast. (1999) 6y710
oKasaHo, 1110 puiioM IT acoliroeTbest 3i CTIKUM TTOKpaIeH-
HSIM (DYHKILi1 JIereHb Y XBOPUX HA MYKOBICLIMI03 (BUPaXeHUM
SIK 30i1bI1IeHHsT 00’eMy (popcoOBaHOTrO BUAMXY 3a 1-11y ¢ —
O®B,), a TakOX 3i SMEHILEHHAM KiIbKOCTEM TOCTIiTATi3aLIiM.

BaxunuBolo mepeBaroio 3actocyBaHHsI 1T € 3pydyHicTb,
10 iCTOTHO MOKpAILY€ SIKiCTh XXUTTS Ta KOMIUIAEHC XBOPUX
Ha MYKOBICIII03, sIKi TOTpeOYIOTh IpoBeneHHS mocTiiiHoi ABT.

Takum yMHOM, MOCTIiiiHA MiATPUMYBaJIbHA Tepallis i3 3aCTo-
cyBaHHsM IT edextuBHo npurHiuye xpoHiuny CI'l, cripusie
MiABUILEHHIO SIKOCTi XUTTS, 3MEHIIIEHHIO KiJIbKOCTI JIereHe-
BMX 3arOCTPeHb Ta TocHiTaizauiil (i, SIK HaclIia0K, oTpedu
y BHYTPIilIHBOBEHHOMY BBEJIeHHI aHTUOAKTepiaJlbHUX TTpera-
patiB — ABII), mokpallleHHIO HyTPIEHTHOI'O CTaTyCy XBOPHUX
Ha MYKOBIiCLIMI03.

3TimHO 3 EBPOIENCHKUMU Ta aMEPUKAHCHKUMU PEKOMEH/1a-
LiSIMU B SIKOCTi aJIbTEPHATUBU MOX€E OyTH PpU3HAUEHMH iHTa-
JISIUIMHUM a3TpeoHaMa JIi3MH, a TaKoX KojicTumeTat (y m103i
2 MO 2 p./no0y), K1l NIMPOKO 3aCTOCOBYEThLCSI B €BpoITi
Ta JOCTYIHUIA y hopMi cyxoro ropouiky. [TpoTe nocimkeHHs
M.E. Hodson T1a cmiBaBt. (2002) BUsIBUIO, 1110 3aCTOCYBaHHS
IT y XxBopHX Ha MYKOBICITMI03 XapaKTepU3YEThCS 3HATYIITUM
30i1bIeHHAM nokasHuKa OPB, (Ha 6,7%) npoTu rpyny nari-
€HTIB, SIKi IPUMaIM KOJICTUH: Y HUX He BiIOy/I0Cs CYyTTEBOL
3miHy nokasHuka O@B, (1a 0,37%). BoxHouac, Ak mokasanm
pesynbratu ekcriepuMmeHTy A. Schuster Ta cmiBabt. (2013),
e(eKTUBHICTb CyXOro MOPOIIKY KOJIICTUMETATy HaTpito OyJa
3icraBHOIO 3 Takoto IT, 3 orssiy Ha mokpaieHHs (PyHKILiT J1e-
reHb yepe3 24 TV JTiKyBaHHSI.

¥V 2010 p. G. Herrmann Ta cmiBaBT. 0y/10 IPOAEMOHCTPO-
BaHO, 10 3aCTOCYBaHHS KOMOiHaIlil KoJlicTUMeTaTy-To0pa-
MiluHy cripusie Oiibll eeKTUBHIN epanukallii P. aeruginosa
y IOCIHIKEHHSIX i1 Vitro B TIOPiBHSIHHI 3 MOHOTEpAIli€lo.
Hani, J. Riethmuller Ta cniiaBt. (2016) y x0/i HayKOBOTO

IIponos:kenns Ha ctop. 30.
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€KCIIepUMEHTY JIOBEJIH, 1110 3aCTOCYBAHHSI PEXUMY MOCTili-
Hoi niagTpumyBaibHoi ABT i3 yepryBaHHAM TOOpaMillMHY
Ta KOJIiCTUMETaTy J0Ope MepeHOCUThCS OLIBIIICTIO MAIliEHTIB
i3 MYKOBICLIMIO30M, CIIpUSIE MOKpPALIEHHIO (DYHKIIII JIereHb
Ta 3HWXKEHHIO YaCTOTH 3arOCTPEHbD.

