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PeecTpauiiine ToCBiTueHHs!
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IHCTPYKUIA
JUIA MCAMYHOI'O 32CTOCY BAHHS JIIKAPChKOro 3acoly

EJIAIIPA3A
(ELAPRASE)

Cknao:

ditoua pevosuna: idursulfase;

| M1 MicTHTS 1aypCynbgasu 2 mr;

0onoMinichi  pewosuHu: HaTpil0  XJIOPHA,  HATPito rizgpodocdary remrariapar, HaTpito
nmriapodochary moHoriapar, nomicop6ar 20, Boxa ans iH’ €KL,

Jlixapcuhka ¢opma. KoHueHTpar Ui po3unHy Ui iH}y3iH.
Ocnosni ghisuxo-ximiuni enacmugocmi: Ipo3opuit abo snerka omalecHeHTHMI 6e30apBHHI PO3UHH.

PapyakoTepancsruina rpyna.
JacoOH, 1O BIJIMBAIOTL HA CUCTEMY TpPABJICHHSA Ta merabonizm. ®epmentu. Inypcynsdasa.
Koan ATX A16A B09S.

dapmarxonoziuni enacmugocnti

Dapyarodunamika

Mexanizm i

Cunyipom Xaurepa snjise coboro X-34€IICHE 3aXBOPIOBAHHA, BHKJIMKANC HEJLOCTAaTHIM PIBHEM B
oprauizmi J1i30COMagbHOro0 GepMEHTY inyponar-2-cynbQarasu. OyHKII€IO inypoHar-2-cynbdarasu
e karabomism riikosaminornmikanis (TATY) nepmarancyiaspary i remapaHCynb(aTy IUIIXOM
pyiillyBaHisi OJrocaxapuao3s’s3aHUX CyJIb(aTHHX MOJOBHHOK. Y 3B’A3Ky 3 BIACYTHICTIO
epmenry inyponar-2-cysbdarasn abo HasBHICTIO nedbexTHOro dpepmeHTy inypouar-2-Cyibdarasu
y nauicirtis 3 cuiapomoM XanTepa ri1iko3aMiHOIIKaHU IPOTPECHBHO HAKOMUYYIOTHCA Y KITiTHHAX,
MIPM3BOMASYH /IO KIITHHHOIO MEPEHAaCHYCHHA, opraHoMeraiii, pyifHyBaHHA TKaHHH i IOPYIIEHHS
¢yHkuii opraHia.

lnypcynbaza — mue ounieHa ¢opma Ji30COMANBLHOTO depmenty imypoHaT-2-cynbdarasm,
oTpMMana Ra NiMii KIITHH JIOAMIK, WO 3abesredye npodifie TIiKO3UMIOBAHHSA, AHAIOTIYHUNA
Takomy fpupojHoro depmenty. lnypcymnsdasza CCKpETyEThCS Y BAIIAAI 525-aMIHOKHCIOTHOTO
raikonporeiny 1 mictnth 8 N-110B’S3aHMX [JIKO3KIILOBAMX JUISHOK, fAKI 3aiiMaloTh JIAHLIIOXKKH
CKIAITMX TiGPWIIMX OJirocaxapuiiB, a TaKOX 0J1irOCAXAPUAIB 3 BEIMKHM BMICTOM MaHO3H.
MoJleKy ISpHa Maca iLypeyib(pasy CTaHOBHTH IIPHOIH3HO 76 x1a.

laypeynudaza, 110 BBOAMTLEA BHYTPIILOBENNO MAllieHTaM 3 CUHAPOMOM XanTepa, 3abesieuye
HAJXOJPKCHHS €K30I€HHOT0 ()EPMEHTY Yy KIINTHHHI JII30COMH. Manuno30-6-¢pocdarai (M6D)

3AJHMIIKK 1a OSXiI‘OCHX‘deﬂHHX JIAHLIIoOTax JaroTb 3MOry @_CPMCHT)’ CﬂCllM(bi‘llIO 3B’ BaFyuCA 3
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M6®-peuenTopamMd Ha KJITHHHIM [OBEPXHI,

hepMeHTy,
naxonuuenux FAT.

HalliJIeHOTO Ha BHYTPIIIHEOKIITHHHI  J130COMH, i

Ktiniuna edhbeKTUBHICTD 1 Oe3nieka

Beanicka Ta cexrupuicts Enanpasu Oy
JiBa PaHAOMi30BaHUX TIALEO0-KOHTPOILOBAHUX KITiHIYH
ji BiKOM Bifl 5 POKiB i OJHE BiIKPHTE JOCIIIKEHHS
M Bix 16 micawiB Ko 7,5 poKy.
poMom XaHTepa 1

yuacTio JOpOCinX Ta aire
038) 3a yyacTIo JiTei BIKO
Jaranom 108 MatieHTiB 4OJIOBIYOI cTaTi 3 CUHA
6ynu BKITIOYEH] Y J(BA PAHNO

HUX TPOHOBKHIN Tepatio i

JlociHKEHHS TKT024

liz uac 52-THXHEBOrO paHAOMi30BAHOTO,
JloCHoKeHHs 96 NalieHTIB Yy Bii Big 5 no 31 poky OTpMMYBaJiM mpenapar
0,5 mr/kr 1 pas na THxzaeHs (n = 32) a6o y no3i 0,5 M
(n = 32). Y HOCITifKEHHS Gy/v BKIOUEHi MAli€HTH 3 JOKyMCHTILHO MiATBEPIUKEHNM AediuToM
NPOrHO30BaHO1 dopcoBaHOi JKUTTEBOL

axTHBHOCTI (EpMEHTY imyponar-2-cynppaTasu, 4acTKOIO

emuocti nerexs (OXKEI) <80% i mMpoKUM Jiara3oHoM
IMcpBHHHUM KPUTEPICM OLIIHKH e(eKkTMBHOCT
Ha OCHOBi CYMH PaHTiB 3MiHH Bil
(6-XBHJIMHIHKA TeCT xonnou, ab
npornoszosaHoi ®XKCJI sk MokasHUK GyHkuii
[laliE€HTiB, AKI LLOTHXHS OTPUMYBAIIU NiKyBaHHs, Bl
Jlo/aTKOBMHA aHai3 KiliHiYHOI e)eKTMBHOCTI IIPOBOJMIIA 32 OKPEMHUMH KOMIIOHEHTaMH [IEPBUHHOTO
GconoTHnMU 3minamu MXKEJ], 3miHa
6’eMOoM (OpPCOBAHOTO BHAMXY 3a TEpIIy CEKYHIY
(MJILLD). aHi 1peacTaBiieHo B Tabnuui 1.

KoM6i1IOBaHOTO KPUTEPIIO, @
poO3MipiB Te4iHKH Ta ceJsie3iHKH, O
AIMNAMiKOI0 MACH JIIBOrO HUIYHOYKA

Ta6nuusa 1. Pe3ynpTaté KIiHIYHOTO JocTiIKeHHs 3acTocysanns Emanpasu B 10

vina wornkns (TKT024).

