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PE3IOME

Meta cTBopeHHs iHpopManiiiHOro nakery 3 0e3nexu

Indopmariitnuii maker 3 6e3nexu npenapary Mio3um (anriaroko3uaasa anbha) — 1e 10JaTKOBHMA
HaBYAJIbHUNA MaTepia, MpU3HAYCHUN I JIIKapiB, U0 3/11HCHIOIOTH JIIKYBaHHSI MAlli€HTIB 3 XBOPOOOIO
[Tommie mpenapatoM Mio3uM. 3a HEOOXiAHOCTI JiKyOUi JiKapi MOXYTh HaJgaBaTHU Il MaTepian
iHmMM  MenuuHUM mpaniBHUKaM (Menll), 3amisHUM y JiKyBaHHI I[IOTO 3aXBOPIOBaHHS
(dbapmarneBTam, JikapsM-HEcCTemiamicTam, ajneprojoraMm, meacectpam). OCHOBHI Il CTBOPEHHS
Indopmartifinoro nakety 3 6e3neku (II1B) monsiraroTs y HaCTymHOMY:

1. MiHimMi3yBaTH BiIOMi pU3UKH, TIOB'sS13aH1 3 Teparmi€io npenaparoMm Mio3um.

2. Hapatu Menll iHCTpyKIIii 1040 KJIIHIYHOTO YIPABIIHHS IIUMU PU3UKAMHU.

3. Hagatu Menll iHcTpyKuii Ui MpoBeneHHs] IMyHOJIOTIYHOTO aHaNli3y, KU JOMOMOXE Kpalle
OXapakTepu3yBaTH TMOTCHLIWHUN MeXaHi3M BHHUKHEHHsS iHQY3iiHux peakuii (IP) ta peakuiid
rinepuyTIuBOCTi.

Mio3um i xBopo6a Ilommne

XBopob6a Ilomme — 1me mi3ocoMHa XBOpoOa HAKONMWYEHHS, BUKIWKaHA JSQIIMTOM KHUCIOI o-
rmoko3uaasu (GAA), pepMeHTy, SIKM PO3IICTUTIOE JTI30COMHHI TIIIKOTeH 10 TIoKo3u. Jledimur
GAA mpu3BOIUTH 10 HAKOMMYEHHS TJIIKOTEHY 1 B KiHIIEBOMY TMiJCYMKYy JI0 PO3pHBY Ji30COM, B
pe3yabTaTi YOoro BUHUKAE KIITHHHA NUCYHKIIA y 06araTboX TKaHWHAX OPraHi3Mmy, OCOOJIHMBO Y
M'SI30BUX BOJIOKHAX.

Mio3uM MICTHTh JiI04y pPEUOBHHY QJIIIIIOKO3Ha3y aib(a (PeKOMOIHAHTHY KHCITY O-TIIOKO3Ua3y
moauau [thGAA]). Mio3umM moka3aHuii Ui JOBMOCTPOKOBOi (epmeHTo3aMicHOI Tepamii (P3T) y
NAIEHTIB 3 MIATBEP/PKEHUM JiarHo30M «xBopoba Ilomme (medinuT KUCIIOl 0-TIIOKO3UAA3H)».
Mio3um pu3HAYEHUM 1JIs 3aCTOCYBaHHS Y TOPOCTUX 1 IiTeH OyIb-IKOTro BiKy. PekomeHnmoBana 103a
npenapaty Mio3uM cTaHOBHTH 20 MI/KT MacH Tija, Ky 3aCTOCOBYIOTh OJTMH pa3 Ha 2 THIKHI.

Onuc ineHTH(HIKOBAHNX PU3HKIB
InenTudikoBaHi HACTYNHI PU3MKH, acOLIHOBaHI 13 3acCTOCYBaHHSAM Ipenapary Mio3um (auB.
poznin 1):

1. 2. 3. 4.TOCTPA
[HOVY3IMHI | IMYHOOIIOCEPEJIKOBAHI | IMYHOT'EHHICTh | KAPJIIOPECITIPATOPHA
PEAKILIIT PEAKIIIT HEJIOCTATHICTS,
ACOLIIMOBAHA
3 T'IIIEPBOJIEMIEIO

B ITIb HaBOUTHCS MOBHUN OMNMHUC 1ICHTH(IKOBAHMX PU3HKIB, TOB'I3aHUX 3 1H(PY31IMU TpermapaTty
Mio3um, Ta peKOMEHaIIii 1010 KJIIHIYHOTO JIIKyBaHHS HeOaXaHUX peaKiiii (AuB. po3in 2).
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KJIIOYO0BI KOHTAKTHI JAHI

e /I moBigoMiieHb MpPo MoOiYHI peakuii Ta/a00 BUNAA0K BAriTHOCTI, 10 cTaBcs Ha (POHI
3acTocyBaHHs npenapary Mio3um:

3BepHiThCs 10 miapo3ainy ¢apmakonarysagy TOB «Canodi-ABentic Ykpaina»:

Enexrponna nmomra: Pharmacovigilance-UA@sanofi.com

Abo 3anoBauTH (hopMmy Ha caidTi https://www.sanofi.ua/.

* 3 NUTAHHSIMH [10/10 KOHTEHePIB /I 300py 3pa3KiB KPOBIi ISl aHAJI3y HA AHTUTLIA, a TAKOK
3 IHIIMMHM TNUTAHHSAMM, TMOB'S3aHMMH 3 BHKOHAHHAM IMYHOJIOTIYHHUX aHAJI3IB mpH
3acTocyBaHHi npenapaty Mio3um:

3Bepraiitecs no Bignimy meawmunux mociuyr, «/Dkensaiim Opon B.B.» [Genzyme Europe B.V.]:
Enexrponna momra: EUMedicalServices@genzyme.com

* SIkmo Bam HeoOxinHa indopmanis mono xsopoou Ilommne ado npenapary Miozum:
3BepTaiiTecs y ciryk0y 3 muTaHb 3abe3nedeHHss MeauuHoro iHdopmartiero y TOB «Canodi-ABeHTic
VYkpaina»

Tenedon: +38 044 354 20 00

Enexrponna momra: Medinfo.Ukraine@sanofi.com

Jliis oTpuMaHHs 01aTKOBOI iH(opMmalrii 3aBiTaiiTe Ha callT WWW.pompe.com
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Onuc pu3uKiB, acoliioBaHMX i3 3acToCyBaHHAM npenapaty Mio3zum

InenTudikoBaHi pU3WKH, MOB’s3aHI 3 Tepamiero mpenaparoM Mio3uMm (alrIIOKO3HU1a3010 anbdha),
BKJIIOYAIOTh PO3BUTOK 1H(]y3ilHUX peakiit (IP), y Tomy uncii peakuii rinepayTinBocCTi 1 HeOe3neuHi
CTaHU JJISl JKUTTS, Taki K aHapUIAKTUYHUNA MIOK Ta/ab0 3yMUHKA CepIis; iIMyHOOIOCEpeaKOBaH1
peakiiii, iMyHOJIOTi4YHa BIiANOBiAb Ta TOCTpa KapliopecrmipaTOpHa HEAOCTATHICTh, acoliiioBaHa 3
rinepBoJIeMi€lo.

1.1. In¢ysiiini peakuii, B TOMY 4McJIi peakuii rimepuyyTjJnBOCTI Ta aHAPITAKTHYHI peakirii
Indysiitna peakiis (IP) BusHauaeThbes sk Oyap-sika mobiuna peakiis (I[1P), mo BuHMKae mig yac
iH(Dy31i abo TPOTATOM AEKUIBKOX TOAMH Ticas 1H(Y3ii 1 OLIHIOETHCA TaKUM UYHWHOM, IO MAae
MOTEHIIMHUN TPUYMHHO-HACTIIKOBHA 3B’S30K 13 3acTocyBaHHsAM mpemapary (Mio3um).
AcouiiioBaHi peakilii, 1110 BAHUKAIOTh MICIIs MOCTIH(Y31HHOTO NEepioy, TAKOK MOXKHA PO3L[IHIOBATH
stk moOiuHi peaxitii ([TP), k1o y ocoow, sika mpo HUX MOBiJOMIUJIA, € MMiICTaBH TaK BBaXKaTu. TOYHHI
MexaHi3M po3BuTKy I[P mo kiHns He BuBYeHmi. Y Tabn. 1 HaBeneHO MepeniK MOTEHI[IHHUX
MexaHi3miB (1,2):

Taoauusa 1. IloreHuiiini MexaHi3Mu po3BUTKY iHQY3iiiHUX peakuiidl, y TOMY 4YMCJIi peakuii
rinepyyTJuBOCTi Ta aHAPIAKTUYHNX peaKuii

* IgE-onocepenkoBasi,

* |gG-omocepeakoBaHi 3 aKTUBALII€I0 KOMIUIEMEHTA;

* BUBUILHEHHS LIUTOKIHIB 3 HE3 ICOBAHUM MEXAHI3MOM;

* Hecnenud1YHUM IMyHOTCHHUN MEXaHi3M;

* IIpsiMa CTUMYJISIIIS TYYHUX KJIITHH TPEmapaToM, 3 BUBUIbHEHHSM TiCTaMiHY .

B xoni kniniuHuX nocuimkens [P Bunnkanyu npubausxo y 50% y nauieHTiB npu iHpaHTUIBHIA Gopmi
XBOpOOH, SIKI OTpUMyBaiud Mio3uM (IpOTAroM TMepiofy dacy TpuBaiicTio 52 TwxkHi), 1y 28%
MAIEHTIB 3 MI3HIM OYaTKOM XBOpoOU (sIKi oTpuMyBaiud Mio3uM mpoTsroM mnepioay 18 micsimiB).
Bunuknenns IP He € HeouikyBaHMM, BPaxOBYIOUM KJIiHIUHI NMPOSIBM IMYHOT€HHHMX peakuiii Ha
pexoMOiHaHTHI O1JIKM JIIOJMHU. X04a OUTBIIICTh peakiliii Oysu OIliHeHi SK JIerKi a00 MOMipHi, PoTe
JesiKl 3 HUX OyJIM CepHO3HUMH. Y JESKHX MAIlIEHTIB Y XOA1 KIIHIYHUX JTOCIHIKEHb Ta y paMKax
KOMEPIIIMHOTO 3aCTOCYBaHHS MperapaTy BUHUKAIN aHa(UTaKTHIHUI ITOK Ta/a00 3yIMHHKA CepIIs i
gac 1H(}y3ii mnpemapaty Mio3uM, 110 TOTPeOYBAJIO BXUTTA 3axOMiB IS 3a0e3TMeUCHHS
KUTTEAISUIBHOCTI. Peakiii 3BMYaifHO BUHUKAJIW HEBAOB31 MMicCHsA moyaTky iH(y3ii. Y maimieHTiB
PO3BHBABCS PsAJ O3HAK 1 CHMITOMIB, OUIBLIICTD 3 SKUX OyiM 3 OOKY JUXaNbHOI, CEpPIEBO-CYAUMHHOT
CHCTEMH, IIKipU ab0 MPOSBISLTUCS Y BUTIIsLII HaOpsKy (Taba. 2).

Tadamus 2. CoocrepexXyBaHi oO3HaAaKM i CHMOTOMH peakdid rimepuyyrauBocTi /
aHaQUIAKTHYHHUX peakuii
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3ynuHKa JUXaHHSI TIMOTEeH31A Eputema ['onoBuwmii 6inp  |Hymorta
Pecniparopamii Bpanukapnis INneprigpo3 |Ilapecresis X001H1 KIHITIBKH
JUCTPEC-CHHAPOM Taxikapmis BiguyTTs xapy
ArnHoe [iano3 JuckomMpopT y TpyIHii
Crpunop 3BYyKEHHS KJTITII
3aguiika CyJIUH bine y rpyaHiit kit
3MEHILIEHHS Bbrninicte Habpsik o6nuyus
HacH4YeHOCTI KucHeM |[imepemis [Tepudepuunuii HaOpsK
BiguyTTsi ctrcHEeHHs|ApTepiaabHa AHT10HEBPOTHYHUN
y ropii rinepTeH3is HaOpsIK

Kpim Toro, y neskux mami€eHriB, siKi OTpuMyBaiun Mio3UM, COCTEpIragucs MOBTOPHI peakiiii, 1o
MPOSIBIISTUCS. SIK TPUMONOAIOHI 3aXBOPIOBaHHS a00 KOMOIHAIlisSl TaKWX SIBWIN, SK IiTBUIICHHS
TEMIIEpPaTypH Tija, 03HOO, Mianris, apTpairis, Ol YK MiJBUIICHA BTOMIIIOBAHICTD, SIKI BUHUKAIN
micist iHQy3ii Ta TpUBaJIM 3a3BUYAl JEKJIbKA JTHIB.

Axmo y mamieHTta panimie Bxe BUHHKaIM [P (ocobmmBo aHadimakTH4HI peakilii), MOBTOPHO
3aCTOCOBYBaTH mpernapat Mio3uM ciif 3 obepexHicTio. JlogaTkoBa iHdopmallis Ta peKkoMeHaaIlli 3
BUKOHaHHS 1H(Y31i HaBeAeHi B po3aim 2. JlomatkoBa iH(opMallis 010 TPUTOTyBaHHS PO3UYHHY
npemnapary Mio3um, a Takox HOro BBeZIeHHS 1 30epiranHs HaBeaeHa B Jlonarkax 1, 2 1 3 BiAmoBiaHo.

B Tabn. 3 HaBeneHWil mepenik KaTeropiil Maii€HTiB, sKi MalOTh IiJBUIICHUN PHU3UK PO3BUTKY
YCKJIaJJHEHb, ClipuYrHeHuX [P.

