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HMHCTPYKIIUS
10 MeAUIHHCKOMY IPHMEHEHHIO Mpenapara
Myasmo3um® (Pulmozyme®)

PerncrpanuoHHblii HOMep

Toprosoe Ha3BaHuUe Npenapara
[TyneMo3um

Me:kayHapogHOe HeMATEHTOBAHHOE HA3BaHNe
HopHaza anbda

JlekapcTBeHHas popma
PacTtBOp At unransuumii

Cocras

1 amnyna (2.5 M) pacTBopa JJ1sl MHTAISIUI COIEPHKUT:
aKmueHoe 8ewecmao:

nopHasa anbda* 2.5 mr

8Ccnomozamenbhbie 8eUiecmsa:

HATPUS XJIOPU, KaJbIHS XJIOPUIA AUTHAPAT, BOJA IS MHBEKIIUN
*1 mr nopuassl anbda coorserctByeT 1000 EJ

Onucanue
[Tpo3paunblii OECLBETHBIN MU ClIETKa >KEITOBATHIN pacTBOP.

(I)apMaKOTepaneBaneCKaﬂ rpymnmna

OTrxapkuBaloliee MyKOJUTHYECKOE CPEACTBO.
Koxg ATX [RO5SCB13]

dapmakoJiornieckoe aecrpue

DapmaKkoOUHAMUKA U MEXAHUIM OeliCmeus

PexomOuHanTHas yenoBedeckas J|Haza (1opHasa anbda) - reHHO-MHKEHEPHBIH BapuaHT
IPUPOIHOTO (pepMEeHTa YeIoBeKa, KOTOphIi pacierniseT BHekieTounyto JTHK.

Hakorienne BSI3Koro rHOMHOIO CeKpeTa B IbIXaTENIbHBIX MYTAX UTPAET POJIb B HAPYLIECHUN
(GYHKIIMHM BHEIIHETO AbIXaHUS U B 000CTPEHUAX HH(PEKIIMOHHOTO Mpoliecca y 00JIbHBIX
MYKOBHUCIIM1030M. [ HOWMHBIN CEKPET COAEPKUT OUEHB BBICOKNE KOHIIEHTPAI[MN BHEKIETOYHON
JHK - Bsi3koro monmaHnoHa, BBICBOOOK/IAIOIIETOCS U3 Pa3pyIIAIOIINXCS JIEHKOIUTOB, KOTOPHIE
HaKaIUIMBAIOTCS B OTBET Ha MH(pekuuto. In vitro nopHasza anbda ruaponusupyer JJHK B mokpote
Y BBIPQ)KEHO YMEHBIIAET BSI3KOCTh MOKPOTBI TPU MYKOBHUCITHI03€.

DapmakoKkunemuxa

CucreMHOe BcachbIBaHUE IOPHA3bI allb(a M0Cie HHTATSIUU a3p030Jis y YeJIOBEKa HEBBICOKO.

B nopme /IHa3a npucyTcTByeT B CHIBOPOTKE KpPOBH yenioBeka. VHransuus JopHasbl ainbda B
no3ax 10 40 Mr B TedeHue cpoka 10 6 AHEN HE NPUBOJNIIA K JOCTOBEPHOMY YBEINYEHUIO
KoHUeHTpauuu J[Ha3sl B CBIBOPOTKE KPOBH 110 CPABHEHUIO C HOPMAJIbHBIMU 3HIOT€HHBIMU
ypoBasiMu. CeiBopoTouHas koHIeHTpanus J{Ha3er He npebimana 10 ar/mi. [locie HasHaueHHs
nopuassl anbga o 2500 EJI (2.5 mr) 1Ba paza B CyTKH Ha MPOTSHKEHUU 24 HElenb CpeiHue



CBIBOPOTOYHBIE KOHIIEHTpaluu J{Ha3pl HE OTIMYanCh OT CpEeAHUX MOKa3aTeNei 10 JeueHHs
(3.5+0.1 ar/™MIT), 9TO CBHIETETHCTBYET O MAJIOM CUCTEMHOM BCAChIBAHUHU WJIH MaJIOH
KYMYJISIIIHH.

