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AHAJII3 JOCTYITHOCTI MEAUYHHUX TEXHOJIOTIH
JIIKYBAHHA ®EHIJIKETOHYPII B YKPAIHI TA CBITI

®eninkeronypis (PKY) HanexxuTsb f0 pigkicHux (oppaHHUK) 3aXBOPIOBaHb, XapaKTEPU3YETHCS BaXK-
KHM XpOHIYHHUM MPOTPECUBHUM Nepe6iroM. FKiCTb KUTTS NaliEHTIB 3a/1€XKUTh BiJj BYaCHOTO BUSIBJIEHHS
(ckpuHIHTY) i HasIeXKHOTO JIIKYyBaHHS — BXXMBAHHS NMPOAYKTIB CIel[ja/IbHOr0 MeIMYHOT0 Xap4yBaHHS, a OTXKe,
ix ¢pisnuHoI Ta 11iHOBOI AOCTYMHOCTI.

MeTa gocaifKeHHs - 34iHCHUTH aHali3 JOCTYNHUX MeIUYHUX TeXHoJIoTiH JikyBanHsA PKY B YkpaiHi
Ta CBITI.

Marepiasu Ta MmeToau. O6’'€KTH JOCTiPKeHHS: HAYKOBI my6JIiKallil, KepiBHi HACTAHOBH, CTATUCTHUYHI
JlaHi, MapkeTHHroBa iHdpopMaLis. MeToau: aHai3, MOPiBHAHHS, y3araJbHEeHHs, CACTEMHUH aHali3.

Pe3synbraTi AociipKkeHHs. KepiBHUMY HacTaHOBaMH i NPOTOKoJIaMU JiiKyBaHHs nauieHTiB 3 PKY /TPA
SIK KJIIOYOBY CKJIQ/I0BY BU3HAYEHO AI€TY 3 ypaxyBaHHAM BiKy Ta 0co6IMBOCTeH epebiry xBopo6u. AHati3
3a6e3neyeHHs nanieHTiB 3 PKY npoaykTamu crenjajbHOr0 MeAUYHOr0 XapyyBaHHS Y pisHUX KpaiHax
CBilYUTH NIPO CYTTEBI BiZIMIiHHOCTI B MiAX04ax 10 IX IpU3HauYeHH Ta BiJJLIKOAYBaHHSA BapTOCTi. KisbKicTp,
JOCTYIHICTb, aCOPTUMEHT i CKJIa/| IUX NIPOJAYKTIB 3HAa4YHO BapiwowTh. Y Besnkii bpuTanil Taki npogykTu
BHECJ/IM J10 HallioHaJbHOTo GpopMysisipa, BUAAIOTh 3a pelleNTaMu ¥ 3aCTOCOBYIOTH i3 IUM MexaHi3MHu pe-
im6ypcauii. B Ykpaini 3a6e3neyenHs xBopux 3 PKY npoaykramu crerjaJbHOro MeJUIHOTO CIIOXKHUBAHHSA
3/JIICHIOIOTh MiCLleBi OpraHu BJIaJIM LJIIXOM 3aKyIIiBJi Yepe3 eJIeKTPOHHY CUCTeMy Prozorro BiAnoBigHo
Jl0 pO3paxoBaHOi MOTPe6U. BIiTUM3HAHUN PUHOK NpoNoHye AJs XxBopux Ha PKY/TPA mupokuit acopTu-
MEHT CIlelliali30BaHMX POAYKTIB epeBa)KHO iIMIIOPTHOIO BUPOOHHUIITBA, SAKi MalOTh BUCOKY BapTiCTh, a OTXKe,
HU3bKY AOCTYIHICTb JIJI1 HACeJIeHHS.

BucHoBKU. [liiBULIeHHIO e)EeKTUBHOCTI JIiKyBaHHS, SKOCTi i TPUBAJIOCTI )KUTTS XBOPUX CIIPUATUMYTh
BNPOBA/KeHHs pedepeHTHHUX LleHTPIB i pO3IHPEHOro HEOHATAIbHOTO CKPUHIHTY, YKJIaJJaHHSA PEECTPY
TaKHUX XBOPHUX, PO3BUTOK BITUYM3HAHOTO BUPOGHULTBA NPOoAYKTIB i1 PKY /TPA Ta cTBopeHHs epeKTUB-
HUX MeXxaHi3MiB 3akyniBeJib i peiM6ypcari.

Kawouoei caoea: deninkeronypis (OPKY); pigkicHi (opdanHi) 3axBoproBaHHS; clieljiaJibHe JIiIKyBaJlb-
He xapuyBaHHs; rinepdeninananinemis (F'PA); meguuni TexHosorii (MT); foCTyIHICTB.
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ANALYSIS OF THE AVAILABILITY OF HEALTH TECHNOLOGIES FOR THE TREATMENT
OF PHENYLKETONURIA IN UKRAINE AND THE WORLD

Phenylketonuria (PKU) is a rare (orphan) disease characterized by a severe, chronic, progressive course.
The quality of life of patients depends on timely detection (screening) and proper treatment - the use of
special therapeutic nutrition products, and therefore, their availability and affordability.

Aim. To analyze the available health technologies for the treatment of PKU in Ukraine and the world.

Materials and methods. The study objects were scientific publications, guidelines, statistical data,
marketing information. As research methods analysis, comparison, generalization, system analysis were
used.

Results. A diet is defined as a key component by guidelines and protocols for the treatment of patients
with phenylketonuria/hyperphenylalaninemia (PKU/HPA), taking into account the age and characteristics
of the course of the disease. The analysis of providing patients with PKU with special therapeutic nutrition
products in different countries shows significant differences in the approaches to their prescription and
reimbursement. The quantity, availability, range and composition of these products vary significantly. In
the UK, they are included in the National Formulary, are available as prescription drugs and are subject
to reimbursement. In Ukraine, local authorities provide PKU patients with special therapeutic nutrition
products by purchasing them through the ProZorro electronic system in accordance with the calculated
need. The domestic market offers a wide range of specialized products for patients with PKU/HFA, mainly
imported production, which have a high cost and, accordingly, low availability for the population.
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Conclusions. The introduction of reference centers and extended neonatal screening, the creation of a
register of such patients, the development of domestic production of products for PKU/HPA, and the crea-
tion of effective procurement and reimbursement mechanisms will contribute to improving the effective-
ness of treatment, the quality and life expectancy of patients.

