IHCTPYKIIA

IUISI MEITHYHOTr'0 3aCTOCYBaHHsA JIIKAPCHKOI0 3aC00y

Mynsmo3um®

(Pulmozyme"®)

Cknao:

Oitoua peuosuHa: dornase alfa;

1 amnyna (2,5 M) po34uHy O iHransauid MiCTUTh JOPHA3u anb(bal 2,5 MT;
0ONOMIdCHI peYOBUHU: HATPilO XJIOPU; KalbIlilo XJIOPU, OUTiApaT; BoOa [Jis iH eKIIi.

Y1 Mr gopHasu anboa Binmosigae 1000 OI.

JlikapcbKa ¢popma. Po3unH ns iHramsiiu.

OcHoeHi ¢i3uko-ximiuHi e racmueocmi: npo3opuii 6e30apBHUM a00 HEI0 JKOBTyBaTHH PO3YKH.

dapMmakoTepaneBTHYHA rpyna. MykomiTuyHi 3acobu. [JopHa3a anbda (Ie30KCcHpruOOHyKIleasa).

Kom ATX RO5C B13.

dapmakonoeiuHi e1acmueocmi.
®apmakoduHamika.

PexombinanTHa mofckka [IHa3a (qopHa3a anbda) - TeHHO-iHXKeHepHUM BapiaHT MIPUPOIHOTO
(dhepMeHTY NMIOOWHHY, 110 PO3IIEINoe no3akiniTuaay [THK.

HaxonuyeHHS B’SI3KOT'0 THIMHOTO CEKPETY B JUXaIbHUX IIJISXaX CIPUYUHSIE MOPYIIeHHS QYHKIII
30BHIIIHBOTO AWXAHHS i 3aTOCTPEHHS iH(PEKIiHOoro nporecy. ['HiltHuN CeKpeT MICTUTh AyKe BUCOKI
KOHIIeHTpallil no3akmiturHoi [THK - B’sI3K0Tr0 mosiaHioHy, IKUM BUBIIBHSIETHCS 3 JIEUKOIUTIB, 1110
PYHHYIOTHCS, Ta HAKOIIMYY€EThCS Y BiANOBiAb Ha iHdeKLito. In vitro nopHa3a anbda rigponizye IHK y
MOKPOTI i CyTTEBO 3MEHIIY€E B'I3KiCTh MOKPOTH IIpYA MYKOBICLIAO031.

dapmakoKiHemuxka.

BcMoKTYyBaHHA.



[ocnigKeHHs IHTaNAILIMHOTO 3aCTOCYBaHHA y IIyPiB i IPHMaTiB MPOAEMOHCTPYBaIl HU3bKUU
BiJCOTOK CMCTEMHOI'0 BCMOKTYBaHHS qOopHa3u anbda: <15 % y urypiB i <2 % y maBn. BifmosigHo #o
pe3ynbTaTiB IUX AOCIIgXKEeHb Ha TBapHHAX, JOpPHa3a anbda Mpyu 3aCTOCYBaHHI MallieHTaM Y BUTTISATI
iHransAuil aepo30Ii0 JEMOHCTPYE HU3BKY CUCTEMHY €KCII03H1i0. BCMOKTyBaHHS AOpHA3H anbda 3i
[IJIYHKOBO-KUIIIKOBOT'O TPAKTY IIiCJIg IIEPOPAIbHOI0 3aCTOCYBaHHA V IIYPiB € HE3HAYHUM. Y HOPMI
IIHa3a HasiBHA B CHPOBATII KPOBi MOAWHY. [HTramnsIlisg fopHa3u anbda B fo3ax g0 40 Mr mpoTsiroM
TepMiHy 10 6 [IHIB He IPU3BOAUIA 10 NOCTOBIpHOTO 30iNbllIeHHs KOHIIeHTpalii [[Ha3u B cupoBaTIli
KPOBI IIOPIBHSHO 3 HOPMAJIbLHUMU €eHAOTeHHUMU PiBHAMU. CUpOBaTKOBa KOHIeHTpalid [[THa3u He
nepesuttyBana 10 ur/mm. [Ticnsa npu3HaveHHs HopHa3u anbda mo 2500 OJ1 (2,5 mr) aBiui Ha goOy
BIIPOMOBXK 24 THXKHIB CEpeIHi CHPOBATKOBI KOHIIeHTparil [JHa3u He Bigpi3Hsamucs Bim cepemHix
IIOKa3HUKIB [0 miKyBaHHA (3,5 = 0,1 Hr/MII), IO CBIAUUTH IPO Majie CUCTeMHEe BCMOKTYBaHHS a0o
MaJjly KyMyJIsniio.

Po3noomin.

HocrnigXeHHS Ha IIypax i MaBIlaxX [TI0Ka3aJjy, 10 MMiC/Is BHYTPIIIHROBEHHOI'0 BBEIEHHS JOPHAa3a aibda
IIBUIKO eIiMIiHY€EThCS 3 CHPOBATKX KpoBi. [TogaTKoBHI 00'€M po3mnopiny O6yB mogibHuM [0 00’ eMy
CUPOBATKM B LIUX JOCTIIXKEHHSIX.