MI30BaHUX Mnale6o-KOHTPOIBLOBAHH
J1 4ac JIBOX BiIKPUTHX PO3IIMPEHUX JLOCJIIJKEHD.

i 6yB JIBOKOMIapTMEHTHHH
royaTKy A0 KiHls HOCIIK
o 6-XTX), sK TMOKa3HHUK BUTPHBAJIOCTI,
erenb. Lleit kpuTepid CyTTEBO BiApi3HABCA Y
1 Takoro y rpyni niaue6o (p = 0,0049).

na TPOJICMONCTPOBAHA Y TPHOX KJIIHIYHH
ux pocnimxenns (TKTO0

r/kr | pas Ha 2 THXHI (0 =

.~

(0 NPU3BOMMTH 1O KIHTHHHOL inTepHamizauii
mojaisIIoro  karabomismy

X JOCIIIKESHHAX:
8 Ta TKT024) 3a
6esnexu (HGT-ELA-

IIMPOKHM CIIEKTPOM CHMIITOMIB
X KJiHiuaMx gocnimkenus, 106 3

NoABiMHOro C€NiNOro naueb0-KOHTPOJILOBAHOI O
Enanpasa B 103i
32), a6o nnanebo

KTiHiYHOT BUPA3HOCTI 3aXBOPIOBAHHA.
KOMOiHOBaHUH MOKa3HHK
eHHs BiICTaHi, MPOHAEHO]I 32 6 XBHIHH
a TaKoX BIICOTOK

Mu xonnenTpauii TAT B cedi 1
(ODB)) i

3i 0,5 Mr/kr Macu

52-TH>KHEBE JIIKyBaHHS
0,5 Mr/Kr Ha THX/ICHb

/
Y3rogxeHo 3 nﬁnw”
peccTpaLiitderd £ocke J

OnocepeaKoBaHO 3BAXEH] (OM) CepenHs 3naueHHs P
Kinena To4ka cepeaHi (SE) BIAMIHHICTb Y (opiBHAHO 3
Inypcynbdasza [Tnane6o JiKyBaHHsA manebo)
TIOPiBHSHO 3
nnaue6o (SE)
Kom0biHOBaHHH
kpurepiii (6-XTX 1a % 74,5 (4,5) 55,5 (4,5) 19,0 (6,5) 0,0049
@XKEIT)
6-XTX (m) 43,3 (9,6) 8,2 (9,6) 35,1 (13,7) 0,0131
% MPOrHO30BaHOI
OKEN 4,2 (1,6) -0,04(1,6) 4,3 (2,3) 0,0650
AbcomoTiinii 06’eM
DKE (n) 0,23 (0,04) 0,05 (0,04) 0,19 (0,06) 0,0011
Pigni FAT y ceul (MKT
AT/ME KpeaTHHiH) -2233(20,7) | 52,23 (20,7) -275,5 (30,1) <0,0001
o SMILi pOSMIPY -25,7(1,5) -0,5 (1,6) 2252 (2,2) <0,0001
neqiiiKu




g ~
{é;?g;l;:{if gy -25,5(3,3) 7,7(3.4) -33,2 (4,8) <0,0001

Jaranom y 11 nauientis 3 31 (36%) y rpyIi IOTHXHEBOI Teparii B NOPIBHAHHI 3 5 nariesramu 3 31
(16%) y rpymi muauedo nigsruioca sHauenHs OOB) npuHaiivAi Ha 0,2 11 i Hac abo nepen
JaKiHUEHHSM JOCIIIKEHHS, 1O BKA3Y€ Ha [1030321€XKHE 3HIKCHHA o6CTpYKLIT AMXaNbHUX LUIAX1B.
V naitieHTiB rpynH LIOTHXKHEBO Teparlii iCTOTHO, B CEPEAHBOMY Ha 15%, nokpawmses O®B; Ha
MOMECHT 3aBEPUICHHS JOCIIDKEHH.

Kouuentpauiz Al B ceui 3HU3WNACH HUXKHC BMH (Bu3HauaeTbcs AK 126,6 MKT TAI'/Mr
kpeatuHiHy) y 50% XBOpHX, AIKi OTPUMYBAJIH IOTHXHEBY Tepamniio.

Y 80% (20 xBopux 3 25) XBOpHX 3 FeraTOMEraliclo Ha MOMEHT OLIHKM BHXIJHOTO CTaHy, AKi
MOTHXHS OTPUMYBAIH JIKYBaHHs TIperiapaToM, Bi[3HAYEHO 3MEHILEHHS PO3MipiB NeYvinky Ha
KiHeLb JAOC/ILIPKEHH JI0 HOPMH.

3 9 XBOpHX TPYINH HIOTHKHEBOI Teparlii 3i CILICHOMETAIIEI0 Ha MOMEHT OIIIHKM BHX1JAHOIO CTaHy Y
3 XBOpHMX PO3MIpH CENE3IHKH BiLAHOBMJIMCA 10 HOPMAIBHUX IO KiHLA JOCIIIOKEHHA.

[pu6au3HO Yy [10JOBHHH [Al[€HTIB 3 rPyNH LIOTHXHEBOI tepanii (15 3 32; 47%) BusBIeHa
rinepTpocis 1iBOro UUTYHO4Ka Ha MOYATKY JOCTIKEHHS, KA BU3HAYaIacid 3a inpexcom MIJILI >
103 r/m2. Y 6 (40%) 3 nmx xsopux MJIIL nopManizyBanacsi 10 Kitus JOCIIDKCHHS.

VYci XBOpI OTPHMYBAJH iaypcynbdasy WOTHXHA Y nepiog a0 3,2 poxy y pamKax JIOAATKOBOTO
PO3LIMPEHOTO HOCHIDKCHHA (TKTO024EXT).

V nauieHTiB, AKi OTPHMYBAIN inypcynb(asy LIOTIXHA B paMKax nocmikenns TKT024, y
cepeHLOMy MakCUMajlbHE TONiMIeHHs UCTaHIlii, MpoWzeHol 3a 6 xB crocrepiranocs Ha 20
MiCsilli, 4 YaCTKa MPOrHO30BaHOI ®XXEJT nocsriia MakKCHMyMY B CEpEAHBOMY HA 16 micsui.

V Beix MAEHTIB CIOCTEpiraly CTATUCTHYHO 3HAYYIIE CCPEHE 36iNbIIEHHS TUCTaHIIi], TIPOAEHO
3a 6 xB, y OiIbWIOCTI MOMEHTIB 4acy OWiHKM Bif MOuYATKy JNikyBaHHs (s falieHTiB, fAKI
oTpUMYBaIH 1ypCynbdasy, noyaTkoM 6yB MOYATOK MOCIIKECHHA TKTO024, a ana XBOpHX, AKi
OTpUMYBAJIH 111aLEDO, MOYATKOM 6yB THXIEHb 53), MpH LLOMY 3HAYHMIA CepeNHil 1 BIACOTKOBUH
koediuichT 36inbIIeHNS JMcTaHuil Xoms6u BapiioBanu Bil 13,7 m go 41,5 M (MakcuMyMm Ha 20
sicsi) i Bin 6,4 no 13,3 % (MakcumMyM Ha 24 Mmicsaui) BiAnoBinHO. Y 6iIBLIOCTI MOMEHTIB Hacy ¥
XBOpHX, SKi CMOYaTKy OTpPUMYBAJIH [IOTH)KHEBY TeEpalmilo B paMKax nocnimkenns TKT024,
JHCTANLLA X01b6Y NOKpaliiIacs GUTbIIO MipOto, HiX y IBOX HIUMX rpymnax JIKyBaHHSA.

Cepeuiist BiICOTKOBA 44aCTKA TIPOTrHO30BAHOT @XKEJT icrotHo 36inbmmnacs Ha 16 miciub y BCiX
XBOPHX, XO'a ;10 36 MicAud BOHA Gyna cxoxka 3i 31AaUCHHAM Ha MOMEIT OIIiIHKHM BHXiHOTO CTaHy.
Y lauienTiB 3 HaGiBI THKKAMM JIETEHEBMMH 3aXBOPIOBAHHAMH Ha IOYATKy JOCHIKECHHS
(3rigHo 3 BHMIDIOBaHHAMM  4acCTKH nporso3osanoi  ®XKEJ) cnoctepiranocs MiHiManbHe
NOJIMILIEHHS.