Vi mocnigKeHHsT, TPUCBSIUEHI OIiHIII KJIiHIYHOI edhek-
TUBHOCTI iHraJIsSIniiiHOTO TOOpaMiLlMHY, TPOJEMOHCTPYBAIU
JIOCTOBIpHE MOJIMIIEHHS] MTOKA3HUKIB JieTeHEeBOI (PYHKIIi.
Y KOPOTKOCTPOKOBMX IOCTiIKEHHSAX 30inbueHHsa OPB, B mo-
piBHSIHHI 3 MIane6o ckiaio 6-14%. Haiikpammii pe3ynbrat
OyB 3a3HaueHMii B ocimkeHHi G. Lenoir Ta criiBaBT. IpU BU-
KopucTaHHi Bpamito6®, 1110 Moxe OyTH OB’ I3aHO 3 TUM, 10
y 20% TalieHTiB, BKIIOUCHNUX Y TOCITIIKEHHS, 0YJI0 TIEpBUHHE
a0o0 iHTepMiTytoue iH(hIKYBaHHS TUXTbHUX HUISIXiB CUHBO-
THiHOIO MaTMyYKo10, siKa Kpauie mianaerbess ABT.

V nocnimkenHi A.G. Chuchalin Ta criBaBT. B aHasi3ax MO-
KPOTH TMALEHTIB, AKi oTpuMyBaiy bpamito6®, yepes 4 i 20 Tix
Tepaniii He BuciBaiach P. aeruginosa B 31% i 33% XBopHX IpOTH
rpynu 1iate6o (14% i 17% BinnosiaHo).

CbOrojiHi Ha BiTYM3HSAHOMY (PapMalleBTUIHOMY PUHKY JUISI
(haxiBuiB, sIKi 3aliMalOThCSI TPOOJIEMOIO MYKOBICLIMI03Y, A0-
CTYIHMIA TIpernapar iHrajasuiiHoro TobpamMinay — bpamitoo®
(xommnanist Amaxa Pharma). [IpenapaT BuryckaeTbest y popmi
ammy (1 ammyna 06’emom 4 mut mictuth 300 MT TOOpaMilIuHY)
Ta 3aCTOCOBYETBCS Y BUIJISII iHTaJIsILii yepe3 HeOynaiizep. [H-
rajisitiiHe BBeneHHs1 bpaMiToOy n1ae MOXIIMBICTh CTBOPIOBATH
JIOKJIbHI TepaneBTUYHI KOHLIEHTpALlil TOOpaMilliHY B JIETEHSIX
i3 MiHiMaJIbHUM CHCTEMHUM PO3IOALJIOM B opraHizmi. Heao-
copOoBaHUIi Mic/Is IPUIOMY MpenapaTy ToOpaMilliH B OCHOB-
HOMY BUBOIMTHCS 3 MOKPOTHHHSIM. BpaMiTo6® HeoOXinHo 3a-
CTOCOBYBAaTH y BUIJISIII TOYEPTrOBUX 28-1€HHUX LIMKJIiB KOXKHOTO
2-ro Mmicsitist: o 1 amryi (300 mr) 2 p./mo0y (ypaHTli Ta BBeUepi
3 iHTepBasoM 12 rom) mpoTarom 28 MHiB 3 HACTYITHOIO 28-1eH-
HOIO IiepepBolo. Baxinpo, mobu nepiia no3a bpamitody BBO-
JIacs i HATISIIOM MEIWMYHOTO MePCOHay (I1s 3armobiraHHs
Ta YCyHeHHs OpoHXocma3My B pasi HeoOximHocTi). [Ipenapar
MIPU3HAYAIOTh JOPOCVM Ta IiTSIM BiKOM >6 POKiB.

ITosiBa Ha ykpaiHCbKOMY (apMalleBTUMHOMY PUHKY
npenapara bpamito0® najga MOXIMBICTH XBOPUM Ha MYKOBIC-
uuno3 Ta XxpoHiuHy CI'l 3MeHIIUTH KiJIbKiCTh JIETEHEBUX 3aro-
CTpPeHb, MOKPAIIUTH (DYHKIIiO JIETeHb Ta CYTTEBO MiABUILUTH
SIKICTb CBOTO XKMTTSI.

