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@eninkemonypis (PKY) nanexcums 00 piokichux memaboniuHux 3ax60pH06ans, 0Jis NAYIEHMIE HCUMMEBO HeoOXi0-
HUM € 3CMOCY8aHHs NPOOYKMIG cneyiaibho2o meouuno2o xapyyeanns (CMX) ons docsenennss memaboniuno2o konmp-
onto. OCHOBHUMU NPObIeMaMu € CKIAOHICMb OOMPUMAHHS HCOPCMKOL diemu y Oimeti ma nioaimKie, HU3bKA YiHO8A
docmynnicme npodykmie CMX, depiyum 6100xcemnux koumis.

Mapkemuneosuti ananiz acopmumenmy u yin Ha npooykmu CMX npogedeno nHa niocmasi usuents npac-1ucmie
oucmpud ‘romopie i nponozuyitl ounatn-wacasunis. Illposedeno ananiz menoeproi 0OKymenmayii ma 3aKynieeibHux yin
na npodykmu CMX 3a yrknadenumu docosopamu 3a 2022-2023 p., wo onybrikosani 6 enekmponnii cucmemi «IIpozoppor.
Ananiz meouko-mexniunux eumoe st 3axynisii npodykmie CMX 0036016 eusHauumu Ko406i Kpumepil, sIKi 6Ka3aHi 6
meHOepHill QoKyMenmayii. Ananiz nokazas, wio 3aKynieii nionsearoms nepesaxdcHo NOPOULKOGi AMIHOKUCIOMHI CYMIiL
(AKC) inozemHo20 6upobHUYmMEa, Wo NPUSHAYAIOMbCSL JIKAPIMU [HOUBIOYATIbHO 3AJIEHCHO 8I0 8IKY NAYIEHMA Md 0CO-
baueocmetl nepedicy 3ax60POSAHHSL.

IIposedeno onnavin-onumysanns nayienmis, xeopux na @KV (abo unenie ixnix pooun, ujo 0021510aiome 3a HUMU) 3a
PO3pobnenoto ankemoio 3 sukopucmanuam goggle-ghopm (n = 156). Lle 003601110 6usHauumu cnojicugaybki nepesazu i
nonum na npooykmu CMX piznux epyn (maxaponu, xii6, KoHOUMeEPCvKi UpoodU Mouyo).

Hayxroso obrpynmosato peyenmypy ma mexnonozito Huzvkooiikosux npodykmie CMX ons xeopux na @KY. Taxooc y
npoyeci 00CaiodHcerb 6y10 pO3POOILEHO CKAAO I MEXHON02I0 MAbIemOK, Wo MICMsamMb KOMOIHAYIIO 6ENUKUX HEUMPATbHUX
aminoxuciom (LNAA). Jloeedeno exonomiuny epexmuenicmo eupooruymea npodyxmie CMX ma doyinvricmo ix 3akynie-
i 0ns 3a6e3neuennst nompe6 nayienmis 3 @PKY 6 mescax pecionanvnux npoepam.

Knrouosi cnosa: ¢eninkemonypis (OKY), pioxichi (opganni) 3ax60proeanns, cneyiaivhe NiKySalbHe Xapyy6aHHs.,
docmynHicme.

Tutuk Volodymyr, Nazarkina Victoria. Justification of directions for improving the efficiency of

pharmaceutical supply for patients with phenylketonuria

Phenylketonuria (PKU) is a rare metabolic disease, and it is vital for patients to use special medical nutrition products
(SMN) to achieve metabolic control. The main problems are the difficulty of adhering to a strict diet for children and
adolescents, low affordability of SMH products, and a lack of budgetary funds.

A marketing analysis of the assortment and prices of SMN products was conducted based on the study of distributors’
price lists and online store offers. We analyzed tender documents and purchase prices for SMN products under the
contracts concluded in 2022-2023, which are published in the Prozorro electronic system. The analysis of the medical and
technical requirements for the procurement of SMN products allowed us to identify the key criteria indicated in the tender
documents. The analysis showed that the procurement primarily involve foreign-made powdered amino acid mixtures
(PAMs) prescribed by doctors individually depending on the patient's age and disease characteristics.

An online survey of patients with PKU (or their family members caring for them) was conducted using a designed
questionnaire with goggle forms (n = 156). This allowed us to determine consumer preferences and demand for SMN
products of different groups (pasta, bread, sweets, etc.).

The formulation and technology of low-protein SMN products for patients with PKU were scientifically substantiated.
The research also elaborated the composition and technology of tablets containing a combination of large neutral amino
acids (LNAA). The cost-effectiveness of the production of SMN products and the reasonability of their procurement to
meet the needs of patients with PKU within the framework of regional programs have been proven.