CraTMCTHYHO 3HaumMi 36iibiueHHs abGCONOTHOro 06’emy @XEJI Bix mnovaTky Tepanii
criocrepirani i 4ac GinuiwocTi BizuTiB y BCix KoMOiHOBaHMX rpynax NiKyBaHHS Ta KOXHIHA
nepejtytouiii rpyni JiKyBaHHS B paMKax nocinimxenna TKT024. 3minn cepennix 3xaueHr OIKEI
papitosaii Bix 0,07 1 110 0,31 n, a BiACOTKOBHX — Bin 6,3 10 25,5 % (MakCUMyM Ha 30 micaub).
3MiHM CepelHiX i BILCOTKOBHX 3HA1CHDb ®XEJI y KoXEeH MOMEHT 4acy BiJ Mmouarky JiKyBaHHS
6y.au HaHGINbILIMMY Y TP [LLOTHKHEBOI Tepanii B paMKaX J0CIIUKEHHS TKTO024.

Ilin uac OCTaHHBLOrO BI3UTY B paMmKax pocnimkenns TKT024 y 21 3 31 MAI[iEHTIB TPynH
IOTHXHEBOT Tepanii, y 24 3 32 XBOpHX TpymH NiKyBaHHsS OJIMH pa3 Ha 2 Tuxni Ta y 18 3 31
nauiciTis rpyny miauedo criocTepiraiacs 0CTaTouHa HopMaJii3allis KoHUeHTpawii TAT B ceui, ska
Gyna nwkde BMH. 3minu xonuenrpanii AT B ceui Oymu Haiibinpll PaHHIMH O3HaKaMM
WliHiuHOro nojlinueHHs Ha ¢oui Tepanii inypcynb®asoio, a HaiGiIbIIE 3HIKEHHS KOHIeHTpauil
AT B ceui crocTepiranocs MpoOTATOM TMCPIINX 4 micsuis Tepanii y BCIX rpynax JiKyBaHH, 3MIHH 3
4 no 36 micsiw 6ynu nesnaunumu. Yum Brme xonnentpauis [Al y cedi Ha MOMEHT OLUIHKH
BHXIZHOrO CTaHy, THM GUIBIIOIO MIpOIO 3HHXKYCTHCS xonuentpauis TAL B ceui y nepioat JIKYBaHHS
Ltypeyib(a3zoro.

IMeHILIEHHS PO3MIpiB MEYiHKH Ta cene3iHKH, AKi CoCTepiraim HANPUKIHIU JAOCAIKEHHS TKT024
(TmxaeHs 53), 36epiranucs Mif 4ac MOAa%E osoro_nocrimkends (TKT024EXT) y Beix NauieUTiB
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HE3aJEXHO BiJl 1IONEPEAHBOrO  PO3MNOALLY 32 rpymamu JikyBauusa. Posmipu neyiHKy
nopmaizysaiucs 1o micsus 24 y 73% (52 3 71) nauieHTis, 1o Mau renaToMerajiilo Ha MOMEHT
OLIIHKM BHXiZHOTO cTany. KpiM TOro, po3MipH MEUYiHKK CKOPOTHUIIUCS MAKCHMabHO B CEPENHBOMY
210 8-r0 MicsLs y BCIX MALIEHTIB, sKi paHille OTPUMYBANM JIIKYBaHHS, MPH UBOMY /10 36-ro micsaus
CTOCTEpiranocs He3HayHe 30LIBIICHHS PO3MIpIB NEYiHKH. 3MEHIICHHS po3Mipy ME4YiHKM He
3anexaNo Bid BiKy, TSKKOCTI 3aXBOPIOBaHHS, HAsBHOCTI aHTUTIN Jo IgE abo HelTpani3ylounx
anrturin, Tlin wac pocnimxenns TKT024 po3Mipy cenesiHki HopMmantizyBanucs 1o Micsus 12 ta 1o
Micsiust 24 y 9,7% XBOPHX CILICHOMET €I, iKI OTPUMYBAIH LIOTHXHEBY Tepaniio.

Ilig uac nocnimxenns TKT024 cepemniit inmexc MIILI 3anumiacs CTabUIBHUM YIPOIOBX 36
MiCALIiB Teparil i{ypcyib(ha3oro y BCiX Ipynax JiKyBaHHS.

PeTpoCnICKTHBHUIA aHalli3 IMYHOrEHHOCTI 33 JIAHUMH JOCHIUKEHD TKT024 ta TKT024EXT (aus.
posaii «[ToGiuHi peakuii») BCTaHOBWB, LIO HalieHTH MalTbh abo MicceHc-MyTalito, ato
dpeitmmigT/Honcenc-myrauito. Ilicma 105 THKHIB 3aCTOCYBaHHA inypcynbdasu, aHi cratyc
AHTHTIN, AHi FEHOTHI HE BIUIMHYJIM HA 3MEHILEHHs PO3MIpiB MEYiHKH Ta CeNe3iHKH abo npoitneny
BiACT4Hb IiJ Yac 6-XBWJIMHHOTO TECTy XOab6u aGo BHMIpIOBaHHA (OPCOBAHOI XMTTEBOT €MHOCTI
snercuin. TNallieHTH, SKi MaJM MO3UTHBHHH pE3yJbTaT TECTY Ha AHTHTLNG, ACMOHCTPYBAIM MEHIIE
3MEHILEHHS PiBHS TJIIKO3aMiHOTIIIKaHIB Y ceul, HiX MaLi€HTH 3 HEraTUBHUM pE3yJIbTaTOM TECTy Ha
anTurina. JIOBroCTPOKOBi €(beKTH MOSBH aHTUTL Ha KIiHIUHi HACIiAKH BCTAHOBJIEH] He OyIH.
Hocuyokenns HGT-ELA-038

BiakpuTe 6araToleHTPoBE NOCHIKEHHS OYIJI0 MPOBEACHO B OIHi#l FpyT 3 3aCTOCYBaHHAM iHQYy3iH
iypcynbdasu XJOMYMKaM i3 CHHApOMOM XaHTepa BiKOM Bia 16 MicauiB 1o 7,5 poxy.

Jlikysanns Lianpasoio 3aGesnednno maixe 60% 3HHKCHHA piBHs TJiKO3aMiHOTJIIKaHiB y cedvi i
3MEHIIEHHs PO3MIpiB MMEYiHKM Ta CENE3IHKW: pe3yNbTaTd UbOro JOCII/DKEHHS Ta JOCII/KEHHs
TKTO024 Gynu mopisiiopanumi. 3MCHINEHHS LMX NOKA3HUKIB criocrepirany Ha TvxHi 18 1
NPOJOBKYBANM criocTepiraTn Ha TwxkHi 53. IlauienTd, y SKux 3’SIBUBCS BMCOKWIi TUTp aHTHUTIN,
JIEMOHCTPYBA/IM MEHILy BiANOBiL Ha iXypCy/ib(asy 3a OLIHKOIO MOKA3HUKA rI1iKO3aMiHOIJIIKaHiB Yy
cedi Ta 32 OLIHKOIO PO3MipiB MEYIHKM Ta CENE3IHKHU.

Auaii3 renorunis nauiedris y gocnimpxendi HGT-ELA-038

Mauicuris kiacHdikyBasM 3a TakMMM Ipyrnamu: MicceHc-myTauis (13), moBHa Jenelis/3HayHe
peaparysaHHs (8) Ta ppelimMuipT-MyTawii/MyTauii caiity craicuHry (5). OnuH nauieHT He 6yB
knacuikosanuii/ue ningasascs knacudikauii.

loBHA Je/euis/3Ha4uHe peapaHKyBaHHsI TEHOTHITy HAHYacTille NOB’S3yBalH 3 10ABOIO BHUCOKHX
THTPIB AHTHTUI Ta HEHTPATI3YIO4MX AHTHTIN IO iXypCyiIbdasH. Came y wiif kareropii Nami€HTiB,
HaliMOBIpHile, CTOCTEpPIraloTh MOM’SAKIIEHY BiANOBIAb HA JaHMH nikapcekuii 3aci6. OxHak
HCMOMCIMBO TOYHO [POTHO3YBaTH OKPEMY KJIiHIYHY BLUIOBiIL HA OCHOBI Bianosiai aHTuTin abo
I'CHOTHILY.