SIKi rOAOBHi KOMMOHEHTH Tepanii nawieHTIB
i3 KAIHIYHMM noripLIeHHsIM?
Panne posniznasanus ma AiKyeamus

[IporpecyBaHHsI MyKOBICILIMI03Y XapaKTePU3YETHCS MOSIBOIO
IHTEpPMITYIOUHMX eMi30/iB KJIiHIYHOTO MMOTipIIECHHS — JIeTeHEBUX
3arocTpeHb. Hemae 3aTBepiskeHOro BUBHAYEHHSI JIETEHEBOTO
3aTOCTPEHHS TIPU MYKOBICITUI03i, aJie BaXTUBO 3a3HAYMTH, 110
11i eMi3oau MaloTh OYTH ONEpaTUBHO PO3Mi3HaHI Ta MPOJIiKOBaHi.
[TauieHTH 3 MyKOBICLIMI030M, BiIUYBLIM ITOTipILIEHHS CaMOIIO-
YyTT4 (L0 MOXKE CBITYUTH PO JIETEHEBE 3arOCTPEHHS), MAIOTh
HeraifHO 3BepHYTHUCS 10 CMeliali3oBaHUX LIEHTPIB i3 HATaHHS
MennmdHoi gormomorn. O0cTeXKeHHsI, HeOOXiaHi sl OLIiHIOBaHHS
JIETEHEBUX 3arOCTPEHb, BKIOYAIOTh OLIHKY (DYHKILiH JIeTeHb,
MiKpOOiOJIOTiUHi Ta paaionoriuHi JOCTiIKEHHSI.

JlikyBaHHSI JlereHeBUX 3aIOCTPEHb MOTPEOYE MepOpPaIbHOrO,
iHTasIiiHOTO Ta/ab0 BHYTPIlTHLOBEHHOTO 3aCTOCYBAHHSI aH-
TUOIOTUKIB. SIKIII0 BUHMKAE HEOOXITHICTh Y TIPOBEICHHI apeH-
tepanbHOl ABT, BaX/IMBO TaKOX HE 3BOJIIKATH 3 11 TOYATKOM.

baeamonpoghinvna donomoea

JlikyBaHHS JIer€HEBOI0 3arOCTPEHHS MPU MYKOBICLIMA031
He oOmexyeThbest onHieo ABT, moTpiben GararonpodinbHuit
niaxia. HeoOxinHo, 11001 XBOPOTo peryyisipHO OIJIsiIaB CIielli-
anicr-diziorepaneBrt, iK1t 3a HEOOXiIHOCTI OoNTUMI3YE (Di3io-
TepareBTUYHi poueaypu. [1ig yac 3arocTpeHHHS B Malli€HTIB
YacTo TMOTaHUIi aleTUT, MPYU LIbOMY BOHM MTOTPEOYIOTh MiIBU-
LLIEHOT'O CIIOXMBAaHHS KaJIOpili YHACIiA0K 30i/IbLIEHHS TOTPed
MeTaboui3My. JloCTymHICTh JOIMOMOTH CIielianicTa-aieTonora
MAa€ BaXJIMBE 3HAUEHHSI.

Pexcum ABT

®dapmakoKiHeTKA aHTUOIOTHKIB Y XBOPUX Ha MyKOBICLINI03
BiJPi3HSETHLCS Bif Takoi B 3M0poBoi nmomysuii, i mo3u ABIT
MatoTh OyTH cKopuroBati. JIis nikyBaHHS iHdeKiit, cripu-
YUHEHUX P. aeruginosa, peKOMEHIYETbCS 3aCTOCYBAHHST KOM-
6inartii >2 ABII. Ha choronHi BincyTHi aaHi 111010 BUOOpy aH-
TUOIOTUKY UM ONITUMAIbHOI TPUBAJIOCTI JIIKYBAHHSI, 3a3BUYai
TpUBAiCTh BHYTpillTHbOBeHHOT ABT cTaHoBUTH 14 nHiB. [desxi
Mali€eHTU MOXYTb MOTPeOyBaTU JOBILIOIO Kypcy. B okpemux
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Bunagkax napeHrtepaibHa ABT moxe mpoBonuTrcs amOyna-
TOPHO, aJie B TAKOMY pa3i BaXKJIMBO TIEPEKOHATHCS, 1110 BUKOHY-
I0ThCS BCi BUILIE3a3HAYCHI aCTIEKTU MEHEKMEHTY JIETeHEBOTO
3aroctpeHHs1. JIikyBaHHSI B yMOBaX CTalliOHapy € CTaHIAPTOM
HaJgaHHS TOIOMOTY OLIBIIOCTI XBOPUX HA MYKOBICLIMIO3, aJKe
BOHM NOTPeOYIOTh BHYTPillIHbOBeHHOI ABT.

