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CIIMCOK CKOPOYEHD
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PE3IOME

Merta cTBOpeHHs iH()OPMAIiHHOT0 MaKeTy 3 0e3meKu

Indopmariitinnii maket 3 Ge3neku mpemnapaTy Mio3um (anr/iroko3uzasza anbda) — 1e J0JaTKOBUH
HaBYa/IbHUM MarTepiai, TIpU3HaueHWW il JiKapiB, 1[0 3[iMCHIOIOTH JIiIKyBaHHS TMalli€EHTIB 3
xBopoboto TTomre npernapatroM Mio3um. 3a HeoOXifHOCTI JTiKytoui JliKapi MOXKyTb HaJlaBaTy Lk
Marepian iHIIMM MeguyHUM mpaiiBHUKaM (Megall), 3aisHUM y JiKyBaHHI 1[bOTO 3aXBOPHOBAHHS
(papmarieBTam, JikapsiM-HecrelliasicTam, anaeprosioram, mezcectpam). OCHOBHI Ifii CTBOpeHHs
IHdopmariitiHoro nakety 3 6e3neku (II16) mossiratoTh y HACTYITHOMY:

1. Minimi3yBaTu BijOMi pU3UKH, NTOB'A3aH] 3 Teparniero rpenaparoM Mio3um.

2. Hagat Mepall iHCTPYKLIT 1[040 K/IIHIYHOTO yIIPaB/IiHHS LIUMU PU3UKaMH.

3. Hagatu Megll iHCTpyKUil [/11 NpOBe/ileHHs] iIMYHOJIOTIUHOIO aHami3y, KWW JO0IOMOXKe Kpalle
OoXapakTepy3yBaTH TMOTEeHLIIMHUI MeXaHi3M BUHUKHEeHHs1 iHQy3iiiHux peakyiii (IP) Ta peakuiii
rinepuyT/IUBOCTI.

ITTB Tako>k MiCTUTh peKoMeH/allii Ta iHCTpyKIiii Ay 360py, 0OpoOKM i TpaHCIIOPTYyBaHHS 3pa3KiB
[U1s1 IMyHOJIOTiYHOTO aHasmi3y, siKi 3[ilCHIOIOTECST Oe3KOIITOBHO.

Mio3um i xBopo6a ITomme

XBopobOa Ilomrte — 1ie mi3ocoMHa XBopo0Oa HAKOIMWYEHHs, BUK/IMKaHa zAediluToM KHUC/IOl O-
rmoko3uzasu (GAA), ¢pepMeHTy, sIKMi PO3ILETUIIOE Ti30COMHUM TJIiKOTeH 0 T/0Ko3u. ledirur
GAA 1npusBOAUTH 10 HAKOMMWYEHHs [JIIKOTeHy i B KiHILIeBOMY MiJICYMKY [O PO3pUBY J1i30COM, B
pe3y/abTaTi Yoro BUHHWKAE K/IITUHHA AUCQYHKI[iS y 6araThOX TKAaHMHAX OpraHi3my, 0Cco0O/MBO Y
M'SI30BUX BOJIOKHAX.

Mio3uM MiCTUTH ZIif0Uy PEUOBHHY a/ITJIFOKO3HM/1a3y aibda (peKOMOIHAHTHY KUCY O-TJIFOKO3U/a3y
moguad [rhGAA]). Mio3um mokasaHui fijis JOBrocTpoKOBOI (epMeHTo3amicHOI Teparii (P3T) y
MAIfieHTiB 3 MiATBep/PKEeHUM [iarH030M «xBopoba ITomrme (gedilMT KHUCIO0I O-T/IFOKO3U/a3m)».
Mio3uM mpu3HaueHWH [yis 3aCTOCYBaHHS y JOPOC/IUX i fiTel Oyab-Koro BiKy. PekoMeH/0BaHa
Zo3a npeniapaty Mio3um ctaHOBUTH 20 MI/KI MacH Tijia, SIKy 3aCTOCOBYIOTb OZIMH pa3 Ha 2 THKHI.

Omnuc ifeHTH(iIKOBAaHNX PU3MKIB
IneHTndikoBaHi HACTymNHi pU3MKM, acoLlilioBaHi i3 3acToCyBaHHSIM Ipernapaty Mio3uMm (JuB.
po3gin 1):

1. IH®Y3INHI | 2. 3. IMYHOI'EHHICTh | 4. TOCTPA
PEAKIIIT IMYHOOITOCEPEJKOBAHI KAPJIIOPECITIPATOPHA
PEAKIIII HEJIOCTATHICTB,
ACOIIIMIOBAHA
3 I'IIIEPBOJIEMIERO

B ITIb HaBOUTHLCS MOBHUM ONMC ifeHTU(hIKOBaHMX PU3MKIB, TIOB'A3aHUX 3 iHPY3isiMU MperapaTy
Mio3umM, Ta peKoMeH/allil 1[0/[0 KJIiHIYHOTrO JIiKyBaHHSI HeOa)kaHUX peakLiii (AuB. po3zin 2).

IMyHo/IOTiUHM aHAaTi3

TOB «CaHodi-ABeHTic YKpaiHa» BOpoOBajW/aa Tporpamy Mic/asipeecTpaljiiHOrO HarasAy 3a

iMyHOJIOTiYHUMU peakrjisiMd Ha Mio3uM, 1100 BU3HAUMTH TIOMIMPEHICTb YTBOPEHHS aHTUTI/ [0

rpernapaty Mio3um i oro KiHIiYHUM BIUIUB, SIKIIO Takui icHye (auB. po3aina 3.1.).

¢ HacTiliHO peKOMeH/ly€TbCs_B34TTS 3pa3Ka CUPOBATKY KPOBI /I aHa/li3y Ha BUXiTHOMY DIiBHI [10
BUKOHaHHS Tepioi iHdys3il.

* PekoMeHAY€ETHCS PeTyJISIPHO KOHTPOJIIOBATH piBeHb IgG aHTHTIN y marjieHTiB (Oinbli AeTanbHa
indopmaljis 1100 pyTMHHOrO KOHTpo/Ito IgG aHTUTI/T HaBeieHa B 3aranbHili XapaKTepUCTULI
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JKapChKOTO 3aco0y).

e JIikyrounM JliKapssM HacCTiiHO PeKOMEH]Iye€ThCs TIPM3HAUYaTH aHasli3 KPOBi Ha iMYHOTI0OymiHU
IgE, aKkTHBAIlif0 KOMIIJIEMeHTA i TDUMNTA3M Talli€EHTaM, Y SIKUX BUHUKAIOTh TIOMIpHi, BaXKKi abo
MOBTOPHI iHQYy3iiiHi peakuii (IP), 1110 BKa3y0Th Ha peakliii rinepuyTJMBOCTi.

B ITTb HaBogATECS peKoMeHaLlii Ta MOBHI IHCTPYKLil 11100 OTPUMAaHHS JOCTYIy /10 KOHTelHepiB
JUTsT 3pa3KiB KPOBi 3 MeTOIO TojierimeHHst 300py, 06po0KH, MaKyBaHHSI i TPAHCIIOPTYBaHHS 3pa3KiB
KpOBi 10 ylabopaTopii K/IiHiYHOTO iMyHOsoriuHOTO aHamidy «/IkeH3zaiim Krinikan IMyHomomki»
[Genzyme Clinical Immunology]; 1ist mociyra Hafa€eTbCst 6€3KOIITOBHO (AMB. PO3Ain 3.2).

3 MUTaHHSIMH W00 KOHTelHepiB [y 300py 3pa3KiB KpPOBi /IS aHa/li3y Ha aHTHTIi/NA, a TaKOX 3
IHIIMMU [UTAHHSAMM, [OB'I3aHMMU 3 BUKOHAHHSM IMYHOJIOIIYHMX aHasli3iB MNPU 3aCTOCYyBaHHI
npernapary Mio3um, Oyab /1acka, 3BepraiiTecs g0 Barioi micieBoi KoHTakTHOI ocobu Big TOB
«CaHodi-ABenTic YkpaiHa» abo go Bigginy memnunnx mnociyr B €C Kommadii «/[keH3aiim»
(eumedicalservices@genzyme.com).

K/TFOYOBI KOHTAKTHI JAHI

e Jlna moBigoM/ieHb MpPo moOiuHi peaknii Ta/ad0 BMMAA0K BariTHOCTI, 0 cTraBcA Ha (oHi
3acToCyBaHHA npenapary Mio3um:

3BepHiThCA 0 Mifpo3ziny (papmakoHarasay TOB «CaHodi-ABeHTic YKpaiHa»:

Tenedon: +38 (050) 443 3428

EnektponHa noiura: Pharmacovigilance-UA@sanofi.com

A6o 3aroBHUTH (HOPMY-TIOBiJOM/IEHHS 3a TIOCH/IAHHSIM:
http://www.sanofi.ua/l/ua/uk/layout.jsp?scat=B160CD57-4DF5-4BD0-95CA-FDBO6ESECEE 1

* 3 NUTAaHHAMH IIO/I0 KOHTeHHEpPiB /s 300py 3pa3KiB KPOBi JjiA aHa/lMi3y Ha aHTHUTIIA, a
TaKOX 3 iHIIMMM NMUTAHHAMM, NMOB'A3aHMMHU 3 BUKOHAHHAM iMYHOJ/IOTIYHMX aHa/i3iB NpU
3acToCcyBaHHi npenapary Mio3um:

3BepraiiTecss [0 Baroi MmiciieBoi KOHTaKTHOI ocobu migpo3sziny «/keH3aiim» kKommanii TOB
«CaHoi-ABeHric YkpaiHa» - BygoBcekoi Jlrogmumm (Lyudmyla.Budovskaya@sanofi.com) a6o

no Binginy meguunux nocnyr, «Ixenszaiim FOpon B.B.» [Genzyme Europe B.V.]: EnekTpoHHa
notta: EUMedicalServices@genzyme.com

* fIkmo Bam HeoOxigHa iHdopmaris moxo xeopodu ITomne abo mpenapaty Mio3um:
3Bepraiitecs o Bigainy meanunoi iHpopmarii, TOB «CaHodi-ABeHTic YKpaiHa»:
Tenedon: +380 044 354 20 00

dakc: +380 044 354 20 01

EnekrtponHa noita: Medinfo.Ukraine@sanofi.com

[7ist oTprMaHHs AoAaTKoBOI iH(dopMallii 3aBiTaiiTe Ha calT www.pompe.com

1. Onuc pu3HKiB, aconilioBaHuX i3 3aCTOCyBaHHAM npenapary Mio3um

InenTudikoBaHi pu3MKW, TMOB’si3aHi 3 Tepari€lo rpernapatoM Mio3uM (anriar0Ko3uzAa3ow anbda),
BK/IIOUAlOTh PO3BUTOK iHQy3ikHKMX peakyin (IP), y Tomy uMcii peakuii rinepuyTiauBocTi i
HeOe3MeuHi CTaHU [JIi JKUATTS, Taki sK aHadilakTUYHWK 10K Ta/abo 3ymuHKa Cepris;
iMyHOOTOCepeZIKOBaHi ~ peaklii, iMyHOJIOriYHa BIAMOBIAb Ta TOCTpa KapAiopecmipaToOpHa
HeJJ0OCTaTHICTh, aCOLiKiOBaHa 3 TinepBoJIeMi€l0.
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1.1. Indys3iitHi peakuii, B ToMy un /i peakuii rinepuyT/JMBOCTi Ta aHa(i/IaKTHYHI peakii
Indysitina peakuis (IP) Bu3HauaeTbcsi K OyAb-sika mobiuHa peakuis (TIP), 1m0 BUHMKae Tif yac
iHQy3ii abo MpOTAroM AEKibKOX ToAWH Ticas iHGy3il i OLiHIOETbCS TaKUM UYWMHOM, III0 Mae
MOTeHLIHMM  TPUUMHHO-HACAIIKOBUM 3B’SI30K i3  3acTocyBaHHsM miperiapaty  (Mio3um).
AcouifioBaHi peakiii, 1110 BHHHUKAaKOTh Tic/sg MOCTiHQY3iHOrO T1epiofly, Tako)X MOKHA
po3riHioBaTH K 1obiuni peakii (ITP), skio y ocobu, sika TIpo HUX TOBiZlOMUIA, € MifcTaBU TakK
BBaXatH. TouHmii MexaHi3M po3BuTKy IP 1o KiHus He BuBueHuii. ¥ Tabs. 1 HaBeJeHO mepesiik
MOTeHI[iMHUX MexaHi3MmiB (1,2):

Ta6munsa 1. IMoreHnilini MexaHi3Mu po3BUTKY iHQY3iliHMX peakwii, y TOMY YHC/Ii peakmii
rinepuyT/IMBOCTi Ta aHa(IAKTUYHUX peakLii

* [gE-onocepenKoBaHi;

* IgG-omocepeKOBaHi 3 aKTUBAL|I€:0 KOMILIEMEHTa;

* BUBi/IbHEHHS LIUTOKIHIB 3 He3’sicCOBaHUM MeXaHi3MoM;

* HecrielIUQiuHUI iMyHOTeHHUI MeXaHi3M;

* MIpsiMa CTUMYJISALLS TYYHMX KJIITHH IIperapaToM, 3 BUBIJIbHEHHSM TiCTaMiHYy.

B xogi kmiHiuHux gocsimkeHs [P BuHMKanmu mipubmm3Ho y 50% y mailieHTiB Tpu iHGaHTHIbHIM
¢dopmi xBopobwH, siKi oTprMyBanyi Mio3um (TpOTSIroM TepioAy uacy TpUBAmicTIO 52 TwkHi), i y 28%
TMAI[ieHTiB 3 Mi3HIM MoYaTkoM XBOpobOu (siKi oTpuMyBamu Mio3uM TpoTsroM Tiepiofy 18 micsiiiB).
BunvknenHs [P He € HeouiKyBaHUM, BpaxOBYIOUM KJ/IiHIUHI IPOSIBU IMyHOT€HHMX peakLiiii Ha
pekoMmbiHaHTHiI 6inky JroguHM. Xoua OinblIicTe peakiliii Oynu olfiHeHi sK Jierki abo moMipHi,
npoTe fiesiki 3 HUX Oy/ny cepiio3HUMH. Y fIesSKUX TAL[iEHTIB y XOAi KITiHIYHUX JOC/Ti/PKEeHb Ta y
paMKax KOMepLIifHOTO 3aCTOCYBaHHS TperapaTy BUHUKaMM aHadiTaKTUUHUM 10K Ta/abo 3ymuHKa
cepiis mig yac iHdys3ii npermapary Mio3umM, 1110 MOTpeOyBasio BXXHUTTS 3aXO[iB [yt 3a0e3reueHHs
JKUTTEAISAMBHOCTI. Peakiil 3BMYaliHO BUHUKA/IW HEBJAOB3i TMic/is royaTtky iHdy3ii. Y mnaijieHTiB
PO3BUBABCS Psifi 03HAK i CUMITTOMIB, OilbIIICTh 3 AKMX Oy/M 3 OOKY AMXa/bHOI, CePLIeBO-CYAUHHOI
CHUCTEeMH, IIKipHy ab0 MPOSIB/ISTUCS Y BUTJISALI HAaOpsiKy (Tab6m. 2).