Key words: Phenylketonuria (PKU), rare (orphan) diseases, special medical nutrition, availability.
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Beryn. @eninkeronypisi (PKY) nanexuts 10
piAKICHUX po3nafiB  MeTaboni3My apOMaTHYHUX
aminokucinot (¢peninananiny — Phe). [Tommpenicts
OKYVY vy cBiti konmuBaetrbes Big 1 : 100 000 (Smonis)
mo 1 : 4000 (Typeuunna), B cepeIHLOMY CTAaHOBHTH
1 : 10 000 wHoBOHapomxenux [1, 2]. Buninsrors
KiJIbKa PI3HOBUIB IIbOTO 3aXBOPIOBAHHS: KIaCHYHA
OKVY (HalOUIbII TMONIMPEHA, CIOCTEPIraeThCs Y
nonay 90% BuMAKIB) Ta JCKiIbKa BUIIB aTHIIOBOL
OKY, noB’s3aH01 3 AeHIIIUTOM TETpariapodionTe-
puny. Hapasi @KV € HeBUITIKOBHOTO, [JIs1 YHUKHEHHS
TSOKKUX HEWPOKOTHITUBHUX 1 IICHXOJIOTIYHIX HACITI/I-
KiB Ta paHHBOI iHBaJIiAM3alii BUKOPUCTOBYIOTHCS
menuuHi TexHonorii (MT), cipsiMmoBaHi Ha 3HIKEHHS
koHneHrpauii Phe B kposi [3]. Jns onTuManbsHOrO
METa0O0IIYHOTO KOHTPOII0 AMEPUKAHCHKANH KOJIEIK
meanaHoi reHeTnkn (ACMG) pekoMeHIye TOXHUT-
TEBY MIATPUMKY KoHueHTpauii Phe B miamasoni
120-360 Mxmomn/a [4].

AHai3 KIHIYHEX TPOTOKOIIIB 1 KEPIBHUIITB CBiJI-
YUTh, M0 ICHYIOTh CYTT€BI PO301KHOCTI MIOAO0 TEX-
HOJIOTi# miarHocTHUKH Ta JikyBaHHd OKVY B pizHuX
kpaiHax. Pazom i3 Tum GazoBoro MT, mo Bukopuc-
ToBY€EThCs TIpoTsiroM 70 pokiB (3 1953 p.) i Bu3HaHa
e(eKTHBHOIO y Oynb-SIKMX BHIIAJKaxX, € Ji€Ta 3
HU3bKUM BMicTOM Phe y moemHanHi 3 j00aBKamu
L-aminokucnotr, mo He Mictate Phe. locaimken-
HSAMHM TaKOXX JIOBEICHO IOLUIBHICTH 3aCTOCYBaHHS
mrikoMakponentuay kaseiny (GMP) ta Bemukux
HelitpanbHuX amiHokucnor (LNAA) sik anbrepHa-
TUBHHUX XapuoBHX J00aBoK [5, 6]. OxpemMum mnari-
erram 3 arunoBuMu popmamu OKY MoxkyTh npu-
3HauaTucs Tpemapatd camponrepuny (Kuvan®,
Javygtor™) y ¢opmi TabIE€TOK UM TIOPOMIKY JISI TIPH-
TOTYBaHHS OPaJbHOTO PO3YHHY a00 peKOMOIHAHTHUI
¢depmentnuit npenapar llersamiaza (Palynziq™) y
(dopmi in’ekiit [7]. LI iHHOBaIiMHI 3aCO0M MarOTh
oOMe)keHe 3acTOCyBaHHS 3 00 €KTHBHHX NPUYHH
(oOMexeHi mokasu depe3 Te, IO KUTBKICTh XBOPHUX
HE JI03BOJISIE MTPOBOJIUTH TIOBHOMACIITA0HI KIIiHIYHI
JIOCITIJPKEHHS, 30KpeMa 3a y4YacTHO TMAIi€HTIB JUTS-
4oro BiKy). HenouinbHUM € BUKOPUCTaHHS Carpor-
TepUHy y mamieHTiB 3 kiacuuHoto OKY, no skxoro
BIJICYTHS YyTIHMBICTh. TakoX BiOMO Tpo 3HaYHI
nmo6iuHi mii mersamia3u (aHadinakcis) [8]. Pazom i3
UM 111 JI3 MaroTh HU3BKY IIHOBY JIOCTYITHICTb.