Taoauus 3. IlanieHTH 3 NiABUIIEHUM PU3HKOM PO3BUTKY YCKJIAJHEHb, acouiiioBanux 3 IP

* [TartienT 3 OyAb-IKUM TOCTPUM CYIyTHIM (DeOpUIbHUM 3aXBOPIOBAHHSM.

* [TamienTu 3 Baxkoro hopmoro xBopoobu Ilomne (MOKyTh MaTH MOPYIICHHS CEPIIEBOI 1 TUXAIbHOT
(GyHKLINA, B pe3yabTaTi YOro BOHU MOXYTb OYTH OLIbII CXMJIBHUMH JIO MiJBUIICHOTO PHU3UKY
BA)XKHUX YCKIIJIHEHb BiJI iIHQY31HHUX peakitiil).

* [lamienTn 3 Bucokumu TUTpamu IgG-antuTtin 10 npemapaty Mio3um (y HUX OUTBIT BHCOKHU
PY3UK BUHUKHEHHS aHadinakcii 1 BOKKUX peakIliii TinepuyTIUBOCTI).

* [TamienTH, K1 OTPUMYIOTH Mi1031UM 3 OUTBII BUCOKOIO MIBHJKICTIO 1H]Y3Ii.

* [TarienTy 3 iHGaHTUIHLHOIO (OPMOIO XBOPOOU 3 BUCOKMMHU TUTpamu IgG-aHTUTLIL.

* [amienTH, y SKux paHimie Bxe BUHUKAIH [P.

* [lamieHnTH, sIKi TAMYACOBO MPUIIMHMUIIM Tepamiio npenapatoM Mio3uM (Hampukiaz, Ha Mepiof

BariTHOCTI).
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1.2. ImyHoomocepeakoBaHi peakuii

VY neskux mamieHTiB Ha GoOHI TpuiiomMy mnpenapaty Mio3uM CHOCTepirajaucs BaKKl IIKIpHI Ta
CUCTeMHI IMyHOOTOCepenKoBaHi peakiii (3 gactotorwo Bixm < 1/100 mo > 1/1000). IMoreHuidnuit
MEXaHi3M PO3BUTKY IMYHOOIOCEPEAKOBAHUX PEAKIIi MOJSArae B TOMY, IO LUPKYJIIOIOYi IMyHHI
KOMILIEKCH CEpPEeIHBOT0 PO3Mipy BiJIKIAJAI0THCS B TKAHUHAX 1 €HAOTENII0 CYAMH, 10 MPU3BOJUTH
710 3amaJieHHs 1, K HACJiJI0K, 10 TeTePOreHHOr0 MacHBY KJIIHIYHUX O3HAK 1 CUMIITOMIB, TaKUX SIK
rIIoMepyJIoHepHUT, reMaTypisi, IPOTETHYpis, MamyJb03HI BUCUIIAHHS, IyPIypanogiOHl BUCUIAHHS,
apTpuUT, CEPO3UT 1 BackymiT (3,4).

Peaxkiiii € caMooOMeKeHUMH 1 pO3BUBAIOTHCS 3BUYAHO B Mekax 7-10 mHiB micist 1HY31i aHTUTEHY,
Ta MOYMHAIOTHCS 3 JACSIKUX CUCTEMHUX TPUIIONONIOHUX CUMIITOMIB: ITiIBUIIICHHS TEMIIEPATYPH TiJa,
Miaurisi, apTpanris 1 Bucunanus. KiinigHe oty>kaHHsl, SIK IPaBUJIO, HAcCTa€ yepe3 7-28 nHiB.
[ToBimomsIOCs PO BaXKKi MIKIPHI peakiii, B TOMY YHCII BUPA3KOBI 1 HEKPOTUYHI ypaKeHHS LIKIPH,
MO>KJIMBO IMYyHOOIIOCEpEIKOBaHi, Ha ()OHI 3acTOCyBaHHs mpenapary Mio3um. 3a ganumu OGiorcii
HIKipY y OJTHOTO MAIli€HTa, HA YpaXXeHii AUIHII Oynu BUSABIEHI BiakiIaaeHHs aHTUTLT 0 ThGAA.
Ha ¢oni tepamnii nmpenapatom Mio3uM crocTepiraiucsi CUCTEMHI IMYHOOTIOCEPEIKOBaHI peakIlii,
BKJIIOYAIOYM MOJKJIMBI peakilii, omocepenkoBaHi iMyHHUM KomiuiekcoM Il tumy. Ili peakmii
BUHHKAJIU Yepe3 NepioJT Yacy Bij ACKITBKOX THXKHIB 10 3 POKIB MICJIs MOYATKY Tepallii mpernapaTom
Mio3zum.

HedpoTtnunmii cuHApOM criocTepiraBces y JeKiIbKOX MaIlieHTiB 3 XBopobOoto [Tomrie, ski oTpuMyBanu
Mio3um, 1 siki manu Bucoki tutpu IgG antutin (=102 400). biomncis HUPOK y IMX MAI[iEHTIB
MiATBEpAMIA BIIKIAJACHHS IMyHHHX KoMmIUiekciB. [licis mepepwBaHHS Tepamii CTaH TMAlli€HTIB
MOKPAIIUBCA.

Pexomenaauisi. Y maiieHTiB 3 BUCOKUMH TUTpamMu [gG-aHTUTIT PEKOMEHIYEThCS BUKOHYBATH

MepioIMYHI aHAJII3H Ceul.

HeoOxigHo crnocrtepiraTd 3a Malli€eHTaMH JJIs CBOEYACHOTO BHSBICHHS PO3BUTKY CHUCTEMHHUX
iMyHOOTIOCEpeKOBaHUX peakiiil. [Ipy BHHUKHEHHI 1MyHOOIOCEPEAKOBAHUX pPEAKLii Cilix
PO3IIISIHYTH JOUIIbHICTh IPUIIMHEHHS Tepartii npernaparoM Mio3uM i po3royaTH HAJIEKHE MEAUYHE
nikyBaHH4. [licng iMmyHoomocepeaKoBaHOi peakilii He0OX1THO PeTeNbHO OIIHUTH PU3HKH 1 KOPUCTD
MOJABIIOr0 MpPU3HAYEHHSA mpenapary Mio3uMm. Y HesKHX TMali€eHTiB MOBTOPHE 3aCTOCYBAaHHS
npenapary Mio3um OyJio YCHIIIHMM 1 BOHU TPOJOBXYBAIM OTPUMYBATH HOTO IMiJ PETEIHHUM
KJIIHIYHUM CIIOCTEPEKCHHSIM.

1.3. ImyHoOreHHicTn

Sx TepanmeBTHyHHMI OiOK Mio3UM TOTEHIIMHO MOXE BHKJIMKATH IMYHOJIOTIYHY BiJAIMOBIIb,
MOB's13aHY 3 YTBOPECHHSM aHTHUTL A0 PEKOMOIHAHTHOI KUCIIO1 o-Ttoko3uaasn ioaunu (IgG antutina
no thGAA i IgE anturina no rhGAA) (5).

1.3.1. IgG anTuTina 1o rhGAA, Bk/I0o4a4u iHrioyroui aHTurijia

B xoxi kniHiuHUX Aocmipkens IgG aHTHUTINA 0 aNTaioKo3uaa3u anb(a po3BUBAIMCA Y OUIBIIOCTI
NalienTiB 3 iHaHTHIBEHOIO (hopMoro xBopoOu Ilomne Ta y marienTis 3 xBopo6oro ITomme Ha mi3HIX
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CTaaisX, IO BUHUKAIM 3a3BUYail MPOTATOM 3 MICAIIB Ticias moyaTky Ttepamii (6,7). Ilpwm
KOMepIliifHOMYy 3actocyBaHHi mpemnapaty IgG antutina no rhGAA po3BUBaIUCA y aHAJIOTIYHOT
YacTKU TarieHTiB. TeHIeHIis] 0 pO3BUTKY OLIbII BUCOKHX THUTPIB IgG aHTUTIN 1 BUHUKHEHHS
OimpIIoi kibKocTi IP crioctepiranacs y mamieHTiB 3 iHpaHTHIBHOIO (hopMoto xBopoou [lomme, siki
OTpUMYBAJIU OUIBII BUCOKI 103H mipenapary Mio3um (40 mr/kr).

Pexomennanisi. Cinijg perysipHO KOHTPOJIFOBATH CTaTycC yTBOpeHHs IgG aHTHUTLI y MAIlieHTIB.

3a3Havanocs, Mo y JAESIKUX MAIli€HTIB, Y SKUX PO3BUBAIOTHCS BUCOKI 1 CTIMKI TUTpH IgG aHTHTIN,
BKJIFOYAIOYH MAIIEHTIB 3 HETATUBHUM PE3yJIbTaTOM TECTY Ha MEPEXPECHUM IMYHOJIOTTYHHI MaTepia
(Cross Reactive Immunologic Material, CRIM) (namieHTH, y sSIKHX HE BUSIBIICHO €HJIOTEHHOTO Oinka
GAA 3a nanumu BeCcTepH-OJOTHHTY), KJIiHIYHA €(EeKTUBHICTh Tepamii npernaparoMm Mio3um moria
OyTH 3HIKEHOI. BBakaeTbes, 10 HU3bKA KIIHIYHA BIJMOBIIB y TaKMX MAIli€EHTIB 0O0yMOBJIEHA
JeKinbkoMa (pakTopamu.

VY neskux mMaIi€eHTiB, fAKi OTpUMyBaIM Mio3uM B XOJi KIIHIYHHMX JOCHIIKEHb Ta/abo B
MOCTMAPKETUHTOBUI TIEPiOJ, CIIOCTEpIiraBcs IMO3UTHBHHUN pE3yabTaT TECTy Ha NPUTHIYCHHS
aKTUBHOCTI Ta/ab0 3axoruieHHs ¢epmeHTiB. KiliHiuHA 3HAYYHIICTh ITUX CIIOCTEPEKEHBb HEBiTOMA.
[TamieHTH 3 MO3UTUBHUM PE3yJIbTATOM TECTYy Ha 1HTIOYBaHHS 3aXOIUJICHHS 3BUYAWHO Maju OLIbII
BUCOKI TUTpH IgG aHTUTLI y MOPIBHSHHI 3 MaLliEHTaMH, Y AKHX pe3yJbTaT TeCTy Ha IHrIOyBaHHS
3aXOIUICHHS 3aJIMIIABCS HETATUBHUM, 33 JAaHUMH JOCIII/PKEHB 32 yYacTIO Nali€HTIB 3 iH()aHTHIBHOIO
dbopmoro xBopobu [Tomme Ta marienTtiB 3 xBopoOoro Ilomrie Ha mi3HiX cramisx. Ha ceoroanimHii
JIeHb He OyJI0 BCTAHOBJICHO 3B'SI3KY MIX CTaTyCOM IHTIOyBaHHS 1 PO3BHTKOM IOOIYHHMX PEaKIIii.
BB po3BUTKY 1HTIOyHOYMX aHTHUTLI Ha JOBTOCTPOKOBI Oe3rmeKy Ta €(PEeKTUBHICTH TperapaTry
Mio3uM [0 KIHIIA HE BUBYEHI.

Iadopwmaris momo anamizy Ha IgG anTuTina Ta iHri0Oy0Yl aHTUTIIA HaBeaeHa B po3aim 3.1.1.

1.3.2. IgE anTuTina no rhGAA

VY Jeskux Mali€eHTiB, MO OTPUMYyBadu Tpernapar Mio3uMm B X0l KIIHIYHUX JOCTIDKEHb Ta B
MMOCTMApPKETUHTOBUH TIEpioJl, y SKUX BUKOHYBAIM BIANMOBITHUN aHami3, BusABIsuIM IgE anTuTina,
cnendivHl 715 anraoKo3uaa3y anbda, 1y IeIKuX 3 IUX Mali€eHTiB BUHUKaIa aHadiiakcis.

AHaJi3 3BU9aitHO BUKOHYIOTh TTPH TTOMIpHUX 200 BaXKKKX 4H MOBTOPHUX [P, iK1 BKa3ytoTh Ha peakirii
rinepuytnuBocTti. llIkipHa npoba, ska € OUIbII YYTIMBUM METOAOM Juii BUsiBieHHS IgE antuTin,
TaKO0X BUKOHYBAJACs y ICIKUX MAI[i€HTIB. Y BCIX MAIi€HTIB OYJI0 JOCATHYTO MOBHE 3HUKHEHHS [TUX
peakiiif. Y fAesKkuX Mali€HTIB MOBTOPHE 3aCTOCYBaHHA Ipernapary OyJlo YCHIIIHUM, 1 BOHH
MPOJOBXKYBAIU MPUIMaTH Mio3uM pu OUTBII NOBUIBHIN MBUAKOCTI iH(Y31T Ta 3 OUIBII HU3BKUMHU
MMOYaTKOBUMHU J103aMH (BIATMOBIAHO 110 PEKOMEHAAINH 3 JeceHcuOuTizallii) 1 MpOJOBKYBaIH
JIKYBaHHS i pETEIHHUM KITHIYHUM criocTepekeHHsM. J[aH1 BKa3yIOTh Ha Te, M0 MAIIEHTH, Y SIKUX
po3BuBatoThes IgE anTHTINA M0 anraroko3uga3u anbda, MarOTh OLIBIIT BUCOKHM PU3UK BUHUKHEHHS
IP Ta/abo aHadinakTHYHUX PEaAKITIH.

Pexomennauisi. Ilaumient, y sikux posuBaioTbes IgE anTuTina nmo anrmoxosmpazu anbda,
noTpeOyIoTh OUTBII PETEIILHOTO MOHITOPUHTY ITiJ Yac Teparnii npenapaToM Mio3uM, OCKIBKH J1aH1
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BKa3yIOTh Ha T€, 110 BOHU MAIOTh OUTBIII BUCOKUH PU3UK BUHUKHEHHS [P Ta/ab0 anadimakTHaHMX

peaKIri.

