VIII MixkHapoiHa HAyKOBO-TIPaKTUYHA AUCTaHILIHHA KOH(epeHLis
«COLJIAJIBHA ®APMAILIIA: CTAH, ITPOBJIEMU TA ITEPCIIEKTHUBW»

KOHKYPEHIIIl MK yYacHUKaMHU pO3JpIOHOT JaHKW (apMarieBTUYHOTO PHUHKY, Ta
PO3PaxOBYETHCS SK BIMHOIICHHS PI3HUIN MK MaKCUMaJIbHOK Ta MiHIMAIHHOIO
PO3ApiOHOI0 BAPTICTIO 10 3HAYEHHS MiHIMaIbHOI po3ApiOHOT BapTOCTi. ONTUMATBHUM
€ 3HauUeHHs Koedille€HTY JIKBITHOCTI LiHH, 0 He nepesutye 0,15.

Bcranosneno, mo rpymy S01X A20 — [ITy4yHi 3aMiHHUKY CTI3HOT PiAWHY Ta 1HIII
HEUTpasbHI MpenapaTy CKIaAaloTh 9 TopriBesibHUX HaliMeHyBaHb JI3, 1m0 MICTAThH B
CBOEMY CKJIaJli TIMPOMENIO3y B YHUCTOMY BHUTJISAI a00 B IMOEMHAHHI 3 JEKCTPAHOM,
MOBIZIOH, KapOoMep, TalypOHOBOT KHCIIOTH HaTpieBy ciib. Po3paxoBaHi KoedillieHTH
JIKBIIHOCTI IIH 3a3HaUY€HUX 3ac001B 3HaxoauIuch B miama3odi 0,07-0,74.

JBa JI3 3 pmocmiKyBaHOI HOMEHKJIATYypH, IO MICTHIA TIIPOMEIO3y B
KOMOiHaIlli 3 JAEKCTpaHOM Ta TMOBIJOH, MaJld MOKa3HUK JKBiAHOCTI IiHu Ao 0,15
BKJIFOYHO, IO CBIIYUTH MPO IX BUCOKY JOCTYIHICTH ISl KIHIEBUX CIOKHBAYiB JaHOI

(hapMaleBTUYHOI HOCTYTH.

AHAJII3 JOCTYIHNHOCTI JIIKIB I TPOAYKTIB CITEHIAJIBHOT'O
MEJUYHOI'O XAPUYBAHHS 1JIA JIIKYBAHHSA ®EHIJIKETOHYPII
Tytyk B.B., Hazapkina B.M.

HartionansHuit hapmaneBTUYHUN YHIBEPCUTET, M. XapKiB, YKpaiHa
economica@nuph.edu.ua

Oeninkeronypis (PKVY) — BpomxkeHa marosoriss OOMIHY pEUYOBHH, IO
MPU3BOJUTH /10 MOPYILIECHHS MEPETBOPEHHS HE3aMIHHOT AaMIHOKHUCIIOTH (eHINaNaHiHy
(®A) B Tuposus. Iliasumenns pisas @A B kpoBi npu3BoauTh 10 ypaxeHnb [IHC, mo
MPOSIBIISIETHCS.  TICUXIYHUMH ~ PO3JTaJaMH, 3HUKEHHSM KOTHITUBHUX (QYHKIH 1
KOHLIGHTPAIIEI0 YBaru, a TakoX CyJAOMaMH, CEPLIEBO-CYJUHHUMHU 3aXBOPIOBAHHAMHU
tomio. Buainstots Tpu hopmu OKVY: nerka; cepenus; Tshkka. Tsarap 3aXBOPIOBaHHS €
HaaTO BeauKuUM, ockuibku OKVY notpedye mocTiiHOro BUCOKOBAPTICHOTO JIIKYBaHHS
(mierotepamnii) # KOHTPOJIO MOKa3HHMKIB piBHA DA B KpoBi. XBOpl AITH MOBUHHI