VY G0JIbHBIX MYKOBHCIIMI030M CPEHS KOHLEHTpaLKs JOpHa3bl ajabda B MOKpoTe yepes 15
MUHYT nociie uaransun 2500 EJ] (2.5 mr) paBasiercs npumepno 3 Mxr/mi. [locne naransuun
KOHIIEHTpaLUs 10pHa3bl ajib()a B CHIBOPOTKE KPOBU OBICTPO YMEHBIIIAETCS.

IMoxkazanusn

CumnromMaTHyeckas Tepanusi B KOMOMHAIIMH CO CTaHIAapPTHOM Tepanueld MyKOBHUCIHI03a Y
nanueHToB ¢ nokazatesneM OXXEJI ne menee 40% oT HOpMBI.

[TynbMO3UM MOKET IPUMEHSTHCS JUIS JICYEHHsI OOIBHBIX HEKOTOPBIMH XPOHUUECKIMU
3a00JeBaHUAMU JIETKUX (OpOHXOdKTaTHUeCKask O0JIe3Hb, XPOHUYECKask OOCTPYKTHUBHAs 00JIe3Hb
JIETKUX, BPOXKJICHHBII TIOPOK Pa3BUTHUS JIETKUX y AETEH, XPOHHYECKHE ITHEBMOHUH,
UMMYHOJIC(PHUIIUTHBIE COCTOSHUS, MPOTEKAIOIINE C TOPAKEHUEM JIETKUX U JIP.), €CIH O OIICHKE
Bpadya MYKOJIMTHYECKOE ACHCTBHE TOPHA3HI alb(a obecreyrnBaeT NpenMyecTBa I
INannueHTOB.

IIpoTuBONOKAa3aHMS

IToBeIlIEHHAS YYBCTBUTCIIbBHOCTD K Z[eﬁCTBYIOHlCMy BCIICCTBY IIpfCIiapaTa Ujiu €ro
KOMIIOHCHTaM.

C 0CTOPOKHOCTHIO

bepeMeHHOCTD, TEpHOT KOPMIIEHUS TPYABIO.
Hetu o 5 ner.

BepeMeHHOCTb H MEPHOA KOPMJIEHUSA I'PYABLIO

bepemennocmo

bezonacuocts [lyneMo3uma A GepeMeHHBIX He ycTaHOBIeHa. MccnenoBanus JOpHa3sl anbda
HE CBUJICTEIHLCTBOBAJIM O HAPYIICHUH (PEPTHILHOCTH, TEPATOTCHHOCTH WUJTU BIUSHUU TIpenapara
Ha pa3BUTHE IJI0/Ja Y )KUBOTHBIX. [1ynpM0O3UM clieyeT Ha3HavaTh IpU OEPEMEHHOCTH C
OCTOPOKHOCTBIO M TOJIBKO B TOM CJIy4ae, €CJId M0JIb3a I MaTepHu MPEBBIMIAET MOTCHITUATBHBIN
PHUCK IS TUI0J1A.

Ilepuoo kopmnenusn 2pyovio

[Iponukaer nu [IyapMo3uM B rpyTHOE MOJIOKO Y JKE€HIIUH - Heu3BecTHO. Ha3zHauarts [lynpMo3um
KOPMSIITUM MaTepsiM CJIEAYET C OCTOPOKHOCTBIO. Y JTAaKTUPYIOMIMX MaKak cynomolgus,
MOJTy4aBIINX BBHICOKHE T03BI JOPHA3HI alb(da B/B, ObLIIN 00OHAPYKEHBI HU3KHE KOHIICHTPAIUH
JopHa3el anb(da B MaTepuHCKOM MOJIOKE (< 0.1% OT CBIBOPOTOUYHBIX KOHIICHTPAILIHA). Y YU THIBas
MUHUMAJIBHOE CHCTEMHOE BCACHIBAHUE JIOPHA3HI allb(a, He CIeTyeT OKUIATh H3MEPSIEMbIX
KOHIICHTpAIUi JOpHAa3bl alnb(ha B TPYTHOM MOJIOKE Y JKCHIIHH.