1.4. Pu3nkmu, noB's13aHi i3 CyNyTHHOI0 Tepamni€co iMyHOMOAYJISITOPaMHU

[TamienTtu 3 xBopo6oro ITomne MaroTh pu3MK BUHUKHEHHS PeCHipaTOpHUX iH(EKIIH, 1110 00YMOBIIEHO
MporpecyroynmMu edeKkTaMu XBOpPOOW Ha JUXaidbHI M's3U. B SIKOCTI €KCIEPUMEHTY Y ACSIKUX
TMaIi€HTIB 3aCTOCOBYBAIM IMyHOJICTIPECAHTH 3 METOI0 CIPOOYBAaTH 3MEHIIUTH YTBOPCHHS aHTHUTLI
a00 3amoOIrTH PO3BHTKY AaHTHUTII JO alIJIIOKO3WIa3u anbda. Y JesKuX 3 WX Talli€HTIB
criocTepiraiaucsl JieTaabHi a00 HeOe3neuHl s KUTTS pecripaTtopHi iHpekmii. Takum duHOM,
JIKyBaHHS TaIli€HTIiB 3 XBopoOow [lomrie iMyHOAENpeCMBHUMH 3ac00aMH MOXE O0JAaTKOBO
30UIBIINTH PU3UK PO3BUTKY BAXKKHUX PECIipaTOpHUX 1H(EKIIIH, 1 y TAKMX BUTIAAKaX PEKOMEHIOBaHUN
peTeNbHUN HaTJIsI 3a MalliEHTaMU.

1.5. 'ocTpa kapaiopecnipaTopHa HeJOCTATHICTD, ACOLii0BaHAa 3 rilepBoJIeMi€cl0

['pymy pu3uKy CKIa1ar0Th NAIieHTH 3 1HGaHTUILHOIO hopMoro xBopoou [Tomme, sxi MaroTh POHOBY
rineptpodiro cepis. [amienTr 3 rocTpuM (GOHOBHM 3aXBOPIOBAHHSM Ha MOMEHT 1H(Y31i TIpemnapary
Mio3uM MOXKYTh MaTH ORI BUCOKMA PU3MK TOCTPOI KapIaiopecmipaTopHOi HeToCTaTHOCTI. byo
OTPUMAHO JEKUJIbKA TIOBIAOMJIEHB PO BUMAAKHU TIIEPBOJIEMI].

I'octpa kapaiopecmiparopHa HEIOCTATHICTb, IO BUMarae iHTyOamii Ta IHOTPOMHOI MiATPUMKH,
po3BHBanacs y Mexax /2 ToaMH micas iHQy3ii mpenapaTy Mio3uM y JEKIIbKOX MAIli€HTIB 3
iH(paHTIWIBHOIO (opMoro xBopoOu [lomme, siki Mamu (oHOBY TimepTpodiro cepis, MOKIHBO,
acorifioBany 3 rinepBoJieMi€l0, IpY BHYTPIIIHLOBEHHOMY BBEJICHHI Mpenapary Mio3um.

Kuro4voBi mocrysiaru

* [P MOXyTh BUHUKATH TiJx 4ac 1HQyY3ii abo TPOTAroM IEKUIBKOX TOAWH Ticas iHQY3Ii.
[ToBimomistocst PO peakiiii rinepuyTIMBoCTi / aHadiakTHYHI peakiii, aeski 3 Hux Oymu IgE-
OIIOCEepPEeIKOBAaHUMHM, fKi 3a3BUYail BHHMKAJIM MiJ 4ac ab0 HEBIOB31 micis moyarky iHQys3il
npenapaty Mio3um.

* B nesxux Bumankax OyiM 3apeecTpoBaHi iMyHOOIIOCEpPEIKOBaHI peakilii, BKIIOYAIOYM BaXKi
HIKipHI Ta CUCTEMHI peaxiiii.

* Ockinbky Mi03UM € TepaneBTUYHUM O1JIKOM, ICHY€ MOTEHIIIaJ 7151 iIMyHOoIoT19HO1 Bianosizal. [gG
AHTUTIJIA JI0 AITJIOKO3UIa3u ainb(da, SK MPaBHIO, BUPOOJSIOTHCS TPOTATOM 3 MICAIIB TIiCISA
MOYaTKy Teparii.

» Coip peryasspHO KOHTPOJIIOBATH CTaTyC yTBOpeHHs [gG aHTUTLN y MaIli€HTIB.

* V JesKuX MAalli€eHTiB, 10 OTpUMYyBadu Mio3uM, y SKMX BHUKOHYBAJIM BiJMOBIAHHUIA aHai3,
BusBisUIM IgE antwrina, crnenudivHi A7 anrioKo3uaasu anbda, 1 y ASSKUX 3 [UX MaIlieHTIiB
BUHUKaNA aHadimakcis.

* [amientn, y sxux po3BuBaroThes IgE anTuTina, morpeOyroTh OUIBII PETEIBHOTO MOHITOPUHTY
i 9ac Teparnii npenapatoM Mio3uM, OCKIBKY JJaH1 BKa3yIOTh Ha Te, 10 BOHU CXHJIbHI /10 O1TBII

BHCOKOTO pU3UKY BUHUKHEHHS [P Ta/abo aHadilakTHIHUX peakInii.

Cropinka 10 3 28



myozyme-doss-in-2015-11-19

Kainiune ynpapiainns inenTudikopanumu pusukamu (2,8-14)

2.1. Eran 1o BukoHanus ingys3ii

[Mepm Hixk po3nounHatu pepmenTozamicHy Tepanito (P3T) npenapaTom Mio3um (anraroKo3uaa3010
anb(a), ciuig B3ATH 70 yBaru CKJIaaHiI (oHOBI MenuyHi acriektu xBopoOu Ilomme. IlamienTtn 3
roCTpuM (OHOBHM 3aXBOPIOBAHHSIM Ha MOMEHT iH(Yy3iii mpenapaTy Mio3uM MOXYTh MaTu OiJIbII
Bucokuii pusuk IP. Oco6nuBy yBary He0OX11HO IPUIUIATH KJIIHIYHOMY CTaHy Halli€eHTa 10 BBEIACHHS
npenapary Miosum. Ilepen koxHoro iH(DYy3iero mpemapary Mio3um y BCIX MAaIli€HTIB CIiJ
BUKOHYBATH KJIIHIYHY OIIIHKY, OO BUKIIOYUTH OyIb-sKE TOCTpe a00 OHOBE 3aXBOPIOBAHHS.
Oco0nuBYy yBary Ciijfl IPpUIUIATA TOTSHI[IHHUM KOPOTKOCTPOKOBHM 1 JIOBFTOCTPOKOBUM HACIIIKaM
TPUBAJIOTO MMOBTOPIOBAHOTO 3aCTOCYBaHHS KOPTUKOCTEPOIiB, aHTUTICTAMIHHHUX 1 KapO3HIKYIOUUX
3ac00iB, OCOOIMBO y MAIIEHTIB IUTAYOrO BiKy. Jlo3u Takux 3aco0iB CIiJ MPU3HAYATH BiAMOBITHO
[HCTPYKIIT 1)1 MEAMYHOTO 3aCTOCYBaHHS JIIKAPCHKOTO 3ac00Y.

IIpemenukanis y nanieHTis 3 anamHe3om IgE-onocepenkoBaHuX peakuii rinep4yTJIMnBOCTI

e 3acTOCyBaHHS aHTUTICTAMIHHUX 3aCO01B JIJIs MpeMeIuKalllii He peKOMEHIYEThCS Y TAIlI€HTIB, y
AKHX paHime Bxe OynaM peakuii TinepyyTIMBOCTi, omocepenkoBani IgE anTHTinmamu.
AHTHTICTaMiHHI 32001 MOXYTh MacKyBaTH paHHI CUMIITOMM PEaKIIii rnepyyTIMBOCTI (IIKipHi
peakiii), II0 3aBa)ka€ MeINEepCOHaNy, KU BUKOHYE iH(Y3110, PO3IMi3HATH MOYATKOBI O3HAKU
JTUCTPEC-CUHIPOMY 1 3pO3yMITH, IO HEOOXiTHO 3MEHIIUTH IMBHUAKICTH 1H(DY311 Ta/abo BXHUTH
iHmn 3axoau. Kpim Toro, y BUMNagkax, KOJW KIIHIYHO 3HAUYYIIl KUIBKOCTI TICTaMIHY BXKe
BUBIJILHHIIMCS, BBEJACHHS aHTUTICTaMIHHHMX 3ac00IB HiCJsg TAaKOr'o BHUBIIBHEHHS a00 B SIKOCTI
npemMeauKaiii He Oy/ie TOBHOIO Mipoi0 e(PEeKTUBHHUM IS JIIKYBaHHS aHa(UIAaKTUYHUX PEaKIliit
(13).

e 3acrocyBaHHA OeTa-0JIOKATOPIB MOXE 3aroCTpIOBAaTH aHA(UIAKTUYHI peakiii i € BiIHOCHUM
MPOTHUITIOKA3aHHIM, KOJIM TAIlIEHT Mae pyu3uK aHadinakcii. bera-00kaTtopu Takox € BiTHOCHHM
MPOTHUIIOKA3aHHAM JUIs BBEJIeHHA eniHepuny/aapenaniny (10,11,14).

2.2. ETan BukoHaHHs iHQYy3il npenapaty Mio3um
Bynpb-siki BKa3iBKM MOBUHHI BUKOPHUCTOBYBATHCA JIMIIE K peKoMeHalii. OCTaTouHi pillleHHs, 110
CTOCYIOTBCS JIIKYBaHHSI OKPEMHUX TMAIIEHTIB, Ma€ MPUHMATH JIKYIOUHUH JiKap.

2.2.1. PexoMeH10BaHA IIBUAKICTH iHPY3ii

e PekomeHayeThCs, 00 MOYATKOBAa MIBHIKICTH iHQY3ii mpernapary Mio3uMm He NepeBHILyBajia
1 mr/kr/roa. Y pasi BiICyTHOCTI O3HAaK MOOIYHUX peaklii, MoB’s3aHKUX 3 1H(DY31€I0 Mpenapary,
MOCTYIMOBO 301IbIIYBATH MIBUAKICTH HA 2 MI/KT/To/ KOXxH1 30 XBUJIMH, TTOKK HE Oy/1e JOCATHYTO
MaKCUMaJIbHOI IIBUAKOCTI — 7 MI/KI/Tojl. B KiHIlI KOXHOTO €Taly CIiJi BUMIpIOBaTH OCHOBHI
MOKAa3HUKHU O KUTTENISUIBHOCTI. SIKIIO y mallieHTa padime Bxe BUHHKanu [P, moBTOpHO
3aCTOCOBYBaTH Tpenapatr Mio3uM citij 3 00epekHICTIO.

e Skmio € miacraBu BBaxkaTH, 1o [P moB's3ani 31 mBUAKICTIO 1H(Y31i, MPONOHYETHCA HACTYITHA
3MiHa (-1) 710 rpadika 30UTbIICHHS IBUIKOCTI THPY3Ii:

O 3MEHUIMTH MaKCHUMaJbHY IIBUAKICTH iH(Y311 Ta/ab0
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O TIOJOBXUTHU KOXKEH KPOK 301JIbIIICHHS MBUAKOCTI 1H(Y31i Ha 15-30 xBUIHH.

2.2.2. Jlerki a6o nmomipHi peakuii' (2,8,9)

e  VHOBUIBHITH 1H(DY31I0 A0 MOJOBUHHOI MIBUAKOCTI a00 TUMYACOBO MPHUIMHITH 1H(Y3110, TTOKH
CUMITOMH HE 3MEHIIATHCS 200 3HUKHYTh.

O JSIKImo cMMNTOMM 3HMKJIHM, ITOHOBITh 1H(Y3110 HA MIBUIKOCTI, HAMOJIOBUHY MEHIIIH 3a TY,
npu sikiit ctamacs IP, 1 Bukony#iTe mpotsrom 30 XBUJIMH, MICIS YOT0 30UTBINTE MIBUIKICTH
(Y311 Ha 50% npoTsarom nepioay vacy Big 15 mo 30 xBuiIMH.

O SIKII0 CHMIITOMM He MOBTOPIIOTHCS, 30UTBINTE MBUIKICTE 1H(Y31i 10 MBUAKOCTI, IPH AKIH
ctanacs IP, 1 po3rasHbTe HOIIIBHICTD MOJATBIIIOTO MOSTATHOTO 301IBIIEHHS IBUAKOCTI 10
THUX Tip, TOKK He OyJie TOCATHYTa MaKCUMAJIbHA IBUJKICTb.

e SIKIIO CUMIITOMH YTPUMYIOTHCS, HE3BAXKAIOUM HA TUMYACOBE NMPUIHMHEHHS 1H(Y311, TIKyI0UOMy
JKapro MPOTOHYEThCS 3aUeKaTH 11ie puHaiMHI 30 XBUIIMH 1 TOTUBUTHCS, Y HE ITOYAJIA 3HUKATH
cumnromu IP, 1 k1o Hi, BIAMIHUTH BUKOHAHHS 1H(DY311 B 1€l J1CHb.

IIpuxaan:

SIkmio y marfieHTa BUHUKJA Jierka abo nmomipHa IP mpu mBuakocTti iHgy3ii 5 Mr/kr/roa, HeoOXiTHO

3MEHIIUTH IBUAKICTh 1HPY3ii 10 2,5 Mr/kr/rog abo TMMYacOBO NMPUIMHHUTH 1H(DY3iI0 1 3a4eKaTH

MMOKW CUMIITOMU HE 3HUKHYTh.

K0 CUMNTOMH 3HUKIIH, TMOYHITH BUKOHYBATH 1H(Y31I0 31 MIBUAKICTIO 2,5 MI/KI/TO MPOTITOM

30 xBuuH. Sxmo 1HDY31s 100pe MepeHOCUThCA, 301IBIIITh MBUAKICTE 1HPY31T 10 3,75 Mr/kr/rox i

yTpUMY#HTE 11 mpoTsATOoM npuHaiMHi Bif 15 10 30 xBUIHH.