Hemae KiiHIUHMX naHuX, AKi AEMOHCTPYIOTH MEPEBATM 3 TOYKH 30py HEBPOJIOTTYHHX NpOsABiB
3aXBOPIOBAHHAL.

dapmakokinemuxa

Mexanism  HorMHanus  iaypcyibhasd  OTNOCEPeIKOBAHMHA  CENEKTMBHMM  3B’S3yBaHHAM 3
peliernTopaMu  MaHo30-6-pocary. [licns  inTepranizauii KIiTUHAMK BOHA JIOKaNi3yeTbCsd B
IOLTHHAKX JII30COMAX, TAKMM YMHOM 0OMeKyrouH posroaineHHs 6inka. Jlerpanauis inypcynbdasu
BiiByBacTbCs IUIAXOM J00pe 3po3yMiTMX MeXaHi3miB OilIKoBOro ripoyizy 3 YTBOPEHHAM
HEBEJIMKMX TIENTHAHMX 3ATMUIKIB | aMiHOKucoT. OTxe, nopywexHs GyHKIii HUpoK abo MediHKH
HE BILIMBAE HA (PapMAKOKIHETHYHI NlapamMeTpH ifypcynboasu.

(DapMaKOKiHETH4Hi IapaMeTpH, BU3HAYCHI Ha THXHI 1 HOCIIIXEHD TKT024 (rpyna 3acToCyBaHHA
npenapaty y n03i 0,5 mr/kr Ha Tixaens) Ta HGT-ELA-038 Aicis MEPIIOro BHYTPIIHEOBEHHOIO
BBe/ICHNs npenapary Enanpasa, npeacrasieni y tabmuusax 2 i 3 Ak GpyHkuis BiKYy Ta MacH Tina.

Tabnuis 2. DK riapamMcTpy Ha TWx/ICHb | SIK QYHKIIS BiKy: ZOCIIUKCHHA TKT024 ta HGT-ELA-
038.

JlocaiJoKkeHHs

— ol —)
T HGT-ELA-038 KT024 |
Y3roaxeHo 3 .aTepianaM'A| ﬂ/ 4

peecTpayiiHoro £,0che J
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[lanicHTH-y4aCHUKH nocnikens TKTO

[’ STbMa KAaTEropisiMi MacH Tijia (muB. TaOMHLLO).

A 14-15 SEhiL 12— 18 > 18
po (n=27) (n=11) (n=8) (n=9)
Cunax (Mkr/ M), 13+0,8 1,6+0,7 1,4%0,3 1.9£0,5
cepente £ SD

E 3
AUCo (xB*MKIMI)Y 99434769 | 238+ 103,7 196 + 40,5 262 + 74,5
cepennic £ SD
KunipeHe
(MII/XB/KT), CEPEMIHE £ 2,4+0,7 2,7+1,3 2,8 £0,7 2,2 20,7
SD
é) (Mn/Kr), CEPEmHEX 394 4 473 217+ 109 184 + 38 160 £32

24 ta HGT-ELA-038 Takox Oynw crpaThdikoBani 32

TaGnuust 3. ®K mapameTpu Ha THXHI 1 AK ¢yHKuis MacH Tina: nocmimxenns TKT024 Ta HGT-

ELA-038.
o) <20 >20 1a <30 | >30Ta<40 | 24072 <50 >50
L (n=17) (n=18) (n=9) (n=5) (n=6)
Conax (MKI/MI),| 5 403 1,5+1,0 1,7+0,4 1,70, 1,7£0,7
cepente = SD
Ut 206.2 +33,9 (2343 +103,0/231,1 +681,0/1260,2= 1 13,8 251,3 + 86,2
(xB*MKI/MII)
[KnipeHe
(MIT/XB/KT), 2,5+0,5 2,6+ 1,1 2,4 +0,6 24+1,0 24+1,1
cepeunc £ SD
Vs (it/xr) 321105 | 3974528 171 52 160 + 59 181 + 34

Bisibill BUCOKKIA 06’€M PO3NOALTY B PIBHOBAXKHOMY

MEHILIOI0 Macor0 Tijna.

3arasiom TIpy OWIHIL Biky a0

BMIKBY, aHi IOAO LIBMAKOCTi KnipeHcy Enanpasi.

Kainiuni xapaKTepuCcTHKH

TIoxazaunsa.
[lpenapat Enanpa3a

IIpomunokasanta.

Tsokka abo 3arposnusa VI XKUTT
JOTIOMIKHOT pEYOBHHH, Y pasi fKIlIo rifnepuyTJIMBICTD HE MO

Ocobaugi 3axo0u He3nexu.

HeBHKOPHCTAHWH JTiKapChKHH 3aci0 abo #oro 3an

BUMOI'dMH.

Biacmodin 3 inuumu RiKapcbKumu 3acobamu ma inwi eu
dopMaibHi  JOCHIKEHHS B3aemomii imypcynbdasu 3

TIPOBOJIHIIN.

[OKa3aHWil JUIsl TPMBAIOro JIKYBAaHHA XBO
(MYKOI1OJIICaXxapu1030M 11 runy (MTIC ID)).
HilKy 3 FCTCPO3UIOTHAM FEHOTHTIOM HC Opanu

Oou 63aEMO0i.
iHIDMMM  JTIIKAPCBKUMU
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3 MaTepianava'
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crani (Vss) crioctepirany y rpynax MAaIi€HTIB 3

0 MacH TiJia He BUABICHO OYEBUIHOT TeHIleHlli'f aHl MOoA0 CUCTEMHOI0

pUx 3 CHHAPOMOM XaHTepa

yyacTi y KIiHIYHHX sUpoOyBaHHAX.

s rinepuyTIUBICTE 10 akTMBHOI pedoBunu abo no Oyab
’Ha KOHTPOJIIOBATH.

MLIKYM CIiJl YTHJi3yBaTH 3TiHO 3 MiCHEBUMH

I

3acobamMu He



Onnak 3 ornsany Ha MeTaboni3M npenapaty B KJIITHMHHHUX J1i30COMax, inypcyibdasa He NMOBHUHHA
BCTYNaTH Y B3aEMOJIII0 3 TIpernaparaMy, fKi MeTaboNi3yloThcs B OpraHi3Mi 3a JONOMOIrOI0 CHCTEMH
uuroxpomy P450.

Oco6auBocTi 3acTocyBaHHS.