Cnocod npuMeHeHHs U 103bl

PactBop B aMIynax npeaHa3HadeH TOJIBKO IS PA30BOT0 UHTAIALIMOHHOIO IPUMEHEHHU .
[Ty1bMO3UM HeNb3s1 pa3BOANUTH WM CMENIMBATh C APYTMMH IpenapaTaMy UiId PACTBOPAMH B
eMKOCTH HeOynaiizepa. CMelBaHue npenapaTa ¢ ApyruMHy JIEKapCTBEHHBIMU CPEACTBAMU
MOYKET IIPUBECTHU K HEXKENATEIbHBIM CTPYKTYPHBIM W/WIIN (YHKIIMOHATIBHBIM U3MEHEHUSIM
ITynbMO3uMa UM IPYroro KOMIIOHEHTa CMECH.



2.5 Mr topHa3sl anib(da (COOTBETCTBYET CONEPKUMOMY | aMIyibl - 2.5 MII Hepa3BeJCHHOTO
pactBopa, 2500 EJ]) onuH pa3 B CyTKH, HHTAISIIMOHHO, 0€3 pa3BeACHUS, C IIOMOIIBIO JIKET-
HeOymaiizepa (cM. pasaen « HCTpyKIus Mo 00palieHuIo ¢ IpernapaTom»).

VY HekoTopbIx 00NBHBIX cTapiie 21 roga nydiero 3gpdexra JedyeHus: MOXKHO JOOUTHCS IpU
NPUMEHEHUH CYTOYHOH J103bI IIperapara 2 paza B CyTKU. Y OOJIbIIMHCTBA OOJIBHBIX
onTuManabHOro 3 dexTa ynaercs J0CTUYD IIPU MOCTOSTHHOM €KE€THEBHOM IMPUMEHEHUU
[Tynsmo3uma. MccnenoBanusi, B KOTOPBIX JOPHA3y aib(a Ha3HAYald B IPEPBIBUCTOM PEXKHME,
MOKA3bIBAIOT, UTO MOCJIE IPEKPALCHUS Tepanuy, yaydlleHne QyHKIUN JeTKUX Ucue3aer.
CrnenoBartenbHO, OOJIBHBIM CIIEIYET PEKOMEHIOBATh €KEJHEBHBII MpHeM IpenapaTa 6e3
nepephiBa.

[TanmenTam cieayeT MpoIoiHKaTh KOMIICKCHYIO TEPaNuio, BKI0Yas (PU3NOTEPAINIo TPYTHON
KJICTKU.

[Tpu oGocTpennu nHpEKINU AbIXaTeNbHBIX yTel Ha (one neyenus [lyapmo3uMom ero
MPUMEHEHHE MOKHO MPOJIOJKATh 0€3 KaKoro-1mbo prcka Jijisi 00IbHOTO.

Hucmpykuyus no oopawenuro ¢ npenapamom

Coziep>XKUMOE OHOM aMITyJIbl HEOOXOAMMO TIEPETIUTh B eMKOCTh JUKET-HeOyaii3epa/
kommpeccopa, Tunia Hudson T Up-draft 11/ Pulmo-Aide, Airlife Misty/ Pulmo-Aide,
moaudukanuu Respigard/ Pulmo-Aide wim Acorn 11/ Pulmo-Aide.

[TynbM0O3uM MOKHO BBOJIUTH JKET-HEOyIali3epoM/ KOMIIPECCOPOM MHOTOPA30BOTI0
nosib3oBanus tuna Pari LL/ Inhalierboy, Pari LC/ Inhalierboy wim Master, Aiolos/ 2 Aiolos,
Side Stream/ CR50, Mobil Air uinu Porta-Neb.

[MTanmeHThl, HECTIOCOOHBIE ABIIIATH PTOM B TSUSHHE BCETO MEPUOJIa MHTAISALUH Yepe3
HeOyaii3ep, MOTYT UCIOJIb30BaTh HeOymaitzep Pari Baby ¢ miioTHO obneratoieit Mackoii st
JMIIA.