Ouinka 6idnoegidi Ha mepaniro

BaxxmmuBo npoBoauTH OLliHIOBaHHS (hYHKIIii JIeTeHb Ha I10-
YaTKy JiKyBaHHS Ta TC/Is MOTO 3aKiHUEHHS [UTST KOPUTYBAHHS
Teparii Ta BU3HaYeHHs 11 TpuBajocTi. He3paxaiouu Ha iHTeH-
CHUBHY Tepallilo, Mpuoan3Ho 25% MNallie€HTIB i3 JIereHeBUM 3a-
TOCTPEHHSIM, SIKi TOTPeOYIOTh MPOBEAECHHS BHYTPiTHLOBEHHOT
ABT, MaTumyTh cTilike MoripieHHs! (PYHKIIil1 JereHb y Maii-
oyrHboMY. Came TOMY BaKJIMBE MPOBEACHHS MiATPUMYBaIbHOI
Tepartii 1715 3aro0iraHHs JISTEHEBUM 3aTOCTPEHHSIM.

Y YoMy noasirae NocTiliHa NiATPMMYBaAbHa Tepariisi
Nnp1 MyKoOBiCLUMAO3i?

®DizioTepaneBTUYHI MPOLEAYPHU TSI OYUIICHHS TUXab-
HMX HUISIXiB, (pi3MYHA aKTUBHICTh Ta HYTPi€HTHA MiATPUMKaA
€ BaXJIMBUMU KOMIIOHEHTAMM MOCTIHOI MiATPUMYBaJIbHOT
Teparii XBOpuUx Ha MyKoBiclua03. Huxue npeacrapieHi oc-
HOBHi XapaKTepUCTUKU JiKapChbKUX 3aC00iB, 5IKi 3aCTOCOBYIOTh
y TALiEHTIB 13 MyKOBICIIMI030M JICTEHb.

Mpykonimuku

€IMHUI Tpenapar, SIKUi 10BiB CBOIO €(PEKTUBHICTb 11010
30ATHOCTI PO3PIIKEHHS CJIM3Y Y XBOPUX Ha MYKOBICLMI03, €
nopHasa anbda. JocmiIkKeHHs IPpOoAeMOHCTPYBaIH, 1110 3a-
CTOCYBaHHSI I0OpHAa3u ajibda acolliloETHCS 3 MOJIMIIEHHIM
(yHK1iT ereHb Ta 3HKEHHSIM YaCTOTH 3arOCTPEHb Y XBOPUX
Ha MYKOBICIIM103 HE3aJIEXKHO Bill TSXKKOCTI 3aXBOPIOBAHHS
(Jones A.P. et al., 2010). Pesyasrat BeiMKOro aHamizy 6asu
JMAHUX CBiTUaTh MPO Te, 1[0 3aCTOCYBAHHS JAOPHA3U aibdha
CIIpUSIE MOKpPALIeHHIO (DYHKIII JIereHb IPU MYKOBIiCIIMA031
(Konstan M.W. et al., 2011).

Edexr nikyBaHHSI BTpayaeThCsl B pa3i MPUIMHEHHS TIPU-
ioMy Tipernapary, TOMy XBOpi Ha MYKOBICLIM103 MOTPeOYIOTh
MPOBEACHHSI MOCTIMHOI MiATPUMYBAJIbHOI Tepamnii. [Hui my-
KOJIITUKH, 30KpeMa N-aleTUILHCTEIH, He TOBEIN CBOIo eek-
TuBHIcTh y nikyBaHHi (Nash E., 2009).