Axmo iH}y3ia 100pe MepeHOCUTHCS - 30UTBIITH MBUAKICTH 1HPY31T 10 5 MI/KT/TOM 1 yTpUMYyHTE 11

MPOTAroM mpuHaitMHi Bix 15 1o 30 XBUIUH.

Sxmo mobpe MmepeHOCUThCS - 30UIbIITe MBHUAKICTH 1HDY31l J0 MaKCHMalbHOT PEKOMEHIOBAHOL

IIBUJIKOCTI 1HQY311 7 MI/KI/TOJ 1 yTPUMY#HTE II0 MIBUIKICTh IIPOTATOM PELITH Yacy B 3aJIC)KHOCTI Bij

MIEPEHOCUMOCTI.

B KiHIIl KO’)KHOTO eTaIty CJIiJi BAMIPIOBATH OCHOBHI TOKa3HUKH KUTTETISIBHOCTI.

Pexomenaauii 3 TikyBaHHS Jierkux a00 MOMIPHUX peakuii

- [Ipu heOpunbHUX peakiisax MPU3HAYUTH JKapO3HIIKYIOU1 3aC00H.

- [IpusHaunTn anTHUrictaminHi 3acodu [H1-6mokxatopu| B 1031, miniOpaniii 3 ypaxyBaHHSAM BiKYy
nalfiexTa.

- Po3rnsiHyTH TOUUTBHICTD BHYTPIIIHEOBEHHOTO (B/B) 3aCTOCYBaHHS KOPTUKOCTEPOIIiB.

- J1st mikyBaHHS KJIHIYHO 3HAUYIIUX CUMIITOMIB, TAKHX SIK OPOHXOCIa3M, 3HW)KEHHS! HACHYEHOCT1

KHCHEM, I11aHO03, 3a/IMIIKa a00 CBUCTSIYE AUXAHHSI, CJIJ PO3TJISTHYTH JOLUIBHICTh 3aCTOCYBaHHS

1 11i Bu3HAYEHHS CIYKaTh JIMIIE B AKOCTI PEKOMEH/AIiN, CTBOPEHUX HA OCHOBI CTAHIAPTHOI TepMiHoJorii Moaeni Taby oBaHHs

JTaHUX KITHIYHUX gociimkens (Study Data Tabulation Model, SDTM), po3po6iernoi KorcopiymoM cranaapTiB 0OMiHy KIIHIYHIMHI
nmarumu (Clinical Data Interchange Standards Consortium, CDISC), penaxuist 3.1.1. 3aranbHa OIfiHKa CTYTIEHS Ba)KKOCTI BU3HAYA€THCS
Ha PO3CYJ JIIKYIOUOTO JIIKaps:

Jlerkuii cryninb — Bun IIP, ski, Ak npaBWio, € TPAH3UTOPHHUMH 1 MOXYTh HOTpeOyBaTH JIMIIE MiHIMaJIbHOTO JIIKyBaHHSA a0
TepaneBTUYHOro BTpy4yaHHs. Taki peaxuii 3BUYaiiHO He 3aBa)KalOTh 3BUYANHIH MOBCAKICHHIN TisITBHOCTI.

IMomipuuii crymine — Bun 1P, siki, sIK MPaBUIIO, 3MEHIIYIOTHCS MIiCHs J0AATKOBOTO CHELiabHOTO TePAaNeBTHYHOTO BTpy4aHHs. Taka
peaxIiist 3aBakae y 3BUYAMHIN MOBCAKACHHIH MiSUIBHOCTI, BUKIMKAIOUN JUCKOM(DOPT, ajie He MPeCTaBIIsLe KIIHITHO 3HAUyIIOro abo
MOCTIHHOTO PU3NKY 3aBIAHHS IIKOAN YYACHUKY JIOCIIKEHHSI.
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HeOynaiizepa.

MOMIPHUX Y1 BUCOKUX KOHIICHTPAIlIi KHCHIO Yepe3 MacKy Y HOCOBUH KaTeTep abo OeTa-aroHicTiB
(manmpukian, cambOyTamMoily) 3a JOMOMOTOI IHTAIATOpa 3 JO3YKYHM THPHCTPOEM abo
- Slkuo pecmipaTOpHi CUMNTOMH 30epiraioTbcss abo 16 HEOOXiJHO 3 OISy Ha BaXKICTh
CHUMIITOMIB, JOLUIBHUM OyJie MiIKipHEe BBeICHHS eNiHeQpUHY Yy BEPXHIO KiHIIIBKY a00 B CTETHO.
JIOIUTBbHICTE 3aCTOCYBaHHS €MiHe()PHUHY CIIJ PETENbHO 3BAXKYBAaTH y MALi€HTIB 3 (POHOBHUMHU
CEPIEBO-CYIMHHUMH 3aXBOPIOBAHHSAMH 200 TOPYIICHHSIMU MO3KOBOTO KPOBOOOITY.

- 3a HEOOXIIHOCTI JOIYCKA€TbCS B/B 3aCTOCYBAHHS PIAWHUA IS TIATPUMKA HOPMAaJTBHUX
MOKa3HUKIB KUTTEIISUTLHOCTI (HAPUKIIAA, apTepialIbHOTO THUCKY).

Pucynok 1. KiiniuHe JikyBaHHS J1erkux a00 NOMipHUX peakuii

JIETKI/ITOMIPHI PEAKIIIT

IHOY3I

3MEHIIITh MIBUAKICTD iHQY3il
HanonosuHy AbO
TUMYacOBO NPU3YIHHITH Ti

CumMnromMu

JIKYBAHHS

3HUKJIN

IlonoBits  iHQy3ito Ha
IIBUAKOCTI,  HANOJIIOBHHY
MEHILIH 3a Ty, mpu sKiit
cramacs IP, 1 BuKOHyliTE
npoTsarom 30 XBUIIHH, MICTIs
4oro 301bIITh IBUAKICTH
indys3ii Ha 50% mnpoTsirom
nepiogy dacy Bim 15 mo
30 xBHIIHH.

SAJIMIIAKOTBCSA
(mics THMYacOBOTO
npu3ynuHeHHs iHdy3ii)
3auekaiiTe Lie NpUHAWMHI
30 XBHWJIMH 1 ITOJUBITHCS, YK
HE ovaiu 3HUKATH
cumnromu 1P, 1 skmo Hi,
CJiJ BIIMIHUTH BHKOHAHHS
iHQYy3ii B 1ei JeHs.

HE
MHOBTOPIOBAJIMCS
Iounite  iHdy3ito  Ha
MIBHUIKOCTI, npu SIKIH
cranacs IP, i posrnsHbTE
JIOUIBHICTS  TIOETAIHOTO
MIPOJIOBXKEHHS 301/IbIICHHS

MIBUAKOCTI

JoTpumyiitech MicueBHuX pexoMeHaanii,
npuiiHaTux y Bamomy jgikyBaabHOMY 3aKjani
BapianTu jgikyBaHHs, cepe/l iHIIOro, BKJIIOYAKOTh:

- XapozHmxkyrodi 3acobu npu GpeOpuIbHIX peakiisx.

- AHTHTICTAMiHHI 32CO0H.

- Po3rmsiHyTH — [IOLWIBHICTE — BHYTPIIIHBOBEHHOro  (B/B)
3aCTOCYBaHHS KOPTUKOCTEPOIIiB.

- Jlns niKyBaHHS KJIIHIYHO 3HAYyLIMX CHMIITOMIB, TaKUX SIK
OpoHXOCHa3M, 3HIKEHHS HACHYEHOCTI KHCHEM, IiaHO3, 3aJIUIIKa
a00 CBUCTSYE [JMXaHHS, CIII  PO3MJSIHYTH  JOLIJIBHICTB
3aCTOCYBaHHS IIOMIPHHUX 49X BUCOKHX KOHIIEHTPALiil KHCHIO 4epe3
MacKy YM HOCOBMH KaTteTep abo OerTa-aroHicTiB (HampHKian,
canp0yTaMoIty) 3a JIOTIOMOTOFO iHTAJIATOPA 3 JI03YIOUHM IPHCTPOEM
a0o HeOynaizepa. 3a  HEOOXIIHOCTI  JOMYCKA€ThCS  B/B
3aCTOCYBaHHS PIiIVHM I MiATPHUMKHA HOPMAIBHHX IIOKa3HHKIB
KUTTEMISIIBHOCTI  (HANPUKIIAA, apTepialbHOTO THCKY). SIKmio
pecripaTopHi CUMITOMH 30epiratoThcs abo 11e He0OXiTHO 3 Oy
Ha BaXKICTh CUMIITOMIB, JOIUIBHUM OyZe MiJmIKipHe BBEICHHS
emiHe(pUHY Yy BEpXHIO KIiHLIBKYy a0o B crTerHo. JlomiibHICTH
3aCTOCYBaHHS eMiHeQPHUHY CIIiJl PETEIbHO 3Ba)KyBaTH Yy MAL€HTIB 3
(OHOBMMM  CEpLIEBO-CYAMHHUMH  3aXBOPIOBaHHSAMH  abo
MOPYIIEHHSMH MO3KOBOT'O KPOBOOOIry.

* 3aBXIM CITi7] 3Ba)KyBaTH IIPOTUIIOKA3aHHS 1 KOPUCTh 00 HEOOXITHICTh 3aCTOCYBaHHS eMiHePpUHY

B SIKOCTI PATIBHOTO 3aX0Jly y pa3i HeOe3MeUHUX ISl )KUTTS aHa(ITaKTUYHUX peaKIliil.
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2.2.3. Baxkki peaknii’: peakuii rinepuyrimBocti / anadinakTuuni peakuii, BRJI0YA04H
anadinakTuynuii ok ta IgE-onocepenkosani peaxkuii rinepuyriausocri (9,10,14)

[Torepemxenns. Ilig vac iHy31 npenapaTty Mio3uMm y MaIi€eHTIB CHOCTEPITANIKMCS CEPHO3HI
peaxIiii TinepuYyTIMBOCTI, B TOMY YHCI HeOe3MeuHi Il )KUTTS aHadiIaKTUYHI peakinii, TesKl 3
akux Oymu IgE-omocepenkoBannmu. Y neskux mamieHTiB mif 4dac iHGY31d npenapary Mio3um
BUHHKAIU aHA(UIAKTUYHUMA IIOK Ta/ab0 3yNMHWHKA CepIls, 0 MOTPEOYBAIO BXKUTTS 3aXOIIB IS
3a0e3nedeHHs KUTTeMisubHOCTI. [lpu BBeneHHi mpemapaty Mio3uMm HeoOXimHO 3abe3neduTu
MO>KJIMBICTh IIBHJIKOTO HAJIAaHHS MEAMYHUX MiITPUMYBATHHUX 3aXO[IiB, Y TOMY YUCII Ma€e OyTH
HAIIOTOTOBI peaHiMaililiHe 00/1aJHAHHS J1JIs1 MIATPUMKH CepieBol AislJILHOCTI Ta ANXaAHHS.

e AmnadimakTHYHI peakilii YacTO CTAHOBIIATH 3arpo3y IS KHUTTS 1 XapaKTEPHU3YIOThCS TOCTPUM
MOYaTKOM uepe3 JIeKiIbKa XBWJIMH a00 JEKUIbKa TOJUH Micis modatky iHgys3ii. HaBite sKio
CIIOYATKy CIIOCTEPIraloThCsl JIETKI CHMIITOMHM, 3aBXIU CJIiJl BpPaxOBYBaTH MOXIIUBICTb
MPOTPECYBaHHS IIMX CUMIITOMIB IO BaXXKHUX 1 HaBITh HEOOOPOTHUX HACTIAKIB. bepyun mo yBaru
Te, IO TPH 3aCTOCYBaHHI mpernapaty Mio3uM MOXYTh BHHUKHYTH Ba)KKi peakIlii
rinepuyTIMBOCTI a00 aHadimaKTHYHI peakiiii, HEOOX1THO 3a0€3MEeYUTH MOKIUBICTh IIBHIKOTO
HaJaHHS HaJIe)KHOT MEAMYHOI TOTIOMOTH, B TOMY YHCJi Mae OyTH HAIOroTOBI peaHIMaIliiiHe
oOJaiHaHHS JJIS MiITPUMKHU CEpIIeBOI AISTBHOCTI Ta IUXAHHA.

e PanHe BUSBJICHHS O3HAK 1 CUMIITOMIB peakiliii rinepuyTInBOCTi a00 aHapUIAKTUYHUX peaKIlii
MOXXE JIOTIOMOTTH B €(QEKTHBHOMY JIKyBaHHI MAaIll€HTIB 1 3amMoOIrTH MOJIMBUM KIIIHIYHO
3HAYYIIUM 200 HEOOOPOTHUM HACITiIKaM.

e BaxiuBo po3mi3HATH ajepriuHi SBUINA SKOMOTa paHille Ui TOro, o0 oapa3y MPUIHHUTH
1H(]y3110, 3SMEHIIIUTH MMBUIKICTH 1H(Y31i Ta/ab0 po3moyaTy 1HIIT KOPUTYBaJIbHI BTPYYaHHS.

e [lpu npuitHATTI pillIEHHS MPO MOBTOPHE MPU3HAYEHHS Mpenapaty Mio3um micis anaduIakTHIHOT
peakiiii abo BaKKOT peakIlii rinepuayTIUBOCTI HEOOX1THO PETEIHHO 3BAXKYBATH PU3HKHU 1 KOPUCTb.
VY heskux MAaIi€HTIB MOBTOPHE 3aCTOCYBaHHS mpernapaty Mio3uMm Oyjo yCHIITHHUM, 1 BOHH
MPOJIOBXKYBAJIM OTPUMYBATH HOTO IiJi PETEIbHUM KIIHIYHUM CIIOCTEpEeKEeHHsIM. SIKio Oyne
MPUKAHSATO PIIIEHHS Ha KOPHCTh MOBTOPHOTO MPU3HAUEHHSI TIPETapary, CIIij] POSIBIISTH 0COOIHUBY
00epeKHICTh 1 OyTH TOTOBUMU 10 3a0€3MEUCHHSI HAJISKHUX peaHIMaI[iiHUX 3aX0/IiB.