OTpUMYBaTU crerianbHe MeauuyHe xapuyBaHHsA (CMX) mpoTsiroM BCHOTO MEpIOay
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JTUTUHCTBA 1 B MIUTITKOBOMY BiIli. PaHHS MiarHOCTHKA 3aXBOPIOBaHHS Ta MOYATOK
aJIeKBaTHOI Teparmii 3 MOMEHTY BCTAHOBIIEHHS J1arHO3y 3a0e3rnedye HOpMallbHUMN
PO3BUTOK TaKMX JAiTeH Ta ix comiamizamito. B Ykpaini namientu 3 ®KY no 18 pokis
OTpUMYIOTh He0OX1H1 JiikK 1 CMX 3a paxyHOK OFO/I’)KETHUX KOIITIB 32 TPU3HAYEHHSIM
Jikaps Ta chemiaiabHoi KoMicii. Hepgorpumanus nietn Ta HeBxuBaHHa CMX
MIPU3BOIATH 0 TSDKKOT 1HBAJIIAM3aIlli TUTHHU 3 HEMOXKIIUBICTIO 11 HACTYITHOI METMKO-
comianbHOi peabimiTarii. [I[podnemu y 3a0e3nedenHi aiteit, xsopux Ha PKY, B YkpaiHi
npoaykramu CMX, 00yMOBIIeH1 TIepeyciM iX BUCOKOIO BapTICTIO.

Hamu Oy1no npoBeAeHO aHali3 pUHKY clieUU(PIYHHX JTIKapchbKkux 3aco0iB (JI3) Ta
MPOJIYKTIB CIENIAIbHOTO MEIMYHOTO XapuyBaHHs Juist JJikyBaHHI OKY BiMOBIIHO 70
MIKHApPOJIHUX KEPIBHUIITB, a TAKOXK 1X IOCTYIMHOCTI JJIsl MTALIEHTIB.

JlixyBanusa ngiteit 3 kimacuunoro DKV mependavyae oOMeEKeHHS B)XKHUBaHHS
HaTypajdbHUX O1IKIB (M'sco, puOa, MOJOYHI MPOAYKTH) Ta IOMOBHEHHS AaMiHO-
KUCJIOTHOTO, €HEPreTUYHOr0, BITAMIHHOTO JIE€(IIUTY 3a JOMOMOTOI0 JIIKYBaJIbHOIO
XapuyBaHHs. Y pa3l BUHUKHEHHS CyJIOM IPU3HAYAIOTh IPOTUCYIOMHI MperapaTu.

YucneHHUMH JTOCTIDKEHHSAMU MIATBEPKEHA €(DEKTUBHICTh TOTPUMAHHS JIETH
Ta KOMIICHCAIllsl CTaHy 3a PaxyHOK BXHBaHHS mpoaykTiB CMX, 1mo npusHadaeThes
JIKapeM 1HIMBITyaJIbHO JIJIsl KOSKHOTO XBOPOTO 3 YpaxXyBaHHSM BiKYy, CTaHy Ta nepediry
3aXBOPIOBaHHS. 3BAKAIOUHM Ha BUCOKY BAPTICTh TAKUX MPOIYKTIB, iX TOCTYITHICTD TSI
HaceJeHHS € oOMexeHOor. To)XK BIAIIOBIAHO [0 YMHHOIO 3aKOHOJABCTBA ITAIlICHTHU
JUTSYOTO BIKY OTPUMYIOTH 11 IPOAYKTH O€30IIaTHO, MALliEHTH BIKOM cTapiie 18 pokiB
3a0€3MeuyroTh cebe HEOOXIAHMMHU MPOJYyKTaMHM 3a BJIACHUM KOIIT abo B3araial He
JTOTPUMYIOTHCSI CIICIIAIbHOT M1€TH. 3 1BOTO TMPUBOIY TPUBAIOTh HAYKOBI JUCKYCII,
miaxoau 1o JikyBaHHs XxBopux Ha OKVY/T'DA Ta 3a6e3neueHHs ix Heooximaumu JI3 ta
CMX y pi3HUX KpaiHax BIAPI3HIIOTHCS. J[eIKMMH BYCHHMU BHUCIIOBIIIOBAJIACS TyMKa,
[0 HEOOX1IHUM € JAOTPUMAHHS KOPCTKOI JIETH JIMILE IMiJl 4aC aKTUBHOTO PO3BUTKY
mutuHun (1o 12-14 poxkiB) OcTaHHI JOCHIKEHHS MIATBEPIHKYIOTh BaXKJIUBICTh