Jis marieHTiB, SKi CTpaXKIarTh Ha PiAKICHI
3aXBOpIOBaHHs, 30kpema it DKV, xurreBo HeoOXiI-
HUM € JoBiuHe JikyBaHHs (diet-for-life), sike moporo
komtye. B Ykpaini B pamkax Konmemii po3BUTKY
CUCTeMH HAaJaHHA MEIMYHOI IOTIOMOTH OphaHHHM
narfieHTaM repejdadeHe 3a0e3rnedeHHS X ycima
HeoOxinnumu JI3, MennuHUME BUpOOaMH Ta IPOILYK-

TaMH CIieliaibHOro MenuaHoro xapuyBaHuas (CMX)
3a paXyHOK Jep’kaBH. BTiM MpakTHUHO peaizyBaTh
3aJIeKJIapoBaHi y 3aKOHOJABCTBI HOPMHU HE BHJa-
€ThCSI MOXJIMBUM 4epe3 nedinut komrtiB. JoTpu-
MaHHS JI€TH € >KUTTEBO BaXKJIMBUM I IIALIE€HTIB 13
OKY nporsarom ycboro xuttst. OCHOBHI TIpoOIeMH,
MOB’s13aH1 3 JIETOTEPAIi€l0, MOKHA OKPECIUTH SIK:
OIHOMAHITHICTh PaIlioHy, HEBPOJOTIYHI a00 TICHXO-
cormianpHi mpobieMu (0coOIMBO AJIS AITEH TITITKO-
BOTO BiKY), J€(ILUT MOKUBHUX PEUOBUH 1 BITaMiHIB,
Brcoka Bapricth CMX i gietnynux n00aBok. Edexk-
TUBHOMY JIOTPHUMaHHIO JIIETH MEPEUIKO/HKAE BIJICYT-
HICTh MEANYHOTO CTpPaxyBaHHS Ta KOMITEHCAIIi] MeB-
HHUX BUTpaT.

MeTta crarTi — OOTPYHTYBAaTH HAIPSMHU YIOCKO-
HaJIeHHs 3a0e3nedeHHst mauieHtiB 3 OKY mpomayk-
tamu CMX.

Metoau Ta marepiajau. /{7 JOCITHEHHS METH B
poboTi OyaM BUKOpPHCTaHI: KOHTCHT-aHAJ3, MapKe-
TUHTOBUI aHaii3, aHKeTyBaHHS, JIOTIYHUH, rpadid-
HMI, MATEMaTHKO-CTaTUCTHYHUHN MeToau. OO’ ekTaMu
JociikeHHs: Oynu: HaykoBi ImyOsikamii Ta KIiHIYHI
KEpiBHUITBA, HOPMATHBHO-NIPABOBI aKTH, Npaiic-
JIMCTH, CAalTH TUCTPHO FOTOPIB, TEHJIEpHA JOKYMEH-
Tars.

Pesyabratn gocaimkens. Ha mepmomy erari
MPOBEICHO MaPKETUHIOBHUI aHaui3 mpoaykTiB CMX,
SK1 IPEACTaBlICH] Ha BITYM3HSIHOMY PUHKY Ta BUKO-
puctoBytoThCs namienTamu 3 O®KY ms mocsirueHHs
MEeTa0OJIIYHOTO KOHTPOJII. 3AIMCHEHO aHaji3 Ipo-
TTO3UIIIH TUCTPHO FOTOPIB, MO TO3BOIHIIO BUBYHTH
ACOPTHMEHT TPOIYKTIB Ta po3apiOHiI IiHU. Y po3-
IpiOHiM anTeyHid Mepexi MPUCYTHI JIMIIEe OKpeMi
TOBapHI TMO3MIIiI, 1[0 TOB’S3aHO 3 OCOOJIMBOCTIMHU
oprasizariii ¢apMaIeBTUYHOIO 3a0e3IeUueHHsT XBO-
pux Ha opdanHi MeTabomiyHI 3aXBOPIOBAHHS Ta
(inaHCYBaHHS.