Key words: phenylketonuria (PKU); rare (orphan) diseases; special therapeutic nutrition; hyperphe-
nylalaninemia (HPA); medical technologies (MT), accessibility.

Beryn. @eninkeronypis (PKY) HanexuTb
JI0 CIIaZIKOBUX MOPYIIEeHb aMiHOKHUCIOTHOTO 06-
MiHy, 1110 IOB’si3aHe 3i 3MeHLIEHHSIM PO3IIeln-
JeHHs1 ¢eHinananiny (Phe) go Tuposuny.
Bucoki koHueHTpauii Phe y kpoBi Tokcu4Hi
JIJIs1 MO3KY, MOXYTb CIPUYUHUTU HE3BOPOT-
Hi Hac/IiAKY I 1pU3BECTHU L0 TPUBAJIOI Hellpa-
1e3JaTHOCTI U TNOpYLIeHHd KOTHITUBHUX
¢yHKIiN (ocobMBO y AiTed BikoM 70 13 po-
KiB) [1, 2]. YacToTa uiei naTosorii B Ykpaini
cTaHoBUTH Npubsn3Ho 1:7000, y Besnukiii bpu-
TaHii - 1:10000 [3]. O1xe, PKY Hanexutsp 10
opdaHHUX 3aXBOPIOBaHb — PiAKICHUX BpOKe-
HUX 260 HAOYTUX HO30JI0TiH, IKi XapaKTepHu-
3YIOTbCS XpOHIYHUM Mepesirom naTosIoriyHo-
ro Mpolecy 3 TeHJEHLIE0 10 TPOTpecyBaHHS,
AuctpodidyHUX 3MiH B opraHax i paHHbOI iH-
BaJsligu3auii autrHU. Hapasi B YkpaiHi, 3a ga-
HUMHU CTAaTUCTHUKH, AiarHo3 PKY BusABIEHO
y 6smm3bko 1000 giTedt mo 18 pokiB i moHaz,
500 mopocaux. Y Benvkit BpuTanii, 3a Janu-
MU HallioHasibHOI €/1y>kK0U OXOPOHHU 3/10POB’sl
(NHS), 6213bk0 2000 oci6 i3 KY [2, 3].

3 MeTOI0 MMOJI0BXXEeHHS TPUBAJIOCTI Ta MO-
KpallleHHA AKOCTI »KUTTH MaLi€HTIB i3 pigKic-
HHMMM 3aXBOPIOBAHHAMH, 30KpeMa U TaKHX, 1110
ctpaxaaoTb Ha OKY, B Ykpaini 2021 poky 6y-
Jio 3aTBepAkeHo KoHllen1ito po3BUTKY CUCTe-
MU HaIaHHS MeJUYHOI OTIOMOTY MaljiEHTaM,
SIKi CTpaXX/1at0Th Ha pijkicHi (opdaHHi) 3axBo-
proBaHHA [4]. CkyagHoOIIi ¥ 3a/10BOJIEHH] TTO-
Tpeb TaKUX MaliEHTIB y HEOOXiJHUX JiKapCh-
Kux 3acob6ax (JI3) i mpoaykTax /s crieniabHoO-
ro JiKyBaJIbHOTO Xap4yBaHHS 3yMOBJIEHO BU-
COKOI0 BapTICTIO BijIOBIAHUX MeJUYHUX TeX-
HoJsioriit (MT) a6o iX BifiCyTHICTIO HA pUHKY
KpaiHu (a6o HaBiThb y cBiTi) Ha i gedinuTy
610KeTHUX KouTiB. OTxKe, 0CO6IMBOI aKTy-
aJIbHOCTI HabyBa€e Mpo6JsieMa 3abe3MneYeHHs
HaJle)KHOoro (6e3nepepBHOro) JiKyBaHHs Ta-
KUX XBOPHX, 1[0 CBOEIO YEPTOI0 3aJIEKUTD Bi/j]
JocTynHoCTi HeoOxigHux MT.

MeTa gocaiaXeHHs — J0CAiAUTH cydac-
Hi MeN4HI TexHoJIoTil JiKyBaHHA deHinKe-
TOHYPII Ta OL[iIHUTH IXHIO AOCTYNHICTh JJ15 Na-
nieHTiB 3 PKY.

Marepiasim Ta meToau. MeTogu: cucTeM-
HUU aHaJli3, aHa/1i3 JOKYMEHTIB, IOPiBHSIHHS,
y3araJibHeHHsl, MapKeTUHIOBUU aHaJ1i3, MaTe-
MaTHKO-CTaTUCTHUYHI MeToau. Y AoCaigKeHHi
BUKOPHCTAHO UIMPOKUM CIEKTP 06'EKTIB: Ha-
YKOBI my6Jtikallii, KepiBHi HacTaHOBH, CTaTH-
CTUYHI JaHi, enizieMios10ri4yHi NOKa3HUKH, Map-
KeTHHroBa iHpopMaliis, AaHi eJleKTPOHHOI crc-
TeMHU 3aKyliBeJb Prozorro.