Tidpamauiiina mepanis

VY XBOpUX Ha MYKOBICLIM03 BU3HAYAETHCS 3HEBOJHEHHS
NUAXaTbHUX HUIAXiB. JIJ1s1 301bIIeHHST KiTbKOCTI (piziosnoriu-
HOI PiIMHU Ha MOBEPXHi AUXaJbHUX LIISXiB 3aCTOCOBYIOTh
npenapaTy I Ha3BOIO «TiipaTaTopu». MexaHi3M IXHbOI Iii
BiIpi3HSIEThCS BiJl TAKOTO B IOpHA3M ayib(da, TOMy 00MIBa ITijI-
X0y (MyKOJITUKY Ta TiIpaTaTOPH) € B3aEMOIOIIOBHIOIOUMMU.
o rimparaTopiB HajieXaTh TilePTOHIYHUI COJLOBUI PO3YMH
(7%) Ta maHiTon, sIKi 1OCTYITHI B €BPOTIi B iHTANSILIAHIT hopMi.
CucreMaTUUHUI OIS TIOKA3aB, 1110 3aCTOCYBAHHS TiMepTO-
HIYHOTO PO3UMHY 3MEHIIIY€E YaCTOTY 3arOCTPEeHb Ta AEIIO MO-
Kpaiye QyHKILio JereHb Y XBopuxX Ha MyKoBiciinao3 (Wark P.
et al., 2009). CborosiHi 3acTocyBaHHSI [iMePTOHIYHOTO PO3UMHY
V XBOPUX i3 CEPENHbOTSKKUM Ta TSDKKUM 3aXBOPIOBAHHSIM Jie-
reHb PeKOMEHIyeThCsl OaraThma raiimiaitnamu (Mogayzel P.J.
et al., 2013). BukopucraHHst MaHiTONy OYJ10 BIIPOBaKEHE He-
LI0IaBHO, 11eii Mpenapar CIpuse MOKPaLIeHHIO (DYHKIIIi 1ereHb
(Bilton D. et al., 2011; Aitken M.L. et al., 2012). IIpemapatu
JIOCTYITHI Y BUJISIII CyXOT0o TopoIlKy. O0KMaBa areHTU MOXYTh
MOJPA3HIOBATH AMXAJIbHI LIISIXU, MIEPEN iX 32aCTOCYBAHHSIM pe-
KOMEHIOBaHO TIPUIIOM OPOHXOAMIATATOPIB Ta MPOBEIECHHS
MpoOu Ha MePeHOCUMICTb.

ABT

IHdek1is TMXalbHUX HUISIXiB y XBOPUX HAa MYKOBICLIMI03
MOXe OyTH BU3Ha4YeHa SIK paHHsI, IHTEpMiTyl0ua Ta XpOHidHa.
V pasi BigcytHocTi Binnosiai Ha ABT Ta po3BUTKY XpOHiYHOI
CI'l npoBeneHHs iHransuiiHoi ABT nae MoXIuBIcCTh eek-
TUBHO 3HU3UTHU YaCTOTY 3arOCTPEHb i MOKPAIIUTH (DYHKIIiIO
nereHb (Ryan G. et al., 2011). Inransauiitna ABT mae 3acroco-
BYBATHUCh SIK MTOCTiliHA MiATPUMYBaJIbHA Tepartisi.

Makpoaniou

IlepeBaru 3acTocyBaHHSI MaKpOJiiB y XBOPUX HA MYKOBIC-
LIMA03 MOJIATaloTh Y MOABIMHOIO BIUIMBY SIK Ha iH(EKIIi0, TaK
i Ha 3amajieHHs. X04a MaKpoJIiay He MaloTh IPSIMOI Iil MpoTH
CT, npoTe BoHM BIUIMBAIOTh Ha MiKpPOOPraHi3MH, SIKi YTBOPIOIOTh
GiorutiBKy. OcTaHHSI, CBOEIO YEProro, Oepe y4acThb y PO3BUTKY XpO-
HiyHoi CT'l. [NocriiiHa ninTprMyBajibHA TEPAITist A3UTPOMILITHOM
MoK paliye (hyHKIIiIO JIETeHb, 3MEHIIIYE YaCTOTY 3arOCTPEHbD Y Ma-
LIiEHTIB i3 XxpoHiuHo0 iH(ekIieto (Southern K.W.et al., 2012) Tae

YaCTHHOIO peKoMeH1oBaHoTo MeHemkMeHTy (Mogayzel PJ. et al.,
2013). 3MeHIIeHHS YaCTOTH JIETEHEBUX 3aTOCTPEHb CIIOCTepira-
Jlocsl B AiTel 3 MYKOBICIIMA030M, He iH(pikoBaHuX P. aeruginosa
(Saiman L. et al., 2010).

Yu HeobXigHo NiKysamu 3ananeHnd guxanbHUX wWnaxis?