Tabmuusa 2. CoocrepexXyBaHi O3HAaKM 1 CHMOTOMHM PpeakIjid rinepuyT/IMBOCTI /
a"adinakTHUHNX peakiiii

3 0oKy .
, 3 6oky 3ara/ibHi po3iau
3 00Ky AUXa/TbHOI cepLeBo- 3 0oKy .
. . HepBOBOI Ta peakuii B
CUCTEeMH Cy/JMHHOI IIKipH .
CHUCTeMH MicCIli BBeleHHS
CHUCTEMH
bponxocrasm 3yrvHKa cepus |KponueHuis |3anamopouenHs |I1igBuineHHs
Cuctsaue fuxaHHsa |AprepianbHa Bucun Hecnokii TeMIepaTypH Tija
3yIyHKA AUXaHHS rinoTeHsis Eputema TonoBnwmii 6ine  |HyzmoTta
PecnipaTopHuii bpagukapgis [Nimeprigpo3 [lapecresis X0/10/H1 KiHL[IBKA
JIACTpeCc-CUHAPOM Taxikapzis BiguyTTs xxapy
ArnHoe LiaHo3 HOuckoMmdopT y rpyaHii
Crpugop 3BY>KEHHS KT
3aauiiKa CyJVH binb y rpyaHiu KaiToi
3MeHILIeHHs biigicte Habpsik o6smaust
HaCU4eHoCTi KucHeM |(I'inepemis [Mepudeprunuii HabpsK
Biguyttss cTucHeHHs | ApTepianbHa AHTiOHEeBPOTUUHHUI
y ropii rinepreHsis HaOpsIK
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Kpim TOro, y Aedkux mauji€HTiB, sKi oTpuMyBasyd Mio3uMm, criocrepirajvcs MOBTOPHI peakliii, 1[0
TIPOSIBJISZTUCS SIK TPHUIOIOAiIOHI 3axBoproBaHHS ab0 KOMOiHALlisl TaKWUX SIBUIL, SIK ITiIBUILEHHS
TeMrepaTypu Tija, 03HOO, Mianrisi, apTpasrisi, 6i/b UM MiBUIIEHAa BTOMJ/IIOBAHICTh, SKi BUHUKA/IA
nic/s iHgy3il Ta TpUBanu 3a3BUYaid JeKibKa JHiB.

fIkimo y maijieHTa padimie B)ke BUHHMKamu IP (ocobimBo aHadimakTHUHI peakijii), MOBTOPHO
3aCTOCOBYBaTH mpernapaT Mio3um ciif 3 obepexkHicTro. JlofaTkoBa iHbopmallis Ta peKoMeHailii 3
BUKOHAaHHS iH(Yy3iil HaBeseHi B po3zini 2. [JozaTkoBa iHdopmallis 111040 MPUTrOTYBaHHSI PO3UUHY
nperapaty Mio3uM, a Tako)X Horo BBeZieHHs1 i 30epiraHHs HaBezieHa B [lomatkax 1, 2 i 3
BiZIMOBiAHO.

B Tabs. 3 HaBe[jeHMI TiepesliK KaTeropidi Malli€HTiB, SIKi MalOThb T/IBUILIEHUN DPU3WUK DO3BUTKY
YCKJIaZjHeHb, CrIpUurHeHux IP.

Tabuns 3. ITanieHTH 3 MiABUIIEHNM PU3MKOM PO3BHUTKY YCK/Ia/{HEHb, acorjiioBaHux 3 IP

* [TatjienTH 3 Oy/1b-SKUM IOCTPUM CYIYTHIM (peOpH/IBHHIM 3aXBOPIOBAHHSIM.

* IaienTn 3 Baxkkoro (opmoro xBopobu Ilomrie (MOKYTh MaTH TIOPYILEHHSI CeplieBoi i AuXambHOL
GyHKIIiH, B pe3y/ibTaTi 4yoro BOHU MOXKYTb OyTH OifbII CXUIBHUMH [0 Mi/[BUILEHOTO PU3HUKY Ba’KKHX
yCKaJHeHb BiJ iHQy3iiHUX peakLiii).

* TMawieHTH 3 BUCOKUMHU TUTpamu IgG-aHTUTIN A0 miperiapaty Mio3um (y HMX Oi/ibIll BUCOKUH PH3UK
BHUHUKHeHHs! aHadinakcil i BayKKMX peakLjiif rinepuyT/inBOCTi).

* TMarfienTH, SKi OTPUMYIOTH Mio31M 3 Oi/TbIIl BUCOKOIO IIBUAKICTIO iH(Y3ii.

* [MauienTy 3 iHaHTUIBEHOIO (POPMOIO XBOPOOH 3 BUCOKMMU TUTPaMH [gG-aHTHUTIJL.

* [TanienTy, y IKUX paHillle Bxe BUHUKaMU IP.

+ TlarfienTH, SIKi TMMYacoOBO TIPUMNIMHWINA Tepariito mpernapatoM Mio3uMm (Hampukiaj, Ha Iepiof
BariTHOCTI).

1.2. ImyHoOnOCepeAKOBaHi peakiiii

Y neskux maui€eHTiB Ha (oHi mpuiiomy mpenapaTy Mio3uM crocTepiraivcs BaKKi LIKipHI Ta
CUCTeMHi iMyHOomocepefKoBaHi peakwii (3 vacrororo Big < 1/100 go > 1/1000). IToreHuitiHuit
MeXaHi3M PO3BUTKY iMyHOONOCEpeJKOBaHHUX peakliiid IMOoJiAra€ B TOMY, L0 LMPKY/IFOIOUi iMyHHI
KOMIIJIEKCU CepeiHbOr0 PO3Mipy BiIKNIaZar0ThCs B TKAHWHAX 1 €HJ0Tei0 Cy[yH, 10 [IPU3BOJUTH
[l0 3arasieHHs i, sSIK HaC/i/IoK, 10 reTepOreHHOI0 MacKBY KJIIHIUHHMX O3HaK i CUMIITOMIB, TaKUX $IK
rJIOMepY/I0HeppUT, TeMaTypisl, MPOTEIHYPis, MaIy/Ib03Hi BUCUIIAHHS, MyPITyparoiOHi BUCUITaHHS,
apTpUT, CepPO3UT i BacKymirT (3,4).

Peakiiii € caMo0OMe>KeHUMHM i PO3BUBAIOTLCS 3BUYAlHO B Mexkax 7-10 gHiB micss iHdy3ii aHTUTERY,
Ta TOUMHAIOTHCSA 3 JeIKUX CUCTEeMHUX TPHUIIONOAIOHUX CHUMITTOMIB: TIi/IBUILIEHHSI TeMIlepaTypu
Tija, Miaris, apTpairia i BucunanHs. KiniHiuHe ofy)KaHH, K IIpaBUJIO, HacTaEe yepes 7-28 [HIB.
[ToBifOMIA/IOCS TIPO BaKKi ILIKIPHI peakijii, B TOMy YMC/Ii BUPA3KOBi I HEKPOTHMYHI ypakeHHS
LIKipY, MOXX/IMBO iIMyHOOIIOCepe/iKOBaHi, Ha (hOHi 3acTocyBaHHs Ipernapaty Mio3uMm. 3a gaHuMH
Gioricil WKipu y 0HOTO Malji€eHTa, Ha ypakeHil AisHLi Oy/v BUSB/IEHi BifKIaJeHHSI aHTUTI [0
rhGAA.

Ha ¢oni Tepanii mpenaparom Mio3uM criocTepiraivcs CUCTeMHi iMyHOOIOCepeJKOBaHi peakiiii,
BK/IFOUAIOUM MOJK/IMBI peaklii, ornocepeskoBaHi iMyHHUM KomruiekcoMm III tumy. LI peaxuii
BUHMKAaJ/IM Yyepe3 Iepiof] yacy Bif, AeKUIbKOX THXKHIB 0 3 POKIB IMiC/Is TTOYaTKy Tepariii rperapaTom
Miosum.

HedpoTnuHuii CHUHIPOM CIIOCTEpiraBcs y [AeKiIbKOX TMallieHTiB 3 xBopobOoto Ilomrme, ski
oTpuMyBand Mio3um, i gki Mamu Bucoki TMtpu IgG anTtutin (> 102 400). Bioncis HUPOK y LMX
MAaL{i€eHTIB MiATBepAW/Ia BiJK/IaJeHHS IMyHHUX KOMIUIEKCiB. Ilicjig repepvBaHHsI Tepariii CTaH
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MaLi€eHTIB MOKPAILUBCS.

Pexkomenjanis. Y malieHTiB 3 BUCOKMMM TuUTpaMu I[gG-aHTUTIT DEKOMEHAYETbCSI BUKOHYBAaTH
NepiouyHi aHasi3u ceui.

HeoOxigHO criocTepiraT 3a TalliEHTaMU [jisi CBOEYACHOTO BUSIBJIEHHS PO3BUTKY CHCTEMHHX
iMyHOOMoCepeIKOBaHUX peakliii. [Ipy BHHMKHEHHI IMyHOOIOCepeJKOBaHMX peakLid CIif
PO3I/IIHYTU JOLI/IBHICTh TIPUITMHEeHHS Teparlii nperapatoM Mio3uM i po3royaTy Hajle)kHe MeJjuyHe
nikyBaHHs. [Ticis iMyHoorocepegkoBaHOi peakiiii He0OXiIHO peTebHO OL[iIHUTH PU3UKH i KOPHUCTh
MOJa/bIIOr0 IpU3HauyeHHs Iiperiapaty Miosum. Y [eKuUX MAalji€HTIB [OBTOPHe 3aCTOCYBaHHS
rperiapaTy Mio3um 0ysi0 yCriliHUM i BOHU TPOJOBXKYBaJM OTPUMYBaTH WMOTO MiJi peTeTbHUM
K/IIHIYHUM CITOCTEPEeKEHHSIM.

1.3. ImyHoOreHHicTb

Sk TepameBTMUHMM 6i0K Mio3uUM TMOTEHLiIHO MOXXe BUK/IMKATH IMYHOJIOTiUHY BiJTOBiJb,
MOB'si3aHy 3 YTBOPEHHSM aHTUTINI [0 PeKOMOiHaHTHOI Kucioi o-rmoko3ugasu moguau (IgG
anTtutina no thGAA i IgE anrtutina 1o rhGAA) (5).

1.3.1. IgG anrtutina go rhGAA, Bk/1ouarouu iHridyrui anturina

B xogzi kmiHiuAMX gocsimkedb [gG aHTUTI/IA [0 a/lTyIOKO3WA3u anb(a po3BUBAUCA Y OinbIIOCTi
narfieHTiB 3 iHdaHTHUIBHOIO (hopmoro xBopobu [Tomre Ta y marjieHTiB 3 xBopoboro [Tomrie Ha mi3HIX
CTafliiX, W0 BWHMKaIW 3a3BUuail MpOTAroM 3 MicsLiB mic/isg moyatky Tepamii (6,7). Ilpu
KOMepLiiHOMy 3acTocyBaHHi mnpernapaTy IgG antuTina no rhGAA po3BuBanucs y aHa/OTivyHOl
YyacTKM marjieHTiB. TeHeHLlis A0 PO3BUTKY Oinbil BUCOKUX TUTPIB IgG aHTHUTINA i BUHMKHEHHs
GinbIoi KibKocTi IP crioctepiranacs y mauieHTiB 3 iHpaHTHIBHOIO (hopmoro xBopobu [Tomre, ski
OTpYMYBay OinbIII BUCOKI A03u npernapaTy Miosum (40 Mr/Kr).

Pexomenjanis. Crifi pery/isipHO KOHTPOJ/IIOBATH CTaTycC yTBOpeHHs IgG aHTHTIA y MaljieHTiB.

3a3Hauasnocs, 110 y JesKUX Malli€HTIiB, Yy SKUX PO3BUBAOTLCS BUCOKI i CTiMKi TuTpu IgG aHTUTIN,
BK/IFOYAKOUM TIAL[i€HTIB 3 HEraTMBHMM pe3y/bTaTOM TeCTy Ha I[epexpeCHU iMYHOJIOTiUHUN
Marepian (Cross Reactive Immunologic Material, CRIM) (maijieHTH, y SKHUX He BUSIBJIEHO
eHgoreHHoro 6Oinka GAA 3a JaHUMU BeCTepH-O/I0THHTY), KiiHiUHa e(eKTHUBHICTb Tepartii
riperiapaToM Mio3uM MorJjia 6yTH 3HWKeHO!0. BBa)ka€eThes, 1110 HU3bKA KITiHiUHa BiJITIOBi/Ib ¥ TaKUX
rnarieHTiB 00yMOBJIeHa /leKibKoMa (haKTopamMH.

Y [JesKUX TAL[i€HTiB, sKi OTpuMyBa/mi Mio3uM B XOAi KIIHIUHMX [JOC/Ti[KeHb Ta/abo B
NOCTMAapKeTUHIOBUW T1epiof, CIIOCTepiraBcsi IO3UTUBHUM pe3yJbTaT TeCcTy Ha IPUTHiYeHHS
aKTUBHOCTI Ta/abo 3axoruieHHs ¢epMeHTiB. K/iHiuHa 3HAUyII[iCTh LIUX CIIOCTepeXkeHb HeBifoMa.
[TarfieHTH 3 MO3UTUBHUM pe3y/IbTaTOM TeCTy Ha iHTiOyBaHHSI 3aXOIJIEHHSI 3BUUAMHO Masid Oi/ibI
BUCOKi TUTpU IgG aHTUTIN y TOPIBHSIHHI 3 TAlLliEHTaMH, y SIKMX pe3y/bTaT TecTy Ha iHTiOyBaHHs
3aXOIUVIEHHS 3a/MIIaBCs HeraTMBHMM, 3a JaHWMU JOCIpKeHb 3a Y4yacTHO IaLji€HTiB 3
iHpaHTHIBHOIO popmoro xBopobu I[Tomrie Ta maijieHTiB 3 xBopoOoto [Tomrie Ha mi3HixX cTagisx. Ha
CBOTOJHIIITHIN JeHb He Oy/0 BCTAHOBJ/IEHO 3B'A3Ky MK CTaTycoMm iHriOyBaHHsS i pO3BUTKOM
noOiyHMX peakuiid. BruiuB po3BUTKY iHriOyrOUMX aHTWUTIT Ha [JOBFOCTPOKOBi Oe3meuHicTh Ta
edeKTUBHICTb npeniapaTy Mio3uM /10 KiHLIS He BUBUEHi.

Indopmariisi o0 aHanizy Ha IgG aHTUTING Ta iHriOytoui aHTUTINIA HaBeeHa B po3aiai 3.1.1.
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1.3.2. IgE anTuTina go rhGAA

Y medakux malji€eHTIiB, L0 OTPUMYBaIM IperapaT Mio3uM B X0l K/IIHIYHMX JOC/I)KeHb Ta B
MOCTMAapKeTUHTOBUM Tepiof, y SIKUX BUKOHYBa/IW BiJMOBiAHWI aHaii3, BusBisiu IgE anTuTina,
crietidiuHi 715 anTI0Ko3ua3u anbda, i y Aeakux 3 [UX MallieHTiB BUHWKasa aHadiiakcis.