Pe3ysbTaTH Ta iX 06roBOpeHHs. 3a cTa-
TUCTUYHUMHU JaHUMU cucTteMyd MO3 Ykpainy,
cTaHoM Ha 19.04.2022 p. KOHTUHIEHT JiTen
3 ®KVY BikoM 10 16 pokiB ctaHoBUB 825 0cib,
3 HUX 77 - 10 TPbOX POKIB. ¥ 3BiTHOMY polLi
BIlepllle AiarHOCTOBAaHO 1[I0 XBOPOOY 29 ma-
LieHTaM aAuTsa4oro Biky [5]. Ha »xanb, Hapasi
BiZICYyTHIN peecTp mauieHTIB 3 piAgkicHUMU
(opdanHMMM) 3aXBOpIOBAaHHAMU. AHaJIi3 Mo-
mupeHocti PKY cBifuuTh, 10 HalbiIbIIE Na-
LiEHTIB JUTAYOTO BiKy nepebyBaloTh Ha 00-
Jiky y M. Kuesi (83), y XapkiBcbkiit (78), JlHi-
nponeTpoBchKil (71), XKutomupcekiit (52) Ta
Opecobkili (45) o6aactax [5].

BignoBifgHO 0 KepiBHUX HACTAHOB i NPO-
TOKOJIIiB JIiIKyBaHHs MalieHTiB 3 $peHinkeTo-
Hypieto (undp 5C50.0 3a MizxkHaposHOIO cTa-
TUCTUYHOK KJjacudikarmiero xBopo6 i mpo-
6JieM, moB’si3aHuX 3i 37g0poB’siMm (MKX-11),
ko, ORPHA:716) mMeTo10 JliKyBaHHS € MeTabo-
JIIYHUHM KOHTPOJIb LIJIboBOro piBHSA Phe y kpo-
Bi /17151 3a1106iraHHsI pO3BUTKY CUMIITOMIB ypa-
»keHHs [{HC Ta iHmux HacaigkiB [6-9].

Po3pi3HAIOTH TPY BUAY IOPYLIEHDb AMiHO-
KUCJIOTHOT'0 OOMiHY, SIKi MalOTh Pi3HY TSKKICThb
nepeobiry i, BignoBigHo, pi3Hi nigxoau go Ko-
pekuii crany nauieHTiB (puc.).

OcHoBoto sikyBaHHs PKY e inauBigyanb-
HUU MiAXiJ 3 ypaxyBaHHAM BiKy nalji€eHTa, 3a-
JIMIIKOBOI akTUBHOCTi dpepmenTy DAL, uyT/In-
BOCTI 10 callpONTepUHY, ToJlepaHTHOCTI A0 Phe
Ta 0CO6JMBOCTEN META60JIIYHOTO KOHTPOJIIO.
BiznoBiiHO 0 Mi>XXHapOAHWX KEPIBHULTB i Ipo-
TOKOJIIB [0 OCHOBHHX MeTO/iB JiikyBaHHsI OKY
BiZIHOCATB JIiETOTEPAIiio 3 00MEXXeHHSM CII0-
>kuBaHHs Phe. Y pasi momipHoi/M’sikoi popmu
@®KY 3a yMOB YyTJHUBOCTi A0 canpoONTEPUHY

[31]
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~‘ PKY 1 Tuny (knacuyHa)

e PO3BMBAETLCA BHACMIAOK MyTaLii reHa, WO Bignosigae
3a cuMHTe3 bepMeHTy deHinanariHrigpokcunasn (PAIN)

*{ PKY 2 tuny — nerka ®KY (mild PKU) I

® BUHUKaE y pasi NOpYLUEHHS CUHTe3Y AiriaponipuanH peagykrasu

*{ ®KY 3 Tuny (atunosa)

e nerka rinepdeHinananiHemis (FPA), Tak 3BaHa «I PA 6e3 DKY»
(anrn. mild HPA, non-PKU HPA), po3srBaeTbcst B pasi gediunty
TeTparigpobiontepuHy (Bh4), kodaktopa Al (BH4-uyTtnnea [DA)

Puc. Budu geHinkemoHypii 3a cmyneHem msidckocmi nepebiey [6, 7]

MOKe OYTH 3aCTOCOBAaHUM KOMOIHOBaHUH Me-
ToA. MoxJIBe NpU3HAYEeHHS NPOAYKTIB, 10
MiCTATbh BeJIUKI HeUTpasbHi aMiHOKUCJIOTH.
Takoxx akTUBHO po3po06JISIOTh iHHOBaLiMHI MT
3amicHol eH3uMoTeparii (aHasioru GpepMeHTiB)
i reHHOI iHKeHepii («BUNIpaBJIeHHs» TeHa, 1[0
BigmoBizmae 3a cunTe3s OArl') [10-13]. Ynpas-
JIIHHSIM 3 KOHTPOJIIO 32 XapUOBUMHU MPOAYK-
tamu Ta JI3 (FDA) Ta EBpomneiicbKkol0 areH-
nieto JI3 (EMA) 6ysi0 cxBajieHo aBa HOBI JI3
Ji1s1 3HIKeHHs piBHA Phe y kposi: Palynziq™
(pegvaliase) y dopmi iHeknii Ta Kuvan®,
BioMarin Pharmaceutical Inc., HoBaTo, Kasni-
¢dopHia (sapropterin dihydrochloride) y Bu-
IS/l TabGJIETOK i MOPOLIKY /IJ1s1 MPUTOTYBaH-
HS OpaJIbHOT'O po34uHYy [14].

JlikyBaHH# xBopux Ha PKY Ge3nepepBHe,
MOJIATAE B JOTPUMAHHI CyBOPOI AiETH 3 MOMEH-
Ty BUSIBJIEHHS ZiiarHo3Yy. [loBHe Bu/y4eHHs Phe
3 paLlioHy, KOMIIeH caLisd aMiHOKHUCI0OTHOIO Jie-
dinuTy 3a fO0MOMOTOM0 ClieljialbHUX MPOAYK-
TiB 3 HU3bKUM BMicTOM IpoTeiny (Special low
protein foods for phenylketonuria - SLPF) go-
3BOJISIE MiATPUMYBaTH HOPMaJbHUHA OOMiH
pevyoBUH i 3an06IrTH pO3BUTKY yCKJIAJAHEHD.
HecBoeyacHU 0YaTOK JIIKyBaHHSA i HEpery-
JIsipHe BKMBaHHS ClelliaJlbHOT0 XapuyBaHHS
NPU3BOAATD L0 iHBaJigu3anil JUTUHYU 3 He-
MO>KJ/IMBICTIO 1l HACTYITHOI MEAUKO-COLia/IbHOI
pea6isiTanii. Hapasi TpyHouii y 3a6e3nedeH-
Hi aiTel, xBopux Ha PKY, npoaykTamu JiKy-
BaJIbHOTO Xap4yyBaHHs, 3yMOBJIeHi HacaMmIle-
pez iXx BUCOKOIO BapTiCTIo.