3akymiBm HeoOximHuXx JI3 1 mpomykriB CMX
3MIMCHIOIOTBCSL  ACLEHTPAII30BaHO 3aKjaJaMud Ta
ycraHoBamu O3 B Mexax mporpaM HpodigakTuky,
JMIarHOCTHKH Ta JIIKyBaHHS PIJKICHUX 3aXBOPIO-
BaHb, PO3POOJICHUX BIAMOBITHO O YWHHOTO 3aKO-
HOJIAaBCTBA Ta 3aTBEPKCHHUX PINICHHSIMH BiIITOBiI-
HUX TepuTopianbHUX Tpomaj. [lorpeba y 3axymiBmi
nponykTie. CMX BH3HAUa€ThCS JIIKYIOUMM JKapeMm
IHMBIIyaJbHO 3aJIGKHO BiJl BIKY Ta CTaHy XBO-
pOro, MICHS BiANOBITHOI EPEBIPKH 3aTBEPIKYETHCS
CIeriabHOI0 KoMiciero. IIpu 1IboMy Opi€HTYIOTHCS
Ha HasBHE pecypcHe 3abe3redyeHHs: (hiHAHCYBaHHS
3axoxiB IIporpaMu 3miHCHIOETBCS B YCTAHOBICHOMY
3aKOHO/IAaBCTBOM IOPSIJIKY 328 PaxyHOK KOIITIB Mic-
[EBOT0 OIO/DKETY Ta IHIIMX JDKepel, He 3abopoHe-
HHUX 3aKOHOJABCTBOM. JIJIs 3a0e3IeueHHs Malli€HTIB
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quTssdoro Biky MO3 BUILISE KOIITH 32 MPOTPaMOF0
«3abe3mnevueHHsI MEAUYHHX 3aX0/1B OKPEMHUX JIepKaB-
HUX TPOrpaM Ta KOMIUIEKCHHUX 3aX0J1iB MPOTrPaMHOTO
XapaKTepy» Ta y 3B’sI3Ky 3 IMMOTPeOOI0 «3a0e3MeueHHS
JIIKYBaJIBHAM XapuyBaHHSAM HiTel XBOpHX Ha (DEHiN-
KETOHYPit0». 3aKymiBIIi MPOBOASTHCS 3 BUKOPUCTAH-
HSIM NIPOLIEAYPH BIAKPUTHX TOPTiB Uepe3 eNEKTPOHHY
cucremy «I[Ipo3oppo» 3 ypaxyBaHHSIM BUMOT 3aKOHY
VYkpainu «[Ipo myOunivHi 3aKyiBIIi», [0 BCTAHOBIIOE
MPaBOBI Ta EKOHOMIYHI 3acaiam 3IIHCHEHHS 3aKy-
MiBEJTh TOBApiB, POOIT i mocmyr s 3abe3redeHHs
notped JepkaBy Ta TEPUTOPiaIbHOT TPOMAIH.

Hamu Oyno mpoBeieHo aHasi3 TeHAepHOi JOKyMeH-
Tanii (0OrpyHTYBaHHS TEXHIYHHMX Ta SKICHUX Xapak-
TEPUCTHK TIpeIMETa 3aKyIliBIi, pO3Mipy OOKET-
HOTO TIpHU3HAYEHHS, OYiKyBaHOI BapTOCTI MpeaMeTa
3akymiBii 3a kogoM JIK 021:2015: 15880000-0 — cre-
LiaJbHI MPOAYKTH XapdyyBaHHs, 30aradeHi MOXKHUB-
HUMH peYOBMHAMHU (JIiKyBaJbHE XapyyBaHHS ISt
niteir xBopux Ha OKVY). Linu Ha mpomykrn CMX
BU3HAUEHI 32 YKJIaJICHUMH JIOTOBOPAMH 3 ITEPEMOXK-
smu TeHaepis 3a 2022-2023 p., mo omyOIikoBaHi B
enektpoHHil cucreMi «lIpo3oppoy. Llina ymoBHOTO
rpamy OiJIKy € OHUM 3 KJIIOYOBUX KpUTEpPiiB BU3HA-
YEHHSI TIEPEMOKIISL.

BcraHoBiieHo, 110 3aKyITiBiIi 338 OFOKETHI KOLITH
Mi/UIATAI0Th MEPEBAYKHO TTOPOIIKOBI aMiHOKHCIIOTHI
cymimi (AKC) ta roToBi /10 BKHBaHHS HAroi, Ipu-
3HAYEHI JUIA MAaIli€HTIB Pi3HOTO BiKY, pifIle — MiKpo-
TaOJIETKH, 10 MIiCTATh BEJIUKI HEUTpaJIbHI aMiHOKHUC-
sotu (tadm. 1).

Takok MOKHA 3pOOUTH BUCHOBOK, IO 3aKyIiBIIi
MUITaloTh  mpoaykTd CMX  1HO3eMHOTO TIOXO-
JOKEHHSI, 1110 TIOB’S3aHO 3 HU3BKUM PiBHEM PO3BUTKY
BITYM3HSHOTO BHUPOOHUIITBA Ta HEBPETYIHOBAHICTIO
npobnemu knacudikauii Ta BU3HAHHS CTaTyCy TaKUX
MPOIYKTiB (BHECEHHS JI0 BIIMOBITHOTO PEECTPY UH
nepeniky). Jlizepamu cepen BUpOOHUKIB € KOMITaHii
«SHS International» (Bemmka bpuranis), «PIAM
Farmaceuici S.P.A.» (Itanis), «Dr. Schary (Himeu-
ynHa), «Metax» (Himeuunna).