Amnasii3 3BMYaliHO BUKOHYIOTH TIPU TOMipHUX ab0 BaKKWUX UM MOBTOPHUX IP, fiKi BKa3ylOTb Ha
peakuii rimepuytauBocTi. [IIkipHa 1po0a, siKa € OGijbIll YyTIMBUM METOZOM [/l BUsiBeHHs IgE
AHTUTI/I, TAKOXXK BUKOHYBasiacs y [esSKWUX TaLi€eHTiB. Y BCiX MaljieHTiB Oy/l0 AOCITHYTO TOBHE
3HUKHEHHS LIMX peakLii. ¥ /esKuX MaljieHTiB MOBTOPHE 3aCTOCYBaHHs Mpenapary O0y/o yChilHuMm,
i BOHM TIPO/IOBXKYBa/M MpuMaTtd Mio3umM mipy GifbIll MOBi/IBHIM MBUAKOCTI iHGY3ii Ta 3 Oisbil
HU3bKMMM TI0YaTKOBUMU Ji03aMM  (BiJTOBiAHO [0 pekoMmeHAallid 3 JeceHcuOimizarfii) i
TPO/OBXKYBa/IY JIIKyBaHHA I1i/] peTe/IbHUM KJIIHIUHUM CrioCTepe)keHHsAM. [JaHi BKa3yrTh Ha Te, L0
TMAIfi€EHTH, y SKUX pO3BUBarOThCs IgE aHTUTI/NA 0 anrroKo3uAa3u anbda, MaloTh OLTbII BUCOKUN
pU3UK BUHUKHeHHs [P Ta/abo aHadinakTHUHUX peakiliid.

Pekomenjjanis. ITaiieHTH, y Skux po3BuBaroThes IgE aHTHTINA [0 anrmoko3uzasu anbda, noTpedyoTh
OisbIIl PeTesTbHOTO MOHITOPUHTY ITiJ] Yac Tepariii riperapaTtoM Mio3uM, OCKi/IBKY JlaHi BKa3ylOTh Ha Te,
1110 BOHX MaloTh OiJbIII BUCOKWM PU3WK BUHUKHEHHS IP Ta/abo aHabiakKTMUHUX peakLiii.

1.4. Pu3uku, noB's3aHi i3 CynmyTHHOI0 Tepami€o iMyHOMOAY/IATOpPaMu

[MaienT® 3 xBopo6oro Ilomme MalOThb pPU3MK BHUHUKHEHHs pecripaTopHMX iH(ekwil, 10
00yMOBJIEHO TporpecyrounMu edekTaMu XBOpoOU Ha AWXaibHI M's3u. B SKOCTi eKcriepuMeHTy y
JlesIKUX TIaLli€HTIiB 3aCTOCOBYBa/IM iMyHOZeIpecaHTH 3 MeTOI CIpoOyBaTH 3MEeHIIWTH yTBOPEHHS
aHTUTIN ab0 3amoOirTH PO3BUTKY aHTUTI/ [0 alrIioKo3ujasu anbda. Y [JesKux 3 1[UX MaljieHTiB
criocrepiravcs jetanbHi abo HeOe3meuHi [y KUTTS pecripaTtopHi iHdekuii. Takum yuHOM,
NMKyBaHHSI TAI[ieHTiB 3 xBopobOoto Ilomme iMyHogernpecMBHUMHU 3acobaMu MoKe JOAATKOBO
30iMBIIUTH  PU3MK PO3BUTKY BaKKMX pecripaTopHMX iHQeKIii, i y Takux BUIajKax
peKOMeH/J0OBaHWM peTe/IbHUM HarJsi/ 3a Talli€HTaMHu.

1.5. 'ocTpa KapaiopecnipaTopHa He/JOCTaTHICThb, acOLjili0BaHa 3 TinepBo/IeMi€l0

[pyny pU3vKy CK/Iafal0Th MalfieHTH 3 iHpaHTUIBHOW (opMoro xBopobu Ilomrie, sKi MaroTh
(oHoBy rineptpodito cepus. [aieHTH 3 rocTpuM (HOHOBUM 3aXBOPIOBaHHSIM Ha MOMEHT iHQY3iii
nperapatry Mio3uM MOXKyTh MaTd Oi/ibIl BUCOKMI PHU3WK TOCTPOi KapZiopecripaTopHOI
HeJI0CTaTHOCTI. by/i0 oTpuMaHO [eKinbKa MoBiJoM/IeHb [P0 BUMNA/KHU TillepBoJieMil.

['ocTpa KappiopecriipaTopHa HeJJOCTaTHICTh, 1[0 BUMarae iHTy0Oarlii Ta iHOTPOMHOI MiATPUMKH,
po3BuBanacsd y Mexxax 72 roauH micas iHdysii npemapaty Mio3um y JeKinbKOX TMalli€HTIB 3
indanTunbpHOO (opmoro xBopobu Ilomrme, siki Manu (oHOBY rirnepTpodito ceplis, MOX/IUBO,
acoLilioBaHy 3 rirnepBoJieMi€ro, Py BHYTPIIIIHLOBEHHOMY BBe/leHHi Tpernapaty Mio3um.

KirouoBi nocrynaru

* TP MOXyTh BUHHKATH TIifi yac iHQy3ii abo MpoTATOM [IeKiMbKOX roAuH micas iHdys3ii. TToBigomsiiocs
Mpo peakiiii rinepuyT/JUBOCTI / aHadisakTUUHI peakiiii, Aeski 3 HUX Oynu IgE-omocepefKoBaHUMHU, SKi
3a3BWUail BUHMKAJIH TTi/] uac abo HeB/OB3i Mic/s MovaTKy iHGy3ii npernapaty Mio3um.

* B jeskux Bumazikax Oy/au 3apeecTpOBaHi iMyHOOINOCEPeJKOBaHi peakiiil, BK/IIOUalOUM BaXKKi IIKipHi Ta
CHCTeMHI peaklil.

* Ockinbkn Mio3uM € TepareBTUYHUM OifKOM, icHye moTeHI{ian Assi iMmyHosoriuHoi Bigmosizi. IgG
aHTHUTINA [0 aJrMioKo3ujasu anbga, sK MpaBUIo, BUPOOJSIOTHCS TMPOTArOM 3 MICAL{B TiC/Is MOYaTKy
Tepartii.

* Cr1ip pery/sipHO KOHTPOJIFOBaTH CTaTyC yTBOpeHHs IgG aHTUTIN y naLjieHTiB.

* Y nesKuX MalL{i€HTiB, 1110 OTPUMYyBaau Mio3uM, y SIKUX BUKOHYBaIM BiAMOBiHMI aHami3, Buse/sim IgE
aHTUTINA, crieldiuHi AJ1s1 anryioKo3uasu anbda, i y Aeskux 3 [UX MallieHTiB BUHUKaa aHadinakcis.

» IMauieHTH, Y SIKMX PO3BUBAOThCsA IgE aHTHTI/NIA, TOTPeOYIOTh OiJbLI peTesTbHOr0 MOHITOPHMHTY TIijf Yac
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Tepariii mperiapatoM Mio3WM, OCKi/IBKHM [jaHi BKa3ylOTb Ha Te, 1[0 BOHW CXWIbHI [0 OilbIn BHCOKOTO
PU3UKY BUHUKHeHHs1 IP Ta/abo aHai/lakTHUHUX peakiiiid.

2. KiiniuHe ynpaBJ/iiHHSA iieHTH(IKOBaHUMHU pu3nKamu (2,8-14)

2.1. ETan A0 BUKOHaHHSA iHPYy3ii

[Mepii Hi>)K posrourHaTH  (QepMeHTo3amicHy Tepamnito (®3T) mnpemapatom Mio3um
(anrmoko3uga3o anbda), C1i B3SATH A0 yBaru CKaaAHi (OHOBI MeJUUHi acreKTH XBOpoOU
[Tomme. TlaiieHTH 3 TOCTpUM (POHOBUM 3aXBOPIOBaHHSIM Ha MOMeHT iHQYy3iii npernapaTy Mio3um
MOXXYTb MaTH 011l BUCOKMIA pu3uK IP. OcobsuBy yBary HeoOXiZJHO MPUIIATH K/IiHIUHOMY CTaHY
naijieHTa /0 BBeJileHHs Tiperapaty Miosum. Ilepes koxxHOIO iHQYy3i€ero npenapaty Mio3um y Bcix
MAIfiEHTIB CJ1iJ BUKOHYBATH K/IHIYHY OLIiHKY, IJ00 BHUK/IIOUMTH OyzAb-siKe TocTpe abo (oHOBe
3aXBOPIOBaHHS.

Ocob6suBy yBary CiJj IpUAISTA TIOTEHI[IMHAM KOPOTKOCTPOKOBHM i JOBFOCTPOKOBHMM HacC/liZIkam
TPYBAJIOro IOBTOPIOBAHOI'O 3aCTOCYBAHHS KOPTUKOCTEPOiiB, aHTUTICTaMIHHUX 1 )KapO3HWXKYHUYUX
3ac06iB, 0cOOGMMBO y MAalLli€HTIB AUTSUOro BiKy. [J03u Takux 3acobiB c/iif mpr3HauaTH BiAMOBigHO
[HCTpYKIIil 711 MeJUUHOTO 3aCTOCYBAHHS JAHOTO JIIKapChKOTO 3aco0y.

IIpemeukanis y nanieHTiB 3 aHamHe30M IgE-omocepejKoBaHUX peaKxIjii rinepuyT/JIMBOCTiI

® 3aCTOCyBaHHSI aHTUTiCTaMiHHUX 3aco0iB /11 IpeMeuKallii He peKOMEHAYETbCS Y TallieHTiB, y
SKUX PpaHillle BXe Oyn1M peakijil rinepuyTauBOCTi, omocepeakoBaHi IgE aHTuTi/amu.
AwnTHricTaMiHHi 38001 MOXKYTh MacKyBaTH paHHi CHMIITOMM peakliil rinepuyT/auBOCTi (IIKipHi
peakiiii), 1110 3aBa)ka€ MeJriepCcoHany, sikiid BUKOHYeE iH(Yy3it0, po3Mi3HaTH MOYaTKOBI 03HAKU
JTUCTPEC-CUH/IPOMY i 3pO3yMITH, 1110 HEOOXiZIHO 3MEHIIUTH IBUAKICTb iH(]Y3ii Ta/abo BXUTH
iHmi 3axogu. KpiMm TOro, y BUMaAkKax, KOJIM K/IHIYHO 3HAUyLlli KIiJIBKOCTI TicTaMmiHy Bxke
BUBIJTbHWIUCS, BBEJEHHSI aHTUTiCTaMiHHMX 3aco0iB TIC/IsT TaKOro BUBibHEHHS ab0 B SIKOCTi
npeMeiviKallii He Oy/ie TIOBHOIO Mipor0 eheKTUBHUM /ISl JIiIKyBaHHs aHa(i/IaKTUUHUX peakiliid
(13).

e 3acTtocyBaHHsi 0OeTa-0/I0KaTOpiB MOXKe 3arocTprOBaTU aHa(ilaKTUUHI peakijii i € BiHOCHUM
TPOTHUIIOKA3aHHSIM, KOJIM TIALliEHT Ma€ pu3uK aHadinakcii. beta-6/10kaTopy TakoxX € BiJHOCHUM
TPOTUIIOKAa3aHHSIM /il BBe/leHHs1 eniHepuHy/aapeHaniny (10,11,14).

2.2. ETan BuKoHaHHs iHys3ii npenapary Mio3um
Bynb-sKi BKa3iBKM MMOBUHHI BUKOPUCTOBYBATUCS JIMILIE SIK peKOMeHzalii. OCTaTOuHi pillieHHs], 1110
CTOCYHOThCS JTiKyBaHHSI OKpeMUX Mal[i€HTiB, Ma€ MPUMMATH JiKyHOUUH JTiKap.

2.2.1. PekoMeH/J0BaHa WIBU/KICTb iH(Y3ii

® PekoMeHAYETbCs, 11100 MOYaTKOBa WIBUAKICTL iH(Y3il npernapaty Mio3uMm He mepeBuIllyBasa
1 mr/kr/rozi. Y pasi BifcyTHOCTI 03HaK MoOiUHMX peakliili, IOB’si3aHKX 3 iH(Yy3i€ro mpemnapary,
MOCTYIOBO 30i/IbIIIyBaTH MIBUAKICTb Ha 2 MI/Kr/rof, KOokHi 30 XBWIMH, TIOKM He Oyze
JOCATHYTO MaKCUMaJbHOI LIBUAKOCTI — 7 MI/KI/TOZ,. B KiHLII KOXKHOIO eTary CJIiJi BAMiprOBaTH
OCHOBHI NOKa3HUKU KUTTELISJIBHOCTI. fKIIO y Malli€eHTa paHile BXe BUHUKaIU [P, MOBTOpPHO
3acTOCOBYBaTH mpenapat Mios3um cif 3 o6epexHicTio.

e Skujo € migcTaBu BBaXKatH, 10 [P moB'sa3aHi 3i WBKUAKICTIO iH(Y3ii, MPOMOHYETHCA HACTYITHA
3MmiHa (-1) fo rpacdika 30isblIeHHs WBUAKOCTI iHPY3il:
O 3MeHILUTU MaKCUMaJbHY IBU/KICTh iH]Y3ii Ta/abo
O TO/IOBXKUTH KOXKeH KPOK 30i/bIlIeHHs IBUAKOCTI iHPy3ii Ha 15-30 XBUIMH.
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2.2.2. JTerki a6o momipHi peakuii' (2,8,9)

®  YTNOBi/NbHITE iHGY3it0 [0 TOJOBUHHOI MIBUJKOCTI ab0 THMYacOBO TIPUMMHITL iH(DY3it0, TTOKK

CUMITTOMU He 3MeHIIAThCs a00 3HUKHYTh.

0 SIKI0 CHMOTOMM 3HHKJ/IM, TIOHOBITh iH(Y3il0 Ha MIBUAKOCTI, HAarlOJIOBUHY MeHILil 3a Ty,
nipu siKiid ctanacs IP, i Bukonyiite npotsirom 30 XBUIMH, MiC/sT 4oro 30i/bIITe HMIBUKICTh
iHQy3ii Ha 50% npoTsarom nepioay vacy Biz 15 10 30 XBUIKH.

0 K0 CHMITOMH He MOBTOPKWITHCA, 30i/bIITe MBUAKICTh iHGDY3iT [0 MBUIKOCTI, TPU
Akiii cramacg IP, i po3risHbTe MAOL[MBHICTL ITOAAJBIIOIO TIOETAITHOTO 30i/IbIIIeHHS
IIBUAKOCTI 10 TUX TIip, TIOKHU He Oy/ie JOCITHyTa MaKCMMabHa LIBU/KICTb.

® SIKIII0 CHUMIITOMU YTPUMYIOTbCS, HE3BaXKarOUM Ha TUMYAcOBe MPUNHUHEHHS iHQYy3il, JiKytouomy
JIIKapI0 TIPOTIOHYETHCS 3auekaTu Ije npuHamHi 30 XBWIMH 1 NMOAWBUTHUCS, YU He MOYald
3HUKATH cUMIITOMHU IP, i sIK1110 Hi, BiAMiHMTH BUKOHaHHS iH(Y3ii B Liel JeHb.

IIpuknap:

SIKITI0 y malfieHTa BUHMK/IA jierka abo momipHa IP mpu mBuakocTi iHdys3ii 5 Mr/kr/roj, HeoOXigHO

3MEHIIUTH MIBUKICTh iHDY3ii 10 2,5 Mr/Kr/rog abo TMMUYacOBO TIPUITUHWUTH iHQY3it0 i 3auekaTH

[IOKW CUMIITOMU He 3HUKHYTh.