Ingbysiiini peaxyii

Y nauieHTiB, fKi OTPUMYIOThH imypcynbdaly, MOXYTh BUHHUKATH iHGY3iiHI peakuii (IuB. po3zin
«l1o6iuHi peakuii»). Ilix uyac kmiHIiYHMX BHnpoOyBaHb HainowupeHimn iHGY3iHHI peakuii
BKJIIOYAJIW IIKIpHI peakuii (Bucun, cBepOiX, KpOMMB’sHKA), TiNEPTEPMilO, TOJIOBHUH Oiib,
rinepreHsiio Ta TNpPUIUIMBH KpoBi 10 o0auyys. IndysiiiHi peakuil gikyBanu abo 3MEHIIYBaIH
IJISXOM YIOBIJIbHEHHS MIBUAKOCTI iH(Qy3ii, npusynuHeHHs iHQy3ii abo WIIIXOM 3acTOCyBaHHS
JIKapChbKUX  3aco0iB, TakMX AK AaAHTHTICTaMIHHI  3aco0M, >KapO3HHXKYBajbHI  3acobw,
KOPTHKOCTEPOIAH Y HH3bKHUX A03aX (HpPedHi30JIOH i METHINpejHi3ouoH) abo iHransauii Gera-
arodicriB. [1iJ{ yac KNIHIYHUX JOCIIIKEHB JKOJICH MAI[IEHT He PUNHHAB JIIKyBaHHA 4Yepe3 1HY3iHHI
peakuii.

ludy3iitny Teparito 3 0COOIMBOIO OOEPENKHICTIO NPOBOJATE Y MAUIEHTIB 3 THKKHM OCHOBHHM
3aXBOPIOBAHHAM AMXaNbHUX LLIAXiB. L{g kaTeropis nauieHTiB notpedye peTeasHOro MOHITOPHHTY i
npoBejenns iHdy3iiiHol Tepamii y BiZNOBiAHMX KJIiHIYHMX yMoBax. Llifi xareropii mauieHTiB 3
006epeXxHICTIO TPH3HAYAIOTh 3aCO0M KOHTPOJIIO Ta JIIKYBaHHSA 3aXBOPIOBaHHA, oOMexyrouu abo
3a6e3Meuyloun peTeNsHUI MOHITOPHUHI 3aCTOCYBaHHS aHTHIICTaMiHYy Ta IHLIOTO CEIaTHBHOIO
JikapchKoro 3acoby. Y Aeskux BHITaJKax MoXKe BHHUKATH rnorpeba y 3abe3neyeHH] MO3UTHBHOIO
THCKY Y JUXaNbHUX LIIAXaXx.

MMauienram 3 roctpuM GeOPUIILHUM pecripaTOPHHUM 3aXBOPIOBAHHAM CIIJI PO3TTISIHYTH MOXITMBICTD
3acTocyBaHHsl 1H(QY3idHOT Tepanii Ha mni3Himiomy etami. JUIS Nauwi€eHTIB, SAKUM JOJATKOBO
3aCTOCOBYIOTH KMCHEBY Tepamnilo, HeoOxigHo 3abe3neduTH KHceHb MiA yac ingysiiiHol Tepanii Ha
BUNA0K BHHUKHEHHS 1HY31HHOT peakiii.

Anainakmoioni/anaginaxkmuyni peaxyii

V neskux ramieHTiB, AKi OTpUMYBaNIM i1ypcynbda3sy, croctepiraiy aHaginakToinHi/aHadinakTHYHI
pcakuii, siki MOXYTb OyTH HeOGe3NeuHUMH Ul KUTTS, HaBiTh Michs AEKUIBKOX POKIB Bif, [04aTKy
nikyBaHHs. Bijcrtpoucni cuMmnToMu aHadinakroigHux/aHadiIaKTHYHHUX peakUiil crocrepiraiu
ynpojiosx 24 roamH nicns novatkopoi peakuii. [Ipu po3suTky aHaginakroigHoi/aHadinakTHYHOL
peakuii iH}y3i10 ciii HeraHHO NPUITMHUTH Ta PO3MOYATH BIANOBIAHE JIIKYBAHHS | CHIOCTEPEKEHHS.
Csit jorpuMyBaTics 1IIOTOYHUX CTaHJAApTiB HeBiaknaaHoi tepamii. [TauieHTam 3 Tsxkkumu abo
pedpakrepHumMu aHadinakToiAHMMHK/aHa(INIAKTUMHUMH peaklisiMu Mo)ke OyTd moTpibHe TpuBaie
KJHIYHE CTIOCTEPEXEHHS. [MauienTam, y AKUX y MHHYJIOMY BiJI3HAYaNMUCA
aHa¢inakToinHi/aHadinakTHYHI peakuii Ha BBEACHHA 1Aypcynbdasy, ciill 3 06epexHICTIO TOBTOPHO
npusHayaty mnpenapar. ToMy iHQY3il0 NOBHHEH MNPOBOJMTH HAJEXHO HaBUEHHW# T[epcoHan B
YMOBax HasBHOCTI oOjajHaHHA Ta 3acobiB uid peaHiMarii (Bkirovaroud agpeHaniH). Tspkka abo
MOTEHLUIMHO 3arpo3NuBa I/ KUTTA TINEPYYTIHBICTh € MPOTUIIOKA3aHHAM JUIA MOBTOPHOI iHQY3ii
nikapcbkoro 3aco®y y pasi, SKIO rinepyymIMBICTh HEMOXUIMBO KOHTPONIOBAaTH (AMB. pO3AiI
«llporumnokazanHus»).

Tayienmu 3 no8HoI0 Oeneyiclo/3HaYHUM PeapandICy8anHAM 2eHOMUNY

JiTH 3 TIOBHOIO MAENELi€I0/3HaYHHM peapaHXyBaHHAM T'€HOTHILy MAalOTh BHUCOKY HMOBIPHICTH
PO3BUTKY aHTHTLI, ¥ TOMY YHCJIi HEUTPaTi3ylOUMX aHTUTLI Y BiATIOBiAb Ha inypcyandasy. [Tanientu
3 IIUM TCHOTHIIOM, SIK NPAaBWJIO, MAIOTh BHLIMH PU3NK PO3BUTKY MOOIYHUX peakiii, MoB’sI3aHUX 3
BBEACHHAM iHQY3iid, Ta GinbLI MOM’SKILEHY BIAMOBiAbL HA NiKYBaHHS, 5Ky BU3HA4alOTh 32 PIBHEM
3HW)KEHHA TI0Ka3HWKAa TJIKO3aMIHOIJIIKaHIB y Cedi, pO3MIpIB [E€4IHKH Ta 00’€My CeNne3iHKH
NOpIBHAIO 3 TMalicHTaMM 3 Miccene-reHotunom. OOcrtexenHs Ta JIIKyBaHHS  IaUICHTIB
Npu3navaloTh iHjMBinyansHo (amus. posain «ITobiuni peakuiin).

Bmicm nampiio

ITpenapar mictuth 0,482 mMMons HaTpito (abo 11,1 Mr) y koxnomy ¢nakoHi, 1[0 €KBiBaJIEHTHO
0,6 % Bix pekomenaoBaHoi BOO3 makcuManbHOI [1060BOI HOPMH CIOXHBaHHS HaTpilo Juis

JI0pOCIIOT JIIOJIMHH, KA CTAHOBHUTH 2 T.
= 4
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Biocmesicysanicmb
JIng TOKpAIIEHHs BiCTEXyBaHOCTI GiooriuHMx JiKapchkux 3aco0iB CIiI 4iTKO ¢bikcyBaTH
HaliMeHyBaHHS Ta HOMEp cepil BBCICHOTO Mpenapary.

3acmocysanns y nepiod eazimuocmi abo 200ysanna zpyooio.

Bacimuicmob

Jlani 11po  3aCTOCYBaHHS inypcylibasy  BariTHUM BigcyTHi abo oOMexeHi. 3a pesy/bTaTaMH
JIOCTJDKEHD, TIPOBEJIEHUX HA TBAPHHAX, HE BUABJICHO MPAMOTO a60 OMOCEPENKOBaHOTO HEBaXaHOTO
BIJMBY Mpenapary 3 TOYKH 30Dy penpoayKTHBHOI ToxcuuHocTi. Sk 3amobixHuit 3axin, HGaxaHo
YHHKATH 38CTOCYBaHHA inypcynbdasu mij yac BariTHOCTI.