Pexomenaanii moao JiKyBaHHSA BaKKHX peakuii

- Coig po3rsHYTH IOIIIBHICTh HETAaWHOTO MPUNUHEHHS 1H(Y31i mpenapaty Mio3uMm 1 po3moyaTi
HaJIe)KHE MeJIMYHE JIIKYBaHHS, SIK OIMCAHO HIDKYE.

* [Ipu HeOe3nmeyHUX ISl JKUTTS aHA(IIaKTUYHUX PEaKIlisax 3BHYAHO MOKA3aHO B/B BBEICHHS
eniHepuHy y BEPXHIO KiHIIIBKY a0o cterHo. [IpoTe B mijloMy CiiJl IPUAUTATHA CEPHO3HY yBary
NPOTHUIIOKA3aHHAM JI0 3aCTOCYBaHHs emiHepHHy. 3aBKIU CiJ 3BaKyBaTH NMPOTUIIOKA3aHHSA 1

KOpUCTh a00 HEOOXITHICTh 3aCTOCYBAaHHS eMiHe(QPUHY B SIKOCTI PATIBHOTO 3axoJy y pasi

2 1]i Bu3HAYEHHS CIlyXKaTh JIMIIE B SKOCTI PEKOMEH/IAIliM, CTBOPEHHX HA OCHOBI CTaHAAPTHOI TepMminouorii Mozeni TaGyoBaHHs

NaHUX KIiHiYHEX gociimkens (Study Data Tabulation Model, SDTM), po3po6ienoi KoncopiiiymoM ctanaapTiB 0OMiHy KIiHIYHHMHA
nanumu (Clinical Data Interchange Standards Consortium, CDISC), penaxuist 3.1.1. 3aranbHa OIiHKa CTyIeHs Ba)KKOCTI BU3HAYAETHCS
Ha PO3Cy I JIIKYIOUOTO JIIKaps:

Bakkuit cryninb — Bun IIP, KMl yHEMOXIIMBIIIOE BUKOHAHHS MAI[i€HTOM 3BHYHHX CIPAaB Y MOBCSKACHHOMY XXHTTI, 800 3HAYHOIO
MIpOIO BIUIMBAE HA KIIIHIYHUIA CTaH, a00 MOXKe TOTPeOyBaTH IHTCHCHBHOTO TEPANICBTUYHOTO BTPYYaHHS.
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HEOE3MEeUHUX JIJIS )KUTTA aHapITaKTHIHUX peakiliit. st oTpumaHHs netanbHOl iHpopMallii JTuB.
[HCTpyKIito 11t MearaHOTO 3acTocyBanHs JI3 nis eninedpuny.

o JIns1 MiKyBaHHS KJIIHIYHO 3HAYYIIUX CUMIITOMIB, TAKHX SIK OPOHXOCHa3M, 3HUKEHHSI HACHUEHOCT1
KHCHEM, 11aHO3, 3aJIMIIKa a00 CBUCTSYE AMXAHHA, CNIJ PO3IJISHYTH JOLUIBHICTH 3aCTOCYBAaHHS
NOMIPHHMX Y1 BUCOKMX KOHIICHTPAIlii KHCHIO Yepe3 MacKy Yi HOCOBUI KaTeTep abo OeTa-aroHicTiB
(Hampukiaa, canb0yTaMoiy) 3a JIOMOMOTOI0 IHTANsATOpa 3 JO3YIOUMM TPUCTPOEM abo
HeOynaizepa.

* 3a HEOOXIHOCTI JOIYCKAE€THhCS B/B 3aCTOCYBAaHHS PIAWHU JUIA MTIATPUMKHA HOPMaJIbHUX
MOKa3HUKIB JKUTTEISUIBHOCTI (HAPUKIAA, apTepiaJbHOTO THCKY). PO3IIsIHBTE MOIIBHICTH
BHYTPIIITHROBEHHOTO (B/B) 3aCTOCYBaHHsS KOpPTHUKOCTepoimiB. [[msi 30UIbIIEHHS 1HOTPOITHOTO
edexTy 1 MiHIMi3alii XpOHOTPOITHOTO e(heKTy y MAII€HTIB 3 TinepTpodiuHOI0 KapAioMIONaTier0
MOYKHA 3aCTOCYBaTH anb(da-azpeHepriuni 3acobu 1 3aco0u Ui MiABUILCHHS apTepiaJbHOrO THCKY
3 BIICYTHBOIO 200 MiHIMAIIbHOIO OeTa-aipeHEePTiYHOIO JIETO.

* Crmix posmouyaTH TMOCHJIEHI peaHiMaliiHI 3axXOu JJs MIATPUMKH CEpLeBOi AISUTBHOCTI Ta
JTIXAHHSL.

- V marieHTiB, y SKuX Bke BUHUKaIU [gE-omocepenkoBaHi peakilii rinepyyTiauBOCTI, SKIIO 1€
BB)KAETHCS OIIIBHUM, HACTYITHI 1H(Y3ii CIIiI PO3NOYMHATH 3 TIPOLEAYPH JIECEHCUOLTI3aIil, K
npaBujIo, 6€3 MpeMeIuKaIii.

- [Hdopmarris o0 nmporeayp aAeceHcuOiTizamii Oy 1e HaxaBaTUCS JTIKYHOYHM JIIKapsiM 3a 3aITUTOM.
KonrakTtHa indopmaris HaBeneHa B po3ain «KJIIFOUOBI KOHTAKTHI JAHI».

- HaBeneni Bute pexkomMeHallii o0 JiKyBaHHS MAIi€HTIB 3 MO3UTUBHUM PE3yJIbTaTOM TECTY Ha
IgE aHTUTIIA HOCATH TUIBKM PEeKOMEHAOBaHMM xapakTep. OCTaToOYHI pilIEHHSd, IO CTOCYIOTHCS

JIKyBaHHS OKPEMHUX MAlli€HTIB, Ma€ MPUIMATH JIIKYIOUHHA JTiKap.
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Pucynok 2. KiiniuHe JlikyBaHHS BaKKHUX peakuii

Hampuknan, peaxkiris
BAJKKA PEAKIIIA . .
rinmepayTauBocTi/
aHa(iTaKTHYHA peaKiis
TH®Y3IA JIKYBAHHSI
[IpunHEeHHS BBEICHHS
Y  BuUmagKy  NOpU3HAYCHHS JoTpumyiiTech MicueBHX peKOMeHIaUiil, MPUITHATHX Yy
iHQy3ii B HOmANBLIOMY: Bamomy JlikyBaJIbHOMY 3aKaai*
PO3IIISHETE JIOLJIbHICTD IMonepemkenns. Caix po3moyaTH TMOCHIIEHI peaHIMaIliiHi
necencuOLIizami® 3aXO0/M JUIS MIATPUMKH CePIIEBOT TisTTLHOCTI Ta JTUXaHHS.
BapianTu JikyBaHHs, cepe] iHIIOr0, BKIKYAIOTh:

- IIpu aHaiITaKTHIHHX peaKIisx: eninepuH
BHYTPIIIHBOBEHHO (B/B).

- Jnst miKyBaHHS KJTIHIYHO 3HAYYIIMX CHUMIITOMIB, TaKHX K
OpoHXocIia3M, B3HIDKEHHSI HAaCHYEHOCTI KHCHEM, IiaHO3,
3agMiika a0o CBHCTSYE JUXaHHS, CIig  PO3IJSIHYTH
JOUUIBHICT, ~ 3aCTOCYBaHHS ~ IIOMIPHHUX YH  BHCOKHX
KOHLIEHTpALI} KHCHIO Yepe3 MacKy 4d HOCOBHH KaTeTep abo
OeTa-aroHiCTiB (HaMpHKIAl, caab0yTaMoIy) 3a JOIOMOTO0
iHTaIATOpAa 3 JO3YIOUHM IPUCTPOEM abo HeOymakzepa. Ko
pectipaTopHi cUMITOMH 30epiraroTbes abo 1e HeoOXimHo 3
OTJISITy Ha BaXKKICTh CUMIITOMIB, JOIUTEHUM Oy[e MiomKipHe
BBEJICHHS CMiHE(PPUHY Y BEPXHIO KiHIIIBKY ab0 B CTETHO.
JIoUinbHICT 3aCTOCYBaHHS emiHe()PHUHY CIiJ peTeIbHO
3Ba)KyBaTH y Mall€HTIB 3 (JOHOBHMH CEpLEBO-CYIHMHHUMHU
3aXBOPIOBAHHSAMHU abo MOPYIICHHAMH MO3KOBOTO
KpPOBOOOITY.

- 3a HEOOXIJHOCTI JOMYCKA€ThCS B/B 3aCTOCYBAaHHS PIAMHU
U TMATPUMKH HOPMAJIbHUX TOKA3HUKIB JKUTTEMISIBHOCTI
(HampuKIa, apTepialbHOIO TUCKY).

* 3aBKIU CII1/1 3BaXKYBaTH MPOTUIIOKA3aHHS 1 KOPHCTH a00 HEOOXITHICTh 3aCTOCYBaHHS eMiHe)PUHY
B SIKOCTI PATIBHOTO 3aX0Jly y pa3i HeOe3MeUHUX ISl )KUTTS aHa(ITaKTUYHUX PeaKIliil.
8 Orpumari peKkoOMeH Al 3 IeCeHCHOLTI3aIlT MOXKHA 32 3aIUTOM.

2.3. CniocrepeskeHHsI micJiA 3aBepuieHHs iHy3ii

B ninax 6e3nexku peKoMeHAYeThbCsl, 100 KBaliikoBaHI HaJeKHUM YMHOM MEIHWYHI TpaIliBHUKH,
3Hailomi 3 xBopoOoro [Tomme 1 3 mOTeHIIIHHUMH peakiisiMyi Ha Mi03UM, IPOBOIMIINA CIIOCTEPEIKCHHS
3a Mari€eHTaMH IiJ1 9ac 1 mcisl 3aBepIIeHHs KOKHOT BHYTPIIITHHOBEHHOT 1H(Y311 penapary Mio3um.
B xonxi KIiHIYHUX JOCTIKEHD 3a MAI[leHTaMH CIOCTEPIrail IpOTIroM 2 TOAWH MiCisl 3aBEPLICHHS
iHQy3ii mnpemapary Mio3um. HeoOxinHa TpuBanicTh dYacy CHOCTEpeXeHHsA michs 1HQy3ii
BU3HAYA€ETHCS JIIKYIOUMM JIiKapeM Ha MiJCTaBl KIIHIYHOTO CTaHy KOHKPETHOTO Mali€HTa 1 HOro
nepeHocuMocTi 1H(Y31i B aHaMHE3I.
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3. AHaJi3u

3.1. Onuc (Taoa. 4)

3.1.1. IIporpama iMyHOJIOTiYHOT0 HArJIAAY: aHAJI3 Ha IgG a”HTHTIIIA, BKIIOYal04H IHTiOyI09i
aHTHUTLIA

VY OiIpIIOCTI MAIiEHTIB Y XOMA1 KIIHIYHUX AochipkeHb [gG-aHTHUTIIA 10 anriaioKo3uaa3u anbda
YTBOPIOBAJIMCS 3a3BUYAll MPOTATOM 3 MicsAmiB JikyBaHHA (6,7,15). Takum umHOM, y OUIBIIOCTI
MAIlI€HTIB, SKUX JIIKYIOTh 13 3aCTOCYBaHHIM npenapary Mio3uM (alrioKo3uaasu albda), O4iKy€eTbCs
cepokoHBepcid. BupoOieHHs aHTUTLI TPOTH peKOMOIHAHTHOTO O1JIKa € 100pe BiIOMHUM SIBHILIEM, SIKE
criocrepiranocs i mpu 3actocyBaHHi iHmmX npenapariB @3T (5). TenaeHiist 10 po3BUTKY OiTBII
BUCOKHMX TUTpiB IgG aHTHUTIN cnocTepirajacs y Mali€eHTIB 3 iHQaHTWIBHOIO (HOpMOIO XBOpPOOH
[Tommie, ki oTpuMmyBayiM OUTBII BHCOKI J03u mpenapary. Kopemsiii mixk modatkom IP 1 wacom
po3BuTKy IgG aHTHTIN HE criocTepiranocs. Briiue BUpOOICHHS aHTUTLT HA TOBTOCTPOKOBI Oe3meKy
Ta e(DeKTUBHICTH AITITIOKO3HUIa3u anbda A0 KiHIM HE BUBUYCHI.