Anani3 punky SLPF y BocbMu KpaiHax €B-
ponu (Iloprtyrauis, Icnanis, Besabris, ITanig,

Himeuuwnna, Hinepnangu, Benvka bpuTaHnis,
JaHis) Ta TypedunHi CBiAUUTD, 1110 KiJIbKICTh
JIOCTYMHUX MPOAYKTIB Yy KOXKHIN KpaiHi 3Hay-
Ho Bapitoe - Big 73 (ITopTyranis) go 256 (Ita-
Jjiis1) [15]. BoHu MOy Tb 6YTH y BUIJIsIA IJ1aC-
TiBLiB, X/1i6a, CyXUX CHiZIaHKIB, TicTe4oK/cymi-
11eH J/151 TiCTeYOK,/MJIMHIIIB, IOKO0J1a Ty /6aTOH-
4YUKIB/>KeJle, 1e4nBa, OOpOLIHA, MOPO3M1Ba, 3a-
MiHHUKIB M0JIOKQ, MaKapOHIB, PUCY 1 COJIOHUX
cTpaB. 3a pe3y/bTaTaMu aHaJli3y CKJIajay Nnpo-
JIYKTiB BUSHA4YEHO, 1[0 NepeciyHuil BMicT Phe
OyB BUILMH y JUTAYUX Kamax (mepeciuHo
48 Mr/100 r) i moxkoJsiazi/6aToHYNKax (mepe-
ciuHo 41 mr/100 r). EHepreTu4Hui BMicCT ne-
YKBa KOJIMBABCA B LUMPOKUX MeXax Bij 23 10
96 kkaJi. X/1i6 3 HU3bKUM BMicTOM 6isika MaB
BUCOKHUH BMicT xupy (3,7-10 r/100 r) npoTtu
1,6 r/100 r y 3Bu4aiiHoMy xJ1i6i [15]. OTxe, ic-
Hy€e noTpe6a B 6iJbIl KOHKPETHUX CTaHAAp-
Tax xapuyBaHH# s SLPE. PisHoMaHiTHU xap-
YOBUH CKJIaJ, BUMara€ peTejbHOI0 3HaHH 110-
JKMBHOI LIIHHOCTI BCiX NPOAYKTIB, KOJIX IX IPU-
3HAYalTh OKpeMHUM nanieHtam 3 PKY.
BapTictb SLPF g5 nauienTiB y Benukiit
bpuraHil BismkoaoBye HanioHanbHa cayx-
6a oxoponu 370poB’s (NHS), 60 ui npoaykTu
BBaXKalOTh «IPUKOPJOHHUMU PEYOBUHAMMU»,
TOOTO I1e Xap4yOoBi YU AEpMaATOJIOTIYHI TPOAYK-
TH, CrelliaJIbHO po3po0bJieHi /115 JIiKyBaHHS 3a-
XBOpIOBaHb. Y Besnukiil bpuTanii BUKopucro-
BYI0Tbh 6sin3bK0 150 SLPF, cxBaneHux KoHcysb-
TaTUBHUM KoMiTeToM CrosiydyeHoro Kopoutis-
cTBa 3 NpuKopAoHHUX cybcraniii (UK Adviso-
ry Committee on Borderline Substances (ACBS)),
SIKAH BPaxXOBYE KJiHIYHY HEOOXIZHICTb MPOJYKTY,
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1ioro epeKTUBHICTD i BapTicThb. BisbicTb 3 1jyx
NPOJAYKTIB BHECEHO [0 BpuTaHCbKOro Haljio-
HasibHOTO Ppopmysspa (BNF), BoHu mocTymnHi
3a penentoM [16].

Jlikapi 3arajibHOI NPaKTUKH 1OMICS1iS BU-
MUCYIOTh PeLleNTH Ha 3auT nauieHTa Ha SLPE,
sKi MOTIM BUJAKOTH yepe3 anTeku abo cre-
[ia/si30BaHI KOMHaHIil 3 JOCTaBOKW JO0L0MY.
KepiBuuyrBoM HarnjioHasibHOro TOBapuUCTBa
3 peninketronypii (NSPKU) BU3HaUYeHO MaKCH-
MaJIbHY KiJbKicTb oguHuLb SLPF Ha Micanb
(Hanpuknaf, 1 of. = 1 nayka MakapOHHUX BU-
po6iB g0 500 r) aJisg npU3HaYeHHs LUX Ipo-
NyKTiB i 3abe3me4yeHHs] KOHTPOJIIO BUTPAT.
Ak cBif4aTh pe3ysbTaTH AOCIiKEHHS 4acTo-
TH npu3HadeHb SLPF npoTsarom poky, 6ijsibiie
NOJIOBUHHU clelliaJbHUX NPOAYKTiB (54,6 %
y HaTypaJibHUX MOKAa3HUKAX, 1110 BiANOBi1aE
35,6 % 3arasibHUX piYHUX BUTPAT) CKJIaJa-
I0Th OCHOBHI NPOJYKTH XapuyBaHHs (XJ1i0,
GopoIIHO/cyMillli/MakapoHHI BUPOOH /puC).