Tooysains 2pyooio

Heginomo, un BuAinseThes inypcynbgasa y rpyaHe MOJOKO. Jlani, oTpUMaHi MiJ 4ac HOCIiOKEHb
Ha TBapMHAX, MiATBEPAMIN EKCKPELiIo inypcynbgasu y rpyAaHe MOJIOKO. He MoOXHA BHKIIOYHTH
PHU3HK JUIsk HOBOHAPOIKEHHX/HEMOBIIAT, TOMY pillieHHs TIPO NPUIMHEHHs IPYAHOTO royBatHs a6o
BiAMiHY/y TPUMaHHs BIL repaniii iypcyibdasoio HEoOXiZAHO MpHIAMATH 3 YpaxyBaHHIM KOPHCTi
IPYAHOrO BUTOOBYBaHHA IS IMTHHH T4 KOpHMCTi Teparii s MaTepi.

Depmunbhicme.

Y penpOoAyKTHBHUX NOCIIKEHHAX HE OyJ10 BUABJICHO BIUIMBY Ha dbepTUnBHICTE CaMIIiB ILypiB.

30amuicmy enAUGAMU 1t WEUOKICMb PeaKyii npu Kepyeanni agmompancnropmom abo inwiumu
MexaHismamu.

Laypeysibdasa He BLIMBAC 800 BILIMBAE NE3HAHIUM HHHOM 1A 3aTHICTb KepyBaTH aBTOMOOLIEM UM
NpAIIOBATH 3 IHIIUMY MEXaHI3MaMH.

Cnoci6 3acmocysanna ma 003u.

[Ipenapar Enanpasa 3acTOCOBYIOTH [iJ HarnsaoM Jiikaps abo MeICceCTpH, sxi mobpe 00i3HaHi y
snikysaniti MIIC II a6o iHuIMX COAAKOBHX MeTaboNiIuYHMX MOPYLICHD.

lpenapar BBOxsTh B 1031 0,5 MI/KI MacH Tijia UIOTHXHS LUIAXOM BHYTpIilIHLOBEHHOI iHY3ii
NpoOTATOM 3-TOJIMHHOTO mepiony, AKuil MOXHA TOCTYNOBO CKOpOUyBaTH A0 1 FOMMHM, AKIIO y
HauieHTa He ciocTepiraroTh iHdy3iiHi peakuii (IUB. po3nin «OcobmuBocCTi 3aCTOCYBaHHA»).

Koxen duakon 3 npenaparom Enanpasa pU3HAYEHHH TibKM U1 OHOPA3OBOTO BHKOPUCTAHHA i
Mmictute 6 Mr inypcynbasy y 3 Mil pO34HHY. Ipenapat Enanpasa NPU3HAYEHUN UL
BHYTPillIHBOBEHHOT  1H(Y31/HOL tepamii 1 mnepen ingysifiHMM 3aCTOCYBaHHAM 060B’13KOBO
PO3BOAUTLCA Y PO3UMHI natpito xsopuay 9 mr/ma (0,9 %). PexoMEHAy€ETHCS BBOAMTH 3arajibHHM
06’eM iH(Y31i, BAKOPUCTOBYIOUH niHiftuE GineTp 3 miamerpoM mop 0,2 MKM. He cnig BBOAMTH
Enarnpasy 3a HasBHOCTI IHLINX npenapartis B iny3idnii Tpy6ui.

Crioci6 po3seiieHHS

— Busnautc KinbkKicth (WIaKOHiB, sKi HEOOXIUHO PO3BECTH BINIOBIIHO [0 MAacH Tija
KOHKPETHOTO MaLli€HTa 3 ypaxyBaHHIM pexoMeH10BaHOi 1034 0,5 MI/KT.

- He BHMKOpPHCTOBYHTE Mpenapar, KO0 PO3HUHH Yy niakonax 3MiHMB KOJIp a60 NpH HasiBHOCTi
TBEpAMX YaCTHHOK. (JIAKOH i3 PO3YMHOM HE CTPYUIyBaTH.

- Habepirs pospaxoBanuii 00’¢M npenapary Enampasa 3 BiANOBiAHOL KiJIbKOCTI (p1aKoHiB.

- PosseiiTh 3aranbHHi 06’em mpenapaty Enanpasa, axuii neoOxiano sBectH, y 100 mi
pO3uMHY XJOpHAy HaTpito 9 mr/ma (0,9%) mns indysii. HeobxinHo AOTPHMYBATHCA
obepexnocti 115 3abe3reyeHHs CTEPWILHOCTI IIPUrOTOBAHUX po3uMHiB, ockinbky Enanpasa
He MiCTHTh KOHCEpBaHTiB abo 0aKTeplOCTATHYHOrO arcHTa, HeoOXiIHO NOTPHUMYBaTHCH
acerrruxu. TTicns po3BefieHHs po3uuH 06epexHO nepemiuyioTh, NPOTE HE CTPYWIYIOTE.

Hesukopucranuil nikapchkuil 3aci6 260 JOro 3alMLIKM CNiA YTHIi3yBaTW 3rIIHO 3 MICLIEBUMH
BUMOTI'aMH.

MoxnuBicTh TpoBeleHHs iHQY3ii BAOMa MOXe OyTH pO3INIAHYTa IS MaLieHTiB, SKi MPOTATOM
JEKIIbKOX MICALIB OTPUMYBIH JiKYBaHHA B MCIM'IHOMY 3aKnaji Ta MaloTh AOCTaTHIH piBEHbB
nepexocumocti 10 indysif. Ipopenenns indys3ilii BIOMa HEOOXIOHO MPOBOAMTH nij HarjisgaoM
niKaps.

OcobnuBi rpyny nauicHTip _7/ / /
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Hayicumu nimub020 6IKy

KliHi4HM# LOCBIA NPU3HAYSHHS J1IKApCHKOTO 3aco0y Mal[ieHTaM BIKOM [TOHa/l 65 pokiB BiCYTHiH.
Iayienmu 3 NOPYUIEHHAM pyHKyil HUPOK HU NEYiHKU

KotiniuHuil 1OCBiA NpU3HAYEHHS JTiKapCHKOro 3aco0y MaLi€eHTaM 3 NOPYIICHHAM (pyHKUil HUPOK U
[eyinKy BiACYTHiH (B, PO3ALN «®apMaKOKIHETHKaY).

Himu.

TperrapaT 3acTOCOBYIOTb MITAM Ta MiUTiTKaM B OJHAKOBif 3 OPOCIUMHU no3i 0,5 MI/Kr MacH Tijla
ILOTHHKHA.

Hepedosysanna.

Indopmanis 1OA0  HEPCAO3YBaAHII Enanpasoio  ofmexena. Y JEAKHX Nami€HTIB  MOXE
criocTepiratucs aHagiiakToIHa peakilisi Yepe3 nepeno3yBaHHs (auB. po3ain «IIpoTHIIOKa3aHH:»,
«OCO6IMBOCTI 33CTOCYBAHHS).

HMobiuni peakyii.