EdextuBHiCTh OITKOBOTO 3aMiHHUKA BH3Haya-
€TBCSl MOTO Xap4oBUM TpodisieM, aMiHOKHCIOTHUM
CKJIaJIOM, JI03010, PO3IOJIIIOM Ta aJeKBaTHUM CIIO-
JKUBAaHHSM CHEpTii, IMBHUAKICTIO 3aCBOEHHS OpTaHi3-
moM [9, 10].

AHai3 MEIUKO-TEXHIYHUX BUMOT JJIsl 3aKyMiBIi
npoayktiB CMX /103BOJIMB BU3HAYUTH KIFOUOBI KpH-
Tepii, K1 BKa3aHi B TCHACPHIN TOKYMEHTAIIIT:

— HaWBUIIMA HaOIp aMIHOKHUCIOT (KUIBKICTB) Y
cyMiIi;

— ONTHMAalbHUA BMICT CyMH HE3aMiHHHX 1
HaliB3aMiHHUX aMiHOKHCJIOT (apriHiH, BajJiH, TiCTH-

JIUH, 130JICHIINH, JICUIIMH, JII3UH, METIOHIH, THPO3HH,
TpeoHiH, TpunrodaH, nuctuH) y 100 r 6inka, agamro-
BaHMHU 70 BIKOBOI KaTETOpii XBOPHX;

— ONTHUMAaJFHUI BMICT CyMH aMiHOKHCIIOT, IO
BMIILYIOTh CipKy (MeTioHiH 1 nuctun) y 100 r Oinka,
110 a/IaTOBAaHUI JI0 BIKOBOI KaTeropii XBoporo;

— OonTHUMalbHUH BMICT Tupo3uny B 100 r Oinka,
aJlanToOBaHUI 0 BIKOBOI KaTeropif,

— BYIJICGBOJIHUI KOMIUIEKC 3a0€3I1eUeHO 3a paxy-
HOK MOHOCaXapHJliB i ToiicaxapuiiB 3a MiHIMallb-
HOTO BMICTY caxaposu;

— 30ajaHCOBaHa KIJIbKICTh HEOOXIJHUX MiHEpa-
7B, MIKpOEJIEMEHTIB 1 BITAMiHIB;

— HaliMeHITa BapTiCTh (YMOBHa BapTicTh | T
OiJIKa IPOIIYKTY).

[IpoBeneno ananiz cknangy nponykriB CMX s
OKY. BceraHoBneHO CyTTEBI BIAMIHHOCTI y CKIaji
AKC 110710 KOMIUIEKCY aMiHOKHCIIOT, JKUPIB, ByTIIe-
BOJIIB, BITaMiHIB, MiHEpaJbHUX PEYOBHH Ta IHIINX
MMOKUBHUX pedyoBHH (Tabm. 2). OTxke, y MpoBeaeHH]
3aKyIliBeJIh BAXKIMBUM € OQOPMIICHHS TEHIEPHOI
JOKyMeHTalii, MaroTb OyTH BpaxoBaHi BCi MPHHLU-
MOB1 YMOBH [JIsl KO’KHOT'O JIOTY.

Ha nactynHomy erami Oymno mpoBeneHO OHJIaiH-
OTIMTYBaHHS MaIli€HTiB, XBopux Ha DKV (abo uneHiB
IXHIX POJIMH, IO JAOTVISAIAI0Th 32 HUIMH) 32 po3po0ite-
HOIO aHKETOIO 3 BUKOPUCTaHHSM goggle-popm (n =
156). lle 103BOIMIIO BU3HAYUTH CIIOKUBAIIBKI TIepe-
Bary i monuT Ha npoxyktu CMX pi3HuX Tpyn (Maka-
POHHU, XJ1i0, KOHAUTEPCHKI BUPOOH TOIIO).

BigmoBimi pecmoHIEHTIB IOAO0 MaKapOHHHUX
BHPOOIB (YHKIIIOHAILHOTO TIPU3HAYEHHS, SKi BOHU
BXKHMBAIOTh, PO3NOAUIMINCS TAaKUM YHHOM (pHc. 1).