VYIpTpa3ByKoBbIE HEOYIal3ephl HE MOAXOIAT 1S BBeACHUS [lynmbMo3uMa, TOCKOIBKY OHH
MOT'YT HHaKTUBUPOBATh [1yIbMO3UM MIIM UMETh HEIOYCTUMBIC XapaKTEPUCTHKH a3PO30JIsl.
[TanmeHnT gomkeH coOMoaaTh HHCTPYKIIMU (PUPMBI-TPOU3BOAMTENS 110 SKCIUTyaTallud U YXO1y
3a HeOymailzepoM/ KOMITPECCOPOM.

ITo0ouHoOE neiicTBUE

HexenarenbHble peakuuu npu JiedueHuu [lyneMo3umom Bo3HHKaOT peako (< 1/1000), B
OOJIBIIMHCTBE CIIy4aeB c1a00 BbIPAXKEHbI, HOCAT MPEXOIALINI XapakTep U He TPeOyIOT
KOPPEKIIMH JO3BI.

Co cmoponvl opeanos kpogemeoperus: OCTPbI TMM(OIEHKO3, anjJacTu4ecKkas aHEMHU.

Co cmoponvl HepeHOU cucmembl: STUIETITUYECKUE PUTAIKU, MUTPEHb.

Co cmoponvl opeanos wyecme: KOHbIOHKTUBUT, HAPYIIEHUS] PABHOBECHS.

Co cmoponwl cepOeuno-cocyoucmotui cucmemsl: TaXUKapaus, Opaaukapus, OCTAaHOBKA Cepala.
Co cmoponbl opeanos Ovixanus: THEBMOHUS, OPOHXUT, UHPEKIUH JbIXATEIbHBIX IyTeH, B TOM
yucie, BeI3BaHHbIe Pseudomonas, ¢papuHTuT, JapuHTUT, M3MEHEHHE T0JIoca (OXPHUILIOCTS),
OJIbIIIIKA, PUHUT, yXyIIeHHe (PYHKIINU JETKUX, CHIYKEHHUE MoKa3aTeneil yHKIMK bIXaHus,
JpIXaTeNIbHAsl HEA0CTaTOYHOCTh, KPOBOXAPKAHbE, THEBMOTOPAKC, JIETOYHOE KPOBOTEUEHUE,
MOJIUI TOPTaHU, Kallelb, yBeJIHUYeHne OPOHXNATbHOTO CEKPETa, albBEOIUT, TUITIOKCHS,
OpoHxocmnasM, NPOJYKTUBHBINA Kallelb.

Co cmopoHnul diceny0ouno-KuweuHo2o mpakma: NACHENCHs, 00NN B )KUBOTE, KpOBaBasl pBOTa,
NIEYEHOYHAsl HEJJOCTaTOUYHOCTb.

Co cmoponvl Kodcu u ee npudamxkog: Chlllb, 3yJ, KpalMBHULIA, IEPMATHT, ITypIIypa,
AQHTMOHEBPOTUYECKHUI OTEK.

Bepemennocms, nocnepo0osuiii nepuod. NpeKAEBPEMEHHBIE PO, OCIOKHEHHSI TEUEHUS
OepeMEeHHOCTH, CaMOIIPOU3BOJIBHBIN a00PT, MEAUIIMHCKUN a0opT.

Co cmoponvl opeanuzma 6 yenrom: TIIEBpaIbHbIE 00U B IPYIHON KIIETKE, TMXOpajKa, c1abocTsb,



HEJIOMOTaHUE, CMEPTh.
[TaneHTHI, Y KOTOPBIX BOSHUKAIOT HEXKENNATEIIbHBIC SBJICHUS, COBIAIAIONINE C CHMITTOMaMHU
MYKOBHUCIIH]1032, MOTYT, KaK MPaBUIIO, MPOJ0DKaTh npuMmeHeHue [Tynpsmozuma. HexenarenbHbie
SIBJICHHS, TIPUBE/IIINE K IMOJTHOMY MTPEKpaIICHUIO JiedeHus [1y1bMo3uMoM, HAOIIOTAIHCH Y
OYCHb HEOOJIBIIOTO YHCIa OONBHBIX, 4 YACTOTA IPEPhIBAaHUS TEPANTK Obljla OIMHAKOBON IIpH
Ha3zHayeHuH 1anedo (2%) u qopHassl anbda (3%).