SIKI[0 CMMIOTOMM 3HUKJ/IM, TOUHITH BUKOHYBaTH iH(]Yy3it0 3i MIBUIKICTIO 2,5 MI/KI/TOJ, TPOTArOM

30 xBwIHH. Ko iHbYy3is 100pe epeHOCUThCs, 30iMbIIITh MBUAKICTE iHDY3ii g0 3,75 Mr/Kr/rop i

yTpUMyWTe ii IpOTAroM npuHarMHi Bif 15 1o 30 XBUIUH.

skimo iHdy3is go6pe MepeHOCUTHCS - 30i/bIIITE MBUAKICTE iHPY3ii fo 5 Mr/Kr/roz, i yrpuMyiiTe ii

MPOTArOoM NpUHaKMHI Bif 15 1o 30 XBUIUH.

SIkimo mobpe TepeHOCUThCS - 30inbINTe MIBUAKICTH iH(Y3il 0 MaKCHMa/IbHOI peKOMeHI0BaHOi

LIBUJKOCTI iHQy3il 7 MI/Kr/roj, i yTpuMy#Te 1110 LIBUAKICTb MPOTSITOM PELUTH uacy B 3a/e)KHOCTi

BiJ

B KiHI|i KO)KHOTO eTary CJIiJj BAMiprOBaTH OCHOBHI ITOKa3HUKU JKUTTE/iA/IBHOCTI.

Pekomen/janii 3 TiKyBaHH# JIerKUX a00 MOMipHHUX peakjid

- ITpu ¢heOpUIbHUX peakIjisix MPU3HAUNTH KapO3HIKYIOUi 3aCo0u.

- [TpusHaunTH aHTUricraminHi 3acobu [H1-610katopu] B f03i, mifibpaHiit 3 ypaxyBaHHSIM BiKy Malli€eHTa.
- Po3risHyTH JOLINBHICT BHYTPIIIIHBOBEHHOTO (B/B) 3aCTOCYBaHHS KOPTUKOCTEPOI/IiB.

- Jlns jiKyBaHHS K/TiHIYHO 3HAUYIMX CHMIITOMIB, TaKUX SIK OpPOHXOCIA3M, 3HI)KEHHsS HaCHUYeHOCTi
KUCHEM, 1[iaHO03, 33/IUIIIKa ab0 CBUCTSYe JUXaHHS, CJIifl pO3T/ISHYTH JOIi/IbHICTE 3aCTOCYBAaHHS MOMipHUX
Yl BUCOKMX KOHLIEHTpAL{ill KUCHIO yepe3 MacKy Ud HOCOBUM KareTep abo 6GeTa-aroHicTiB (Hampukiaj,
canp0yTaMosy) 3a JOTIOMOTOFO iHTa/IsATOpa 3 J03yH0UnM MPUCTpoeM abo HeOyaii3epa.

- Slkio pecripaTopHi cuMmnTomMy 30epiraroThcst abo 1ie HeoOXiZHO 3 OrVIsily Ha BaXKKiCTb CHMITTOMIB,
JouinbHUM Oyne MifIIKipHe BBe/leHHs1 ermiHe(pUHY Yy BepXHIO KiHIiBKY abo B crerHo. omibHICTh
3aCTOCyBaHHs eliHe(pUHY CJifi peTelbHO 3Ba)XyBaTU y MalL|i€HTIB 3 (JOHOBUMH CepLieBO-CYJUHHUMU
3aXBOPIOBAHHIMH ab0 MOPYIIEHHSIMA MO3KOBOTO KPOBOOOIrYy.

- 3a HeoOXiZIHOCTi JOMYyCKAa€eTbC B/B 3aCTOCYBAHHS PiIUHM [JI MiJTPUMKM HOPMA/JbHUX TTOKA3HUKIB
JKUTTEMISITBHOCTI (HaNpUKJ/IaJ, apTepia/lbHOTO TUCKY).

Pucynok 1. Kniniune likyBaHHs JIerKUX a00 MOMIPHUX peakii

1 Lli BM3HAYEHHS C/Iy)KaTh JIMLIE B SKOCTi pEKOMeH/jaLlilf, CTBOPEHNX Ha OCHOBi CTaH/apTHOI TepmiHosorii Mogesi Taby/iroBaHHS
IaHuX KiaiHiuaux goctimkeds (Study Data Tabulation Model, SDTM), po3po6sieroi KoHcopijiymoM cTaHAapTiB 00MiHy KTiHIiUHUMM
maanMu  (Clinical Data Interchange Standards Consortium, CDISC), pegmakuisi 3.1.1. 3arajbHa OI[iHKa CTYII€HS Ba’KKOCTi
BU3HAUAETHCSL HA PO3CY/, JIIKYHOUOro JliKapsi:

Jlerkuit cTymiHb — Bug, IIP, sKi, SK NpaBWIO, € TPAaH3UTOPHHUMH i MOXYTb NOTpeOyBaTH JIMIe MiHiMajbHOrO JIiKyBaHHS abo
TepaneBTUYHOr0 BTpy4aHHs. Taki peakijil 3BMuUaiiHO He 3aBa)karOTh 3BUUalHill MOBCAKEHHIN [is/IbHOCTI.

IMomipHuii ctynine — Bug [1P, siki, sIK paBM/Io, 3MeHILYIOThCS Mic/s JOAATKOBOIO Crielia/lbHOr0 TepareBTUYHOro BTpydaHHs. Taka
peaxliist 3aBa)ka€ y 3BUUalHil MOBCSKJEHHIN Jis/IbHOCTI, BUK/TMKAIOUH AUCKOMQOPT, ajie He Mpe/CTaB/sie KIiHIYHO 3HauyIioro abo
MOCTIHHOTO PU3UKY 3aBAaHHS LIKOAW YUACHUKY [JOC/IiPKeHHSI.
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JIETKI/TIOMIPHI PEAKIIIT

IHOY3IA

3MeHIIIiTh MBU/KICTE iHOY3ii
HanonosuHy ABO
TI/IM‘laCOBO& MPU3YTIHHITH ii

v

Cﬂn’romn

—

\

JIIKYBAHHSA

3HUKJ/IN

IMonoBite  iHGy3ito Ha
HIBUJKOCTI,  HaIlloJIOBUHY
MeHUIi 3a Ty, NpU SKid
cranacsa IP, i BuKOHyliTe
nipotsiroM 30 XBUJIMH, MiC/Ist
4yoro 36iMbIIiTh MBUAKICTH
indysii va 50% npotsrom
nepiofy uacy Big 15 o
30 XBU/IMH. |

3AJINIITAKOTBCSL
(micns THMYacoBOT0
TIpU3yNUHeHHs iHdy3il)
3auekaiiTe 1e MpPUHANMHI
30 XBU/IMH i MOAMBITLCS, YU
He rovaau 3HUKATU
cumnromu IP, i sxmio Hi,
C/ifi BiMiHUTH BUKOHAHHS
iHy3ii B Ljeli jeHb.

!

HE
IIOBTOPIOBAJINCSHA
IouHiTb  iHdy3iro  Ha
MBUJKOCTL, Tpu  sKid
cranacs IP, i posrisHbTe
JNOLIMBbHICTb  TOEeTarHoro
TIPO/IOBKEHHST  301/TbIIIeHHST

LIBU/IKOCTL

JoTpumyiiTech MicLeBuX peKoMeHJaLlii,
npuHHATHX Y Bamomy siKyBaibHOMY 3aK/aji
BapiaHTu niKyBaHHs, cepej iHIIIOr0, BK/TIOYAKNTh:

- JKapo3HmKytoui 3acobu rpu GpebpUmbHIX peaxiiisx.

- AHTHricTaMiHHi 3acobu.

- PoO3rysiHyTH  JOLBHICTE  BHYTPILIHBOBEHHOTO  (B/B)
3aCTOCYyBaHHs KOPTUKOCTePOiziB.

- [na nikyBaHHSl K/IIHIYHO 3HAYylMX CHMIITOMIB, TaKuX SK
OPOHXO0CMa3M, 3HIWKEHHS] HACMUYEHOCTI KMCHEeM, I[iaHo3, 3ajIKa
abo CBUCTAYe [WXaHHSA, i, PO3IVISTHYTH  JOL{IbHICTD
3aCTOCYBaHHS IOMiPHMX UM BUCOKMX KOHL|EHTpaL|ili KUCHIO uepes
MacKy Yd HOCOBHMI Karerep abo Gera-aroHiCTiB (Harpuk/a,
canpbyTamosy) 3a /IOIIOMOTrOI0  iHrajasTopa 3  /I03YHOUNMM
npucTpoeM abo Hebysaiizepa. 3a HEOOXiAHOCTI JOMyCKA€EThCS B/B
3aCTOCYBaHHSl PiAMHU A/ MiATPUMKM HOPMa/bHUX T10Ka3HUKIB
JKUTTEIAMBHOCTI  (HarpuK/aZ, aprepiajbHOrO THUCKY). SKio
pecmipaTopHi cUMNTOMH 30epiraiothcsi abo Le HeoOXigHO 3
OrJIsily Ha BaXKKICTh CHUMIITOMIB, [OLUILHUM Oye MiAiiKipHe
BBEJIeHHs emiHepUHY y BEpXHIO KiHLiBKy abo B CTerHo.
JouibHICTb 3aCTOCYBaHHS eriHe(pUHY C/1iJ peTesIbHO 3BaXKyBaTH
y manieHTiB 3 (HOHOBUMHU CeplLieBO-CyJUHHUMU 3aXBOPIOBaHHSIMU
abo TopyIIeHHsIMH MO3KOBOT'O KPOBOODIry.

* 3aBXAM CJiJ 3Ba)KyBaTH TPOTUIIOKA3aHHSA i KOPUCTb abo HeoOXiJHICTb 3aCcTOCyBaHHS
eriHe(pyHY B SKOCTi PATIBHOTO 3aX0Ay Y pa3i Hebe3rmeuHux /s KUTTs aHa(ilaKTUYHMX peakLiil.
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2.2.3. Baxki peakiyii’: peakuii rinepuyTauBocTi / anadilakTHUHI peakiii,
BK/IIOYauM aHadinakTnuHui mok ta IgE-onocepeakoBani peakuii
rinepuytiuBocri (9,10,14)

[Tonepemxenns. Ilix vac iHgysik npenapatry Mio3um y mnaLji€HTIB crocTepiraaucs Cepuo3Hi
peaxtii rinepuyT/JUBOCTI, B TOMY YW/ HeOe3reuHi fyis >XKUTTS aHadilaKTUUHI peakilii, feski 3
akux 6ymu IgE-omocepeakoBaHMMU. Y [esKUMX TAL[i€HTIB MMiJ uyac iHQy3ik npermapaTy Mio3um
BUHMKA/M aHa(iaKTUYHUI 1IOK Ta/abo 3ymuHKa Cepijd, 10 MOoTpebyBaio BXKUTTS 3aXOZiB AJIs
3abe3neueHHst >KUATTeAisbHOCTI. [Ipu BBeieHHi rmperapaty Mio3uMm HeobOxifHO 3abe3mneunTu
MOYK/IUBIiCTh IITBU/IKOTO HaJaHHA MeAWYHUX MiATPUMYBaJbHUAX 3aXOZiB, y TOMY UHMC/Ii Mae OyTu
HaroroToBi peaHimalliiiHe 06/1aiHaHHS JJ1s i TPUMKH CEePIIeBOi [is/TbHOCTI Ta JUXaHHS.

AHadinakTUyHi peakijii yaCcTO CTAHOB/SThH 3arpo3y [J/sl KUTTS i XapaKTepu3yTbCsS TOCTPUM
MoYaTKOM uepe3 JleKijibka XBWIMH ab0 JleKiibKa rofuH mic/s rouaTky iHdys3ii. HaBiThk sKiIjo
CII0YATKy CIOCTepiraroTbCs JIerki CUMIITOMH, 3aBXAW CJIil BPaxOBYBaTU MOJKJIMBICTb
TpOrpecyBaHHs LIUX CUMITTOMIB /10 Ba’KKUX 1 HaBiTb He0OOPOTHUX HacmiJKiB. bepyun 0 yBaru
Te, 10 MPU 3aCTOCyBaHHI TIiperapaty Mio3uM MOXYTb BHUHUKHYTA BaXkKKi peakiii
rinepuyTiuBocTi abo aHadinakTHyHI peakiiii, HeoO6XiHO 3abe3MeunTH MOK/IMBICTh ILIBUAKOTO
Ha/laHHS HaJIe)KHOI MeJIMYHOI /IOTIOMOTH, B TOMY YMC/Ii Ma€ OyTW HarloroToBi peaHimarliiiHe
o0majHaHHS AJIs iJTPUMKH CepLieBOi JisiIbHOCTI Ta ANXaHHSI.

PaHHE BUSIBJIEHHSI O3HAK i CUMITTOMIB peaklliid TirepuyTauBOCTi abo aHadilaKTUUHUX peakiliii
MO)Ke JOTOMOrTH B e(eKTHBHOMY J/iKyBaHHi TMal[ieHTiB i 3amoOirTé MOXKIMBUM K/TiHiYHO
3HauyIMM abo HeoOOPOTHUM HACTiIKaM.

Bak/iuBO po3Ii3HaTH ajiepriuHi siBWIlla sIKOMOTa paHillie AJisi TOro, 100 o/pa3y TMpPUITUHUTH
iHQYy3it0, 3MEHIIIMTH MIBUAKICTB iHQY3ii Ta/abo po3royarty iHIIN KOpUTYBaIbHI BTPyUYaHHSI.

[lpy 1pUKHATTI pillleHHsT TpPO TIIOBTOPHE TMpU3HAYeHHs1 Iipernapaty Mio3um micas
aHadisakTHUHOI peakijii a0 Ba)KKO1 peakiii TirnepuyT/IMBOCTI HeOOXiZIHO peTeslbHO 3Ba)KyBaTH
PU3UKUA i KOPUCTh. Y [IeSIKUX TMalli€EHTiB TMOBTOpHE 3aCTOCyBaHHS Mperapaty Miosum 6yio
YCOIIIHUM, 1 BOHM MPOAOBXYBaJd OTPUMYBAaTU MOr0 TiJj peTeJbHUM KJIiHIYHUM
criocTepe>keHHsIM.  SKijo Oyzle MPUMHATO pillleHHsT Ha KOPUCTb TOBTOPHOTO TpU3HAuYeHHs
rpernapary, CiJj TIpOSIBAATH 0Co0/mBY 00epexHicTh i OyTh roToBUMH 70 3abe3reueHHS
HaJ/IeXKHUX peaHiMalliiHUX 3aX0/iB.

Pexkomenjanii mo/10 iKkyBaHHSI BOXKKHUX peakuii

- Crip pos3rasiHyTH AOLIBHICTE HeralHOro mpunvHeHHs1 iHQy3ii mpermapaty Miosum i po3modartu
HaJsle)xHe MeJUYHe JIiIKyBaHHS, SIK ONMCAHO HWKYe.

* TIpu Hebe3neuHuX AJIs )KUTTA aHa(iTaKTUYHMX Peakllisx 3BUUYaifHO M0Ka3aHO B/B BBeJIeHHs eTliHe(pUHY
y BePXHIO KiHI[iBKYy abo crerHo. ITpoTe B i/loMy CJTifi IPUAIMTH CePHO3HY yBary MpPOTHUIIOKA3aHHSM 10
3aCTOCYBaHHs emiHeppuHy. 3aBXKAW C/iJ] 3Ba)KyBaTU MPOTHUIIOKA3aHHA i KOPHCTh abo HeoOXiAHiCTb
3aCcToCyBaHHs eriHe()pUHY B SKOCTi PATIBHOTO 3aX0/y y pa3si HeOe3neuHuX /s XKUATTS aHa(iTaKTUUHIX
peaxiiiif. [Isisi oTpuMaHHs JleTanbHOI iHbopMallii AuB. IHCTPYKIIito A1 MeJUYHOTO 3acToCyBaHHs JI13 s
emliHepuUHY.