Y xBOpUX Ha MYKOBICIIUI03 CepefHs KOHIIEHTpallis JopHa3u ajabda y MOKPOTi uepe3 15 XBUIUH MicIsg
inransanii 2500 OII (2,5 Mr) mopiBHIOE TpuOMM3H0 3 MKT/MJI. [Ticns iHransiii KOHIeHTpallis JopHa3u
anb(a B CUPOBATIIi KPOBi MIBUAKO 3MEHIIYETHCS.

MeTabomi3M.

OuikyeThCs, 10 JOpPHa3a anbda MeTabosIi3yeThCs MTPOTea3aMH, SIKi 3HaXOAAThCS y 6i0NI0TigHUX
piguHax.

BuBeneHHd.

HocnimKeHHS Ha IIypax i MaBlax ITOKa3asiy, o MicJig BHYTPITHEOBEHHOTO BBeleHHS PeKOoMOiHaHTHa
mrofchbka [IHa3a mBHUOKO eNiMiHy€eThCA i3 CUPOBaTKY KPOBi. [JOCTIiAKEeHH BHYTPIIHEOBEHHOT O
BBE[IeHHS Y JIIOOVHU CBiA4aTh, 110 IIepio HaliBBUBEOEeHHS 3 CUPOBAaTKU KPOBI CTaHOBUTH 3-4 TOOUHU.

HocrnigxeHHS Ha LIypax CBiyaTh, L0 MiCJIsg BBEEHHS aepO30JIi0 IIepiof HaliBBUBEOEeHHS NOPHA3U
anb(a 3 nereHdb cTaHoBUTH 11 roguH. Piens [[Ha3u y MOKPOTI 3HUKYETHCA HUXKYE IIOJIOBUHY PiBHS,
SIKAU CIIOCTEPIraeThCs Ogpa3y XK ICJId BBEJEHHS, IIPOTIrOM 2 TOOWH, OJHAK BIJIUB Ha PEOJIOTiYHI
BJIACTHUBOCTiI MOKPOTH 30€epiraeThbcst mpoTsaroM 12 rogus.

iTH.

IIpenapat I[TynsMo3uM® 3aCTOCOBYBANH Y [403i 2,5 Mr iHransAmiiHo 1 pa3 Ha 106y IPOTATOM 2 THXKHIB
y 98 miteu BikoM Bif 3 MicAIiB 70 9 pokiB (65 miTel BikKOM Bif 3 MicALiB 10 <5 pPOKiB, 33 fiTeil BikOM
Bim 5 mo 9 pokiB). ITpoTssrom 90 XBUIIKH MiCJIs 3aCTOCYBaHHS MePIIoi Jo3u Oyla OTpYMaHa piguHa
npu OPoHX0aIbBeOoIIPHOMY NaBaxi. HeOymnaiizep 6araTopa3oBoro 3acTocyBanHs Pari Baby (y skomy
BUKOPUCTOBYETHLCSA MackKa [IJisd iHTans1ii 3aMicTh HaKOHEYHKWKA) 3aCTOCOBYBaJIU Y MAIli€HTIB, AKi He
3MOTJIM IIPOIEMOHCTPYBaTH 30aTHICTh BOUXaTH YU BUAUXATH Yepe3 POT IPOTATOM YChOT0 Iepiony
nikyBaHHS (54/65 (83%) mauieHTiB Momoamioro Biky i 2/33 (6%) mallieHTiB CTapIIoro BiKy).
KonmnenTpanii [THa3u 3 mupoKuM miana3oHoM KonuBaHb (Big 0,007 mo 1,8 Mkr/mi) 6ynu BUsIBIIeHi B
ycix miTed y pimusi, oTpuMaHil mpu 6pOHX0aIbBEOISIPHOMY JIaBaxi. Y cepemHboMy uepe3 14 mHiB
inransmii kounenTparil JHa3u (cepenHi + cTaHOAPTHI BigXuUIeHHs) B CHPOBATII KPOBi 30iTbITHAIIHACS
Ha 1,1 = 1,6 Hr/mMn y rpymi fiTe# BiKoM Bif 3 MicsuiB 10 <5 pokiB Ta Ha 0,8 + 1,2 Hr/mn y rpymi giteu



BiKOM Bif 5 10 9 pokiB. YacToTa BUHUKHEHHS raps4yku OyJia BUIIOI0 Y OiTel MOJOZIIOl BiKOBOI IPyIu
IIOPIBHSIHO 3 AiThbMU CTapImoi BikoBol rpynu (41 % Tta 24 % BignosigHO). ['apsgdka € BigoMum
YCKJTafiHEHHSIM OPOHXOCKOIIil.

Kniniuni xapakKTepuCTHKH.
Iloka3aHHs.

Tepamist mauieHTiB BIKOM Bif 5 POKiB 3 MyYKOBiCLIUI030M 3 ITOKa3HUKOM (POPCOBAHOl KUTTEBOI EMHOCTI
nerens (P2KEJT) 6inbire 40 % Bif MPOTHO30BaHOI 3 METOIO IIOKpAIleHHS (PYHKIIII TeTeHb.

IIpomunoka3aHHs.

[TinBuIleHa YyTNIUBICTh N0 HOpHa3u anbda abo mo 6ymb-IKOTO 3 KOMIIOHEHTIB IIpenapary.