B xoni KIiHIYHUX TOCHIKEHDb 3pa3KH, U AKUX OyB OTpUMaHUM MO3UTUBHUN PE3yJIbTAaT TECTY Ha
IgG anturina mo rhGAA, Takox aHami3yBaJld Ha HAasBHICTH iHriOyBaHHs iN VItr0 akTUBHOCTI
(bepMeHTIB 1 aHali3 KJIITUHHOTO MOTJIMHAHHA. B pamMkax KOMepLiiHOTO 3aCTOCYBaHHs Mpenapary
TaKO>X BUKOHYBAJIU TECTU Y MAIIEHTIB, y IKUX CIIOCTEPIranocs HOTipLIIeHHs KJIIHIYHOTO CTaHy Ta/abo
AKUM Oyna moTpiOHa iHBa3MBHA INTyYHA BEHTHIALIS JiereHb. KiliHiYHA 3HAUyNIICTh BUPOOJICHHS
IHT10YIOYMX aHTHUTII Yy TAIIEHTIB, K1 OTPUMYIOTh Mi03uM, HE BijloMa. Y HEMOBJIAT 3 HETaTHBHUM
pe3yabTaTOM TECTy Ha TNepexXpecHO-peakTHBHUN iMyHosoriuamii matepian (Cross Reactive
Immunologic Material (CRIM)) (to6to y mami€eHTiB, y SKHX B XOJi aHai3y METOIOM BECTECpH-
OyioTUHTY He OyJio BHsBJIEHO eHaoreHHoro Oumka GAA) OyJo MokKa3aHO 3HWKEHHS KJIHIYHOTO
eeKTy B IIPUCYTHOCTI BUCOKUX CTIHKUX TUTPiB IgG aHTHUTIN 3 iHriOiTOpHOIO akTHBHICTIO (16-18).
Jlns BuMiptoBaHHsI (DepMEHTATUBHOI aKTMBHOCTI 1m1oj0 iHriOyBaHnHs rhGAA 3a piBHEM aHTHUTLN,
MPUCYTHIX Y CHPOBATIIi KPOBI Malli€HTa, 3pa3Ky MaII€HTIB, SKi MaJld BIICOTOK 1HT10yBaHHs Oinblie
Hik 20% npu OyIb-IKHX CHPOBATKOBHX PO3BEICHHIX, BBAXKAINCS MMO3UTUBHUMU 32 JAHUMH aHATI3Y
1HT10yI0UMX aHTUTLT (aKTUBHOCTI ()epMEHTY). 3 METOI0 OLIHKM TOTO, UM 3aBaKalOTh aHTUTLIA B
oprasi3mi naiti€HTa 3aXxoryIeHHI0 pekoMOiHaHTHOI ThGAA B KynbTypi KIiTHH (PiOp006II1acTiB TFOAUHH,
OyB PO3pOOJICHHIT METO/ KIJTbKICHOTO BU3HAYEHHS Ha OCHOBI MPOTOYHOI IUTOMETpIi. 3pa3ku, sKi
xapakrepusyBanucs outbine HiK 20%-uM piBHEM iHT1OyBaHHS 3aXOIieHHsT ()epMEHTIB B IBOX a00
OLTbIIIe PO3BEICHHSIX CHPOBATKH KPOBIi, BBAKAINCS MMO3UTUBHUMHU B II€l MOMEHT 4acy, 3a JaHUMHU
KUTPKICHOTO BH3HAa4YeHHS Ha OCHOBI MPOTOYHOI IMTOMeTpii KmiTuH. [lamieHTH BBa)XaroThcs
MO3UTUBHUMU IIIOJI0 1HTI0yBaHHS 3aXOIUICHHS, SKIO Y HUX CIIOCTEPIra€ThCsl MO3UTUBHA AaKTUBHICTh
> 1/20 po3BezicHb B O/IHII 200 JACKIIbKOX YaCOBHX TOYKAX.

PexoMmenmpanis:

- Cnip perynsipHO KOHTpotoBat TUTP IgG aHTUTIIL.

- Tect Ha iHriOyBaHHsA 3axoruieHHS (QepMeHTIB a00 aKTHUBHOCTI ()EPMEHTIB BUKOHYIOTH Yy
MAII€HTIB, SIKI OTPUMYIOTh TE€PAIIif0, KO Y HUX CIOCTEPITAETHCS 3HIKCHHSI KITHIYHOTO €eKTYy,
HE3BaXKAIOYH Ha MMPOJIOBKEHHS 3aCTOCYBaHHsI npenapaty Mio3uM.

- Jlo BukoHaHHs mepuioi iH(y3ii HACTIHO PEeKOMEHAYEThCS B3SATTS 3pa3ka CHPOBATKHU KPOBI y

nalienTa JUIsl aHali3y Ha BUX1IHOMY piBHI.
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3.1.2. ImyHosoriynnii a”ajiz npu ingysiiiaux peaxkuisax: IgE, akTuBamis KoMIUIeMeHTyY i
pPiBeHb TPUIITA3M B CHPOBATII KPOBi

AHani3 3BU4aifHO BUKOHYIOTh IIPU MOMIpHUX 200 BaXKKUX 4M MOBTOPHUX [P, ski BKa3yloTh Ha peakii
TiNepuYyTIUBOCTI. Y NEIKUX TAIllE€HTIB, y AKX BHUKOHYBAJIHM BIANOBIAHUIN aHami3, BUSBIsUH IgE
aHTUTINA, crenudiual Ui anriIioKo3uaasu aimbda, 1 y JeSIKUX 3 IUX TMaIll€HTIB BHHHUKAIA
aHa(UTaKTHUYHI peaKIii.

VY neskux mari€eHTiB MOBTOPHE 3aCTOCYBAHHS MperapaTy Mpu OUTbII MOBUIbHIN MIBUIKOCTI 1HDY31T
Ta/abo 3 OULIPII HU3BKUMHU IIOYAaTKOBHUMH J03aMH OYJO YCHIIIHUM, 1 BOHH IPOJOBXKYBAJIH
oTpuMyBaTl Mio3UM Mi peTeIbHUM KIIHIYHUM CIIOCTEPEKESHHSIM.

Pexomennauis: /{51 GibIn AeTaIBHOT OLIIHKY MMOTEHITIHHOTO MeXaHi3My [P ciig oTpumaru 3pazku
KpOBI ISl aHATI3y Ha aKTHBAIII0 KOMIUIEMEHTY 1 piB€Hb TPUNTA3W B CHUPOBATIIl KPOB1 uepe3 1-
3 roawHM Micis MovaTky iHQy31iHOI peakiii. 3pa3ku it aHanizy Ha IgE anTuTina maroTs OyTn
OTpUMaHI IOHAaWMEHIIIe Yepe3 72 TOAUHU MICis 3aKiHdeHHs 1HDy31i.

3.1.3. lIxipHi mpoou (11,12)

[kipHa mpoba Moke OyTH BUKOHAHA 3a MPU3HAYCHHSM JIIKYIOUOTO JIiKaps y MaIll€HTIB, SKi MalOTh
IP, sikio qaHuii BUAIOK BiAMOBigae HacTYmHUM KpuTepism (Tabi. 4):

- € micraBu BBaXxat, 1o [P onocepeaxosana IgE anTuTiAMY 1 CYyTPOBOKY€ETHCS IEPCUCTYIOUUMU
CUMIITOMAaMH, TaKUMH SK. OpOHXoOcCNas3M, aprepiajbHa TiMOTEH3is Ta/ab0 KpOMUBHUI, SKI
BUMAraroTh BTpy4YaHHs, a00 Oy/b-sIKUMH IHIIMMHU O3HAKaMH Y CUMITOMAaMH, SIK1 JIKYIOUUH JIiKap
BBaXkae acorliioBanumu 3 IgE-onocepe1koBaHOO PEAKITIETO.

- HIkipHa mpoba Moxe OyTH 11e ogHuM npeaukTopoM IgE-omocepeakoBannx peakiiit 1 Moxe OyTH
3ampoIOHOBaHA JIJIS MiATBEPHKCHHS Pe3yIbTaTiB aHami3y Ha IgE anTuTina.

SIKmo mpUHATO pINIEHHS NPO BUKOHAHHS INKIPHOI NMPOOM, TO PEKOMEHIYETHCS THMYACOBO
BiIMIHUTH 1H(DY311 mpenapaty Mio3uM 70 TOTO, sk Oy/1e BUKOHAHA po0a, a 1i pe3yJIbTaTH pO3TJIsTHE
JIKYIOUUH JIiKap.

Ipumitka. Jleski npenapaTé (HampuKiIaj, AaHTHTICTaMiHHI 3acO0M, aJpeHepriyHi MpernapaTH)
MOXYTh BIUIUBaTH Ha pe3yJIbTaTH IWIKIpHOI mpoOu. [lepes BUKOHAHHAM HIKIpHOI MpoOM Ciif
NEPEryITHYTH CIIUCOK IPEerapariB, sIKi OTPUMY€ HAIli€HT, I100 3'sICyBaTH, YU € Cepell HUX TaKi, 110
MOXYTb BIUIMHYTH Ha pe3yJIbTaTu MpoOu.

PexomenayeTbcs, mob mKipHy MpoOy BUKOHYBAB JIOCBITUYEHUH aJIepTojIor a00 MEAMYHHHN TTPAIliBHUK
3 HABUYKaMH BUKOHAHHS aJeprivHUX IIKIPHUX MPo0, 1 06 mpoba mpoBoauiIacs sk MiHIMyM depe3
48 ronun micns iHQy3ii npenapaty Mio3uMm, a 6axxaHo — yepe3 > 3 THKHI Mg aHa(LTaKTHIHOTO
€Mi30/ly, OCKUIBKH y OLIIBII paHHIH Mepioj] MOKIIMBA TPAH3UTOPHA JIECEHCUOLITI3aIlis.

[Mpouexypa BkIOYae muIIe INKIpHY ckapudikauiiny npoOy/ mnyHkiiro. SKmo pesyibrar
ckapu¢ikaniiHoi npodu / MyHKI1 HETaTUBHUH, TO MOXXe OyTH BUIPABIAHOI BHYTPIIIHBOLIKIpHA
npo6a. [IpoOy BUKOHYIOTH i3 3aCTOCYBaHHSM Ipenapary Mio3uM i MO3UTUBHOTO Ta HETaTUBHOTO
KOHTPOJILHHX 3pa3KiB. JleTasni MoKHa Ai3HATUCS Y CBOTO JIIKYIOUOTO JIiKapsl.

3.1.4. Ananiz Ha HUPKYJIIOKYHI IMyHHHH KOMILIEKC

VY BuMNajKy, SKIIO Yy MalieHTa Ha (OHI 3aCTOCYBaHHSA alTIIOKO3UAa3H aib(pa CIOCTEPIraroThCs
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03HaKH a00 CUMIITOMH, 1110 BKa3yIOTh Ha CHCTEMHI IMyHOOIIOCEPEIKOBaH1 PeaKiiii 3 mposiBaMH 3 OOKY
IIKIpY Ta THIIMX OPTaHiB, TO CJiJl OTPUMATH 3pa3Ku CHPOBATKU KPOBI /ISl aHATI3Y Ha IUPKYJIIOK0Y1
iMyHHI KoMIuTiekcu. HeoOXiTHO criocTepiraty 3a mami€eHTaMu, oo 3'CyBaTH, Y MPOJAOBKYIOTHCS
CHUMIITOMH, acOIii{0BaHi 3 IMyHHHMHU KOMIUIEKCAMH, 1, IKIIIO HEOOX1IHO, OTPUMATH y HUX JOAATKOBI
3pa3Ku CHPOBATKH KPOBI ISl aHAMI3y. PillleHHs PO MOIUTBHICT MOJANBIINX aHATI3IB ISl OLIHKH
MOJKJIMBUX IMYHOKOMIUIEKCHHUX 3aXBOpPIOBaHb, B TOMY 4YHMCIi Oiorcii opraHiB 3 MiJO3pIOBaHUMHU
ypaXXCHHSMHU (HampuKIaa, O10mcii IIKIpH JUIs OIIHKM BacKyJiTy 1 Oiomcii HUPKH U OLIHKH
BIIKJTQJICHHS] IMyHHUX KOMIUICKCIB y KIIyOO4KOBIH 0Oa3zalibHIi MeMOpaHi), 3aIUIIA€ThCs HA PO3CY/T
JIKYHOYOT0 JIiKaps.

3pa3ku KpoOBi, OTpHMaHI Ha BUXIJIHOMY PiBHI 1 y OyIb-KHX TOJAJIBIINX YaCOBHX TOYKaX,
MIITOTOBJICHI Y BUTJISIII 3aMOPOXKEHUX IEHTPU(PYTOBAaHUX 3pa3KiB CHUPOBATKH, MOXHa 30epiraTu
JesKU 4Yac y 3aMOpPOXXEHOMY CTaHi 1 BIONpPaBUTH Ha aHaii3 y OUIbII Mi3HIA TEPMiH, SKIIO
JOCIITHUIBKHUH IEHT I1Ie He OTpUMaB KOHTEHHEPH 17151 300py 3pa3KiB KpoBi. PekoMeH1yeThest iTKO
JIOTPUMYBATHUCS HAAAHUX IHCTPYKIIIH, OCKUIBKH Y BUITAKy HEMPABUILHOTO MAPKyBaHHSA 3pa3KiB a00
HEHAJIS)KHOTO TOBOJUKCHHSI 3 HMMH, BOHM MOXYThb OyTHM HENPUAATHUMH Ui aHalizy abo aatu
HETOYHI pe3yJIbTaTH.
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Taoauus 4. XapakTepucTHKH KJIIHIYHUX iIMYHOJIOTIYHUX aHAJI3IB Ta NIKIipHUX NPOO

MpOTITOM 24 TOAWH  MICTs

MOHITOPHHT

Ilokazanuss 10  BUKOHaHHA Buja Oiosioriunoro 3paska Yacrora Yac Bindopy 3pa3kiB?
aHaIizy
[pu mimo3pi, mo IP e IgE .
P P & Sk  mimiMym  4epe3
OTI0CEPETKOBAHOIO 1 . .
C dixaiii ) 48 ronuH micns 1HY3Ii Ta
. CYTIPOBOJIKYETHCS kapudikamiifHa  IIKipHa . .
IIxipua npo6a yip ) P . P Ad hoc (micnst IP)  [6axkaHo dyepe3 > 3 THXKHI
MEePCUCTYIOYMMHU CUMIITOMaMH, a00|mpoba / Giomcis ) .
. . miciast  aHaIaKTUYHOTO
JUISL TIITBEPIDKEHHS Ppe3yNbTaTiB )
. . emni3ony
aHam3y Ha IgE anTuTina
3amopoxeHa cupoBaTKa 3pazok Mae Oyt
o ) linbHa kpoB (oTpuMana|PyTunHMIi OTpHUMaHUH 10
lgG® PyTunHMIT MOHITOPUHT P (otp Y b