AnTHTENA K JOopHAa3e anb(a oOHapykeHbl MeHee YeM y 5% OOIbHBIX, OJJHAKO HH Y OJHOTO U3
HUX OHU HE OTHOCHJIMCH K Kiaccy IgE. Yiydienue nmokasareneil pyHKIUM JETKAX OTMEYAIOCh
Jlake TIOCIIe TIOSIBJICHUSI aHTUTEII K JOpHAa3e anbda.

Ilepeno3upoBka

Cnyvau nepenosupoBku [1yapmo3uMom He 3apeructpupoBanbl. OTHOKpAaTHBIE HHTATISIIUH
npernapara >KUBOTHBIM B J103aX, PEBBIMIAIONIUX OOBIYHO UCTIOIb3yeMbIE Y YeIOBEKa BILIOTH 10
180 pa3, nepenocmiuck xoporuo. [lepopanbHoe BBeIeHUE TOpHA3HI alib(a KpbIcaM B J103aX 10
200 Mr/Kr Takxe MepeHoCUuIoCh XOpoIo. B KIMHUYECKUX UCCIIeJOBaHUIX OOJIbHBIC
MYKOBHUCIIHI030M ToTy4aiu /1o 20 Mr gopHa3bl ajbda 2 pa3a B CyTKH B TeueHue 6 nueit u mo 10
MT 2 pa3a B CYTKH IO IPEPBIBUCTOM cXeMe (JIBYXHEIEIbHbBIN MpUeM, IBYXHEIEIbHbBIN TIepepbIB)
Ha nipoTspkeHnn 168 mHeit. Oba pexxuma T03UPOBAHUS ITEPSHOCHIIHCH XOPOIIIO.

B3aumopeiicTBHe ¢ APYrUMH JIeKAPCTBEHHBIMH CPeACTBAMH

CoBMecCTUM CO CTaHIaPTHBIMU TperapaTaMu Ui JeUeHUs MyKOBUCIIN/03a: aHTHOMOTHKAMH,
OpOHXOJHMTHUKAMH, MUIIEBAPUTEIBHBIME (DepMEHTaMH, BATAMUHAMH, HHT AJSIIIHOHHBIME 1
CUCTEMHBIMU TTIOKOKOPTUKOCTEPOUAMH U aHATbI€THKAMHU.

[TynbMO3uM TIpeIcTaBIsSIeT COOOM BOJIHBIN pacTBOp 0e3 Oy(depHBIX CBOMCTB U HE JIOJDKEH
Pa3BOJUTHCS WM CMEIIUBAThCA C IPYTMMU IpenapaTaMy WK PacTBOPaMH B EMKOCTH
HeOynaiizepa. CMenBaHue npenapara ¢ IpyruMu JIEKapCTBEHHBIMU CPEJICTBAMU MOYKET
NPUBECTH K HEXKEJaTeIbHbIM CTPYKTYPHBIM H/UIH (PYHKIIMOHAIBHBIM H3MeHeHusaM Ilynbmo3nma
WM IPYrOro KOMIOHEHTa CMECH.

Oco0ble ykazanust

[Tpu Tepanuu [TyapmMo3uMOM HEOOXOAUMO MPOAOIKATh PETYIIPHOE MEAULIMHCKOE HabI0AeH e
nanuenTa. [locne Hauana tepanuu [1ynbMo3uMOM, Kak U JIFOOBIM a3po30JieM, (PYHKIIHS JeTKUX
MOJKET HECKOJIBKO CHU3UTBCS, a OTX0XKIEHNE MOKPOTHI BO3PACTH.

OneiT npumenenus [lynpMo3rumMa y neTeil B Bo3pacTe J10 5 JIeT orpaHuyeH.