B3aemodisn 3 iHwumu snikapcoKumu 3acobamu ma iHwi eudu e3aemoditi.

I[Ipenapart ITynsmo3uM® MoKHa epeKTHBHO Ta Oe3IeYHO 3aCTOCYBaTH y IOEOHAHHI 3i CTaHAAPTHUMHI
IIperapaTaMu AJIs JTiKyBaHHS MYKOBICIMI03Y, TAKUMHU SIK aHTUOIOTHKY, OPOHXOIITUKY, GepMEeHTH
IiAIITYHKOBOI 3a/103H, BiTaMiHM, iHTaAMLiliHI Ta CHCTEMHi KOPTHKOCTEPOINH i aHaTbT € THKHY.

Oco06.1ueocmi 3acmocyeaHHs1.

Ilns 3a6e3nedeHHs IOKpalleHHs BifCTeXyBaHHA Ipenapaty IlymeMo3uM®, TOprosebHa Ha3Ba i
HOMeD cepii BBefileHOl JopHa3u anbda MOoBUHHI OyTH YiTKO 3a3Ha4YeHi y MeOUYHil KapTi
(moxyMeHTallil) malieHTa.

3acmocysaHHA y nepiod sazimHocmi abo 200y8aHHs 2pyo00to.
BaritHicTb
be3neka mopHa3u anbga [ BariTHUX XKiHOK He BCTAHOBJIEHA.

HocmimkeHHS Ha TBAPMHAX CBig4aTh MPO BiCYTHICTH O€3M0CEPEeIHBOT0 YK OTIOCEePEOKOBAHOTO
IIKiIIMBOTO BIIMBY Ha BariTHiICTh ab6o eMOpiodeTanbHu po3BUTOK. CIif BUABNATA 00€PEXKHICTD IIPH
Ipu3HaYeHHi IOpHa3# allb¢a BariTHUM XKiHKaM.

T'ogyBaHHA TPYAOI0

[Tpu 3acTocyBaHHI [OpHAa3u anb(a 3TrigHO 3 peKOMEeHIaliIMU M0N0 J03YBaHHS CIOCTEPIraeThCs
MiHiManbHa cucTeMHa abcopOiiis mpemnapary. Y 3B’43Ky 3 IIUM He 04iKYEThCS BUSIBJIEHHS B TPYIHOMY
MOJIOIIi ¥ KiHOK BUMipIOBAaHUX KOHIIEHTpAllill jopHa3u anbda. OfHaK CIlif IPOsBISITH 00epeXHICTh
IIpY Ipu3HadYeHHi JOpHa3y aibda KiHKaM, IKi TOAYIOTh TPYALIIO.



30amuicmb 8niusamu Ha weudKicmb peakyii npu KepysaHHi aeBmompaHcnopmom abo 3 iHwumu
MexaHiamamu.

I[Ipenapar ITynsMo3uM® He Ma€ Y4 Ma€ He3HA4YHUI BIJIMB Ha 3[aTHICTh KepyBaTH aBTOMOOIIEM i
[IpalioBaTy 3 MeXaHi3MaMu.

Cnocid 3acmocyeaHHsi ma do3u.

2,5 Mr ne3okcupuboHyKIea3u (Bignosigae BmicTy 1 ammymnu - 2,5 MJ1 Hepo3BefeHoro po3uuny, 2500
O]l) 3acTocoByI0Th iHTansAniiiHo 1 pa3 Ha f00y 3a AOIOMOT0I0 HeOynal3epHOi CHCTEMH.

Y meskux mallieHTiB BiKoM Bif 21 poky KpaIioro epekTy TiKyBaHHS MOXKHa OOCATTH IIPU
3acToCyBaHHI 000BOI I0O3H Ipenaparty 2 pa3u Ha go0y.

Y GinpInocCTi mamieHTiB onTUMaIbHUN e(EeKT NOCITaeThCs MPHU MOCTIMHOMY L0JeHHOMY 3aCTOCYBaHHi
npenapaty [Tynemo3um®. [JOCTifKEeHHs, B X0/l AKKX Ipenapar I1yasMo3uM® 3aCTOCOBYBAIIH Y
IIepepuBYaCTOMY PeXKKMi, TOKa3yi0Th, L0 IicJIs IPUIIMHEHHS Tepallii mokpalieHHs QyHKIIii 1ereHb
3HUKae. ToMy malfieHTaMm CIifi peKOMeHOyBaTH IOAeHHNI IpUiioM IipenapaTy 6e3 IepepBu.

[TamienTaM i IPomOBXKYBaTU PETyIapHe KOMIIJIEKCHE JIIKyBaHHS, BKJII0Yal04Yy CTaHAAPTHY CXEMY
¢izioTeparii rpygHOI KITiTKH.

[Ipu 3arocTpenHi iHdeKIii AuxaIbHUX MIIAXiB 3aCTOCYBaHHSA IpenapaTy [1yIsMo3uM°® MOKHa
IIPOIOBXKYBaTU 6e3 OyIb-SKOT0 PU3UKY [JI IAlli€HTiB.