1H(py3ii abo yepe3 > 3 mHI

IgG/inri0yroui anTuTina

B1100pY 3pa3ka) micist iHdy3il
3aMopokeHa CHpOBaTKa 3pa3ok Mae Ooytu
3HmKeHHd BiAMOBiAl Ha Ttepamito|LlinbHa kpoB (oTpumana|Ad hoc (3a Miporo|oTpumaHuii 10

abo BiACYTHICTB eeKTy

mpoTAroM 24 TOIWH  TICIS

HEOOXiTHOCTI)

iH(y3ii abo yepes > 3 mHi

BiOOpY 3pa3ka) nicns iHQy3il
[TomipHi/Baxkki abo moBTopHi IP,|3amopoxena CUpOBaTKa . .
i - . o 1udy3ii abo He paHile
) Akl  BKa3yloTh  Ha  peakmii|llinbHa kpoB (orpumanalAd hoc (3a wmiporo| S
IgG/IgE anTuTina . . : . ) HIX dYepe3 >3 IHI Micis
rinepuyTINBOCTI YU |TPOTATOM 24 TOAMH  MICJISI | HEOOXITHOCTI) indyysif
. . . iHQYy3il
aHa(UTaKTUYHI peaKxiii B1100pY 3pa3ka) 4

ITomipHi/Baxkki abo moBTopHi IP,

AKTHBaNIA KOMILUIEMEHTY

AKI ~ BKa3ylOTh  Ha  peakiii

EJITK

HEOOX1THOCTI)

PiBenn TPUINITA3H AKi ~ BKa3ylOTb ~ Ha  peakmii Ad hoc (3a wmiporo|Yepe3 1-3roaunu micius
. . i ) 3amMopoXkeHa cUpoBaTKa . . . VI
CHPOBATLi KPOBi rinepyyTIuBOCTI 9K HEOOXiTHOCTI) 1HQYy31iHOT peakiii
aHa]iaKTH4HI peakuii
[TomipHi/Baxkki ab6o moBTopHi IP,|3amopoxkena mimazma kpoBi 3|Ad hoc (3a miporo|Uepes 1-3 romuHu micis

1H(]y31itHOT peakirii
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TiepYyTIUBOCTI 91
aHa(UIaKTUYHI peakilii

Hupkyarowuuni iMyHHUIT
koMmiuiekc Ta IgG antuTina

Peaxuii, siki BKa3yl0Th Ha CHCTEMHI
IMYHOOITOCEPEIKOBaHI peaKIlii

3amMopoXkeHa cUpoBaTKa

Ad hoc (3a wmiporo
HEOOX1THOCTI)

Uepes 1-3 romunu micns
iH(QY311 (TecT BUKOHYIOTh
Ha Martepiajii 3paska s
ananizy Ha IgG anTuTina)

dJlokyMEHTYHTE Yac 1 JaTy B3ATTs 3pa3Ka.

OSJKI0 pe3yMbTaTH TOKA3yIOTh BUCOKI THTPHU IgG aHTHTIN, pPeKOMEHIYeThCS TIepiOANYHO BUKOHYBATH aHAIl3 cedi.
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IToBigoMJieHHs1 PO Mig03prOBaHi MOOIYHI peakmii

[ToBimomMiIeHHS PO Mi103pIOBaH1 MOOIYHI peakIrii micis peecTparlii JJIKapchbKOTO 3ac00y € BaXXKIMBOIO
npoueayporw. Lle 103Bossie MPOaOBXKYBATH MOHITOPUHT CITIBBITHOIIECHHS «KOPUCTB/PU3UK» IS
BIJIMIOBITHOTO JIIKAPCHKOTO 3aco0y. MeQuuHuX NpaliBHUKIB MPOCATH MOBIJOMIISTH NpPO BCi
nigo3proBaHi moOiuHi peakuii y JepkaBuuit excneptHuil nentp MO3 Vkpainu. [lepxkaBne
HiANpUEMCTBO «/JlepaBHUI ekcriepTHUI HeHTp MiHicTepcTBa 30pOB’ sl OXOPOHH YKpaiHW»: BYIL
Antona Ilenika 14, m. Kuis, 03057. EnektponHna ¢opma KapTHU-TIOBIIOMJICHHSI 3HAXOIUTHCS 3a
nocuianHsM: hitps://aisf.dec.gov.ua.

Takoxx MokHa 3B’s3aTucs 3 migposauioMm (dapmakoHarinsagy TOB «Canodi-ABeHTic Ykpainay.
JletanpHa KOHTakTHa iH(OpMAIsS IS TMOBIAOMIIEHb MPO MOOIYHI peakiii HaBeJAeHa B PO3Iiii
«KJIKOYOBI KOHTAKTHI JJAHI».

5.  BaritHicTs i rpy/iHe BUTO10BYBAHHS

3acTocyBaHHs mpenapary Mio3uM (anrioko3uaa3u ainb(da) y BariTHUX J>KIHOK HE BHUBYAJIOCS.

€IMHUMU TAaHUMH, 10 CTOCYIOTHCS OL[IHKM PENpPOIYKTHBHUX PHU3HKIB mpernapary Mio3um, € aaHi,
OTpHMaHi B XO1 TOKJIIHIYHUX JociimkeHb. He cmix 3actocoByBaT Mio3uMm iz 4ac BariTHOCTI 6e3
KpaitHboi moTpedu (IuB. [HCTPYKIIIIO JUISt METUYHOTO 3aCTOCYBAHHSI, PO3/ILT «3aCTOCYBAaHHS Y IIEPi0]T
BariTHOCTI a00 TOJyBaHHS TPYUIIO»).

Anrioko3uiasa anbha Moxke eKCKpEeTyBaTUCs B IPpyAHE MOJIOKO. OCKUIBKH MTOKH HeMae iHpopmarii
po epeKkTH y HOBOHAPOHKEHUX, SIKi 3a3HANIN BIUIMBY JIIITIOKO3UIa31 allb(a uyepe3 TpyTHE MOJIOKO,
B TIepioJ1 Tepartii npemaparoM Mio3uM peKOMEHAYEThCSI IPUITUHUTH TPYIHE BUTOIOBYBAHHSI.
[ToBimomnenHs iHGOpMaIlii Mpo BIUIMB Mpenapary Mij yac BariTHOCTI A0 ['mobambHOro miapo3auty
(dhapmakoHarsay Ta emigemionorii kommanii «CaHodi», € HEoOXITHUM 3aX0J0M JUIsl BUSBICHHS
TKApChKUX 3aCc001B, MIKIUIUBHUX TSI PO3BUTKY IUIOAA. 3 1HIIOTO OOKY, NaHi MpO BIUIUB MpenapaTry
Ii]] 9ac BariTHOCTI TaKOK MOXYTh BKa3aTH Ha Te, 0 (eTallbHa TOKCUYHICTh IpernapaTy oOMexeHa.
Jliis Toro mo6 30upaTH, aHAN3yBaTH 1 PO3MOBCIOKYBATH 1H(POPMAIIiIO 11010 Oe3MMeKu mpenapary
MiJ] Yyac BariTHOCTI, a TaKoX, mo0 HamaBatu Okl TouHy iH(opmamito, TOB «Canodi-ABeHTic
VYkpaina» Oyjie MpoBOIUTH MOIAJBIIE CIOCTEPEIKEHHS 3a BCiMa BUIIAKaMH BariTHOCTI, IPO sIK1 BOHA
orpumae nosigomiieHHs. TOB «Canodi-ABeHTic YKpaiHa» HACTIMHO 3aKJIMKa€E JIIKapiB Ta 1HIIUX
MEIUYHUX TPAIiBHUKIB IOBIIOMJISTH TMPO BCi BUMAIKM BariTHOCTI 1 pe3yjibTaT BariTHOCTI y
MAaI€HTIB, K1 OTpUMYBaJd Mio3uM, HE3QJIEKHO BiJI TOTO, Y ACOILIIOETHCA TaKe 3aCTOCYBAHHS
mpermapary 3 moOiYHOI0 peakiiero ado Hi. JleranpbHa KOHTAKTHA 1HOpMAITis IS TOBIJOMIIEHB PO
BUMaaku BariTHOCTI HaBeaeHa B po3aui « KIIFOUOBI KOHTAKTHI JTAHI».
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Honartok 1. [IpuroryBanus po3unny npenapaty Mio3zum

[TpurotyBaHHSI BUKOHYIOTh B aCENTHYHIX YMOBAX.

Jlns mpuroTyBaHHS 1 BBEIEHHS PO34YMHY mpenapary Mio3um (anriroko3ugasu ainbha) HeoOXiaHl

HACTYIHI MaTepiay.

e HeoOxigHa KUTbKICTh (hIakoHIB mpemapary Mio3uM B 3aJIeKHOCTI BiJl MPU3HAYEHOI MAaLli€HTY
JIO3H.

e Habip mia BHYTpIIIHBOBEHHOTO BBEICHHS 3 BOYJIOBAaHUM (IHTPOM 3 HU3BKUM 3B'SI3yBaHHSM 3
Oinkamu, 3 miametTpom mop 0,2 MKM.

e CrepunbpHa BoAa ISl 1H'€KIIIN — JUIsl pO3BEACHHS Tperapary.

e Pozuun xnopuny Hatpito 9 mr/mi (0,9%) — 1715 po3BeieHHs Ipenapary.

e [lnpunu ans po3BeeHHS 1 pO3UMHEHHS IIpenapary.

e Tonkwu 3 niametpoM He Oinbie Hixk 20 G 1t po3BEACHHS 1 PO3UMHEHHS IIperapary.

e JlomaTkoBi MaTepianu, He0OX1HI 3T1THO 3 MPOTOKOJIOM Baroro ikyBaapHOTO 3aKIay.

Ilpumimka. He cnifl BUKOpUCTOBYBaTH (UIBTPYIOUl TOJNKH MiJl Yac MPUTOTYBAaHHS PO3YUHY
npemnapary Mio3um.

1. Bu3HauaroTh KiMbKicTh ()JIAKOHIB ISl PO3BEACHHS HA OCHOBI MacH Tilla JIaHOTO Malli€HTa i
pexomennoBanoi 103u 20 Mr/kr. J[poOoBi 3HaYEHHS OKPYTIISIOTH 10 HAHOIMKIOro HiIoro (rakoHa.
BuiimaroTh HEOOX1THY KUIBKICTh (DJIAKOHIB 3 XOJOIWIBHUKA 1 TA0OTh 1M HArpiTHUCS TPU KIMHATHIN
TeMIiepatypi nepen po3peaeHHsIM. DIaKoOHU MOBUHHI JOCIATTA KIMHATHOI TeMITepaTypu MpUOIU3HO
yepe3 30 XBUIIUH.
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Po3paxyHok no3m:
Maca Tina marmieHTa (Kr) X mo3a (MI/Kr) = 103a marieHTa (B Mr)
Joza narienTa (B mr) + 50 Mr/¢uakoH = KiIbKICTh (IakoHIB A7 po3BeAeHHs. ko Bu orpumanu
JpoOOBE YUCII0, OKPYTITITh HOTo B OUIBIIY CTOPOHY /10 HACTYITHOT'O I[JIOTO YHCTIA.
[Ipuxnannu:
A. JInsa nauienTiB 3 inganTuiabHo0 Gopmoro xsopoou Ilomme.
Maca Tima mamienta (16kr) X go3a (20 mr/kr)= gmo3a mamieHta (320 mr);
320 mr + 50 mr/¢nakon = 6,4 dhaakoHa; TAKMM YHHOM, HEOOX1THO po3BecTH 7 (DIIaKOHIB.
b. lnsa nauienTiB 3 xBopo0or [lommne 3 mizHiM moyaTkom.
Maca Tima mamienta (68 kr) x go3a (20 mr/kr)= go3a mamieHta (1360 mr);
1360 mr + 50 mr/¢makon = 27,2 pnakoHa; TaKUM YHHOM, HEOOX1THO PO3BECTH 28 (hI1aKoHIB.

2. Po3unHITh BMICT KOXHOTO (hrakoHa npenapary Mio3um no 50 mr y 10,3 mut Bou U1 1H'€KIIIH,
BUKOPHUCTOBYIOUH ILITPUI] 3 TOJKOIO AiameTpoM He Oinbine Hix 20 G. Po3unHeHHs BMICTY KOXKHOTO
(dbakoHa M03BOJISIE OTPUMATH S5 MI/MJI PO3YMHY. 3arajibHa J103a, IO €KCTParyeTbes, Ha (IaKoH
crtaHoBuTh S0 Mr B 10 M. He cmix BBOAMTH BOMY ISl 1H'€KIIA Y TOPOIIOK 3aHAATO IIBHJKO,
OCKIJTbKM HEOOX1JTHO YHHMKATH yYTBOPEHHS MiHW. Bomy s iH'eKmiil ciij JoAaBaTH TMOBLIBHO, TTO
Kparuii, BHU3 y cepeauny (uiakoHa, a He 0e3mocepe b0 Ha Jiodiai30BaHui mopomok. O0epekHO
HaXWIITh 1 obepTaiiTe KoxkeH QuakoH. He mo3BonseThCs mepeBepTaTy, 300BTYBAaTH 1 CTPYIIyBaTH
¢bakoHu.