Amnamiz 1OKazaB, M0 HAWOIIBIIAM ITOIHUTOM
KOPHCTYIOThCS MAaKapOHHI BUPOOM TOPTOBUX MapoK
«Bezgluteny, [Tonpma (n = 95, mo cranoButs 60,9%
ommtannx), «Mevaliay, Benmka bpwuranis (n
84; 53,8%), «Balviteny», [Tonpma (n = 38; 24,4%),
«Loprofiny, Itamis (n = 36; 23,1%). Takox mocii-
JOKEHHSIM OyJIO BCTAHOBJICHO KUIBKICTh MaKapOHHUX
BUPOOIB (PYHKI[IOHAIEHOTO MPU3HAYCHHSI, Ky Malli-
€HTH Y CTIOKMBAIOTh HA MicAIb. BinmoBimai po3momi-
JTUaUcsS TakuM yuHoM: 32,1% — aBi mauku, 30,8% —
TpH, 16% — oany, 10% — gotupu i Oinbie. [lepesary
BIIJAIOTh TAKUM BHUJaM MaKapOHHUX BUPOOIB, SK
cripaii, poKKH 1 CcrareTi, mpo M0 CBig4aTh BiAIO-
BiJti 56,4% pecnonenTis, 50% ta 46,2% BiIIIOBIIHO
(puc. 2).

Pesynsrati onmuTyBaHHS MIOAO0 XJTIO0OYIOYHHAX
BHUpOOiB HaBeleHI Ha puc. 3.

SIk CBITUUTHL aHai3, OLIBIIICTE OMUTAHUX BXKUBA-
10Th XJ1i0 Ta Oyyku BacHoro BurotosieHHs (n = 100;
64,1%). Ilomutom kopuctytotecsi TM «Bezgluten»
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Tabmug 1
Hpoaykrn CMX, siKi 3aKyIIOBYHOTbCS 32 KOIITH OIIKeTiB Pi3HOro piBHA 1Jis nauieHTiB 3 ®KY
. Bmict | K-c1b iHa 3aKkynm. ina
HajimenyBanus npoaykris CMX Bnpoﬁnﬂmc/ l?uc .| Oinky B | OlJIKY B B 3 HI[B?I ]iI,O r
Kpaia | HAMCHTIB | g4 NaK. IPpH Oiska
y P
AMIHOKHCIIOTHI CyMimTi (TTOPOIIOK /ISl MPUTOTYBAaHHS PO3YHHY Ta TOTOBI 1O BYKWBAHHS HATIOl |
PKU Anamix Infant 400 r SHS Intern., 0-1 13,1 52,40 1 651,85 31,52
PKU Nutri 1 Concentrated 500 r Benmca' 0-1 50 250,00 3362,17 13,45
PKU Nutri 1 Energy 400 r Bpuranis 0-1 11,90 47,60 1 365,84 28,69
PKU Anamix Junior 36 r 1+ 28 10,00 473,40 47,34
PKU Nutri 2 Energy 454 r 1+ 27 122,58 2 358,95 19,24
PKU Nutri 2 Concentrated 500 ¢ 1+ 60 300,00 4 699,36 15,66
PKU Nutri 3 Concentrated 500 r 8+ 70 350,00 5 380,11 15,37
PKU Nutri 3 Energy 454 ¢ 9+ 35,4 160,72 3 088,70 19,22
ligslij;ophlex LQ Juicy Berries /Tropical 4t 16 20,00 731,80 36.59
Comida PKU B formula 500 r Dr. Schér, 1-14 75 375,00 2 808,00 7,49
Comida PKU B 500 r Himeuunna 1-14 73 365,00 4 500,00 12,32
Comida PKU B Pino Colada 500 r 3-14 70 350,00 3 843,00 10,98
Comida PKU C 500 r 15+, 75 | 375.00 | 460800 | 1229
BariTHi
Comida PKU C Formula 500 r 15+ 75 375,00 2 664,00 7,10
Afenil 1, 500 v PIAM 0-1 2,0 10,00 1 046,00 104,60
Afenil 1,200 M Ne 6 Farmaceu- 0-1 2,0 4,00 2 615,00 108,96
Afenil Gel reas, 720 T tici S.p.A., 0+, MOKY | 41,7 300,24 5 230,00 17,42
Afenil 2 500 r Irais 1+ 83,3 | 416,50 | 6276,00 15,07
13;3f81)111 Medi 15 neutral / orange 750 (25T 1+, MOKY 60 450,00 7322.00 16,27
ﬁggﬂ Squash 15 citrus/ wild berry 130 mu 3+ MOKY | 11,52 | 44928 14 121,00 3143
Afenil Express Neutral 750 r 3+ 60 450,00 4 539,60 10,08
MD-Mil PKU 3 400 r Hero Espa- 1+ 69,1 | 27640 | 318000 | 11,5
na, Icmanis
Xphe Smart K 500 ¢ Metax, 3-6 63 315,00 6 590,00 20,92
Xphe Energy K 500 r Himeuunna 3-6 30 150,00 3 138,00 20,92
Xphe Energy J 660 r 7-14 30 198,00 4 557,00 23,02
Xphe Smart J 500 r 7-14 70 350,00 6 956,00 19,87
Xphe Energy A 660 r 15+ 30 198,00 4 557,00 23,02
Xphe Smart A 500 r 15+ 70 350,00 6 956,00 19,87
MikpoTalieTKH 3 BEIMKUMU HeHTpasibHUMU amiHokucaoTamMu (LNAA) |
Neutrafenil Micro R m/Tabmn. npornonr. 110 | PIAM 34+ 7079 | 311.48 9 414,00 30.22
No4 Farm.,
Afenil Micro3H m/ta6n. npornonr. 110 v Ne4 | ITamis 3+ 70,70 311,08 6 276,00 20,17
[peKVYnin tabx 750 mr Ne550 Prekulab * 54,5 29 950,00
Heo®e 1261 685 Mr Ne550 Ltd., Jlanis * 60 29 950,00
Heo®e mop. 376 T * 60 29 950,00