Besneka Ta eeKTUBHICTh 3aCTOCYBaHHS IIpenapaTy He BCTaHOB/EH] y naiieHTiB 3 OKEJI mente 40
% Bifl MPOTHO30BAHOI.

IHcmpyKyia wo0o noBo0}#CeHHA 3 npenapamom

BwmicT oguiei ammynu npemnaparty HyHbM03HM® o 2,5 mr (2500 O]I) gnst OMHOKPATHOTO
3aCTOCYBaHHS, 110 SIBJISIE COO0I0 CTEPUIILHUM PO3UMH IJIs1 iHTaJSIIIN, CITiJ] 3aCTOCOBYBATH iHTaJISIIiNHO
OIMH pa3 Ha mo0y, 3aCTOCOByOUYM Hebymanaep.

IIpenapart I[TynesMo3uM® He CIIif 3MillyBaTH 3 iHIIMME TiKapChKUMHU 3aco0aMy a60 pO3YMHAMH Y
HeOynai3epi (quB. po3min «HecymicHICTE»).

e BMicT ogHi€l aMIynu epenuT B EMHICTD OKeT-HeOyraii3epa/KoMIpecopa TUILY
Pari TurboBOY N, cknamoBuMu YacTuHaMu KOro € HebGynaiidep Pari LC Plus Ta Kommpecop
Pari Turbo Boy N.

[MTamieHTH, sIKi He MOXYTh IUXaTHA POTOM IIPOTSATOM YChOTO IiepioAy iHransiil yepe3 HeGynausep,
MOXKYTh BUKOpUCTOByBaTH HeOyain3ep Pari JuniorBOY N, cknagoBumu yacturamu sikoro € Pari LC
Plus Junior, y Tomy uucni HeGynaisep Pari LC Plus, macky mnst o6nuuus Pari BABY, a Takox
KOMIIPECOD, 3PYYHUY [JIs 3aCTOCYBaHHS OITSIM.

o IIpenapart I[TynsMo3uM° MOKHA 3aCTOCOBYBATH Pa30M 3i CTPYMUHHUM
HeOynai3epoM/KOMIIPeCOPHOI0 cucTeMolo, Hanpuknag, Hudson T Up-draft II/Pulmo-Aide,
Airlife Misty/Pulmo-Aide, inpuBigyansuum Respirgard/Pulmo-Aide, abo Acornll/Pulmo-Aide.



IIpenapat [TynsMo3uM° TaKOXK MOXKHA 3aCTOCOBYBATH Pa30M 3i 6araTopa3oBUM CTPYMHHHUM
HeOynai3epoM/KOMIIPECOPHOI0 CUCTeMOI0, Hanpuknax, Pari LL/Inhalierboy, Pari
LC/Inhalierboy uu Master, Aiolos/2 Aiolos, Side Stream/CR50 yu MobilAire a6o Porta-Neb.
MoxHa 3aCTOCOBYBaTH eJIEKTPOHHUY BiOpylouuit MeMOpaHHUYN HeOyai3ep 3arajabHOT0
npu3HadeHHs Pari eFlow Rapid. Byno npogemMoHCTPOBaHO BiiIOBIOHICTE MiXK €JIEKTPOHHUM
HeOymnaizepom eFlow Rapid i ctpymunsuM HebynatizepoM LC Plus in vitro i in vivo. CepepHiit
PO3MOfIiN 3a po3MipaMu Kparienab aepo3oito HeOymaii3epa eFlow Rapid € mopiBHIOBaHUM i3
TAKUM CTpyMUHHOT0 HeOymnai3epa LC Plus, 10 nokasaHo HUXK4e, IIPU 3aCTOCYBaHHI mpodimio
CHUMYJIAIil AUXaHHS y Jopocnux. Macc-MefiaHHUM aepogrHaMiuHuy giametp (MMAD) cTaHOBUB
4,8 = 0,4 mxMm (n=16) onsa eFlow Rapid i 4,6 = 0,4 mxm (n=12) gnsa LC Plus. 'eomeTpuune
cranmapTtHe BigxuneHHsa (GSD) cranosumno 1,80 £ 0,11 gnsa eFlow Rapid i 2,14 + 0,04 onsa LC
Plus. IIIBugkicTh mocTaBKHU JliKapchkoro 3acoby cranoBuia 380 + 60 Mkr/xB (n=88) gns eFlow
Rapid i 93 = 16 mkr/xB (n=40) gns LC Plus. 3aranbHa KinbKiCTh JOCTaBIIEHOTO JTIKAPCHKOTO
3aco0y cranoBuna 567 + 62 Mkr ans eFlow Rapid i 570 £ 80 mkr gns LC Plus. Hebynaiizep
Pari eFlow Rapid cmipg 3acTocoByBaTH i3 3aco0amu mist ouutrients Pari EasyCare, i ouniieHHs
CJIil BUKOHYBATH KOXKEH ChbOMUU ITUKJI PO3MUJIEHHS (IIUKJI BU3HAUEHO SIK PO3MUJIEHHS OfHiel
aMITyJIu [Ipenapary HyJ‘IbMO3I/IM® 3 HaCTYIHUM OYUILEHHSIM Ta Ae3iH(eKIiel0 Y BiOoBigHOCTI
mo iHCTPYKIi¥ Ays 3acTocyBaHHs HeOynan3epHoi cuctremu PARI eFlow Rapid). 3acTocyBanHs
HeOynaiizepa eFlow Rapid 6e3 3aco6iB gns ouninenHs: EasyCare MoxKe MPU3BECTH OO
3HUKEHHS Ta BapiaOebHOCTI OCTABKH JO3H.