JOTPUMAaHHS JIIETH Ta KOHTPOIO piBHSI DA 1y J0pOCIOMY BIIIL.
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Iammit migxig oo aikyBanHs OKVY 6azyeTscs Ha BUKOpUCTaHHI KOMOIHOBaHMX
BEIMKUX HEUTpambHUX aMiHOKHCIOT (LNAA): Tuposuny, TpunrodaHy, TPEOHIHY,
METIOHIHY, BaJIIHY, 130JICHIIMHY, JIEUIIMHY, TICTUJIMHY 5K aJIbTepPHATUBU CTAHIAPTHUM
3aMiHHUKaM Oinka. LNAA BHKOPHCTOBYIOTH Ty CaMy TPAHCIOPTHY CUCTEMY B MO3OK,
TOMYy, 3a0e3Meuyoun BUCOKY KoHIeHTpaliio Bcix LNAAS, kpim @A, tpancnopt A
yepe3 remaroeHiedaniyauii 6ap'ep 3HKyeThecs. Lle miaxig 3acTOCOBYEThCS st
nikyBanasg @KV y nopocnux 1 aiteit BikoM BifJ 12 pokiB.

VY neskux BUNaJKax A1 KOPEKIli aMiHOKUCIOTHOTO OOMiHY (TIpH JieTKiit ¢opmi
®KY) 3acrocoByroTh JI3. Hapasi y cBiTI BUKOPUCTOBYIOTH TIJIBKH JIBa JIKAPCHKUX
npenapatd — Iersaiia3da 1 campolnTepuH, B YKpaiHl BOHM HE 3apeecTpoBaHi, fK 1
OUIBIIICTD MpenapaTiB JAJi JIKyBaHHs OphaHHUX 3aXBOPIOBAHb.

[Merpamiaza Palynzig™ (Pegvaliase-pgpz) BupoOumnTBa «Biomarin» (CILIA) —
1H’ eKUIMHUNA penapar s MiALKIPHOTO BBEICHHS, BAKOPUCTOBY€ETHCS ISl 3HHUYKEHHS
piBas DA y nopocnux 1 miumTkiB 3 16 pokis. [Ipenapar cxBanenuit FDA (2018) ta
EMA (2019) ta mae craryc opdannoro JI3 (Marketing authorisation with orphan
designation). IIpemapar Bumyckaerbcsi y ¢GoOpMi OJHOI030BOTO TOMEPEIHBO
HaroBHEHOTO mmpuia. AHami3 cBiguuTh, mo y CIHIA BigmkogoByeThes e JI3 y
rpaHUYHINA KUIbKOCTI: 2,5 Mr/0,5 mi — Bl 1H’ekiii Ha TwxIaeHb (9 10 ekiil Ha 33
TkHi); 10 Mr/0,5 mur — oxHa 1H'ekiis moaHs (21 iH'exiris Ha 33 TrokH1); 20 Mr/1 M —
TpH 1H €KUli HA AeHb. BapTicTs onunuui JI3 — 393,61 eBpo.

Camnporrrepuny auriapoxiopus (Kuvan®) — nepopansauii JI3 y hopmi TabrieTokx
100 mr a6o nopoky (100 mr a6o 500 mr) BupooHunTa Merck (Himeuunna). KyBan
BUKOPHUCTOBYETHCS IS JIIKyBaHHA rinepdeninananinemii ('DA) y nopocnux Ta aiteit
PI3HOTO BIKY, y T.4. 3 AedinutomM Terpariapobdiontepuny (BH4), y akux moBeaeHo, 1mo
BOHHM pearyloTh Ha Take JiikyBaHHA. JI3 BukopuctoByeThest B €C 3 2008 p., He mae
cratycy opdannoro. 3 2014 p. pekOMEHI0OBAaHO 3aCTOCYBaHHS y JiTed Moojiie 4-x
pokiB. Y CIIIA BapTicTh ymakoBKH canponTepuny y Gopmi opambHOro mopoirky Ne30
ctaHoBUTh Omu3bko 1 119 gon. CILA 3a ynmakosky (mop. 100 mr); 5 558 gon. CILA —