» Jlna jiKyBaHHS K/AiHIYHO 3HAUYIMX CUMIITOMIB, TakWX sIK OpPOHXOCIMA3M, 3HMKEHHS HACUYEeHOCTi
KUCHEM, 1[iaH03, 33/IUITIKa ab0 CBUCTSYe UXaHHS, CJTiJi pO3T/ISTHYTH JOI[i/IbHICTE 3aCTOCYBAaHHS TIOMipHHUX
YK BHCOKUX KOHIL[EHTpallifi KMCHIO uepe3 MacKy UM HOCOBHUH KareTep abo OeTa-aroHicTiB (Hampukiaf,
canb0yTaMoJy) 3a JOMOMOTOF0 iHTasIsATOpa 3 J03yH0UnM MPUCTpoeM abo HeOyaii3epa.

* 3a HeoOXiZIHOCTI ZONMYyCKA€ThCS B/B 3aCTOCYBAHHS PiJUHM /11 MiATPUMKHA HOPMAaJbHUX ITOKA3HUKIB

22 L1i BU3HaUeHHs CTy’KaTh JIMILEe B SKOCTi peKOMeHarlil, CTBOpeHUX Ha OCHOBi CTaHZApTHOI TepMiHosiorii Mogerni Taby/roBaHHS
JlaHUX KIIiHIYHUX foctifkeHsb (Study Data Tabulation Model, SDTM), po3po6sienoi KoHcopriiymoM ctaHfapTiB 00MiHy KTiHIiUHUMM
nanumy  (Clinical Data Interchange Standards Consortium, CDISC), pegmakuist 3.1.1. 3aranpHa oOLjiHKa CTYTeHS Ba)XXKOCTi
BU3HAYaETLCS Ha PO3CY/, MiKyHOUOro jiKapst

Baxkuit cryninb — Bug, [P, SKuii YHEMOXJ/IMBIIIOE BUKOHAHHS Ial{ieHTOM 3BUUYHHUX CIpPaB Y MOBCSAKAEHHOMY >KUTTi, a00 3HaUHOO
MipOI0 BIIMBA€E Ha KIIiHiUHMIA CTaH, ab0 MoyKe moTpebyBaTu iHTEHCHMBHOTO TEPANEeBTUYHOIO BTPYUaAHHS.
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JKUTTEAISIIBHOCTI (HaNpUK/azl, apTepiaJbHOTO TUCKY). PO3r/siHbTe AOLIBHICTE BHYTPILLIHBOBEHHOTO (B/B)
3aCTOCYBaHHS KOPTHKOCTEpOImiB. [Iyia 30i/blleHHS iHOTPOMHOro edekTy i MiHiMizallil XpOHOTPOITHOTO
edekTy y malieHTiB 3 rinepTpodiuHOI0 KapZioMiolaTi€lo MOKHa 3aCTOCYBaTU aib(da-afpeHepriuHi
3aco0M i 3acobw s MiJBUILNEHHA apTepiaJbHOTO TUCKY 3 BiJICYTHBOIO abo MiHiManbHOIHO OeTa-
a7lpeHeprivyHoo Ji€to.

» Crip po3mouaTty ocUIeHi peaHiMallifiHi 3axou AJis TIiATPUMKM CepLieBOl Aisi/IbHOCTI Ta AUXaHHS.

- Y nauieHTiB, y KUX BxXe BUHUKaU [gE-onocepeakoBaHi peakuii rinepuyT/JnBOCTI, SIKILO Lje BBAXKAETbCS
JOLIIIBHAM, HacTymHi iHdy3il cif po3mourHaTd 3 TpONeypH ZAeceHcHOimi3allii, SK mpaBwio, 6e3
npeMeUKaLiii.

- Tndopmariis 1070 nporeayp AeceHcubinizariiii Oye HaJaBaTUCS JIKYIOUMM JTiKapsiM 3a 3aTTMTOM.
KonTtakTHa indopmariist HaBegeHa B po3aiai « KITKOUOBI KOHTAKTHI TAHI».

- HaBezieHi Buille pekomeHZALil OO0 JIIKYBaHHS MAL[i€HTIB 3 MO3UTUBHUM pe3y/bTaToM TecTy Ha IgE
AQHTUTI/Ia HOCATH TiTLKU peKOMeH[0BaHMI xapakTep. OcTaTouHi pillleHHs, 1[0 CTOCYIOThCS JIiKyBaHHs
OKpeMHUX Mal[i€HTIiB, Ma€ MPUMMAaTH JIiKYIOUMH JIiKap.

PucyHok 2. KiiHiuHe TiKyBaHHSI B&XKKHMX peakIliii

Hanpuknan, peakyis
BAXKKA PEAKIIIA rirnepyyT/IMBOCTI/ +
\ aHadiakTUUHA peakiiis
IHOY3IA JIIKYBAHHSA
[IpunuHeHHs BBeJleHHsI
Y  Bumagky — Tpu3Ha4YeHHs JoTpumyiiTech MicCIeBHX pPeKOMeHAALid, NPUHHATHX Y
iHpy3ilt B  mojanbIIOMY: Bamomy j1iKyBajibHOMY 3aKj1afi*
pO3IJIsIHbETe JOLiNbHICTb [Tonepempxkenns. Cif, po3mnouyaTy MOCK/EHI peaHimaLliiHi
JeceHcubimisarii® 3axX0/iy AJisl MiJTPUMKHU CepLIeBOi Jis/IbHOCTI Ta JUXaHHS.
BapianTu sikyBaHH#, cepe/| iHIIOT0, BK/IIOYAKOTh:

- [pu aHainakTUYHUX  peakLisx: eriHe(prH
BHYTPIIIIHEOBEHHO (B/B).

- [l MiKyBaHHS K/IIHIUHO 3HAYYIUMX CUMIITOMIB, TAKUX SIK
OpoHxocria3M, 3HWKEHHSI HAaCMUeHOCTi KHMCHEM, I1iaHo3,
3a/uiIKa abo CBUCTAYe [UXaHHs, CIifi PO3IJISIHYTH
NOLJIbHICTb ~ 3aCTOCYBaHHSI  TMOMIPDHMX YA  BHUCOKHUX
KOHLIEHTpAL[ill KUCHIO Yepe3 MacKy Ud HOCOBHUU KateTep abo
OeTa-aroHiCTiB (Hanpuk/az, canb0yTaMony) 3a JOTIOMOTORO
iHrazsiTopa 3 [JO3yIOUMM TPUCTPOEM abo Hebyrmaii3epa.
flkujo  pecripatopHi cumnTomu 36epiraroThcs  abo  1ie
HeoOXifHO 3 Or/ifAly Ha BaXKKiCThb CUMITOMIB, JOL[/IBHUM
Oyne migKipHe BBeJeHHs emiHePUHY y BEPXHIO KiHLIiBKY
abo B crerHo. [oLiyIbHICTh 3aCTOCYBaHHS eriHepUHY CITif
peTesibHO 3Ba)XKyBAaTH Y TALi€HTiB 3 (OHOBMMH CepLieBO-
CYZAWHHUMH  3axBOpPIOBaHHsAMM  ab0  IOpYLIeHHSIMH
MO3KOBOT'0 KPOBOOOIry.

- 3a HeobXi/IHOCTI /IOMYCKAETHCS B/B 3aCTOCYBAHHS PiJJUHU
JAJIS1 TIATPUMKU HOPMaJIbHUX TOKA3HUKIB JKUTTEAISITIBHOCTI
(Harpuksnaz, apTepianbHOrO THUCKY).
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* 3aBX/J¥ CJIJ 3Ba)KyBaTH TPOTUIIOKa3aHHsS i KOpHCTh abo HeoOXiJHICTb 3acTOCyBaHHS eriHe()pPHUHY B SKOCTI
PATIBHOTO 3aX0/y Y pa3i HeGe3MmeuHux JJ1s1 )KUTTsS aHahiTaKTUUHUX peakiliii.
*OTrpuMaty peKoMeH/arlii 3 ZeceHCHOii3atii MOXKHA 3a 3aITUTOM.

2.3. CniocTepe)xeHHs Mic/1A 3aBepiueHHA iHQY3ii

B 1minsx 6Ge3reku peKOMeHAY€EThCs, 11100 KBamidikoBaHi Hale>KHUM UYMHOM MeJWYHI Tpal{iBHUKH,
3HaiioMi 3 xBopoOoto [Tomrie i 3 MOTeHI[iHUMYU peakwissMyd Ha Mio3uM, TIPOBO/IU/IN CTIOCTEPEKEHHS
3a mauieHTaMM IiJi 4yac 1 Micas 3aBepllieHHs KO)XKHOI BHYTPILIHBOBEHHOI iHQys3ii mnpenapaty
Mio3uM. B xopi KIiHIYHMX [OC/I[pKeHb 3a Malji€eHTaMU CIIOCTepiraav MPOTArOM 2 TOAVH MiC/s
3aBepiIeHHs iHGY3il npernapary Mio3sum. HeoOxigHa TpuBaiicTh 4YacCy CIOCTEPEXKEHHS MiC/s
iH(dy3ii BU3HaYaeThCS MiKYHOUMM JliKapeM Ha Mi/icTaBi K/IiHIYHOTO CTaHy KOHKPETHOro TallieHTa i
HOro repeHoCUMOCTi iH(y3ili B aHaMHe3i.

3. AHami3u
3.1. Onuc (Tabn. 4)

3.1.1. Ilporpama imyHosioriuHoro Har/isjy: aHasui3 Ha IgG anTuTina,
BKJ/IIOUAIOUM iHridyroui aHTuTi/Ia

Y GinbLIOCTI TAIiEHTIB Y XOAi KIiHIYHUX AociimkeHb IgG-aHTUTINA [0 anrIOKo3uasu anbda
YTBOPIOBA/IUCS 3a3BHYal TPOTATOM 3 MicsAliB mikyBaHHs (6,7,15). Takum uuHOM, y OijbIIocTi
MalieHTiB, SKUX JIKYHOTh i3 3aCTOCYyBaHHsAM TiperapaTy Mio3um (anrirokosuzasu anbga),
OUiKY€ThCSI CEPOKOHBEPCist. BUpOO/IeHHsI aHTUTI/I MPOTU peKOMOiHAaHTHOTO Oifika € 106pe BigoMuM
sIBUILIEM, sIKe CIOCTepirasocs i mpu 3actocyBaHHi iHmmx npernapatiB @3T (5). Tenpenuis ao
PO3BUTKY Oi/ibIll BUCOKUX TUTPiB IgG aHTUTILI criocTepirasacsi y Talfi€eHTiB 3 iHGaHTUILHOO
dopmoro xBopobu Ilomrie, ski oTpumyBamM Oinbil BUCOKiI M03u miperapary. Kopemsiiii mix
rioyaTkoM IP i uacom po3sutky IgG aHTUTI/N He crocTepiranocsi. BruiiB BUpOO/IeHHsT aHTUTIN Ha
JIOBTOCTPOKOBI 6€e31euHiCTh Ta e(eKTUBHICTh a/ITIFOKO3Ua3U anbda [0 KiHI[s He BUBUEHi.

B xofi K/IiHIUHUX AOCTiZKeHb 3pa3Ky, AJisl SKUX OyB OTpUMaHUN MO3UTUBHUM pe3yJibTaT TeCcTy Ha
IgG antuTina o thGAA, TakoX aHasi3yBaM Ha HaslBHICTh iHTiOyBaHHS in Vitro aKTUBHOCTI
(epMeHTIB i aHasi3 KJIITUHHOIO TMOIJIMHaHHA. B pamMKax KOMepL{iiHOr0 3aCTOCyBaHHS IpernapaTy
TaKO)K BUKOHYBa/IM TeCTU Yy TAL[I€HTIB, y SAKUX CIIOCTepirajocs IOTiplleHHs K/IIHIYHOIO CTaHy
Ta/abo sKUM Oyna TOTpiOHa iHBa3WBHA IITyYHA BEHTW/IAL[iS JiereHb. KUliHiUHa 3HAUyII[iCTh
BUPOO/IeHHs iHriOYIOUMX aHTHUTIN y MAL[EHTIB, SKi OTPUMYIOTb Mio3uM, He BijoMa. Y HEMOBJIAT 3
HeraTHBHUM pe3y/bTaTOM TeCTy Ha IepexpecHO-peakTHBHUM iMyHosoriunuid marepian (Cross
Reactive Immunologic Material (CRIM)) (TobTo y maiji€eHTiB, y fKUX B XO/li aHaji3y MeTOJOM
BecTepH-OM0TUHTY He Oysio BUsiBIeHO eHjoreHHoro Oinka GAA) Oyn0 TOKa3aHO 3HWKEHHS
K/JIHIYHOTO e¢eKTy B TPHUCYTHOCTI BHUCOKWX CTiikux TUTpiB IgG aHTHuTin 3 iHribiTopHOMO
akTuBHicTIO (16-18).

[nsi BumiproBaHHSI (hepMeHTAaTUBHOI aKTUBHOCTI 11100 iHribyBaHHs rhGAA 3a piBHeM aHTUTI,
MIPUCYTHIX Y CUPOBATIi KPOBi Malji€HTa, 3pa3Ky MAlli€HTIB, sIKi Ma/y Bi/[COTOK iHriOyBaHHS OibIie
HDK 20% mnpu OyAb-sIKMX CHUDOBAaTKOBUX DO3BeJIeHHSIX, BBa)Ka/JUCS TO3UTHBHUMM 3a JIaHUMU
aHami3y iHribyrouMx aHTWTIN (aKTUBHOCTI (epMeHTY). 3 MeTOK OLIiHKM TOTO, UM 3aBaXKalOTh
aHTWTIZIa B oOpraHismi maijieHTa 3axoruvieHHI pekoMOiHaHTHOI ThGAA B Ky/nbTypi KIiTHH
¢bibpobnactiB yoauHN, OyB pO3po0/IeHU METOA KibKiCHOrO BH3HAUEHHS Ha OCHOBi MPOTOYHOI
uToMeTpii. 3pa3ky, siki XxapakrepusyBanucs Oinbliie HiXK 20%-1M piBHeM iHTiOyBaHHS 3aXOTIeHHS
(depMeHTIiB B AIBOX abo Oinbllle po3BeJieHHSX CHPOBAaTKH KPOBi, BBAXKAJIHUCS TO3UTUBHUMH B IIel
MOMEHT yYacy, 3a JaHUMM KiJIbKiCHOrO BU3HayeHHS Ha OCHOBiI MPOTOYHOI LIATOMETPil KJITHH.
[MarieHTM BBa)KalOTbCS TIO3UTUBHUMM 1[0JJ0 iHTiOyBaHHSA 3aXOIUIEHHs, SIKIIO y HUX
CTIOCTEePiraeThCs IO3UTUBHA aKTUBHICTL > 1/20 po3BesieHb B 0/iHiM a00 AeKiTbKOX YaCOBHX TOUKAX.
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B pamkax 3arajibHOro Mic/sipeecTpaliiiHoro Harssiay 3a 6e3neunictio npernapaty TOB «Canodi-
AgeHric YKpaiHa» CTBOpHW/Ia MpOrpaMy HarJisifly 3a iMyHOJIOTiYHMMH peakiissMu Ha Mio3um, 11106
BU3HAUMTH MOIIMPEHICTh YTBOPEHHSI aHTHUTIN A0 mpernapaty Mio3uM i HWOro KiiHiYHMI BIUIUB,
SKIO TakuW icHye. Hapasi Ha pWHKY BiJICYTHI Creljia/ibHi TeCTW [Ji1 BU3HAaUeHHs aHTUTLI J10
aJITJIIOKO3Wa3m anb(da, ofHak «/I>keH3aliM» HaJjae TIOC/IYTH 3 Takoro TectyBaHHs. [1[o6 oTpumaTu
iHpopMallifo 100 TecTyBaHHS Ta KOHTeilHep /s 300py 3pa3KiB KpOBi, 3BepHiTbCsA A0 Baroi
MicIieBOi KOHTAaKTHOI ocobu Bifg migpo3zpiny «/keH3aiim» kKommanii TOB «CaHodi-ABeHTic
Ykpaina» - BypgoBcbkoi Jlrogmumu (Lyudmyla.Budovskaya@sanofi.com) abo pgo Biaginy
MeJUUHUX [10C/IyT KOMITaHii «[IxeH3aim» 3a eJIeKTPOHHOI TIOLITOIO:
EUMedicalServices@genzyme.com. Indopmariis 1mozo 36opy, o00poOKu, TakyBaHHsA i
TPaHCIIOPTYBaHHA 3pasKiB KPOBI HaBe/leHa B po3ziji 3.2.