YnpTpa3ByKoBi HEOYIa3epu MOXKYTh OyTH HEIPUAATHUMMU 7 BBEJIEHHS IIpenaparty
[TynsMo3uM®, OCKiNBKE BOHM MOXYTh iHAKTHBYBaTH Ipenapat [1ynsMo3uM”® abo MaTh
HE[IOIyCTHUMIi XapaKTEePUCTUKHU JOCTABKU aepo30JIio.

Cnipg goTpuMyBaTHCS IHCTPYKIII KoMIaHil-BupoOHMKa 3 eKCIITyaTallii Ta Jornsany 3a HeOynan3epoM i
KOMIIPECOPOM.

Himu.

BcraHoBieHo Ge3neky Ta eeKTUBHICTh Ipemnapary I1yIbMo3uM” OiTsSM BiKOM Bifl 5 POKIB (IMB. PO3Min

«I1o0i

4Hi peakiiii»). Beaneka npenapary [TynsM03uM°, iHransIii mo 2,5 Mr, BUBYasacs Ipy

IIOJEHHOMY 3aCTOCYBaHHI IPOTATOM 2 TUXKHIB 65 Mali€eHTaM i3 MyKOBICLIMIO30M BIKOM Bif 3 MiCSLiB
mo < 5 pokiB (ouB. po3min «ITo6iyHi peakuii»). Xoda maHi KJIiHIYHUX [OCTIXKEHD 00 3aCTOCYBaHHS

OiTIM

BiKOM 710 5 pOKiB 00MezKeHi, CIIifl pO3TNISHYTHU NMUTAHHS IIPO 3aCTOCYBaHHS IIpenapaTy

HynbM03I/IM® OiTSAM i3 MyKOBiCIIM030M, IKi MOXKYTh MaTH MOTEHIINHY KOPUCTH [JIs JIeTeHeBoi
¢byHK1il, abo OiTAM i3 pU3UKOM PO3BUTKY iHGEKIIil AUXaTbHUX IUISIXIB.

Ilepedo3yeanHsi.

CHMITOMY NIepefo3yBaHHs IpenapaToM I1yneMo3uM® He BCTaHOBJIEHi.

[Tig 4yac KITiHIYHUX OOCTIIXKEeHb XBOPi MyKOBICIIMI030M OTPUMYBaIH IHTanAninHo 0o 20 Mr npemnapary
[Tynemo3uM® 2 pa3u Ha [o0y (mo3a, mo y 16 pa3is mepeBuiye peKOMeH0BaHy f060BY HO3Y)
npoTtsroM 6 gHiB i mo 10 Mr 2 pa3u Ha 700y (Ho3a, 110 V 8 pa3iB nepeBuIlye peKOMeHI0BaHy 0000BY

n03Y)

3a IIepepuBYaCTOI0 CXEMOIO (IBOTUKHEBHU IPUMOM, IBOTUKHEBA IEPEPBa) BIIPOI0BXK 168

[HiB. 6 JOpOCIHUX MalieHTiB 663 MyKOBiCIIUI03y OTPUMAaJX OIHOPAa30BO JOPHA3y anbda

BHYTP

iTHLOBEHHO Y M03i 125 MKT/KT 3 ITOfaIbIINM BBEIEHHSIM NOpHa3u anbda MmigmKipHo y mo3i 125

MKT'/KT 4epe3 7 OHIB IIPOTATOM OBOX IIOCIIIIOBHUX S5-AeHHUX Iepionis. [Ipu npoMy HeuTpaidyoui



aHTUTiNa [0 mopHa3u anbda Ta Oymb-saKi 3MiHU B aHTUTINAX 0o gBocripanbHol [JHK y cupoBaTtui Kposi
He Oy BusiBieHi. Yci BKa3aHi fo3u nepeHocunucs goope.

CucTeMHa TOKCHYHICTh Ipenapaty [1yasMo3uM” He CIocTepiranacs, il BAHMKHEHHS He 04iKyeThCs
yepe3 He3HaYHE BCMOKTYBaHHS 1 KOPOTKHUY Ilepiof HalliBBUBENEHHS NOpHAa3u aibda. Y 3B’I3Ky 3 IIUM
He0OXiHICTh CHCTEMHOTO JIiKyBaHHS Iepefo3yBaHHS MaJIOMMOBIpHaA (OUB. PO3Min
«DapMaKOKiHETHKa»).

ITo6iuni peakuii.
Loceid, ompumaHutl y KAIHIYHUX O0CAIOHCeHHAX

OckinbKy KITiHIYHI [OCTiOXKEHHS TPOBOASTHCS 3@ JOCUTh Pi3HUX YMOB, YaCTOTa MOOIYHUX peakIiy,
sKa CIIoCTepiranacs B KJTiHIYHUX JOCHIIXKEHHSX JIiIKapChbKOro 3aco0y, He Moxe OyTH IMOPiBHSHOO 3
YaCTOTOIO B KJTiIHIYHUX [OCIII>KEHHSX iHIIOT0 JTIKapChKOTo 3aco0y, a TaK0K MOXKe He BigmoOpazkaTu
YacTOoTy NMOOIYHMX peaklliid, IKi crocTepiranucs Ha MPaKTHII.