mop. 500 wmr. Iinm wa KyBanm Tabnmetku po3d. 100 mr Nel20 craHOBISATH BiA
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5316,62 mon. CIHA, 3a ymakoBky mopomikiB Ne30 nosyBamasm 100 mMr — Bif
1336 gom., 500 mr—Big 6 643 non. CIIIA. B Ykpaini JI3 nocTynHwuit quiiie B IHTEpHET-
anTeKax (3a moImepeHIM 3aMOBJICHHSM ), ITiHA 32 yrakoBKy Ta01. Ne30 —Bim 46 910 rpH.
1o 56345 rpu. 'enepuunuii JI3 campontepuny Javygtor™ (Dr. Reddy’s, Iumis)
cxpasieHo FDA y 2022 p. asis BUKOpUCTaHHS Yy MalieHTIB 3 7 pokiB. Bapricte JI3
cranoButh 614,30 mom. CIIIA. Y Benukiit bputanii came reHepuk peiMOypcyeThes
XBOPUM J10 22 POKIiB.

Hapa3i akTHBHO po3pOoOJSIIOTBCS HOBI MEAMYHI TEXHOJOrli — 3aMicHa
eH3uMoTeparnis (Bukopuctands JI3-ananoriB (epMeHTIB JIOJWHU), a TAKOXK T€HHA
1HXeHepis («BUIIPaBICHHS» MyTaHTHOTO T'€Ha, 1110 BIANOBIAA€ 32 CUHTE3 (PeHITaIaHIH-
4-T1IpOKCHUIIa3N).

BucnoBku. B ymoBax Bkpait oOMexkeHoro Orokety O3 BUXOI0M 13 CUTYyallii
010 3a0e3MeueHHd TOCTYMHOCTI I1HHOBamiMHMX MT 1is nmikyBaHHS OpQaHHUX
MaLIE€HTIB MOXKYTh OyTH BIPOBAXKEHHSI CUCTEMHU OL[IHKA MEIUYHUX TEXHOJOTIN IS
BU3HAYCHHSI HOMEHKIATYpH JI3 1uis myOniuyHUX 3aKyIliBeNlb Ta YKJIAJaHHS JOTOBOPIB

KEpOBaHOT'O JOCTYIY, Kl BUKOPUCTOBYIOTHCS B OLIIBIIOCTI KpaiH CBITY.

JOCJIIKEHHS MMPOLECIB PEAJIZAILI JIIKAPCBKHX 3ACOBIB HA
BITYN3HAHOMY PUHKY Y KOHTEKCTI IHTEPHET TOPT'IBJII
[Monoiiko H.B., ITmennunuii A.l.

HanionansHuii Meguunmii yHiBepcuteT iMeH1 O.0. boromonbis M. KuiB, Ykpaina
nvsholoiko@gmail.com

AKTyanabHicTb. Ha cbOrogHi IHTEpHET TOPTiBIIS PI3HUMHU TOBAPAMU YEPE3 CBOIO
JIOCTYITHICTDh Ta 3PYYHICTh € OJHIEIO 13 HAWOIIBIN BEIMKUX, YCIIIIHUX Ta IIBHIKO
pO3BUBaIOUMXCs raigy3ed y cBiTi. OHIIaWH-TOPriBis JiKapchkumu 3acodbamu (JI3) €
OJIHIEI0 3 HAWOLIBII aKTyaJdbHHMX TE€M B CY4YacCHOMY CBITI TOMy, L0 Ma€ 3HauHI
nepeBaru JjIs MOKYIIIIB TakK 1 BEJIUKI 3acTepekeHHs 3 00Ky JiKapiB Ta ¢apMaIieBTiB.

3aBISKU HIBUIKOMY PO3BUTKY TEXHOJOTIH 1HTEPHETY, MOMYJSAPHICTh OHJIAWH-aNTeK
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