MOKY — BUKOpUCTaHHS NIPU MaTepuHCHKii OKY

* — BIK 1 103yBaHHS BU3HAYAE JIiKap

(n 73; 46,8%), «Mevalia» (n 28; 17,9%),
«Balviten» (n = 24; 15,4%) ta «Glutenex» (n = 24;
15,4%). B3arani He BkHBarOTh XJ11000y104H1 BUpoOU
JIUIIIE TPOE 3 ONMUTaHuX narieHTiB 3 DKV (1,9%). Hami
OyJi0 BU3HA4YE€HO TOProBi Mapku OOpoIIHa 1 cymilnen

JUTST BUITIKAHHSA, SIKI HAWYaCTINIE 3aCTOCOBYIOTHCS
CHOKHMBadYaMu. Pe3ynbTaTn HaBeeHo Ha puC. 4.
Takok Oyno BH3HAYEHO CEPEIHIO KUIBKICTh
OopoiHa / cymimeid Ajsi BUIIKaHHS, 10 BHKOPHC-
TOBYEThCSI Ha Micsllb. Y pe3yabTaTi BCTaHOBJICHO,
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Tabmurs 2
AHaJni3 cki1agy aMiHOKHMCJIOTHHX cymimueii qus aireii 3 ®KY
K-1b AmiHo- Cyma He3a-
HaiimenyBanHs Bi Oinky KHCJIOTH MiHHHUX i Ha- Merionin + | Tupo- Byrie-
. iK . . .. .
NPOAYKTIB B100Tr B 100,0 MiB3aMiHHHX Hucrein 3UH BOJIB
cyminri cyminri AMiHOKHCJIOT
PKU Anamix Infant 0+ 13,1 15,5 9,65 0,66 1,44 49.8
400
Afenil Gel neutral 05+ | 417 50,33 30,3 2,1 46 | 429
PKU Nutri 1 Energy |, 11,9 13,8 8,64 0,59 132 | 525
400 r
PKU Nutri 1
Concentrated 500 T 0-1 50,0 58,0 29,0 2,6 3,2 25,6
Afenil Express neutral
/ orange 750 1/ 3025 1+ 60,0 71,9 43,4 2,91 6,59 13,7
Comida PKU B 500 r 1+ 73,0 88,0 45,4 3,9 5,8 0,5
Comida PRU B 1+ | 310 37,0 19,5 1.7 25 41,0
formula 500 r
PKU Nutri 2 Energy 1+ 27,0 31,3 15,25 1,31 2,39 42,0
454 r
PKU Nutri 2
Concentrated 500 T 1+ 60,0 69,5 35,0 3,0 3,9 12,9
100
Bezgluten 95
Mevalia
Balviten
Loprofin
Glutenex
Promin
Metax
Sineamin
Aproten

Cxusina stokmmaa TM "Metro Chef™

Puc. 1. Pan:kyBaHHs BiinoBizeil 3a TOProBUMI MapKaMi MaKaAPOHHUX BUPOOIB
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Puc. 2. Pam:kyBanns 3a popMamMu MaKapoHHHX BHPOOiB
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Puc. 3. Pan:xkyBaHHs 32 MapKaMu XJ1i000y/104HIX BUPOOiB
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caMopoOHe OOPOIITHO

Puc. 4. Pan:xkyBanHs cymimneii 1Jisi BUNKAHHSA 32 TOPrOBUMH MapKaM#/BUPOOHUKAMHU

mo 30,8% ONMUTaHMX CHOXKWBAKOTh 1 KI' HA MIiCSAIb,
41% — 2 xr, pemira 28,2% — Oinb1ie.