OmnucaHi HUXK4Ye JaHi BimoOpaxkaiTh eKCII03HUIIil0 ITperapary HYJ'ILMO3I/IM® y 902 marienTiB npu
IIIOIEHHOMY 3aCTOCYBaHHi TPUBAJIICTIO Bif 2 TMXKHIB Ta 3aCTOCYyBaHHi OfiH ab0 [iBa pa3u Ha 00y
npoTAroM 6 micsamis. Jlikapcekuii 3aci6 [TyneMo3uM® BUBYAHM y IIale60-KOHTPOILOBaHHX Ta
HEKOHTPOJIbOBAHUX HocaimxkeHHsX (n=804 Ta n=98). ¥ nnare60-KOHTPOIbOBAHUX IOCITiIKEHHIX
Opanu y4acTh MalieHTH 3 (POPCOBaHOIO KUTTEBOIO EMHICTIO JieTeHiB = 40 % Bif Mporao3oBaHoil
(n=643) abo 3 GinbII TOUIMPEHUM 3aXBOPIOBAHHSIM JIETEHIB i3 POPCOBAHOI0 KUTTEBOIO EMHICTIO
nereHiB < 40 % Big mporHo3oBaHol (n=161). [Tonynsuia nauieHTiB y HEKOHTPOJILOBAHOMY
nocnigkeHHi BKmoyana 98 giter BikoM Bifg 3 micsuis go 10 pokis i3 MyKoBicuuao3oM. binblie
TIOJIOBUHY HALiEHTIB OTpUMyBasy IlyneMo3uM® 1o 2,5 Mr iHraIsIiiHO ONUH pa3 Ha o6y (n=581),
perTa nanieHTis (n=321) orpumysanu [TynsMo3uM® 10 2,5 Mr iHraIANiiHO ABa pas3u Ha [o0y.

[Tnae60-KOHTPOILOBAHI IOCITiIXKEHHS

Hocnipxenus 1 6yno paHmoMizoBaHuM, I1a1e60-KOHTPOIHOBAaHUM KITIHIYHUM [OCTiIKEHHSIM 3a
y4acTIo Ialli€eHTiB i3 (opCcoBaHOI0 KUTTEBOIO EMHICTIO 1ereHiB = 40 % Big TporHO30BaHOl. Y IIbOMY
nocnigxeHHi noHan 600 narmieHTiB 0OTpUMyBaIu HyHLM03HM® onuH abo [iBa pa3u Ha 00y MpoTIroM 6
MicsiiB. HainomupeHiioio no0igHo0 peakii€lo (pisHulsg pu3uky = 5 %) Oya 3MiHa ronocy.
YacToTa Haulinbll MOMKUPEeHNX MOOIYHUX SBUI Oyia MOAi0HO0 y MAI[iEHTIB, IKi OTPUMYBaJIU
I[TyneMo3uM®, Ta y IAIiEHTIB, AKi OTPEMyBaIH Inane6o, 1o, IMOBIPHO, BifoOpazkae HaCIIiaKK
OCHOBHOT'0 3aXBOPIOBaHHS JIeTeHiB. Y OiNbIIOCTI BUNIaAKiB peakilil, iKi CIiocTepiraaucs 3 Oi/IbIIoi0
YaCTOTOI0, OYJIM JIETKOTO CTYIEHs, TPaH3UTOPHUMHU 3a XapaKTepoM Ta He oTpeOyBasu 3MiHN
mo3yBaHHS. B oKpeMux MmallieHTiB mo6iuHi peakilii mpu3BeIu 10 0CTaTOYHOI BiTMiHM ITpemnaparty
[Tynemo3um®. YacToTa BigMiHK NiKyBaHHS Gyna HOAiOHOW A nane6o (2 %) Ta mpenapaTy
[Tynsmo3um® (3 %).

HocnipxeHHs 2 6yn0 paHAOMi30BaHUM, I11a1le60-KOHTPOIHOBAHUM AOCTiAKEHHSIM 3a Y4acCTIO
TAIiEHTIB i3 GiIbII MOMKUPEHUM 3aXBOPIOBAHHSM JIETeHiB ((hopcoBaHa XKUTTEBA EMHICTh JIETEHIB

< 40 % Big TPOTHO30BaHO1), SKi OTPUMYBa/IM JTiKyBaHHS MPOTATroM 12 TUXKHIB. Y IbOMY JOCTigXKEHHI
npodins Ge3nexu mpenapary I1yneMo3uM® OyB MOFIGHUM [0 TAKOTO y HALliEHTIB i3 MEHII HOIMPEHAM
3aXBOPIOBAHHSIM JIeTeHiB ((popcoBaHa KUTTEBA EMHICTh nereHiB = 40 % Bif MPOrHO30BaHOI1).