He BrIsiBiIeHO pa3nnuuii B mpoduie 6e30MacHOCTH y JAeTel 10 5 eT U cTapliei BO3pacTHOM
rpymmsl oT 5 10 9 ner. [loce okoH4YaHMS JIeYEeHNs HE BBISBICHO YBEJIMYEHHS YaCTOTHI
CEpbE3HBIX HEKEIATEIbHBIX SBICHUN y eTel 10 5 sieT, nonydasmux [lyasmosum.

Haznauats [lynbMo3uM JeTsM 10 5 JIET cieyeT TOJIbKO B TOM Ciy4ae, eCiiH MOTeHIIMaTIbHOe
PEUMYIIECTBO YIIyUlIeHUs (YHKIIUHU JIETKUX MPEBOCXOIUT PUCK BOZHUKHOBEHUS MH(EKIINU
JBIXaTeNbHBIX MyTeH.

D¢ dexkTuBHOCTH M Oe30mMacHOCTH TopHa3bl anbda y nanuentos ¢ GIKEII menee 40% oT HOpMBI
HE YCTaHOBJICHBI.

OnHOKpaTHOE HEMPOIOJHKUTENIBHOE JeMCTBUE MOBBIIICHHBIX TeMIlepaTyp (He 6oiee 24 yacoB
npu temneparype a0 30°C) He BnusieT Ha cTaOMIbHOCTD Npenapara.

Bnuanue na cnocobnocms ynpagnams agmomoodunem u pabomams ¢ Mexanuzmamu
O BiusiHUM JOpHAa3b! allb(a Ha CHOCOOHOCTH MALMEHTA YIPABISATH ABTOMOOMIIEM U PaboTaTh C
MeXaHW3MaMH COOOIIEHNH He MOCTYIAaJIo.



®opMa BbINYCKA H YIIAKOBKA

PactBop jis nHransmmi 2.5 mr/2.5 mu

ITo 2.5 mu npenapara B O€CLIBETHBIC IJIACTUKOBBIE aMITYJIbl, U3TOTOBJICHHBIE METOI0M
TEPMOIITAMIIOBKH. 6 aMITyJ MOMEIAI0T B 3alUTHBIA KOHTEIHEp U3 (OJIbIU alFOMUHUEBOMN
MHOTOCJIOMHOM.

| 3aIUTHBINA KOHTEITHEP BMECTE C MHCTPYKLKEH O MPUMEHEHHIO TIOMEIIAIOT B KAPTOHHYIO
MavyKy.

Cpok rognocTu
2 roga. [Ipenapat He clieyeT UCIOIB30BATh MO0 UCTEYCHUU CPOKA FOJJHOCTH, YKa3aHHOTO Ha
YITAKOBKE.

YciaoBust XxpaHeHUs

Cnucoxk b.

Xpanuts 1pu remrneparype 2-8°C, B 3alIUILEHHOM OT CBETa MECTE.
XpaHUTh B HEJOCTYITHOM JUJIsl IeTel MecTe.

YcaoBus ornmycka u3 anrek [lo peuenty.
IIpousBoaurenn
@. Xobhdmann-JIs Pom JIta, mpousseneno /xenenrek Muk, CIIA

FOpuouueckuii aopec npouzeooumens:
Hoxenentexk Unk, 1 JIHA Boii, FOxusiit Can ®@pannucko, CA 94080, CIIIA
Genentech Inc, 1 DNA Way, South San Francisco, CA 94080, USA

Ilpemensuu nompebumerneti nanpasiame no aopecy Ilpeocmasumenvcmea @.Xoghgmann-Jia
Pow JImo.:

107031, Poccus, r. MockBa, TpyOHnas miomans, a. 2

Tei. (495) 229 29 99,

daxc (495) 229 79 99

B cnyuae ynaxoexu na OAO « Papmcmanoapm-Y paBUTA» npemenzuu nompebumerneti
Hanpasisims no aopecy:

450077, Poccus, 1. Yda, yn. Xynaitbepauna, 28

tei./ake (347) 272 92 85

www.pharmstd.ru