3amajeHHs — OfiHa 3 KITIOUOBHUX JIAHOK TTaTOTEHe3y YPaXKeHb
JIereHb IIPY MyKOBIicLIMI03i. Pa3oM i3 TUM Taki Biomi poTr3a-
naJibHi 3acodu, sk Koprukoctepoinu (KC) (cuctemHi it MiclieBi),
He MaloTh I0BeIeHOI e(DEKTUBHOCTI Y XBOPUX Ha MyKOBICIIUIO3,
3a BUHSITKOM HasIBHOI CYIyTHBOI OpoHxianbHoi actMu (BA). [laHi
1IOJI0 3aCTOCYBaHHSI KOpOoTKUX KypciB KC mjist nikyBaHHSI Jie-
TeHEBUX 3aroCTPeHb 3a BiCyTHOCTI BA oOMexeHi, xoua ofHe
JOCTTIKEHHS TPOAEMOHCTPYBAJIO TEHACHIIIIO 0 MOKPAIIEHHS
(yHKLi# nereHp micas S-nmeHHoro Kypey npuitomy KC y noen-
HaHHi 3 antubiotrkamu (Dovey M. et al., 2007). 3aranom, 3rigHoO
3 pekomeHaauismu CFE tpuBane 3actocyBanHst KC He peko-
MEHIOBaHE Y XBOPUX Ha MYKOBIiCLIMII03 Yepe3 BiICYTHICTb J10-
cTaTtHbOI 10Ka3oBoi 6a3u (Flume PA. et al., 2007). BonHouac,
3rifmHO 3 pesyibratamu gociimkeHHs L.C Lands. Ta cniBaBT.
(2007), 3acTocyBaHHSI BUCOKHX 103 i0yIIpodheHy MOXKe CIIOBLIb-
HIOBaTH MPOTrpecyBaHHs KicTo3HOro (ibpo3y B aiteil. Hespaxka-
10YM Ha ONMTUMICTUYHI Pe3YyJIbTaTH €KCIIEPUMEHTY, TaKa cTpare-
riyHa TakTuKa He HalyJsia MIMPOKOTO 3aCTOCYBaHHSI, 30KpeMa
yepes uncieHHi nobiuHi edextu 3 6oky LIKT (Fennell P.B. et al.,
2007). 3acTocyBaHHsI iHIIMX MPOTU3ATIATLHUX TIPETapaTiB Mpu
MYKOBICLIMI03i IIPOAOBKYE BUBYATUCS.

SIKi € 0COOAMBOCTI 3aCTOCYBaHHS
CFTR-moayAsiTopiB?

Tepamnig i3 3acrocyBanHsIM CFTR-MonynsiTopiB cipsimo-
BaHa Ha mocuiieHHs ekcrpecii 6inka CFTR Ha moBepxHsix
KJIITUH a00 mokpalueHHs ioro pyHkuii (Mogayzel PJ. et al.,
2013). Lls TepareBTUYHA CTPETETiss MAa€ BEJIMKIi MEPCIIEKTUBYU
Ta B MAallOyTHOMY MOKE 3MiHUTH a00 HABiTh MPU3YITMHUTU
riepe0ir 3axBoproBaHHs. CbOTO/HI IeKibKa MperapariB, CIpsi-
MoBaHux Ha cnietndiuni nepexrn CFTR, me nocmimkyoTbesl.
JIBa jikapchki 3aco0M mokasaiu CBolo e(peKTUBHICTb Y Teparii
XBOPUX Ha MYKOBICLIMI03:

* IBakadTop — moaynsaTop CFTR — criouarky BUBYaBCsI
B nauieHTiB i3 MyTauiero G551D. IMpoaemMoHcTpyBaB Biac-
TUBICTb MOCUJIIOBATU TPAHCIIOPT i0HIB, 30KpeMa 3MEHILIEHHS
€JIEKTPOJIITIB MOTY, MOKpaIeHHsI (DYHKIIi1 JIeTeHb (CYTTEBRE Mif-
BUIIICHHS Od)Bl), 3MEHIIEHHS YaCTOTH JIeTeHEBUX 3aTOCTPEHb
Ta 30i/IbILIEHHS] MAcU TiJla B XBOpPMX Ha KiCTO3HUI (ibpo3
(Ramsey B.W. et al., 2014). [Tomanblii qoCTiIKeHHS 3aCTOCY-
BaHHJ iBakadTOpy B NalieHTiB 3 iHmMMuU MyTaisMu CFTR
TaKOX BUSIBUIN KJIiHIYHY eeKTUBHICTh mpernapary (Boeck D.
et al., 2014). Kpim nporo, iBakadtop BUSBUBCS €(HEKTUBHUM
y Hali€eHTiB i3 3anuiKkoBoo ¢pyHkuiero CFTR.