ITo6iuHi peaxmil Ipy NiKyBaHHI IpemapaToM IlymeMo3uM® BUHHKAOTE Pigko (< 1/1000), y 6inbmocTi
BUIAIKiB BOHU JIETKOTO CTYIEHS TSIKKOCTi, HOCSITb CKODOMUHYIIUHN XapakTep i He moTpedyIoTh



KOPEKIIil 103H.
3 6oky opaaHis 30py: KOH' FOHKTUBITH.

3 60Ky duxaabHOI cucmemu, opaaHie 2pyoHOi Kaimku ma cepedocmiHHA: TUChOHIs, 3aUIIIKa,
(bapuHTiT, TapUHTIT, PUHIT (HeiHdeKIIiHO1 eTiooTil).

3 60Ky WAYHKOBO-KUWKOB020 MPAKmy: OUCIIETICIs.

3 60Ky wkipu i nidwKipHOT KAIMKOBUHU: BUCUIIAHHS, KPOIIUB' THKA.

3azanvHi pozaadu: 60711 B TPYAHIN KT (TI7IeBpanbHi/HeKapianbHi), Tapsyka.
[locaidsceHHA: 3HUKEHHS MTOKa3HUKIB QYHKIIII gUXaHHS.

PiBeHb CMEPTHOCTI B KOHTPOJILOBAaHUX NOCTiAKeHHAX OyB MOOiOHUM Y Malli€eHTiB, SIKi OTPUMYBaIn
nane6o, Ta y MalieHTiB, SKi oTpuMyBay [1ynsMo3uM°®. [IpHYMHE CMEPTi BKa3yBaJlk Ha
IIPOTrpeCcyBaHHS MYKOBICIIMA0O3Y Ta BKIIIOYAJX 3aQUIIKY, 3yIUHKY Ceplsi, 3yIUHKY CeplLs Ta AUXaHHS,
JIeTeHeBe ceplie, CeplieBy HEJOCTATHICTh, MAaCUBHE KPOBOXapKaHHS, THEBMOHII0, THEBMOTOPAKC Ta
OUXalbHy HEJOCTaTHICTh.

HeKoHTpoIbOBaHe OOCTIIXKEHHS

HNocnimxenns 3. Besneka npenapaty [TynsMo3uM®, iHransmii mo 2,5 Mr, BUB4asacs Ipy IOAEHHOMY
3aCTOCYBaHHI IPOTAroM 2 TUXKHIB 98 maljieHTam i3 MyKOBICIIMA030M BiKOM Bif 3 MicsALiB go 10

POKiB (65 oci6 BikoMm Bim 3 micsiIiB mo < 5 poki, 33 ocobu BikoM Bif 5 o < 10 pokiB).
HeOymnaiizep PARI BABY™ pnst 6araTopa3oBOT0 BUKOPUCTAHHS (B IKOMY BUKOPUCTOBYETHCS MacKa
71 00NIMYYs 3aMiCTh MyHALITYKa) BUKOPUCTOBYBABCS OJIs NALIEHTIB, AKi Oy/IKM HECIPOMOXKHI
3pobuTy BOuX ab0 BUOKUX POTOM IIifl Yac yChoro nepiony mikyBaHHS (54/65, 83 % marieHTiB
MOJIOAIIOTO BiKy Ta 2/33, 6 % mallieHTiB cTapuIoro Biky). 3arajoM xapakTep nobiyHuX peakxiiii 6yB
omiOHMM [0 TAKOTO, IO CIIOCTepiraBcs y miaie00-KOHTPOIbOBAHUX JOCTimKeHHIX. KinbKicTh
TAIliEHTIB, V AKUX IIOBIOMIISITIM IIPO Kalesb, Oysa OilblIoi0 y TPy MOJIOAILIOTO BiKY IOPiBHSIHO i3
T'PYIIOI0 CcTapInoro BiKy (29/65, 45 % nopiBugHO 3 10/33, 30 %), a TakoXK y OinbiI0l KiTbKOCTI
TAIliEHTIB MOBIIOMIISITIM TIPO KallleJlb CEPEIHBOTO ab0 TSKKOTO CTYIIEHS TSIXKKOCTi (24/65, 37 %
nopiBHAHO 3 6/33, 18 %). KinbKicTh mallieHTiB, y SIKMX MOBITOMIISIN PO PUHIT, Oyna 6inbIoo y rpyii
MOJIOIIIOTO BiKy IMOPIiBHSIHO i3 TPyIOI0 CTapmioro Biky (23/65, 35 % mopiBHsHO 3 9/33, 27 %), a TakK0X
y GinbIIol KiTbKOCTI MaIlieHTiB MOBimOMIIsIM 1IPo BucuiaHHs (4/65, 6 % mopiBHsHO 3 0/33).