B Anrunii penentu NHS € 6e3oniaTHUMU
s nanieHTiB i3 @KY Bikom 10 16 pokiB, a Ta-
KO0 16-18 poKiB 3a J€eHHOI'0 HaBYaHHS; CTap-
e 60 pokiB; BariTHUX; Ki OTPUMYIOTH J,0II0-
Mory Bij fepxaBu. [HI1UI KaTeropil nanieHTis
MaloTh CIJIa4yBaTU BU3HAYEHY CYMY 3a KOX-
Hy oguHHUINO (1,29 yHTIB cTepsiHriB) a60 Mo-
»KYTb PUAOATU TPUMICAUHUN YU PIYHUH cep-
TUdIKaT NepeaonJaTH 3a pelenToM, 1o no-
KpHUBaE BCl IxHi penenTy. TUM He MeH1, iCHY€
6araTo npobJieM i3 goctymnom ao SLPE nos’s-
3aHUX i3 CUCTEMOI0 NIPpU3HAYEeHb: BiIMOBaA JIi-
KapiB y BUZlaHHI pelleNnTiB; IpU3HadYeHHs MEH-
1101 KiJIbKOCTI, Bif;MOBa MPONUCYyBaTHU NEBHUHN
Habip npoaykTiB Touo [16]. Lle, 6e3nepeyHo,
BILJIMBAE Ha CTATyC XapyyBaHHA Ta, 3PEIITOI0,
Ha MeTaboJiYHUN KOHTPOJIb.

HasaBHicTb, focTynHicTb i BapTicTb SLPF
3MIHIOIOTbCA 3aJI€XKHO Bijy kpaiHu. [lopiBHAH-
Hs1 0OMeXKeHe Yyepes pi3HULi B Kypcax BaJlloT,
BIK ITalli€HTIB, HAalliOHAJIbHI peKoMeHaLil 1110-
Jlo nisiboBoro piBHA Phe Ta ocob6iuBoCTi Jie-
ToTepanii Towo. CepeAHbOPIYHI BUTPATH HA
SLPF Ha ofiHOTO nauieHTa KOJIMBAKOThCSA Y U~
pokux Mexax: y Kutai - 573 gou. CIIA; y Crio-
ayyenux llltatax - 1 615 goa. CIIA gns fgi-
Teu BikoM 0-17 pokiB i 967 gou. CIIA pasa fo-
pocaux; y Higepsiangax - 680 eBpo, y Yexii -
1 560 eBpo. [lesiki kpaiH1 He BiJJIIKOOBYIOTb BU-
Tpatu Ha SLPE ane MoxyTh ¢piHaHCyBaTH 3a pa-
XYHOK CTPaxoBOro NokputT4. lllopiuHi BUTpaTu

HauioHasibHOI c1y»k61 0XOPOHU 340pOB’st AH-
rii Ha npusHadeHHs SLPF ckiagatoTs 962 dyH-
TH CTepJIiHTiB Ha narjienTa 3 ®KY [16]. 3a ge-
SAKHMMU OL[iIHKaMH, BapTiCThb CIEeliaJbHOrO Jii-
KYBaJIbHOTO XapuyyBaHHS B PO3PaxyHKy Ha
O/IHOTO MalliEHTA Ha PiK CTAaHOBUTH BJIU3bKO
4 000 ¢yHTiB cTepainris [13].

B YkpaiHi 3rigHo 3 0.5 cT.3 3akoHy Ykpai-
Hu «[Ipo neprkaBHi piHaHCOBI rapaHTii Megu4-
HOI'0 06C/IYyrOBYBaHHS HaceJleHHSA» Ta BiAmo-
BigHO 1o [IKMY Bif 31.03.2015 p. Ne 160 «IIpo
3aTBepaxeHHd [lopsaaky 3a6e3neyeHHs rpo-
Ma/isiH, SIKi CTpaX/AaTh Ha pigkicHi (opdan-
Hi) 3aXBOpIOBaHHS, JIIKAPCbKUMHU 3ac06aMU Ta
BiZNOBIAHUMHU Xap4OBUMH NMPOAYKTAMHU JJid
CreliajJbHOro JiETUYHOTO CIOXKUBAHHSA» 3a-
kynisJto SLPF noknazieHo Ha MicleBi 61o0/1xe-
T [17].

[Iporpamu 3abe3neyeHHs JIiKyBaJIlbHUM Xap-
YyBaHHSAM TSDKKOXBOPUX i IiTel BiKOM Bif, 3 10
18 pokiB, xBopux Ha OKY, MmicueBi opranu
BJIaAiy po3pobJisiioTh Ha niacTtasi [IKMY Bif
17.08.1998 p. N2 1303 «IIpo BnopsiAKyBaHHS
6e30IJIaATHOTO Ta MiJIbIOBOrO BiAnmycky Ji-
KapChbKHUX 3ac06iB 3a pelienTaMu JikapiB y pa-
3i aM6y/IaTOPHOTO JIIKYBAaHHS OKPEMUX TPyl
HaceJIeHHd Ta 3a IeBHUMHU KaTeropisaMu 3a-
XBOploBaHb» [18], Hakasy MO3 YkpaiHu Bij
13.11.2001 p. Ne 457 «[Ipo 3axoau 111010 yA0-
CKOHaJIEeHHS1 MeJJUYHOI JIOTOMOTH XBOPUM Ha
deHisKeTOHYpIIO B YKpaiHi» (31 3miHamu) [19],
HOpPMAaTHBIB Ha/JaHHA MeJIUKO-TeHETUYHOI J0-
MOMOTH, 3aTBepkeHnXx HakazoM MO3 tTa AMH
Ykpainu Big 31.12.2003 p. Ne 641/84 [20].