* Jlymakadrop (3aCTOCOBYEThCS B KOMOiHALIii 3 iBakadTO-
pom) — kKopektop CFTR, noromarae tpancroptyBaTu 1eheKT-
Huit 6in1ok CFTR 10 HeoOXigHOTro Miclisg Ha MOBEPXHi KIITUHH,
TOJIi SIK iBakahTOp MiABUIIYE aKTUBHICTh CaMOT0 OiJiKa, KOJIn
BiH BXXe 3HaAXOAUThCS Ha cBoemy Micti (Goldfarb S.B. et al.,
2018). Ipu 3acrocyBaHHi B KOMOiHallii 3 iBakaTOpOM 1o-
Ka3aB 3[JaTHICTb MOKpallyBaTy (DYHKIIiO JIETeHb i 3HMXYBAaTU
YacTOTy JIETeHEBUX 3arOCTPeHb Y MallieHTiB i3 MyTattieto S08del
(Wainwright C.E. et al., 2015).

IBakadTop Ta KOMOIHaIIIS TyMakadTOp/iBaKahTOP MOXKYThH
3yMOBUTH MOPYLIEHHsI poOOTH NeviHku. [TaiieHTH i3 3axBopio-
BaHHSIMU TIEYiHKHM MOTPEeOYIOTh KOPEKILii 1031 LIMX Mpernaparis.

Jlikapi MaloTh ypaxoByBaTU MOTEHLIHI B3aEMOII JTiKap-
ChKUX 3ac00iB, ocobnuBo npu 3actocyBanHi CFTR-kopekTo-
PiB Ta MOMIYJISITOPIB.

Buchoeku

1. MykoBicIIMI03 — FeHETUYHO-IeTePMiHOBAaHE 3aXBOPIO-
BaHHSI, sIKe XapakTepu3yeThbest MyTauiero reHy CFTR.

2. XpoHiyHa KooHi3allist P. aeruginosa acoliloeThes 3i 3HU-
>KeHHSIM (DYHKIIi1 JIereHb Y XBOPUX Ha MyKOBicLIMa03. Pec-
MipaTOpHi 3aXBOPIOBAHHSI — OCHOBHA MPUYMHA CMEPTi
0ci0 i3 LIUM AiarHO30M.

3. [HranauiiiHuii ToOpaMilliH — Mperapart, SK1ii 3aCTOCTOBY-
€ThCS 1181 JTIKYBAHHS Brepile BUsBlieHoI Ta XxpoHiuHoi CI'L.
BuxopucranHst iHraIsiiiiHoro To0pamMiliMHy acOIiI0EThCSI
3i CTIMKMM MOKpaleHHsIM (YHKIIIT JereHb (301IbIIEeHHSIM
O®B,), a TakoX 3i 3MEHIEHHAM KiTbKOCTEl roCTIiTai3awii
Ta MOKPAIIEHHSIM HyTPiEHTHOTO CTAaTyCy XBOPHMX Ha MyKO-
BicLma03. Tpusana ninrpumyBaibHa ABT i3 3acTocyBaHHSIM
IHrISILITHOTO TOOpaMILIMHY € OTHIEIO 3 KJIIOUOBUX JIAHOK
MEHEKMEHTY TaLieHTiB i3 xpoHiuHotwo CI'1.

4. IBakadrop Ta KOMOiHa1lisg TymakadTop,/iBakacTop Cripusie
MOKPALIEHHIO (PYHKIIiii JIereHb Ta 3MEHILEHHIO YaCTOTH Jie-
T€HEeBMX 3arocTpeHb 1UIsixoM Moaudikarii ¢pyHkuii CFTR.

5. MyabTUAMCUUITTIHAPHUE Ti/IXi, BUCOKA MPUXUIIBHICTD
TMALIiEHTIB J0 JIKyBaHHsI, CBOEYaCHa Ta arpecBHa Tepatisi
JIETEHEBUX 3arOCTPEHb MiIBULLYIOTh SIKIiCTb KUTTS Ta MO-
JTOBXYIOTb OTO TPUBATICTh Y XBOPUX HAa MYKOBICLIMIIO3.

Cnucok nitepatypu 3HaXOZUTLCS B pefaKLii.

Migrotysana AHacracis KosnoBcbka
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BbPAMITOB

Hapuxae nereHi Ha XXutta

TobpamiumH, po3ynH gns iHransuin 300 mr/4 mn

Ilna TpuBanoi nigTpnmyBasnbHOI

Tepanii XBoOpux Ha MyKoBICLMO03,
IHpikoBaHux P. aeruginosa®

@ [lokpawye hyHKLIIO NNereHb HaBiTb é@m%%_*:m
MDK Kypcamu iHranAauin3 BRaMI.I':éu (B
B

@ 3wmeHwye notpeby B iHWKMX aHTMBIOTMKaX
Ta KiNbKIiCTb rocnitaniaauint

® I3oTOHIUHa hopmyna po3unHy onq
besneuHoro i 3pyyHoro 3acTtocyBaHHA3 ™

@ [lokpallye AKICTb XUTTA NauieHTIB®

CkopoueHa iHCTPYKLiA ANA MeAMYHOro 3acTOCYBaHHA NikapcbKoro 3acoby Bpamito6®!