Arnepriyni peakiii

He Gyrno mosimomieHs mpo aHadiakcito, OB 13aHy i3 3aCTOCYBaHHSAM IpenapaTty I1ynbMo3um®.
CroocTepiranucs KponuB'THKA Biff IETKOTO OO CEPeNHbOTO CTYIIeHs TAKKOCTI Ta IIKipHI BUCUTIAHHS
JIETKOTO CTYIIeHs, fKi Oynu TPAaH3UTOPHUMHU. B yCixX HOCTigKeHHSIX Y HEBEJIMKOTO BifcoTKa (Y
cepenHLOMY 2-4 %) HAIi€HTiB, SKi OTpUMyBay [1ynsM03uM®, y CHPOBATII KPOBi 3’ ABUIIKCS aHTUTINIA
[0 Ipenapary HyﬂbMo3HM®. Y XogHOTO 3 LIMX NaIi€HTIB He PO3BUHYJACh aHa(inakcig. KiminiuHa
3HAQUYIIICTh HASIBHOCTI B CUPOBATLII KPOBi aHTUTIJ 0 IIperaparTy HYJ'IBMOBI/IM® HeBizoMa.

[NanieHTH, y IKUX BUHUKAIOTh HeOaxaHi sSIBUIIA, 110 30iraloThCs i3 CUMITOMaMU MYKOBiCIIUIO03Y,
MOXYTb, IK IIPABUII0, GE3MeYHO IPOOBXKYBaTH 3aCTOCYBaHHA IMpenapary I1yn1eMo3uM®, 1o
MiOTBEPAXKYETHCSA BUCOKUM BiICOTKOM ITALli€HTIB, SKi 3aBEPIIUIN YYacCTh Y KIIIHIYHUX AOCTIAKEHHAX
npenapaty [lynsmo3um®.



V KIiHIYHMX JOCTimKeHHIX M00iuHi SBHUINA, 110 IPU3BEJIH J0 TOBHOT0 MPUIHHEHHS JTiKyBaHHS
MOPHA3010 anbga, CIOCTePiranucs y oyKe HeBEIUKOI KiTbKOCTi XBOPHUX, a YaCTOTa IePEePUBAHHS
Teparil 6ya momgi6HOIO Ipu 3acToCyBaHHi mane6o (2%) i mopHasu anbda (3 %).

[Ticns moyaTKy Teparii qopHa3010 anbda, K i OyOb-IKUM aepo3osneM, GYHKIIiS JereHb MoxKe [Ielo
3MEHIIUTUCS, a BiAXOAKEHHS MOKPOTH — 30iJIbIIUTHCS.

AHTHTINIA [0 DOPHA3Y anb(a BUSIBIEHI MEHIIE HiX y 5 % XBOPHUX, IPOTE ¥ JKOOHOTO 3 LIUX MAIiEHTIB
BOHM He Hanexaunu a0 knacy IgE. [TokpalieHHST MOKa3HUKIB (PYHKIIi1 IeTeHb Bii3HAYAI0CS
HaBITh IiCJIS MTOSBU aHTHUTIN OO HOPHA3M abda.

ITicasipeecmpauitiHutl 0oceid

[TicnspeecTpauiiii CIOHTaHHI TOBIIOMJIEHHS Ta MPOCIEKTUBHO 3i6paHi B o0cepBaliiHux
MOCTiMXKEeHHSX JaHi 3 6e3MeKu MiATBEePAXKYI0Th, 110 podins 6e31MeKu BifoBigae TakoMy, 110
CIIOCTEpPITraBCs B KITIHIYHUX OOCITIIXKEHHIX.

Tepmin mpugaTHOCTI.

3 POKH.

YMoBu 30epiranHsi.
30epiratu y HeJOCTYIIHOMY OJIs1 miTei Micii. 36epiraTy B 3aXuIleHOMY Bifi CBiT/Ia MicIii mpu

Temnepatypi Big 2 go 8 °C. OgHOpa3oBa KOPOTKOTPHUBaia Hid MiABUILIEHNX TeMIlepaTtyp (IPOTAroM <
24 romuH no 30 °C) He BI/IMBa€ Ha CTabiNMbHICTE Ipemapary.

HecymicHicTb.

I[Ipenapart ITynsMo3uM® € BOGHAM PO3YMHOM Ge3 Oy(hepHHX BIACTHBOCTEH, i HOT0 He CIIifl pO3BOAUTH
abo 3MilryBaTH 3 iHIIMMU IIpellapaTamMu abo po3urnHaMU B EMHOCTi HeOynali3depa. 3MilllyBaHHS I[bOTO
PO3UMHY MOXKe IIPU3BECTU 0 HebakaHUX CTPYKTYPHUX Ta/ab0 QyHKIIOHATBHUX 3MiH IIpenaparTy
I[Tynemo3uM® a60 iHIIOr0 KOMIOHEHTa CyMIli.

YnaxoBka.

[To 2,5 mn npemnapaTy B 6e30apBHUX IIAaCTUKOBUX aMIlyjlax, BUPOOJIeHUX METONOM
TEPMOIITaMITyBaHHS. 6 aMITy/ y 3aXMCHOMY KOHTelMHepi 3 ajlloMiHieBoi 6araToIinapoBol ¢OoJbrH.

1 KoHTelHEeD y KAPTOHHIN yIIaKOBII.

Kareropis Bigmycky.



3a pelemnToM.

BupoOHUK.

@ Xopdmanu-JIa Pou JITh

Miciuie3HaxoIKeHHsI BUPOOHHKA Ta afipeca Miclisi IPOBaIXKEeHHS HOTr0 Tis/IbHOCTI.

Bypwmicser, 4303 Kaiicepayrcrt, llIBeiinapis