PekomMenparisi:

- Cy1ify pery/isipHO KOHTpoJitoBatu TATP IgG aHTUTI.

- Tect Ha iHribyBaHHS 3axor/IeHHs] epMeHTIB ab0 aKTHMBHOCTI (hepMEeHTIiB BUKOHYIOTh y TIAL[i€HTIB, sIKi
OTPUMYIOTh Tepariito, SIKI0 y HUX CIIOCTePIira€TbCs 3HIDKEHHs KIIiHIYHOTO edeKTy, He3BaKarud Ha
TPOJ,OBKeHHS 3aCTOCYBaHHA NpenapaTty Mio3um.

- Jo BukoHaHHs mepiuoi iHdy3il HaCTiHO peKOMEeH/Y€EThCS B3ATTS 3pa3ka CMPOBAaTKU KPOBi y maijieHTa
JUIs1 aHasli3y Ha BUXiJHOMY DiBHi.

3.1.2. ImyHosioriuauy asHani3 npu iHQy3inaux peakuisx: I1gE, akTuBariis
KOMIIJIEMEHTY i piBeHb TPUNITa3u B CHPOBATI]i KPOBI

AHani3 3BUYaliHO BUKOHYIOTH TIPH MOMipHUX ab0 Ba)XKKUX UM MOBTOPHMX IP, siki BKa3yrOThb Ha
peaklii rinepuyTIMBOCTI. Y [|eSKUX MaLi€HTIB, Y SKUX BUKOHYBa/IU BiJNIOBiAHUIN aHasi3, BUSBIISIN
IgE anTtuTina, cretmdiuHi A anrmoko3ujasy anb@a, i y AesKuMX 3 LUX Mali€eHTiB BUHUKAIM
aHa(ilakKTUUHI peakiiii.

Y nesiKuX Malji€eHTiB TIOBTOPHE 3aCTOCYBaHHS Tperapary rpu OilbIl MOBiIbHINM MBUAKOCTI iHDY3il
Ta/abo 3 OUThII HU3BKUMM TIOYAaTKOBUMH [J03aMd Oy/i0 YCIiIIHKAM, i BOHU TPOZOB)KYBasM
oTpuMyBaTté Mio3uMm nifi peTe/lbHUM KJIIHIUHUM CIIOCTepeXXeHHSIM.

Pekomenpanis: /17151 6i/bI eTaabHOI OL[iHKU TOTEHI[iHHOro MexaHi3my IP cjtizi oTpumaty 3pa3ku KpoBi
JJIs1 aHasli3y Ha aKTUBAL|il0 KOMIUIEMEHTY 1 piBeHb TPUIITA3U B CUPOBATLIL KPOBI uepe3 1-3 roguHu micis
nouaTKy iHGy3iliHoI peakiiii. 3pa3ku A/ aHani3y Ha IgE aHTWTiNIAa MatoTh OyTH OTPUMaHi IIIOHAMMEHIIIe
yepe3 72 TOAWHY TiC/IsA 3aKiHUeHHs iHPy3ii.

[IJo6 oTpumary iHdopMmallito 3 TecTyBaHHs Ta KOHTelHep [ijist 300py 3pa3KiB KpPOBi, 3BePHITHCS [0
Bartioi MicrieBoi KOHTaKTHOI 0cobu Bij mizpo3ainy «/xen3aiim» kommaHii TOB «CaHodi-ABeHTic
Ykpaina» - BypgoBcbkoi Jlrogmumu (Lyudmyla.Budovskaya@sanofi.com) abo go Biaginmy
MeJUYHUX HOCIyT KOMIIaHil «[I>xeH3alm» 3a €JIEKTPOHHOIO MIOIITOIO:
EUMedicalServices@genzyme.com. Indopmariis mjogo 36opy, o00pobku, makyBaHHS i
TPaHCIIOPTYBaHHs 3pa3KiB KPOBI HaBe/ieHa B po3Aiii 3.2.

3.1.3. llIkipnui mpo6wu (11,12)

[ITkipHa mpoba Moyke OyTH BUKOHAaHA 3a MPU3HAYeHHsIM JIIKYHOUOTO JIiKapsi y Mali€HTiB, sIKi MatOTh
[P, siKII0 ZIAHMH BUIMA/IOK Bi/INIOBija€ HACTYMTHUM KpuTepism (Tabi. 4):

- € nmigcraBu BBakatu, o IP omocepenkoBaHa IgE aHTWUTIIaMM 1 CyIPOBOKYETHCS
MEepCUCTYIOUMMH CUMITOMaMH, TaKUMU SIK: OpOHXOCIasM, aprepiajibHa TiloTeH3is Ta/abo
KPOTIMBHUIIS, sIKi BUMararoTh BTpyuYaHHs, ab0 Oyb-IKMMH iHIIMMH 03HaKaMU UM CUMITTOMaMH, sTKi
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NiKyrOUMii Jlikap BBaXkae acolliiioBannMu 3 IgE-orocepejKoBaHOI peaklii€lo.

- IlIkipHa rpoba Moxxe OyTH e oAHUM npeaukTopoM IgE-omocepeKkoBaHUX peakiiiii i Moxke OyTH
3anporioHOBaHa /1 MiATBepKeHHs pe3y/ibTariB aHasi3y Ha IgE a”tuTina.

SIKI0 TpUIHATO pillleHHs TIPO BUKOHAHHS IIKipHOI TPOOM, TO DPEeKOMEH/AYEThCS THUMYacOBO
BigmiHUTH iH}Y3ii perapaty Mio3um Jo Toro, sik Oyie BUKOHaHa 1po0a, a 11 pe3y/bTaTy pPO3IJisHe
JIKYHOUMH JTiKap.

IIpumitka. /leski npemapatyd (HalpwK/Ia[, AHTUTICTaMiHHI 3aco0W, aZipeHepriuHi MperapaTy)
MOXYTb BIUIMBaTH Ha pe3yJ/bTaTH IWIKipHOI mpobw. Ilepes BUKOHaHHSIM IIKipHOI Mpobu ciif
TeperJITHYTH CITMCOK TperapariB, siKi OTPUMYE TIALli€HT, 1100 3'sCyBaTH, Ud € cepesi HUX TakKi, 110
MOXXYTb BIUIMHYTH Ha pe3y/IbTaTh MPOOH.

PekoMmeHAyeThCsA, 1100 IIKipHY Mpo0y BUKOHYBaB /OCBifueHWi aneprosior abo MeauuHUNA
Mpal{iBHUK 3 HAaBUYKaM{ BUKOHAHHS a/lepriyHuX MIKipHUX mpob, i 1mo6 mpoba mpoBogumacs sK
MiHiMyM uepe3 48 roauH micis iHQy3ii mpenapaty Mio3uM, a 6a)kaHO — uepe3 > 3 THXKHI TicC/Ist
aHa(iaKTUYHOTO emi30/ly, OCKUIBKM y Oifblll paHHiM Mepios, MOX/IMBA TpPaH3UTOPHA
JeceHcuOiizartis.

[pouenypa BK/IIOYAE J/uille INKIpHY CcKapudikariliHy mpo0y / myHKUito. $IKimo pe3ysabTart
ckapu®ikarliiHoi 1pobu / MyHKIIii HeraTUBHUM, TO MOXKe OYTH BHUIpaBAAHOIK BHYTPIITHbOIIKipHA
npoba. TTpoby BHKOHYIOTH i3 3aCTOCYBaHHSIM IiperapaTy Mio3uM i MO3WTHBHOTO Ta HETaTUBHOTO
KOHTPO/IbHMX 3pa3kiB. [IpoBeieHHs MIKipHUX MMPo6 BigOyBaeThcs 3riqHo Hakasy Big 03.07.2006 Ne
432 TIlpo 3aTBep/pKeHHsI TIPOTOKOJIIB HAaJaHHSA MeAUYHOI [JOMOMOTd 3a CIieLia/JbHICTIO
»AneproJoris".

3.1.4. AHani3 Ha MPKY/IIOYMN IMyHHHU KOMIIEKC

Y Bumajgky, fIKU[O0 y TaijieHTa Ha ()OHi 3aCTOCYBaHHSI airioKo3uja3u anb(a CroCTepiratoTbCs
03HaKu abo CHUMITTOMH, L0 BKa3yIOTh Ha CUCTEMHi iMyHOOMOCepeJKOBaHi peakijili 3 MposiBaMH 3
OOKy IIKipy Ta iHIIMX OpraHiB, TO CJIiJ, OTPUMAaTH 3pa3Ku CHUPOBAaTKH KPOBi /sl aHasi3y Ha
LUPKy/Otoui iMyHHI Komruiekcu. HeobxifHO crioctepiraty 3a maijieHTam, 106 3'scyBaTH, uu
MPOZIOBXKYIOTBCSI CUMITTOMM, acoLliioBaHi 3 IMyHHMMH KOMIUIEKCAaMH, i, SIKIIO HeoOXifHo,
OTPUMAaTH y HHUX [OJATKOBI 3pa3Kyd CHUPOBATKWA KPOBi [yisi aHajidy. PilleHHs mpo JOLiIbHICTh
MOJa/bIIVX aHasli3iB [Jid OLIHKA MOX/IWBUX IMYHOKOMIUIEKCHUX 3aXBOPIOBaHb, B TOMY YMCJIL
Gioricii opraHiB 3 MifI03pIOBaHUMY ypa)keHHSIMH (HaNpUK/Ia, 0iomcii MIKipy A/1st OL[iHKK BaCKYJTiTy
i Oioricii HUpKM M1 OLIHKMA BifK/afieHHs iMyHHHUX KOMIUIEKCiB y KayOoukoBiii 6a3anbHii
MeMOpaHi), 3a/IMIIA€ThCS Ha PO3CY/, JIIKYIOUOTO JTiKapsi.

3pa3Ku KpoOBi, OTpUMaHi Ha BHUXiJHOMY PpiBHi i y OyAb-fKMX MOJAAJbIINX YaCOBUX TOUKAX,
MiZITOTOB/IEH] Y BUIJ/ISI/Ii 3aMOPOKEHUX LIeHTPHUGYroBaHMX 3pa3KiB CHPOBAaTKH, MOXKHa 30epiraTu
JIesTKUM Yac y 3aMOPO)KeHOMY CTaHi i BifipaBUTH Ha aHasi3 y Oi/fbIl Mi3HiIM TepMiH, SKIIO
JOCTiTHULIBKUI LIeHTp Ille He OTpHMMaB KOHTeiiHepH [ 300py 3paskiB KpoBi. PekoMeHAyeThCs
YiTKO [OTPUMYBATUCSA HaZ@HUX IHCTPYKIL[il, OCKibKA y BUIIAJKy HeNpaBUIbHOIO MapKyBaHHS
3pa3kiB ab0 HeHase)XHOTO TTOBOZKEHHSI 3 HUMH, BOHM MOXKYTh OyTH HeNnpuAaTHUMH JJIs aHaslizy
abo 1aT¥ HeTOUHI pe3y/IbTaTH.
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Taoaung 4. XapakTepuCTHKH KIIHIYHMX iMYHO/IOTIYHHX aHA/TI3IiB Ta MIKIPHUX MPO0

YacroTa

IToka3annsa A0 BUKOHAHHSA aHanisy

Bup biosioriuHoro 3paska

Yac Bigdopy 3paskis®

I[Ipy  mimo3pi o IP € IgE .
P AO3PL g Ax MiHiMyM uepe3 48 roguH
OI10Cepe/JKOBAaHOK 1  CYNpPOBOJKYETHCS S . . .
. Ckapudikaniiina mkipHa npoba / . nicss iHgysil Ta 6axaHo uepes
IIkipHa npoda MIePCUCTYIOUUMHM CUMITOMaMH, abo mjst| .. ' . Ad hoc (micns IP) . .
. . . Giorcis > 3 THKHI st
MiATBep/)KeHHs] pe3y/bTaTiB aHasisy Ha . .
. aHa(inakTUUHOrO emisofy
IgE anTuTina
3aMmopoxkeHa CUpOBaTKa 3pa3ok Mae OyTH OTpUMaHMi
. . ibHA KpOB OTpUMaHa . . 0
IgG* PyTuHHUI MOHITOPUHT 4 P (oTp . PyTuHHUNM MOHITOPUHT A Lo
MPOTATrOM 24 ronvH micns iHGy3ii abo uepe3 > 3 aHi micas
BiZibopy 3paska) iHys3ii
3amoposkeHa CHpoOBaTKa 3pasok Mae OyTH OTpuUMaHUit
_— . . 3HWKeHHs1 BiAmoBiAi Ha Tepamito ab6o|LlisbHa KpOB orpumada|Ad hoc (3a wmipoto|zmo
IgG/inridyroui anTuTina . . /A A P 4 P (otp . . ( POro1A -
BiZIcyTHiCTB edpekTy MIPOTSATOM 24 ropyH miicsist | HeobXiHOCTi) iHy3ii abo yepe3 > 3 aHi mic/s
BifiO0py 3paska) iHdys3ii
L . . .|3amoporkeHa CUpOBaTKa
IMomipHi/Baxkki abo moeTopHi IP, sKi| .. P P . . . .
. - . LinbHa KpOB (orpumana|Ad hoc (3a wmiporo|[o iHdY3ii abo He paHilre HiK
IgG/IgE anTHTIIIA BKa3yHOTh Ha peakLiii rinepuyT/jMBOCTi 4u . . . .. :
. . MIPOTSATOM 24 ropyH niicsst | HeobxigHOCTI) yepe3 > 3 fHi nicis iHGys3ii
aHa(inmakTHUUHI peakiii :
Bizibopy 3paska)
. .|ITomipHi/Baxkki abo moBTOpHiI IP, ski . .
PipeHp TpuNTas’um B CHpPOBATHi - . Ad hoc (3a wmiporo|Uepes 1-3 rogyHM s
. BKa3yIOTh Ha peakliii rinepuyT/IMBOCTI 4M|3aMOpOyKeHa CpOBaTKa . ; . NV
KpOBi . i HeoOXiZHOCTi) indy3iitHoi peaxiyii
aHadilakTHUHI peakifii
[MomipHi/Baxkki abo mnoeropHi IP, sKi . . .
. e . 3amopokeHa mias3Ma KpoBi 3|Ad hoc (3a miporo|Uepes 1-3 roguHu micis
AKTHBaLlisA KOMIZIEMEHTY BKa3ylOTb Ha peakllii rinepuyyT/iMBOCTI 4u . ; . AV
. . EOTK HeobxisHOCTi) iHQy3iliHOT peakuii
aHa(inakTUuHi peakiil
UYepes 1-3 roaunu mics iHdy3ii
Oupkysrorumii iMmyHHwmii | Peakiiii, sKi BKa3yOTb Ha CHCTEeMHi 3AMODOYKEHA CHDOBATKA Ad hoc (3a wmiporo|(TecT BUKOHYIOTh Ha MaTepiasi
KoMiutekc Ta IgG anTuTiia iMyHOOMOCepeIKOBaHi peakwii P P HeobxisHOCTi) 3pa3ka Aas aHanizy Ha IgG
aHTUTI/IA)

*KommaHist «/[)xeH3alM» MPOIOHy€e 6e3KOIITOBHY MOCIyry 36opy, 06poOKy, akyBaHHs i TpaHCIIOPTYBaHHS 3pa3kKiB KpoBi fio ii rieHTpanbHoI 1aboparopii. L5 nociyra HagaeTbes
I BCiX aHasi3iB, BUKOHYBaHUX Yy paMKax po3ciifyBaHHs rpuuuH IP (B Tomy umcni aHaniziB Ha IgG anTurina, IgE aHTuTiNG, iHriOyroui aHTUTINA, aKTUBAL|iF0 KOMILJIEMEHTY,
LUPKYJIFOIOUi iMYHHI KOMIUIEKCH i piBeHb TPUMTa3d B CUPOBATI]i KPOBi), a TAKOXK [i/is1 aHasi3y BCiX KIiHIYHUX 3pa3KiB, HEOOXiZHUX y pamMKax PYTUHHOrO MOHiTOpuHry IgG
antuTtii. [IKipHi npobu, fiK paBuU/Io, BUKOHYIOTLCS B MiCLieBili 1abopaTopii.