3. Ogpasy Bi3yaJbHO OIJISHbTE (JIAKOHM 3 PO3YMHOM Ha NPEAMET CTOPOHHIX YaCTOYOK 1
3HeOapBiIeHHA. SIKIO mpu Ge3nocepeHbOMY OIS BHUSBJICHI HEMPO30pi YaCTOUYKU abo0 SKIIO
pPO34YUH 3MIHHUB KOJIp, HE BUKOPHUCTOBYHWTE HOTO 1 3BEPHITHCS Yy CIYXOy 3 MHUTaHb 3a0€3medeHHS
MennuHoto iHpopmarttiero TOB «Canodi-ABeHTic YKpaiHay.

[HOMI Tichs MEPBUHHOTO OIVISIAY Y BITHOBICHOMY PO3YMHI MOXHA MOOAYHMTH JIEKUIbKA YaCTOYOK
aNTII0K03uaa31 anbda (K mpaBmiio, MeHie 10 4acTo4ok y (yrakoHi) y BUTIIS Al TOHKHX OUTUX HUTOK
a00 HamiBNPO30pHUX BOJOKOH. Lle Takok MOXke CTaTucs Micis po3BeleHHs po3unny it iHQy3ii. i
YacTOYKH, AK OYyJO IOKa3aHO, MICTATh alIJIOKO3UAa3y aibda 1 MOXKYTh 3'SIBIATHUCS IICIA
MIOYaTKOBOTO €TaIly PO3YMHEHHS, a 3 TUIMHOM Yacy iXHs KUIbKICTh MOke 30inblryBatucs. B xoni
JOCHIUKeHb OyJ0 TMOKa3aHo, M0 Ii YacTOYKM BHIANAIOTHCS 3a JONOMOroro0 QimpTpamii 3
BUKOPUCTaHHAM BOYZOBAaHOTO (iNbTpa 3 HU3BKUM 3B'3yBaHHSIM 3 OUIKaMu, 3 JiaMeTpoM I0p
0,2 MKM, 1 HE YUHATH IMOMITHOTO BIUTMBY Ha YHCTOTY 200 KOHIIEHTPAIIIIO IF0Y0i PEYOBHHH.

4. Opnpazy micis po3urnHEeHHS M103UM CITiJT pO3BECTH 3a JIOTIOMOTOI0 PO3YMHY XJIOPUTY HATPIIO JJIS
iH'exkmit 9 mr/mn (0,9%) nmo kiHmeBoi KoHueHTparii mpemapary Mio3um Big 0,5 mo 4 mr/mo.
PexomennoBaHni 3aranpHi 00'emMu 1H(Y31i B 3aJI€KHOCTI BiJl MacH Tijla maiieHTa HaBeaeHi B Taom. 1.
Yrunizyiire 6yab-saki (pIakoHU 3 HEBUKOPHUCTAaHUM PO3UYUHEHUM PO3YHHOM.

Jlo3a mamienta (B Mr) + 5 Mr/mil = KUIBKICTB Y MJI PO3YMHEHOTO PO3UYMHY TNpemnapary Miosum,
HEOOXITHOTO JJIs1 BBEICHHS TO3H MAIIEHTY.

[Tpuxnagu:

Jo3a nartienta = 320 mr; 320 mr = 5 mr/mi = 64 mut ipenapaty Mio3um.

Taoauus 1. Po3paxyHok 3arajbHoro 00'emy ingysii
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Miama3on .
) 3arajpHUHN ..
Macu Tu1a ) [IBuakocTi iHDy3il
. 00'em iH(y3ii
namienra (Kr)
Eram 4
Eram 1 Eram 2 Eram 3 ! (I\:/L/ZF;N))H
1 mr/kr/ron 3 MI/Kr/Tox 5 mr/kr/ron A
(moku He Oyae
(mi/rop) (mi/rom) (mu/rom) .
BBEIECHO MOBHUI
00’eM 1H(Dy3IT)
1,25-10 50 3 8 13 18
10,1-20 100 5 15 25 35
20,1-30 150 8 23 38 53
30,1-35 200 10 30 50 70
35,1-50 250 13 38 63 88
50,1-60 300 15 45 75 105
60,1-100 500 25 75 125 175
100,1-120 600 30 90 150 210
120,1-140 700 35 105 175 245
140,1-160 800 40 120 200 280
160,1-180 900 45 135 225 315
180,1-200 1000 50 150 250 350

5. [ToBi1bHO BiAOMPAIOTH POZYMHEHUH PO3YHMH 3 KOXKHOTO (hJIaKOHA 32 JOMOMOTOIO IIITPHILIA 3 TOJIKOIO
niamerpoM He Oinbie Hik 20 G. YHHKaiTe yTBOPEHHS MIHU B IITIPULI.

6. Bupanite moBiTps 3 iHQY3iiHOTO mMakera, MO0 3BECTH O MIHIMyMY YTBOPEHHS YaCTOYOK,
OCKIJTBKH MpernapaT Mi031UM € 9y TIUBHUM JI0 TIOBITPSI B IUISHIIL, 1€ BOHO KOHTAKTY€E 3 PO3UHHOM.

7. Taxkox BuAaniTe o0cAr po3unHy Xjopuay Hatpito 9 mr/miu (0,9%) mist iH'ekiiil, eKBiBaJTeHTHUN
o0csary po3unHy npenapary Mio3umM, sikuil Oyjie BBEIEHO /10 TTAKETY.

8. [ToBiIbHO MOmalTe PO3YMHEHUN PO3YMH Tpenapary Mio3um Oe3rmocepeTHhO0 B PO3YHH XJIOPHUIY
Hatpito. He ciin nogaBatu po3unH Ge3mocepeIHbO B MOBITPSHUM MPOCTIp, SIKUH MOXKE 3aJTUIIUTHCS
B iH}Y31iiHOMY naKkeTi. YHHUKaiTe yTBOPEHHs MiHU B 1H(Y31HHOMY MaKeTi.

9. OOGepexHO TmepeBepHITH ab0 3iMHITH 1HQY3iiHMHA maker, moO mnepemimaru po3unH. He
CTpYIIYBaTH.

10. ®nakoHW MpU3HAYEHI JIMIIE ISl OJJHOPA30BOTO BUKOPHCTaHHS. BCl HEBHKOPHCTaHI PEIITKH
npenapary Ciijl yTUIi3yBaTH.

Honarok 2. BBenenns npenapary Mio3um

[Mpumitka. He cmim BBoguTH Mio3um (anrmioko3uaasy anbda) B ONHIA 1 T  camiid
BHYTpPIIIHROBEHHINH  1H(DY3iHHII cucTemi 3 IHIIMMHM JiKapchbKUMHU 3acobamu. Ilin wyac BBeneHHs
pO3BENEHUI PO3YMH IMOBMHEH OyTH BiAQUIbTpoBaHM dYepe3 BOymOBaHHHA (IIBTP 3 HUZBKUM
3B'sI3yBaHHSAM 3 OUIKamH, 3 JiametpoM mop 0,2 MKM, Ui BUAAJICHHS Oy/Ib-IKHX BUAUMUX YaCTOYOK.
Buaumi dactouku (depMeHT, arperoBaHwii 3 TPOAYKTaMU pPO3KIAIaHHS) BUIAIIOTHCS 3a
JIOTIOMOT'0F0 BOYZTOBaHOTO (iIbTpa 1 HE YHMHATH OYyJb-IKOTO 3HAYYIIOTO BIUTMBY Ha YHCTOTY abo
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KOHIICHTpAIlil0 mpenapaty Mio3um.

[TamienTr 3 TocTpuM (OHOBUM 3aXBOPIOBAHHSAM Ha MOMEHT iH(}Y31i nmpemapaty Mio3uM MOXYTh
MaTu O1TBI BUCOKUH PU3UK PO3BUTKY 1HPY3iHHUX peakiliii. OcoOauBy yBary HeOOXiaAHO MPUILISATH
KJIIHIYHOMY CTaHy MAaIli€eHTa J10 BBEACHHS mpenapaty Mio3um.

1. IosicHITH poLeAyPY BBEAEHHS Mpenapary Mami€HTOBI.

2. Ilepen mouatkoM iH(Y31i BUKOHATe BUMIPIOBAaHHS OCHOBHHUX IOKa3HUKIB JKUTTEIISUIBHOCTI, B
TOMY YHUCIIi apTepiaIbHOTO TUCKY, MYJIbCY, YACTOTH IUXAJIBHUX PYXIiB 1 TEMIepaTypH Tijia.

3. Otpumaiite B/B noctyi. J[jiss oTpuMaHHs TOCTYIy MOKYTh OyTH BUKOPHUCTaHI BEHH Yy JIKTHOBIH
SIMITi, Ha 3aI1 ICTKY a00 KUCTI pykH. LIeHTpanbHul JOCTYIT TAKOXK MOKE PO3IIISIIATHUCS SIK BapiaHT.
4. Bi3pMITh 3pa30K KpPOBI JJIsI aHAJII3Y, SAKIIO0 HEOOX1THO, 1 IPOMUNTE 1H(PY31HHY CUCTEMY PO3ZUYHHOM
XJIopuy Hatpito ans iH'exuin 9 mr/mi (0,9%).

5. PexoMenayeTbes po3noyaty iHQy3ito 3 BBEACHHS PO3YMHY XJIOPUIY HATPIIO JUIS 1H'€KIIN 9 Mr/mi
(0,9%) uepe3 ocHoBHY iH(DY3iiiHY cHCTEMy 31 HIBHIKICTIO, MPU3HAYCHOIO JIIKAPEM, Ul TOTO 1100
HiATPUMYBATH MPOXIJHICTH B/B AOCTymHy. SIKIIO I1€ MOXKIUBO, BUKOPUCTOBYHTE MpPOTrpamMOBaHHMA
HACOC JUIsl BHYTPIIIHBOBEHHUX 1H(]Y3iH, 1100 KOHTPOJIIOBATH III0 MIBUAKICTD 1H(Y3II.

6. Iligroryiite iH}Y3ilHY CHUCTEMYy 3 PO3YMHOM Mpernapaty Mio3um it iHQy3iii Ta 3amoBHITH il
po3unHOM. BusiBisiite oOepexHICTh, MO0 3amo0irTu mosiBi OynpOamok moBiTps B iHQY31HHIN
cucteMmi. st Toro mo0 3a0e3MeYuTH TOYHUMA KOHTPOJIL IMIBUAKOCTI 1H(Y3ii, pEeKOMEHIYEThCS
BUKOHYBAaTH 110 1H(QY31I0 3 BHKOPHUCTAHHSM MPOTPAMOBAHOTO HACOCY [JIsi BHYTPIINTHROBEHHUX
1HOYy3iH.

7. Ilin’eqnaiiTe cucreMy Al BBEJCHHS pO34MHY NpenapaTy Mio3um a0 BOynoBaHOTO (QuIbTpa 3
HU3BKUM 3B'3yBaHHAM 3 Oikamu, 3 giaMmeTpom mop 0,2 MKM, 1 3aIIOBHITh CUCTEMY PO3UHHOM.

8. Ilix’ennaiiTe 1HQY3iiHY cHCTeMy 3 PO3UMHOM Ipenapary Mio3uM 10 HAWHMXKYOTO MOPTY AT
J0JaTKOBOTO BBEJCHHS JIKapPChKUX 3ac001B y OCHOBHIN 1H(Y31iHIN cHcTeMI MarlieHTa.

9. Indys3ii ciijt BUKOHYBAaTH MOETAITHO, 3 BUKOPUCTAHHSIM 1H(Y31iHOTO Hacoca.

10. Komnu iudy3iro Oyae 3aBepiiieHo, MpOMUTE 1HQY31HHY CUCTEMY PO3YMHOM XJIOPHAY HATPIIO IS
iH'exuiit 9 mr/mi (0,9%) (31 mBuAKicTIO 1HDY31i, SKa BUKOPUCTOBYBAJIACs OCTAHHBOIO IIPU BBE/ICHHI1
npenapary), oo nepeKoHaTHcs, 1110 A03a npernapaTty Mio3uM BBe/ICHA MAIIEHTY MTOBHICTIO.

11. Bix’ennaiite iH(dy3iliHy cucTeMy AJs BBEJCHHS Ipenapary BiJ OCHOBHOI iH(Y3iiHOT cucTeMu i
npubepiTh ii pa3oM 3 OyIb-IKUMH HEBUKOPHUCTAaHUMHM PEIITKAMU Ipernapary abo BigXoaaMu, Micis
9Oro yTHIII3YHTE BCE 1€ BiMOBIAHO A0 MICIIEBUX BHMOT.

Honarok 3. 30epiranus npenapaty Mio3um

@dakoHU 3 HEPO3BEACHUM TMpermaparoM Mio3uM (anrmoko3uaa3on anbda) ciuig 30epiratd B
xoJoamsIbHUKY Tipu Temmepatrypi Big 2°C mo 8°C. He cmig BukopucToBYBatH Mio3um micist
3aKiHUYEHHS TePMIHY MPHUIATHOCTI, BKa3aHOTO Ha (JIaKoHI.

[Ticnsa po3BeneHHS PEKOMEHAYEThCSA O/pa3y BHKOpPHCTAaTH mpemnapar. OpHak XiMiyHa 1 ¢i3udHa
CTaOUIbHICTh MIATOTOBICHOTO 10 BUKOPUCTaHHS Ipernapary Oylia MpoAeMOHCTPOBaHA MPOTATOM
24 romun npu temnepatypi Big 2°C nmo 8°C mpu 30epiraHHi B 3aXWIIEHOMY BiJl CBITJIa MiCII.
30epiraHHst pO3YMHEHOTO 1 PO3BEACHOT0 PO3UYHMHY IPH KIMHATHIHM TemnepaTypi He peKOMEHIY€ThCSI.
HE 3AMOPOXYBATU I HE CTPYIIIYBATM.

[ToBHa iHCTPYKIS OO 3acTOCYBaHHS Tpemapary HaBeieHa B IHCTpYKWil A1 MeIUYHOTO
3aCTOCYBaHHS JIIKApPCHKOTO 3aC00Y.
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