Jl1d nlaHyBaHHS Ta po3paxyBaHHS MOTpe-
6U B MPOJYKTaX CHelia/IbHOr0 XapuyBaHHS /1
JIiKyBaHHsI XBopuXx Ha ®PKY BUKOpPUCTOBYIOTh
MeTtoauyHi pekomenaanii (Hakas MO3 Ykpa-
iHM Bim 17.12.2019 p. N2 2498). dopmyBaHHs
noTpebu B JIiKyBaJIbHOMY XapuyyBaHHI Bii6y-
BA€ETHCS 3 ypaxyBaHHAM KiJIbKOCTI JIiTel, XBO-
pux Ha @KV, 30kpema: giTelt, xBopux Ha PKY
BiKOM 10 1-r0 pOKy Ta cTaplle; cepeHbOPId-
HOI KisibKoCTi fiTew i3 OKY, o Bnepie BUsiB-
JIeHi/OyayThb BUSIBJIEHI B X0OZ[i MacOBOT'0 Heo-
HaTaJbHOTO CKPHUHIHTY MPOTATOM POKY; Ce-
peAHbOPIYHOI KIJIBKOCTI OPOCJIUX i BariTHUX
3 OKY [21].

Hakasom MO3 Ykpainu Big 03.09.2017 p.
Ne 1073 3aTBeppxeH0 HOpMHU ¢izio/I0TiUHKX HO-
Tpeb HaceJIeHHS Ta BU3HAYEHO cepeHbOPIUHY
NoTpeOy B criellia/IbHOMY GiJIKY JIiKyBaJbHOI'O

[33]
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xap4uyBaHHA A5 nauieHTiB 3 ®KY 3anexHo
Biz Biky. Tak, AiTAM 10 1 pOKy MakCUMa/IbHY
piuHy moTpe6y B 6iJIKy BU3HAYE€HO Ha PiBHI
5500 r, Bix 1 10 3 pokiB - 14 500, 4-6 pokiB -
17 500, Big 7 no 10 pokiB BktoyHO - 19 500,
JUIS1 iTel cTaplioro BiKy i ;opociux (30kpe-
Ma BariTHux) - 26 500 r [22].

CreniasizoBaHi NIPpOAYKTH JiKyBaJIbHOTO
Xap4yyBaHH{ MPU3Ha4yaloTh nauieHtam 3 PKY
IH/IMBIiyaJ1i30BaHO, 3aJIEXKHO BiJ KJIHIYHOTO
nepebiry 3axBopoBaHHs Ta iHAWBiAyaIbHOI
[IepeHOCHOCTI NpoAyKTY. OCHOBHUMU KpUTe-
pisiMu 060Dy crelia/IbHUX NPOAYKTIB JIiKy-
BaJIbHOTO XapuyyBaHHS € ONTUMAaJIbHUHN JJ1s1
MeBHOI BiKOBOI rpyIny BMICT 6ijika B OAWHUII
NpPOJIyKTY, 30a/laHCOBaHa KiJIbKiCTb HyTpi€H-
TiB (aMiHOKUCIOTH, ByTJIEBOAH, )KUPH, BiTaMi-
HU, MiKpoeJieMeHTH) Ta HalMeHIlla BapTiCTh
3abe3neyeHHs xBoporo 1,0 r 6iska 3a 3aKy-
niBJi 1boro NpoAykTy (ymMoBHa BapTicte 1,0 T
6is1Ka TpOAYKTY).

Po3paxoBy1oTb NOTpeby Ha OCHOBI AaHUX
CTPYKTYPHUX NiApo3/iiiB 3 nutanb O3 o6.ac-
HUX, MiCbKUX JepaJMiHicTpaLiil o0 Kijlb-
KOCTI NallieHTIB, y po3pisi afgMiHicTpaTUBHO-
TepUTOpia/IbHUX OAUHULb i3 3a3HAYEHHAM Jia-
TH HapO/KeHHs MalliEHTA, MaCH Tisa, piBHA Phe,
indopmMmaliii npo 3akpimneHoro Jikapsi, npo pi-
1IeHHs KowMicii. 3a3HayaloTh Ha3BU KOHKPET-
HUX NMPOAYKTIB Ta piyHy MoTpeby B rpaMax
6is1ka ¥ OIUHUISAX BiATIOBIAHOTO MPOYKTY.

3aKOHOM Npo Jepery/sLilo rocnofapchb-
KOI ZIisI/IbHOCTI 6y/10 BHECEHO CYTTEBI 3MiHU
Jl0 TIPOLIeCY Pery/I0BaHHS 06Iry TaKUX MPOAYK-
TiB (CKacoBaHO MPOLEAYPY peecTpallii i caHi-
TapHO-eNiZeMioJIOri4yHOol eKCIIepTU3U Ta OTPU-
MaHH$ BiZIMOBiIHUX /I03BIJIbHUX IOKYMEHTIB).
BianmoBigHO /10 YMHHOTO 3aKOHOAABCTBA (3a-
KOHIB YKpaiHu «IIpo OCHOBHI NPUHLIMIIK Ta BU-
MOTH 10 6€3MEeYHOCTI Ta IKOCTi XapuOBUX MPO-
AyKTiB», «[Ipo iHdopMariito /15 crioXXxuBaviB
1I0Jl0 XapyOBUX MPOAYKTIB»), a TaKOX Ha-
ka3y MiHarpononiTuku Ykpainu Ne 244 Bif
25.04.2022 p. fuTsA4e xapuyBaHHS, Xap4yoBi Mpo-
JYKTH [/ Cllellia/IbHUX MeIUYHUX LiiJiei a6o
Xap4oBi IPOAYKTHU /11 KOHTPOJIIO Baru MalTh
O6yTH NpeMEeTOM NOBi/JOMJIEHHS PO HaMip
BBeJIeHHS B 00ir, IKIL0 TAKUH XapyoBUI Npo-
JLYKT He O6yB B 06iry Ha pUHKY YKpaiHu.