®[TokymeHTYy#iTe yac i fiaTy B3ATTS 3paska.

"fIK1110 pe3y/IbTaTH NOKa3yIOTb BUCOKI TUTPU IgG aHTUTL/, peKOMeH y€ThbCs NePioAUYHO BUKOHYBATH aHasli3 cedi.
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3.2. [Tporjeaypa BUKOHAHHS aHAJIi3y

L5 mpotiiefypa 3aCTOCOBYEThCS /10 BCiX aHali3iB, BAKOHYBaHMX y paMKax po3ciifyBaHHs npuuvH IP (B Tomy uumcri aHanisiB Ha IgG anTtuTina, IgE
aHTUTI/MA, iHTiOyIOUi aHTHUTINA, aKTUBALIi0 KOMILJIEMEHTY, LIMPKYJIIOI0Ui iMyHHI KOMILJIEKCH i piBeHb TPUITAa3u B CUPOBATL{i KPOBi), a TaKOX AJIst
aHasTi3y BCiX K/TiHIYHMX 3pa3KiB, He0OXi[HUX y paMKaX PyTUHHOT'O TTIOCTMapKeTHHIOBOTO aHasti3y i 3BitHocTi (Puc. 3).

Pucynok 3. Ilpoueaypa BUKOHaHHS aHaji3iB i 3BIiTHOCTI 1070 GiosoriuHMX 3pas3KiB, 3i0paHMX y 3B’SI3Ky 3 BMHUKHEHHsIM MOOIYHMX peakiil, i
3pasKiB y paMKaX pyTHHHOI [IOCTMapKeTUHIOBOI OLIIHKY HasiBHOCTI @HTUTL/

TEHD 1 TEHD 2-3 TEHD 4-5 TEHD 7-9 TEHD 12-14 TEHD 17-19

[MopaliTe 3asBKy Ha OTtpumaiite Ynakyiite Pe3ynbraTu aHanisiB Ha Pe3ynbratn
OTPUMAaHHs KOHTeliHep: KOHTelHep, IgE anTuTina, piBeHb 6yb-SIKOT0 iHIIIOr0
MenTl/i KOHTeliHepa J/ist > Koupuuionyroui ——p| 3QMOBHITH TPUITa3y B CUPOBATL{i aHasizy
AL L/ JIIKapHA TepecuIKy 3paskKiB reneBi 6pukeTu 61aHKH i 3aMOBTe KPOBI, aKTHBaLli0
€JIeKTPOHHOIO Ta 3pa3oK MepecusIKy KOMIIJIEMEHTY
nowtoro abo dakcom
r
| |
YTOUHITb BUJ, aHasi3y:
1gG, noBigomnenHs
npo ITP v
JocTraBKa KOHTeliHepa; OTpuUMaHHs
- MOBiZIOM/IEHHS 3asIBHUKA 1 3paskiB [
BianpasieHrs nepeJiiK OTpUMyBayiB’; | amanisy
«IDKEH3aM» | monigonen - TpancropryBattt 1o -
AOMJIEHHS na6oparopii B CIIIA
3asiBHUKA

OpieHTOBHI TepMiHH OTPUMAaHHA pe3y/IbTaTiB:

5 KajieHJapHMX JHIB — /11 aHati3y Ha IgE aHTUTINA, piBeHb TPUNTAa3Hu B CUPOBATLi KPOBi, aKTUBAI[il0 KOMIL/IEMEHTY;

10 kasleHAAPHUX AHIB — /i 0y/Ib-AKOT0 iHIIOT0 aHaTi3y(-iB).

IHndopmariito 1ioz0 360py, 06poOKH, MaKyBaHHS i TPAHCIIOPTYBaHHS 3pa3KiB KPOBi MO)KHa OTPUMATH Y KOHTAaKTHOI 0CcoOU mipo3ziny «keH3aiim»
kommnadii TOB «Canogi-ABeHTic Ykpaina» - ByzaoBcbkoi Jlrogmunu (Lyudmyla.Budovskaya@sanofi.com). KoHtakTHa iHpopmaLisi HaBefjeHa &
po3zini «kKITHOUOBI KOHTAKTHI JAHI».
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4. TToBigoM/IeHHS PO Mi/[03PIOBaHi MOOiUHI peakiyii

[MToBimoMIeHHs TIpO MiJo3proBaHi TOOiIUHI peakilii Tic/isg peecTpariii JliKapcbkoro 3aco0y €
BOXX/JMBOK  IipoujeAyporo. Lle  103BO/sIE  NPOJOBXKYBAaTU  MOHITOPWMHI  CIIiBBIJHOLLIEHHS
«KODHUCTBH/PU3WK» [/I BiATIOBiHOTO JliKapCchbKOro 3aco0y. MeAWuHUX TIpaLiBHUKIB TIPOCATH
TIOBiZIOM/IITH TIPO BCi IMi/I03prOBaHi 1Mo0OiuHi peakiiii uepe3 Hal[ioHaJbHY CHCTEMY TIOBiZiloM/eHb abo
3B’s3aTUCA 3 Tmifpo3finom ¢apmakoHarssigy TOB «CaHodi-ABeHTic YkpaiHa». [leTtanbHa
KOHTaKTHa iHbopMallis s MoBiJjoM/ieHb TIpo To0iuHi peakilii HaBegeHa B po3gini «K/THOUOBI
KOHTAKTHI JAHI».

5. BariTHicTb i rpyAHe BUTOA0BYBaHHS

3actocyBaHHsI Tiperiapaty Mio3um (anriaroko3uzasy anb(a) y BariTHUX >KiHOK He BHBUAsIOCS.
€IVHUMU [aHUMHY, 1110 CTOCYIOTHCS OL[IHKU pelpoAyKTUBHUX PU3UKIB Iperniapaty Miosum, € faHi,
OTpHMaHi B XO/i AOK/IiHIUYHKUX AocaimkeHb. He ctif 3acTocoByBaTH Mio3uM mif yac BaritHOCTI 6e3
KpailHbol MmoTpebu (AuB. THCTPYKLiIO [jis MEeJIUYHOTO 3aCTOCYBaHHS, PO3/i/l «3acCTOCYBaHHS Yy
repio/1 BariTHOCTi abo ro/yBaHHS TPYZ/I0»).

Anrmoko3ujasa anbda Mo)Ke eKCKpeTyBaTHCs B TpyAHe MoyoKO. OCKiIbKM TIOKA HeMae
iHdbopMmalii npo edekTH y HOBOHApO[KEHUX, sIKi 3a3Ha/iu BIUIMBY ararKO3W/asu anbda uepes
rpyJHe MOJIOKO, B Iiepiof Tepamii rperiapatoM Mio3UM peKOMeHAY€ETbCS IPUIIMHUTU TpyJHe
BUI'0/IOBYBaHHS.

I[MoBigomseHHs iHdopMaLlil Mpo BIUIMB TIperiapary miJ Yac BaritTHOCTi o I'mobanbHoro migpo3ainy
(dapmakoHarisiy Ta emigemionorii Kommanii «CaHodi», € HeoOXiZHUM 3aX00M [T BUSIBJIEHHS
MKApCbKUX 3aco0iB, LIKiAMBUX /71T PO3BUTKY TUIofa. 3 iHIIOro OOKY, jaHi Mpo BIUIMB Iperapary
MiJ, yac BariTHOCTI TakKO)X MOXKYTb BKa3aTU Ha Te, 1[0 (eTasbHa TOKCUUHICTh Mpernapary
obmexena. [nsi Toro 1mo6 30upaTH, aHami3yBaTH i PO3MOBCIOZPKYBAaTH iH(OPMAL[i0 070
0e3reyHOCTi TIperapary ITiJj yac BariTHOCTI, a TakKox, IIJ00 HaZiaBaTH Oi/bI TOUHY iHbOpMaiiito,
TOB «CaHodi-ABeHTic YKpaiHa» Oy/le TIPOBOAWTH TMOJaJbllle CIIOCTEPeXXeHHs 3a BCiMa
BUMAa/IKaMH BariTHOCTI, Mpo siKi BOoHa oTpuMae moBiziomsieHHs. TOB «CaHodi-ABeHTic YKpaiHa»
HACTIMHO 3aK/IMKae JiikapiB Ta iHMx Megll nmoBifoM/siTH TIPO BCi BUMNA/KW BariTHOCTI i pe3yJ/ibTaT
BariTHOCTI y TMALi€HTIB, sKi OTpUMyBa/ii Mio3uM, He3aseXHO BiJi TOTO, YU ACOL|IFOETHCS TakKe
3aCTOCYBaHHS Tperapary 3 MobiuHOro peakili€to abo Hi. JleTajbHa KOHTAaKTHa iHbopMarlis /s
TOBITOMJIEHb TIPO BUIaAKK BariTHOCTI HaBeseHa B po3zii « KITHOUOBI KOHTAKTHI JAHI».

6. PeecTp nmanjieHTiB 3 xBopo6or [Tommne

Mu mpocumMo MeAWUYHMX TPAL[iBHUKIB HarpaB/sTA TALEHTIB, y SKUX [iarHOCTOBaHa XBOpoOa
[Tomrnie, B LlenTp opdanHux 3axBoptoBaHb HICJI «OXMATOWNT» passt BHeceHHs1 iX B Tepesiik
TMALi€HTIB 3 PiIKICHUMK 3aXBOPIOBaHHSAMU. B 11boMy peecTpi OyayTh 30upaté 3HeocoOseHi gaHi
narfieHTiB. Ll cTBOpeHHss PeecTpy maijieHTiB — 3abe3rmeueHHs Kpaloro po3yMiHHS XBOPOO
HAKOIMYeHHsI i MOHITOPUHT TIALli€HTIB, a TAaKOX IXHBOI BiAMOBi/li Ha epMeHTO3aMicHY Tepariito 3
riepebiroM yacy, 3 KiHIIeBOIO METO MOKPAIIUTH K/IiHIUHI pe3yIbTaTH AJIs I[UX Tal[ieHTiB.
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8. JogaTku

Joparok 1. IlpuroryBaHHsA po3urHy npenapary Mio3um

[TpuroryBaHHsl BUKOHYIOTh B aCElITUYHUX YMOBaXx.

55 mpuroTyBaHHs i BBe/leHHS PO3uWHY rperiapaty Mio3um (anrrokosuzaasu anbda) HeoOXigHi

HaCTyIHI MaTtepiaiu.

® HeoOxigHa KinbKicTh (uiakoHiB TiperiapaTy Mio3um B 3a/IeXKHOCTI Bifi TpU3HAueHOi Malli€HTy
[l031.

* Habip Asst BHYTPIillIHLOBEHHOTO BBeZleHHs 3 BOYZ0BaHUM (DiTbTPOM 3 HU3BKUM 3B'SI3yBaHHSM 3

6inkamu, 3 giameTpom mop 0,2 MKM.

CrepubHa Boja /i1 iH'€KLil — /1711 pO3Be/leHHs Mpernapary.

Po3uun xsopuay Hatpito 9 mr/mi (0,9%) — A/t po3BeJjeHHs rpernapary.

[ripurwm fy1s po3BeJieHHs | pO3UMHEeHHs Iperapary.

[osiku 3 fiameTpom He Oistbie HiXK 20 G 1711 pO3Be/IeHHs i PO3UMHEHHS Mperapary.

HopatkoBi MaTepianu, HeoOXiHi 3TiJHO 3 IPOTOKOJIOM Balrioro /ikyBasbHOTO 3aK/iafy.

i

ITpumimka. He cnip BUKOpUCTOBYBaTH (QiNbTPyHOUi TOJMKW Tifi 4yac TPUTOTYBaHHS PO3UMHY
riperiapaty Miosum.

1. Bu3HauaroTh KibKiCTh (hIAKOHIB [jisi PO3Be/leHHSI Ha OCHOBiI MacH Tifla [@aHOTO TaifieHTa i
pekomeHzioBaHOI 71031 20 mr/kr. [IpoGoBi 3HaueHHs OKPYIVIIOTH [0 HaMOMKJYoro Ijijsoro
(dnakoHa. BuiiMaroTh HeOOXiZIHY KilbKiCTb (pJIaKOHIB 3 XOJIO[IW/ILHUKA i /Ial0Th iM HarpiTUCs Tpy
KiMHaTHi¥ Temrnepartypi nepesi po3BeZieHHsIM. P1akOHU MOBUHHI I0CATTH KiMHATHOI TeMIiepaTypu
nprub/m3HO uepe3 30 XBUJMH.

< T

Po3paxyHoK fo31:

Maca Tina natjieHTa (Kr) X go3a (MI/Kr) = [j03a maijieHTa (B Mr)

Ho3a martienta (B wmr) +~ 50 mr/duakoH = KiIbKicTh (ylakoHiB fyis po3BeZieHHs. SIKio Bu oTpumanmu
ZpoboBe UKC/I0, OKPYTJIiTh HOT0 B Oi/bIIly CTOPOHY /10 HACTYITHOTO LIiJIOTO YKC/Ia.