Mo6iuni peakiii, susBieni y 32 [aIienTiB, AKi OTPHMYBAIM iaypcynbdasy y no3i 0,5 Mr/kr
LIOTHXHS T 4ac  S52-THXHEBOro nnaue6o0-KOHTPOJILOBAHOIO nocnimkenus  ¢dazu  1I/11
(nocnimxenns TKT024), maixe B ycix Bumajkax Oynu JETKUMH U MOMIPDHHMH 33 CTYIICHEM
rspkkocTi. HalGiTbII [TOMMPERMMY SBHILaMH Oy ingysinni peakii, 202 3 AKuX 3adikcyBamy y
22 3 32 maimieHTIB TICNA MPOBEIEHHS 3arajioM 1580 indysit. Y rpyni NiKyBaHHSA rurauebo
sadikcysamu 128 indysifHHX peakuiii y 21 3 32 MALEHTIB MIC/Is IPOBEJICHHSA 3aranom 1612
in@ysiit. OCKiNbKY MiX Yac oaniei iHGys3ii MOIIH crocTepiraTucs JeKinbKka iHQy3IiHUX peakuii,
sasnadeni puine LUbpH, HailiMOBipHimIe, MEPEBUUIYIOTH milicHy uactoTy iHy3ifHHX peaxuiii.
BianosiaHi peakuii 3a XapakTepoM Ta CTYNECHEM TSKKOCTI y rpyni mnauebo 1a y rpyni JiKyBaHHs
AKTMBHUM TIpenapatom OyiIH aHANOriuHHMH. HaiiGinein mommpeni indysifni peakuii BKIOHAIH
mkipui peaxuii (BUCHII, cBepbix, KpONWB’AHKY, epuTeMa), TiMmepTepMilo, NMPUILIMBH KpOB1 [0
001U s, CBUCTSYE JIMXAHHS, IUCITHOE, OJIOBHHI Ginb, GmioBaHNs, Gisib y XHUBOTI, HYNOTY Ta oinb
y rpyasx. HacroTa indysiliHkx peakuii 3MeHIIyBanacs 3 4acoM 1o Mipi IPOAOBXKEHHS JIIKYBaHHSL.
lcGaxani peakilii, nepepaxoBaHi HUXHE, Tpe/CTaBleH] 3a CHCTEMaMH OpraiB BiNMOBIXHO JO
TaKMX KpUTEpiiB 4aCTOTH: JlyXKe 4acTo (> 1/10) abo vacTo (= 1/100 — <1/10) a6o neuacro (= 1/1000
- <1/100). Yacrora HebaxaHOro sBUIla HA OJIHOTO XBOPOr0 BH3HAYAETHCA 3AJIEXKHO BiJl KIIBKOCTI
XBOPHX, AIKi OTPHUMAJIH JIIKYBAHHS. V kOsHiii yacTOTHiH rpyni nobiuHi peakuii BKa3aHi y MOpAAKY
aMeHIneHHs cepitozHocTi. Takoxk BKIIOYCHO HeGaxaHi peakuil, BiAMiueHi Micns peecTpauii
npenapary, i3 KaTeropi€io 4acToTd — HERiZOMO (4aCTOTy He MOXHA pO3paxyBaTH 3a HasiBHHMH
JAHUMHU).

Ta6uuns 1. Tlo6iuni peaxidi, oTpumaHi 3 KIHIHIYHMX JOCTiKEHb Ta TOCT-MapKETHHIOBOTO
JHOCHIJPKEHHSI 33CTOCYBaHHSA Y MaLienTIB, 1o npuiiMaioTs Enanpasy.

CucreMHO-OpraHHUN IoGiuni peakuii
KJac
Jlyke 4acro Yacro HeuacTo Hegsigomo
3 ooxy IMYHHOI AHaginakroiaHa
cucmemu / aHa¢1naKTHYHA
peaxis

3  6oky  Hepsosoi | ['onoBHuk 6inp | 3anaMopoueHHs,
cucmemu TPEMOP
3  odoky  cepyeeo- | IIpHIIMBH kposi | LljaHo3, apuTMisi,
cyounHoi cucmemu 1o obnuyys Taxikap/u,

rinoreHsis,

rineprensis
3  Goky Ouxanoroi | CBUCTAYE Tinokcis, ITpuckopene
cucmemu JMXaHHA, OpoHXOoCIa3M, JUXaHHA

QMCITHOE Kauienb

/
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3 Goky mpasnozo | bine 'y xmusori, | HaOpsk s3uka,
MmpaKmy Hyaotra, liapes, | posjiajiu uuynka
osnoBaHNs

3 6oxy wxkipu ma | Kponus’sHka,
NiOWIKIpHOT MKanuHu | BUCHIL, CBEPOIX,

epuTEMa

3  boky KicmKoBO- Aptrpairis

M 30601 cucmemu ma

CHONYYHOL MKAHUHU

Racaneni  nopvwenns | T'ineptepmis, HaGpsx y Micui

ma peaxyii y micyi | 6iTb y TPYASX BBEJICHHSA

68€0€HHA ingysif, Habpsax
00nnyus,
nepugepuiHuin
HaOpsK

Tpaema, ompyenna ma | lapysiini

veknaonenns npu | peakiii

"ipoee()enm’ npoyeoyp |

Onuc iesSKuX nMo6IYHUX peaKuii

Cepitosni HeGaxaHi peakuii mig 4ac MOCHIDKEHDB Gy/nM BiIMideHi 3aranoM y 5 Maui€HTIB, AKi
oTpuMyBaM npenapat y n03i 0,5 MI/KT LIOTHXHS abo uepes TwxkneHb. Ha ¢oui ommiei a6o
JeKiIbKOX 1HQY3iii y 4 XBOpHX PO3BHHYJACS TiNOKCif, SKa norpebyBana BBEACHHA KUCHIO 3-M
namiedTaM 3 TSKKMMH OOCTPYKTMBHHMHM 3aXBOPIOBAHHAMM IHMXaJIbHHUX muisxis (2 marieHTam
paHillie TIPOBOJMIIACA TPAXEOTOMis). HaitGiner Tskka iHdysiiHa peaxilis, fka NpOSBHIIACH
KOpPOTKOUAaCHUMHM CyAOMaMH, crocrepiranacs y 1 nauiesTa Ha QOHi 3arocTpeHHs (QeOpUIIbLHOro
PECTIiPATOPHOrO 3aXBOPIOBAHHS 1 CYIPOBOUKYyBanacs rimokciero mia 4ac iHdysii. Y 4eTBEpTOro
XBOPOTO 3 MEHII TSUKKHM TepebiroM OCHOBHOTO 3aXBOPIOBAHHS HECTIpUATIINEA peaxilis CIIOHTaHHO
MHHYJIA TICIIS MPUMMHEHHS BBEJCHHA npenapary. 3rojom npu BMKOPHMCTaHH| OiNbII TOBUILHOT
LIBMIKOCTI BJMBAHHS i MPOBEIEHHs MpeMearKanii (MpU3HAauYCHHsA HU3bKHX 103 KOPTHKOCTEPOi/iB,
AHTMIICTAMIIHMX Mpenaparis, iHransuii 6eTa-aroHicTis) Ui sABKIIA TIOBTOPHO HE PO3BUBAIMC. Y
I’STOrO XBOPOrO 3 paHiliie BUABICHOIO KapjlionaTielo rmij vac JIOCITipKeHHs BynH 3apeecTpoBaHi
HCPCAYACHT LY HOUKOBI KOMILIEKCH 1 1pom60emb0ilisi JlereneBoi apTepi.

Jlani 110CT-MapKETHHIOBAX AOCHIUKEHb MICTATH indopmatito npo aHadinakToinHi/aHadiTaKTHYHI
peaxuii (anB. po3tin «OcobMMBOCTI 3aCTOCYRAHH»).

MMalieHTH 3 NOBHOIO NENELIEI0/3HAYHHM PEAPAHIKYBAHHAM TEHOTHIlY MAIOTh BUILMH PH3HK [OSBH
noGiunnx peakiifl, noOR’s3aHHit 3 IHQY3IHHHM  BBENCHHAM (nmB. posnin  «OcobMMBOCTI
3aCTOCYBaHHS»).

Imynozenticmy

IMix yac 4-x xniniurux gocnimxens (TKT008, TKT018, TKT024 ra TKTO024EXT) y 53 3i 107
nauicuTis (50%) Ha neBHOMY eTarni BUsBMIK antuTiia o IgG inypcyJibdasu. 3araibHui MOKa3HUK
10SIBH HEATPai3ylouMX aHTHTiN CTaHOBUB 24% (26 31 107 raui€eHTiB).