Anauis cBifuuTH, 110 Hapasi B [lepesiky no-
BiIoMJIEHb ITPO HaMip BBeZIeHHs B 00ir, 3aTBep-
JPKeHOMY Haka3oM /JlepKIpo/iCIIoKUBCIYKOU

Ne 244 Bin 26.07.2022 p., odiniliHo po3mile-
HO Ji1Ile 9 MOBiJOMJIEHb I110/10 Xap4YOBUX IIPO-
JYKTIiB AJid creliaJibHUX MeAWYHUX Liiel, a
caMme:

e PKU Nutri 2 Energy (an1s aite# Big 1 poky
Ta cTaplie);

e PKU Anamix Junior (a5 fiTe# Bif 1 poky);

¢ Comida-PKU A (zn1s giTeit o 1 poky, XBo-
pux Ha OKY /TOA);

¢ PKU Cooler White 20 (151 siTeii BikoM BiJ
3 pokiB i fopocnux, xBopux Ha PKY);

¢ Comida-PKU A Formula + LCP (3 goBroJian-
[[IOTOBUMH MOJTIHEHACUYEHUMU KUPHUMU
KUCJI0TaMU) A4 AiTel 10 1 poKy, XBOpUX
Ha OKY /T DA;

¢ Comida-PKU B (as1s1 giteti Bix 1 poky i go-
pocaux, xeopux Ha OKY /T DA);

e (Comida-PKU B Formula (gss giteit Bif
1 poky i gopocaux 3 OKY /TDA);

¢ Comida-PKU B Pina Colada (51 giTel Bif
3 pokiB, xBopux Ha OKY /T DA);

e Comida-PKU C (mss1 mitedt Big 15 pokis, mno-
pocaux 3 ®PKY /T'DA, BariTHUX KiHOK).
Hamu 6ysio mpoaHasizoBaHo AaHi 3akymi-

BeJIb Clellia/li30BaHUX NPOAYKTIB JIIKyBa/IbHO-

ro xapuyBaHHs AJist xBopux Ha PKY /TDA Ta

3aKyMiBeJIbHUX I[iH Ha I[i MPOAYKTH (BiAMOBiA-

HO /10 eJIEKTPOHHOI CUCTEMHU 3aKyIiBeJsb Pro-

ZOITO 3a JoroBopaMu 3akymiBesab 2023 p.)

(Tabs.).
fAK cBifYUTDL aHaAJII3 PUHKY IPOAYKTIB CIie-

[[iaJIbHOT'0 MeIMYHOT0 Xap4yyBaHHS Ta JJaHUX

My06JIiYHOr0 MOYJIsl AaHAJTITUKH eJIEKTPOHHOI

cucteMU Prozorro, Ha BITYUM3HAHOMY PUHKY

NpeCTaBJEHO JOCTAaTHbO NIMPOKUI acOpPTH-

MEHT Clleliasi30BaHuX NPOAYKTIB JiKyBaJb-

HOI'0 Xap4yyBaHHA 451 xBopux Ha OKY/TDA

NepeBa)KHO IMIOPTHOTO BHpoOHULTBA (Be-

guka bpurtanis, HimeuuyunHa, [cnanis, [Tanis).

Haii6inbina yactka puHKY (62 %) HaJIeXKUTb

6penay Nutricia (SHS International, Besnka

BpuraHis), gpyre Micue nocigae Comida (Vi-

taflo, Besiuka Bpuranis) - 24 %. Ak npasuio,

3aKYIIiBJISIM 3a KOLITH MiCLIEBUX OIO/KETIB i

JIATAIOTh CIleljia/IbHI TOPOLIKOBI CyMillli, IpU-

3HayeHi JJid Mali€eHTIB Pi3HOTO BiKy. BapTicThb

MaKoBaHH{ Bapito€ Bif 1 10 7 TUC. TpH. 3 OIVIsA-

[y Ha CKJIaJHi coLiaJIbHO-eKOHOMI4HI YMOBHY,

M0B’sA3aHi 3 BINCbKOBUMHU JiIMH, TIOKa3HUKU

MiHiMa/IbHOI Ta cepeiHbOI 3apO6ITHOI MJIATH Y

2023 p., siki ctaHoB/SATE 6700 rpH Ta 18 261 rpH

BiZiMOBiZIHO, MOXXHa TOBOPUTU NPO HU3BKY
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Tabnuusa
AHAJI3 PUHKY CMNELUIANI3BOBAHUX NPOAYKTIB JIIKYBAJIbHOIO XAPYYBAHHA
ANA XBOPUX HA ®KY/TOA
LiHa
Hasea npoaykty | BupobHuk, kpaiHa | ®opma Bunycky MpusHayeHHn 3aKynisni,
rpH*
Afenil Express PIAM nauka 750 r ANA AiTen 3-18 pokis 453960
Neutral . i nopocnmx
Farmaceutici,
Afenil Gel ITania renb, NOPOLIOK Bif 6-TV micALiB 5229,84
PKU Nutri 1 MOPOLLK. CyMiLLl .
Concentrated y 6aHui, 500 r AnA aiten no 1 poky 2352,00
PKU Anamix Infant MOpOLK. Cymius | ANA AiTen A0 1 poky, 1256,00
y 6aHLi, 400 1 00 3 POKIB AK caryieMeHT
. NOPOLLK. CyMmiLl ana giten Bikom 1-8 pokis 1794,00-
PKU Nutri 2 Energy ) y 6aHLUi, 454 1 i nopocnmx 2 358,96
SHS International NOPOLLK. CyMiLLl na piten go 1 pok
PKU Nutri 1 Energy |Ltd, Benuka 6p K. cy ANA QITEN O 1 POKY, 947,90
BpuTatis y 6aHUi, 400 r 00 3 POKIB AK canfieMeHT
PKU Nutri 3 NOPOLLK. CyMmiLL A JiTel Bia 8 DOKIB 4.090,00-
Concentrated y 6aHui, 500 r AR A AcSp 5380,11
. NOPOLLK. CyMmiLl ana piten Big 9 pokis 2 348,00-
PKU Nutri 3 Energy y 6aHLUi, 454 1 i 4NA [OPOCNMX, BariTHAX 3088,74
PKU Nutri 2 NOPOLLK. CyMmiLl ana piten Bikom 1-8 pokis 3573,00-
Concentrated y 6aHuUi, 500 r i nopocnmx 4 699,36
T Hero Espana, MOPOLLK. CyMiLLl . . 2 790,64~
MD-Mil PKU 3 lcnanin y 6aHuy, 400 BiK CTapLue 8 pokiB 3 180,00
Comida PKU B Pino MOPOLLK. CyMiL R . .
Colada y 6amL, 500 T ana pitein Bikom 3-14 pokis 3843,00
Comida PKU B MOPOLLK. CyMiLLl R ) .
formula y 6am, 500 1 ana piten Bikom 1-14 pokis 2 808,00
Comida PKU C Vitaflo MOPOLLK. CyMiL R .
Formula (International) Ltd, | y 6aHui, 500 r AnA piten in 15 pokis 2664,00
. Benuka bpuTaHia | nopowk. cymiLu RNV . 3 840,00-
Comida PKU B y 6aHi, 500 T ana giten Bikom 1-14 pokis 4 500,00
. ana piten Big 15 pokis,
. MOPOLLK. CyMiLLl : 3699,36-
Comida PKU C y 6anL, 500 1 AOpOCNX 3 OKY i TOA, 4 608,00
BariTHMX
. 0 R .
PreKUnil PreKUlab, Tabn. 750 mr Ne550 | ana giten Big 7-8 pokis 29 590,00
Hi
Heo®e imetmHa Tabn. 685 mr N°550 | anA pitel Big 7-8 pokis 27 500,00
XPhe Smart A . MOPOLLK. CyMiL R .
IkcDe CmapT A metaX, HimeuunHa y GamLi, 500r ana giten Big 15 pokis 6 956,00