[Tpuknaau:
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A. [Ins nauieHTiB 3 iHdanTHILHOKO (hopmoro xBopoou [Tomme.
Maca Tisa rarjieHTa (16 xr) X Zo3a (20 mr/kr) = Zo3a rnarjieHTa (320 mr);
320 mr + 50 mr/dakoH = 6,4 hakoHa; TAKMM YHHOM, He0OXiHO po3BecTH 7 (IIaKOHiB.
B. /Ins nanieHTiB 3 xBopo6oro [Tomme 3 mi3HiM moyaTKoMm.
Maca  Tina raifieHTa (68 xr) X Z03a (20 mr/xr) = Zo3a TarfieHTa (1360 mr);
1360 mr + 50 mr/diakoH = 27,2 diakoHa; TAKUM UYMHOM, Heo0XiHO po3ectu 28 hIakoHiB.

2. PO3umnHITh BMIiCT KOKHOTO (hlakoHa rpernapaTy Mio3um 1o 50 mr y 10,3 M1 Boau AJ1s iH'e€KIIil,
BHMKOPHMCTOBYIOUH ILTIPUI] 3 TOJIKOIO JiamMeTpoM He Oinbiire Hi>XK 20 G. Po3urHeHHST BMiCTY KOXKHOT'O
(1akoHa [03BOJIIE OTPMMATH 5 MI/MJI pO34MHY. 3arajbHa /i03a, L0 eKCTparyeTbcs, Ha (y1akoH
craHoBuTh 50 Mr B 10 Ma. He cnifg BBOAMTH BOAy AJ1s iH'€KLiM y MOPOLLOK 3aHAJTO IIBUJKO,
OCKi/IbKM HeOOXiZIJHO YHUKATW YTBOPeHHs IiHW. Bogy i iH'ekijiii cjiif gogaBaTH MOBiBHO, MO
Kparuti, BHA3 Y cepeAuHy ¢iakoHa, a He Oe3nocepeiHb0 Ha JiodinizoBaHuid mopoiiok. O6epexHo
HaXWiTh i obepraiiTe KoxkeH (pyiakoH. He /103BO/ISIETHCS TlepeBepTaTH, 300BTYBaTH i CTPYIIyBaTH
bnakoHU.

3. Oppa3y Bi3yanbHO OIJIsHbTe (PJIaKOHM 3 PO3UYMHOM Ha TpeAMeT CTOPOHHiIX 4YaCTOUOK i
3HeOapB/ieHHs. SIKIO Tipu Oe3rnocepeIHLOMY OIJISiZi BUSIBJIEHI HEMpO30pi 4acTOUKd abo SIKIIo
pPO3UMH 3MiHUB KOJip, He BUKOPHUCTOBYMTe HOTO0 i 3BepHiTbCcs 0 Biaginy meauuHoi iHdbopmatiii,
TOB «CaHo@i-ABeHTiC YKpaiHa».

[HOAi TTiC/Is TMepBUHHOIO OTJ/ISIAY V BiZIHOBJIEHOMY PO3uUMHi MOXKHa MOGAuUMTH ZeKibKa YaCTOUOK
a/ITJIIOKO3Wa3u anbda (SK rpaBwio, MeHie 10 yacTouok y ¢wIakoOHi) y BWIVIA[I TOHKUX Oinx
HUTOK abo HamiBMpo30puX BOJIOKOH. Lle Tako)X MOKe CTaTHCS TMiC/as PO3BeJeHHS PO3UMHY /ISt
iHgy3ii. Lli yacTtouku, sk Oy/0 TIOKa3aHO, MiCTSTh a/ITJIFOKO3UJa3y anbda i MOXKYTh 3'SBJISTHCS
TTiC/Is1 TIOYaTKOBOT'O €Tary PO3UHMHEeHHSs, a 3 IJIMHOM 4Yacy iXHs KiTbKiCTb MO)Ke 30inbIinyBaTucs. B
XOZi OCTipKeHb Oy/io TIOKa3aHo, IO IIi YaCTOUKM BUZAJSIOTHCS 3a JOMOMOror0 (isbrparii 3
BUKODUCTaHHSM BOyZOBaHOTO (ifbTpa 3 HU3BKUM 3B'sI3yBaHHSIM 3 Oifkamu, 3 [iaMeTpoM Top
0,2 MKM, i He YMHSTh TIOMITHOTO BIUIUBY Ha YUCTOTY ab0 KOHI[EHTPALIi0 [[iF0Y0i PeUOBHHHU.

4. Oppa3sy micast po3urHeHHs1 Mio3uMm c1ifi po3BeCTH 3a JOMOMOT O PO3UMHY XJIOPU/Y HATpIt0 A1
iH'ekin 9 mr/mn (0,9%) mo KiHUeBOi KOHLeHTpauii npernapaty Miosum Bifg 0,5 o 4 mr/mi.
PekomeHzioBaHi 3aranbHi 06'emu iHbY3ii B 3a/€’KHOCTI Bifi Macu Tisla mairjieHTa HaBegeHi B Ta6sm. 1.
Yrtunizyiire O0yap-gKi /1aKOHU 3 HEBUKOPUCTAHUM PO3YMHEHHUM PO3UMHOM.

Ho3a maijieHTa (B Mr) + 5 MI/M/I = Ki/IbKiCTb Y MJI PO3UMHEHOTO pO3UMHY Tperiapaty Mio3um,
HeoOXi/THOTO /17151 BBeZIeHHsI /103U TIALliEHTY.

[Tpuknagu:
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Ho3a natienta = 320 mr; 320 mr + 5 mMr/mi = 64 M ripenapaty Mio3um.

Tab6mmsa 1. Po3paxyHok 3arajibHOro 06'emy iHgys3ii

[Hiaria3oH o
. 3aranpHUM -

MacH Tina o [IBuakocTi iHdy3il

: 00'eM iHy3ii

natieHTa (Kr)
Eran 4
7 Mr/KT/TO[
Ertan 1 Eran 2 Ertan 3 (wr/ron)
1 mr/kr/rog | 3 Mmr/kr/rog, | 5 MI/Kr/rof, A
(mn/rox) (mn/rom) (mn/ropm) (noku He Oy e
BBe/IeHO TIOBHUM
00’eM iHbY3iT)

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. TloBi/IbHO BiIOMparOTh PO3UMHEHWM PO3UMH 3 KOXKHOTO ()IakoHa 3a JJOTIOMOTrO0 INTIpHIA 3
TOJIKOFO JliameTpoM He Oisbinie HiXK 20 G. YHUKalTe yTBOPEeHHS IMiHU B IITPULIi.

6. Buzanite moBiTps 3 iH(y3iliHoro makera, 100 3BeCTH 40 MiHIMyMy yTBODEHHSI YaCTOYOK,
OCKIJIbKH Tiperiapat Mio3uM € UyT/IMBUM IO TOBITPS B JUISHLYI, e BOHO KOHTaKTy€ 3 PO3YMHOM.

7. TakoxX BUAAMITh 00CST po3unHy xyopuay HaTpito 9 mr/mi (0,9%) asis iH'eKuil, eKBiBasleHTHUN
00csTy po3unHy mpernapaTty Mio3um, sikuii Oyzie BBe/leHO 10 TIaKeTy.

8. TloBinbHO JojalTe po3uMHEHU PO3UMH mperapaty Mio3um Oe3rnocepeiHbO B PO3UMH XJIOPUIY
Hatpito. He crify moaBati po3unH Ge3rnocepeJHHO B MOBITPSIHUM MPOCTIp, SKUH MOXKEe 3a/TUILIUTHCS
B iH(y3iliHOMY MaKeTi. YHUKaliTe yTBOPEHHs MiHU B iHPy3iliHOMY makeTi.

9. OOGepexHO TiepeBepHiTL ab0 3iMHITH iHGY3iliHMI TakeT, 100 mMepemimaru po3umH. He
CTpYLLYBaTH.

10. ®nakoHy MpuU3HAuUeHi Juile [ OZHOPA30BOrO0 BUKOPUCTaHHS. Bci HeBUKOpHCTaHi peluTKu
Trperiapary CJiJj yTUai3yBaTH.

Jojarok 2. BBeageHHs npemnapary Mio3um

[Mpumitka. He cnig BBoguT Mio3um (anryioko3ugasy anbda) B ofHiM i Tikl camii
BHYTpIlIHbOBEeHHIN  iHGY3iMHIA crucTeMi 3 iHIIUMM JliKapcbkuMu 3acobamu. ITif yac BBefeHHS
po3BeJleHMd PO3YMH TIOBMHeH OyTu BiAdinbTpoBaHuii uepe3 BOyjOBaHUN (iNbTP 3 HU3BKUM
3B'ss3yBaHHAM 3 Oinkamu, 3 fsiameTpom 1op 0,2 MKM, /Jisi BUiareHHs Oy/Ib-IKUX BUJUMUX UaCTOUOK.
Buaumi uvactouku (depMeHT, arperoBaHuil 3 TPOJAYKTaMH pO3K/IaJaHHs) BUJA/ISIOTBCS 3a
JoriomMororo BOyzsoBaHoOro (inbTpa i He UMHSATH Oy/b-SIKOTO 3HAUYIL[OTO BIUIMBY Ha YMCTOTy abo
KOHL|eHTpaLlito rperiapaty Mio3um.

[TawieHTH 3 rocTpUM (POHOBUM 3aXBOPIOBAaHHSIM Ha MOMeHT iHQy3ii rpernapaty Mio3uM MOXXyTb
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MaTh Oifblll BUCOKWM PU3WK PO3BUTKY iHQY3iliHMX peakiil. OcobmBy yBary Heo0XigHO
TIPULIATYA KIIHIYHOMY CTaHy MaLji€eHTa 0 BBeJeHHs rperapary Mio3um.

1. IlosicHITH TIpOLlelypy BBeZleHHs Iperapary Iari€HTOBI.

2. Ilepen mouaTtkoM iHQY3il BUKOHalTe BUMipIOBAaHHSI OCHOBHUX TTOKA3HUKIB XKUTTEMISIbHOCTI, B
TOMY YMCJ/Il apTepialbHOIO TUCKY, IyJ/bCy, YaCTOTH JUXa/JbHUX PYXiB I TeMmnepaTypu Tija.

3. OTpumatiiTe B/B Aoctyr. [1y11 OTpUMaHHS JOCTYITy MOXKYTb OyTH BUKOPHCTaHi BeHHU Yy JTiKTbOBil
SIMLIi, Ha 3am’ACTKY a00 KUCTi pyku. LIeHTpasbHUM JOCTYIT TAKOXK MOXKe PO3TJISIAATHCS SIK BapiaHT.
4. Bi3bMiTb 3pa30K KpOBi /151 aHami3y, SKIo HeoOXiHO, i mpoMuiiTe iHDY3iliHy cucTeMy po3urHOM
XJI0puAYy Hatpito ans iH'ekuin 9 mr/mn (0,9%).

5. PekomeH/lyeTbCsl po3rouvaty iHQY3it0 3 BBeleHHs PO3UMHY XJIOPUAY HATpito [AJs iH'€KLIiid
9 mr/mn (0,9%) uepe3 ocHOBHY iHGY3iliHy crcTeMy 3i MIBWKICTIO, TPHU3HAUEHOIO JliKapeM, [/s
TOro 100 MiATPUMYBaTH TMPOXiAHICTE B/B AOCTymy. SIKIIIO Ile MOXX/IMBO, BHKOPHCTOBYHTE
MpPOTrpaMOBaHUM HACcOC [yl BHYTPIIIHbOBEHHUX iH(Y3ili, 00 KOHTPO/IIOBATH LII0 IIBUJKICTH
iHQys3il.

6. Iligroryire iHdy3iliHy cucTeMy 3 pO3uMHOM Tmpernapaty Miosum fsst iHdy3iid Ta 3anoBHITH ii
po3urHOM. BusiBnsiiTe obepexHicTb, 1006 3amobirtu mosiBi Oy/nbOamiok moBiTps B iHDYy3iliHiN
cuctemi. [nst Toro 1mo06 3abe3meurdTHd TOUHWM KOHTPOJIb IIBHAKOCTI iH(Y3ii, peKOMeHIyeTbCs
BUKOHYBaTH 110 iH(]y3i0 3 BUKOPUCTaHHSM IPOrpPaMOBAHOTO HACOCY JJ/Is1 BHYTPIlIHbOBEHHUX
iHdys3ii.

7. Ilix’emHaiiTe cucTeMy [Jis BBeJleHHsS pPO3uMHY TiperapaTy Mio3um g0 BOyzoBaHOro (isibTpa 3
HU3bKHUM 3B's3yBaHHsM 3 bOikamu, 3 miamerpoM 1op 0,2 MKM, i 3aTIOBHITH CCTEMY PO3UMHOM.

8. Ilig’eanaiite iHQYy3iliHy cucTeMy 3 PO3uMHOM Iperapary Mio3uM [0 HaliHW)KYOTO TMOPTY Jis
JIO/IaTKOBOTO BBEJIEHHS JIIKApChKUX 3ac00iB y OCHOBHIM iH(Y3iMHIM crcTeMi marjieHTa.

9. Indysii cn1ij BUKOHYBaTH MOETAIHO, 3 BUKOPUCTaHHSM iHQY3iliHOro Hacoca.

10. Konu iHdy3ito Oyge 3aBepiieHo, mpoMuiiTe iHGY3ilHY cHCTeMy pO3UMHOM XJIOPUIY HATpiro
ans iH'ekuiii 9 mr/mn (0,9%) (31 mBHgKicTIO iH(DY3il, fIKa BUKOPUCTOBYBaaacs OCTAHHBOK) TIpU
BBeJIeHHI Tmperapary), o0 TepeKoHaTHCs, 10 /o3a TMpernapaty Mio3uM BBeJieHa TMalL[ieHTy
TIOBHICTIO.

11. Bin’ennaiite iHdy3iiiHy cucTemy /151 BBe[leHHsI TIperapaTy BiJi OCHOBHOI iH(y3iliHOI cucTemH i
npubepiTh ii pa3om 3 Oyb-IKMMH HEBUKOPUCTAHUMH PeLITKaMH Tperiapaty abo Bigxomamu, mic/st
Yyoro yTU/i3yiTe BCe Lie Bi/INOBIZHO [0 MiCLIeBUX BUMOT.

Noparok 3. 30epiranHsa npenapaty Mio3um

®dlakOHM 3 HEpO3BeJeHMM mpernapaTtoM Mio3uM (anraroKo3uAa30 anbda) ciig 30epiratd B
XOJIOZWIBHUKY TIpu Temrmeparypi Bifg 2°C po 8°C. He cniip BukopucTtoByBaTM Mio3um micis
3aKiHYeHHs1 TepMiHy NIPUJATHOCTI, BKa3aHOTO Ha (PJIaKoOHi.

[Ticns po3BesieHHsI peKOMEHAYEThCSI O/ipa3y BUKOpHUCTaTH mpernapar. OfHak XiMiuHa i (i3nyHa
CTabiIBHICTh MiJrOTOB/IEHOTO /10 BUKOPUCTaHHs Tperapary Oysa MpoieMOHCTPOBaHa IMpOTArOM
24 roguH mnipu Temmepartypi Bix 2°C mo 8°C mpu 30epiraHHi B 3aXHWIIIeHOMY BiJ| CBiT/a MicCLii.
30epiraHHsi pO3UMHEHOTO i PpO3BEJEHOT0 pO3UMHY TMpPU KiMHAaTHIW Temreparypi He
pekomeHgyetbcsi. HE 3BAMOPOXYBATU I HE CTPYIIIYBATN.

[ToBHa IHCTPyKLis IOAO 3aCTOCYyBaHHSl Ipernapary HaBeJeHa B IHCTpykuil 1 Megu4HOrO
3aCTOCYBaHHS JTiKapChKOT0 3aco0y.
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