Y perpocreKTMBHOMY aHalli3i iMyHOTE€HHOCTI 3a IAHUMH nocmimkens TKT024/024EXT y 51% (32
3 63) naieHTiB, AKi OTPUMYBaIH ixypcybdasy y 1osi 0,5 MI/KT Ha THXIEHb, BUSBICHO IIPHHANMHI
| 3pa3oK KpOBi, KM J1aB MO3UTHUBHUI PE3YNLTAT HA aHTUTINA J10 iAypeybdasy, iy 37% (23 3 63)
[aui€HTiB BUABJIEHO MO3UTHBHMII pe3yJbTaT Ha aHTUTA TMJ 4ac nIoHaiiMeHe 3 MOCHiJOBHUX
BizuTiB: 21% (13 3 63) MaJid NO3UTUBHHH PE3YJILTAT HA HeliTpanizylodi aHTHTINa MPUHAAMHI OJMH
pas, a 13% (8 3 63) Manu nO3UTHBHNI PC3yILTAT A HCHTpanizyloui aHTHTINa npuHaiMAi mia yac 3
BI3HTIB.

ITix yac kniniunoro nocnimxenns HGT-ELA-038 ouinioBany iMyHOTreHHiCTh y AiTeH BikoM Bi 16
micsiis Jio 7,5 poky. Ilix yac S3-THKHEBOTO MOCHILKEHHS 67,9% nauientis (19 3.28) maiu
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NpuHaiMHI OIMH 3pa30K KPOBi 3 MO3HTUBHUM PE3YJILTaTOM TECTY HA aHTUTINA 10 ixypcyabdasu Ta
57,1% nauientis (16 3 28) nanu MO3MTUBHHN pe3ynbTaT Ha AHTHUTINA MPUHAMMHI MiJ Yac TPhOX
[IOCHIIOBHMX Bi3UTiB. 54% TNALiEHTIB MAIM IO3UTHBHUIA pe3ysbTaT Ha HeHTpali3yrodi aHTHUTiIA
MiHIMYM OZIMH pa3, i y MOJOBHHH MALi€HTIB BUABICHO MO3UTHBHY peakuilo Ha HelTpanizyrodi
AHTHTIsIa PUHAKMHI IMiJ Yac TPHOX NOCIiTOBHUX Bi3UTIB.

V BCiX IMALi€HTIB 3 TOBHOI AENCLIEI0/3HAYHMM PEapaHKYBAHHAM FeHOTHIY 3’ ABUIIMCS AHTHTINA, 1
GinbILiCTh 3 IMX nawieHTiB (7 3 8) TakOX MajM NO3UTUBHUIA PE3YNLTAT Ha HelTpali3yroi aHTUTLIa
npuiaiiMAi 3 pasu Tocriith. Y BCiX MAILEATIB 3 FeHOTHIAMK dpeimidr-myTanii/myTauii cairty
CcruTaiicHHry 3’SBWIMCS aHTUTING, a 4 3 6 NALIEHTIB TAaKOX Manu NMO3UTHBHUI pE3ysbTaT Ha
HeiTpaniidylodi aHTHTiNa MiHiMyM mia 4ac 3 nociiioBHUX Bi3uTIB. [lalieHTH 3 HEraTHBHHUMH
pesy/bTaTaMK TECTy Ha aHTHUTiNa Halekaly BUKIIOYHO 1O IPYMH 3 IEHOTHIIOM MicceHc-MyTauii
(1B, o3 «OCoBIMBOCTI 3aCTOCY BaHIIsD) T2 «DapmakoiHHaMiKay).

Jloceid 3acmocyeanis npenapany oimsim
Mobiuni peakuii, BUsBIEHI Yy TIEiaTPHUHIA momynsaunii Ta y Jopocnux, Oyau 3aranom
AHAJIOTTYHHMH.

Iogidomuenns npo nido3plosani nobiyni peakyii

Mosigomenns npo nobiuni peakuii micns peectpauii nikapcbkoro 3acoby Mae Baj¥JIMBE
sHauenHs. lle Aa€ 3MOry MNPOBOAMTH MOHITOPHHI CHiBBiAHONICHHS KOPUCTB/PU3NK TIPH
3aCTOCYBaHHi LBOT0 JiKapchbkoro 3acoby. Menuunum Ta dapMaueBTHYHUM TNpaliBHUKAM, a
TAaKOXK MauieHTaM abo iX 3aKOHHMM IMpPEACTaBHMKAM CJiJ IOBIAOMIATH NPO yci BHIaJKH
nifo3pioBaHKXx MOOIYHMX peakulid Ta BIACYTHOCTI €)eKTMBHOCTI JiKapchKOro 3aco0y yepes
ABTOMATH30BaHY iHdopmauiitHy CUCTEMY 3 dbapmakoHarasny 3a
nocunaHuaM: hitps://aisf.dec.gov.ua.

HecymichicTn.
[leit sikapchkuii 3aci6 He MOXHA 3MilllyBaTH 3 IHIIHMH nikapcbKMMH 3aco6amu, OKpiM THX, IO
3a3Hauyeni y po3ini «Croci6 3aCToCcyBaHHs Ta I03W».

Tepmin npuaaTHocti. 3 pokH.

He 3acTOCOBYBaTH MiC/s 3aKiHUECHHS TEPMIHY MPUAATHOCTI.

Ximiuna Ta ¢izHuHa cTaGiIBHICT y IpOLEC] BAKOPHUCTAHHSA GyJia IIPOJIEMOHCTPOBAHA YIIPOLOBXK &
rojiMy 1ipu remneparypi 25 °C.

Ymoru 36epirannus.

36epiraTu B OpUriHanbHil ynakosui npu temneparypi 2 — 8 °C.

He 3amopoxyBaTu.

3 toukum 30py MikpoBionoriuHoi Geaneku pO3BEACHHH  Mpenapar mijgysrae  HeraiiHOMY
sactocysanHio. SIkilo nperapaT He GyB 3aCTOCOBAHMI HEradHo, CTPOKM T2 yMOBH 30epiraHHs
FOTOBOIO JI0 3aCTOCYBAHHS JIKapchKoro 3acoby ¢ BiAMOBIAAILHICTIO nauicHra 1 He MOXYThb
NepeRMITlyBaTH 24 FOJUAHH IIPM TEMIIEPaTypi Bial 2 J10 8 °C.

36epirati y HELOCTYIHOMY JUIs JTER MicL.

YnakoBka.

3 MJ1 KOHIIEHTpary JUls MPHTOTYBAHHSA PO3UMHY Ul indysiii y 5 mn ¢naxoui (cxno iy I) 3
npo6koio (6yTHiKaydyK, IOKPHUTHH dropkaydykoM), HiIJIBHUM YIIIEHIOBAYEM Ta CHHIM KOBITa4KOM
3 BiPHBHOIO HAKJIA/IKOIO.

ITo | pnakoHy y kapTOHHI# kKopo6ui.

Kareropisi Biinmycky.
3a peLenToM.

YarogxeHo 3 Matepiars
PEECTPaLIHOIG L,OChE J
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BupoGuuk. Takena dapmacbioTiKan3 [HTepHEIH AT Ipnannis bpeHu.

Micue3HaxoakeHHs BUpoGHHKA T2 #0ro ajpeca Micusl MpOBaKEHHS AisIBLHOCTI.
Enok 2 Misien I'lnasa, 50-58 Berrot Crpit Jloyep, Jy6nin 2, D02 HW68, Ipnanais

JlaTa 0CTAHHBLOIO NMepersay.
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Y3romxeHo 3 MaTepianaM'Al
PEECTPALMHONG £OCHE J
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