Cknap: filova pevoBrHa: TobpamiumH; 1 avnyna (4ms) mictvse 300 Mr TobpamilpHy. Jlikapebka gopma. PoguvH ansa iHransauin. ®apmakoTepaneBTUYHa rpyna. AHTVOaKTepiasibHi amiHormikosuam.
MokaszaHHA. JlikyBaHHA XpoHIYHOI nereHeBal iHekUi, cnprirHeHol Pseudomonas aeruginosa y xBopyiX Ha MyKOBICLMAO3. MpoTunokasaHHs. 3acTocyBaHHA bpamiTod mpoTrnokadaHo nauieHTam 3
NIABALLEHOO YyT/IBICTIO O TOOPaMILMHY, HLLMX amMiHOMIKo31aiB abo A0 OyAb-AKOro KOMMOHeHTY npenaparty. Cnocié 3acTocyBaHHSA i 4o3W. bpamiTob npusHaderu i nve ANs iHranadiv, a He 0as
napeHTepabHOro 3acTocyBaHHs. [1o3a A1s AopociuX i Aiten BikoM Bif, 6 poKis: Mo ofHin amnyni 3 ogHOKpaTHOK 40300 (300 Mr) ABivi Ha 4ody (BpaHui | BBe4epi) BNpoaosx 28 aHiB. Cnin AoTpUMyBaT/Ch
IHTepBany MbK npuroMami 403 y Mexxkax 12 roguH. [Micns 28 g NikyBaHHs bpamitod cnif 3p0buT NepepBy BNPOOOBXK HaCTynHX 28 AHiB. Chif, A0TPVIMYBaTICE NOYEproBUX 28-AeHHMX LIMKNIB aKTBHOMO
NiKyBaHHS 3 MOAabLLOKO BIOMIHOIO MpUOMy nmpenaparty (28-AeHHUIA LMK NpUioMy npenaparty Ta 28-OeHHUA LYK NepepBy MproMy mpenapaty). BMICT amnynn 3 ofHieto 00300 (300Mr), nepenitoo B
Hebynaraep, BBOAATH LUAAXOM iHransauil BnpodosK 15 xBUAMH 3a AOMOMOrolo Hebynanaepa ans daratopasosoro BukopucTaHHsa PARI LC PLUS i3 komnpecopom PARI BOY TURBO. IHransui bpamitod
NPOBOAATL Y MOMOXKEHHI NaLieHTa Cuaaqm abo CTosHM MpY HopMabHOMY AvxaHHI Yeped 3arybHVK Hebynaraepa. bpamitob He cnig aMillyBaTi 3 iHWVMM IHranauiiHuMA - NikapCbKknMn 3acobamn. OiTu.
[NpenapaT 3aCTOCOBYOTL AiTsIM BIKOM Bif 6 pokiB. TepMiH npuaatHoOCTI. 2 poky. [ig Yac 3acTocyBaHHs! CTPUMM 3 amnynamu (3akpuTi abo BIOKPTI) MOXKHa 30epiraT BNpodoBx 3 MicALIB Moy Temnepatypi
25 °C. YMoBU 36epiraHHs. Y xonogursHiky 2-8 °C B opuriHasibHin ynakoBsLj A9 3ax1CTy Bif CBITa, B HeAOCTYNHOMY ANd AiTer MicL. YnakoBsKa. 10 4M7 B amnysi, 1o 4 amnysii B repMeTUHHO 3anasHoMy
cTpuni, 56 amnyn y KOPTOHHIM KopobLl. BnpobHuk. K'esi ®apmaceytiui C.n.A./ Chiesi Farmaceutici S.p.A., ITanis.

Nitepatypa: 1. CkopoyeHa IHCTPYKLs 4151 MeAMHHOrO 3aCTOCYBaHHS Nikapchkoro 3acoby Bpamitob®. 2. Castellani et al. J Cyst Fibrosis 2018; 17: 1563-178. 3. Poli G et al. Pediatr Drugs 2007; 9: Suppl
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Bes iHbopmaLis Npo MikapceKui 3acid Ta Moro 3acTocyBaHHs MpeacTaBieHa A0t O3HAMOMIIEHHST | HE MOXKe BBaKAaTWCS HAaCTaHOBOKO AJ15
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