MpumiTKa: * 3a faHUMK eNeKTPOHHOT cucTeMn 3akynisesib Prozorro

JOCTYIHICTb 3a3HaYeHUX NIPOAYKTIB Jid Ha-
CeJIeHHS.

Tak, mOKa3HUK aJleKBaTHOCTI NJIaTOCHpPO-
MoxkHOCTI Ca.s. (criBBifHOIIEHHS cepeIHbOI
po3apioHoi 1iHu JI3 i cepeiHbOI 3apob6iTHOT
IJIaTH) Uil LUX NPOAYKTIB CTaHOBUTH Bijl
5,19 no 38,1 %.

BucHoBkH. Ha cyyacHoMy eTani Bifj6yBa-
€TbCcs pePpOpMyBaHHSI CHCTEMU OpraHisaiii

Ha/JJaHHA MeJUYHOI JONIOMOI'Y NALiEHTaM 3 Op-
(dbaHHMMU 3aXBOPIOBAaHHAMU BiJIIOBIZIHO /10 yXBa-
JieHOoi KoHIlenIii Ta pekomeHganin €C. To6To
MO>KHA TOBOPUTH NPO NiABULLEHHA JOCTYII-
HOCTIi Cy4acHUX MeJJUYHUX TEXHOJIOTIH JiarHo-
CTUKHU U jikyBaHHs OKY (BrpoBakeHo pede-
PEeHC-1|eHTPY, HeOHATaJIbHUIN CKPUHIHT), 1110 JI0-
3BOJIMTb CBOEYACHO BUSBJISITU 3aXBOPHOBAHHS
i TUM CaMMM BIJIMBAaTU Ha AKICTb i pe3yJibTaTu

[35]
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JIiKyBaHH# (fieToTepalii 3 06MeXeHHsIM CIIo-
>kuBaHHs PA). JlikyBanus OKY notpebye Brco-
KOBAapTiCHOTO CIlelia/IbHOTO XapuyBaHHS, SIKe
Nali€eHTU He MaloTh MOXKJIMBOCTI MPUAOATH Cca-
MOCTiMHO. BiZimoBijHO /10 YMHHOTrO 3aKOHOAB-
CTBa Jlep»kaBa 3a6e3nevye xapyyBaHHAM JiTel
3 OKY 10 18 pokiB (10 3-X - 32 paXxyHOK KO-
IITiB Zlep>KaBHOTO GI0/KeTY, 10 18 pokiB - 3a
PaxyHOK MiClleBUX ITporpam).

[ npuUHATTS 06IPYyHTOBAHUX PillleHb
1110/10 MU TaHb 3a6e3MevYeHHs NMaI[iEHTIB Megry-
HUMU TEXHOJIOTisIMU KepiBHUMU HaCTaHOBa-
MU Mi>kHapoJIHOTO TOBapucTBa papMaKoeKo-
HOMiuHUuX focaimkeHb ISPOR pekoMenj0BaHO

BUKOPHCTOBYBAaTH MYJIETUKPUTEPIa/IbHUI aHa-
Ji3 npurHATTA pimeHb (MCDA), sikuit f03Bo-
JIsIE BpaxXOBYBATH IiJly HU3KY KpUTePIiB (1o-
Ka3HWKHW 3aXBOPOBAHOCTI Ta CMEPTHOCTI, I10-
Tpeb6u B JI3, MB i MeANYHUX NOC/AYyTaX; KJiHiY-
Hy eeKTUBHICTD i 6e3MEKY, ColliaIbHO-EKOHO-
MIiYHi HaC/IiIKW; €KOHOMIYHY JOLIIBHICTB, BIVIUB
Ha OI0/[>KeT) Ta OLiHIOBAaTH BiANOBiAHO [0 iX
3Ha4YeHb i BaXKJIMBOCTI. Takuii aHaJ1i3 fa€ 3M0-
Iy OKpPECJMTH CTpaTerito JiKyBaHHS Ta BU-
3HAUUTH piBeHb GiHAHCOBOTO BIJIUBY B yMO-
Bax 0O6MeKEeHOTr0 OI/KETY, IKUI He TOBUHEH
NepekaaZaTUCA Ha NaliexHTa.
KoH@uiikT iHTepeciB: BicyTHIM.

[36]
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