Jist ypi3sHOMaHITHEHHS PaLlioHy Ta 3a0e3MeueHHS
noTpedu y OUTKY MOXKYTh 3aCTOCOBYBATHCS Pi3HI KOH-
auTepchKi BUpoOH (puc. 5). OcoOnmBo 1ie akTyanbHO
JUTSI TIAITIEHTIB TATSIYIOTO Ta MiTITKOBOTO BIKY, STKAM
CKJIQJIHO JIOTPUMYBATUCSI JKOPCTKOT jgieTH. Bcera-
HOBJICHO, 110 HAMOULIBIIAM MOMUTOM KOPHUCTYIOTHCS
rieunBo (n = 121; 77,6%), conomka (n = 85; 54,5%),
Baduti (n = 64; 41,0%), mokonan (n = 37; 23,7%),
npssaukH (n = 34; 21,8%), xene (n = 14; 9%) Toro.

BcranorneHo, 10 HAHOUTBIIIAM TTOITUTOM KOPHCTY-
F0ThCs KoHauUTEpChKi Bupoon TM «Bezgluten» (n=110;
70,5%), «Glutenex» (n = 68; 43,6%) «Mevalia» (n=52;
33,3%), «Balviten» (n =47; 30,1%) ta in. (puc. 6).

TakoX IOCHIUKEHO HOIMMUT HA Kallll 3 HU3BKUM
BMictoM Phe. BcraHoBiieHo, 1110 B CepeHbOMY Ha
Micsp BucTadae oxniel ymakoBku (31,4%), mBOX
(30,1%) abo Tppox (23,1%). Haituacrime KymyroTh
kami TM «Glutenex» (n = 76; 48,7%), «Balviten»
(n=16; 10,3%), «Mevalia» (n = 14; 9%).

OKpiM 1BOTO, IO TPOIYKTOBOTO KOIIHUKY MOXKE
BXOJIUTH HU3BKOOIJTKOBUH CHp Ta 3aMiHHUKH MOJIOKA.
Tak, 37,8% onuTaHUX BUKOPUCTOBYIOTH OAHY MauKy
cupy Ha Micsiib, 25% — nBi, 15,4% — tpu. BonHouac
42,3% onmTaHUX 3a3HAYMIIH, 0 BOHU CTIOKUBAIOTh Y
CepeIHbOMY OZIHY IaYKy MOJIOKA Ha MicsLb, 26,3% —
nBi, 13,5 % — tpu, 3% — m’are. 3aMiHHUKH M sica
(cyminn aisi KOTJIET, COCHUCOK) BHKOPUCTOBYIOTH HE
TaK 4Jacto, a 37,9% onuranux naiieHtis 3 DKV B3a-
raJii He KyMnyroTh Taki MpoayKTu. TpeTHHa OMUTaHuX
(34,6%) cnoXHUBaIOTh y CEPETHBOMY OJHY YIIAKOBKY
momicsns, 17,9% — nBi, 9,6% — Tpwu, pemra.

Ha ocHOBI KyKypya3sTHOTO KpOXMaIt0 Ta MOHO-
W IUrTinepuaiB KUPHUX KHUCIOT i3 J0JaBaHHSIM
KOpPEKTOpiB, cTadiii3aTopiB, 3aryCHHKiB, L0 HE
MICTHJIM TCHTHUAHUX Ta aMIHOKHUCJIOTHHX KOMIIO-
HEHTIB, HaMH OyJ0 PO3poOJIEHO MPOTOTHUI MaKa-
poHHUX BUpOOIB. [lomaBaHHS MIiKpOEIEMEHTIB
JTIO3BOJIMIIO 320€311eYnTH oTpedu namieHTis 3 OKY
Ta YIOCKOHAJIMTH TEXHOJOTIUHUI MPOIIEC BUTOTOB-
JICHHS.
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Puc. 5. Panm:kyBaHHs KOHANTEPCHKUX BHPOOiB Oe3 deninananiny 3a BugamMu
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Puc. 6. Po3noaiji HU3bK0011KOBMX KOHAUTEPCHKUX BUPOOiB, 1110 BXKUBAIOTH onuTaHi naunientu 3 ®KY, 3a
BHPOOHHKAMH
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Puc. 7. Pe3yjabTaTH ONUTYBAHHS 1010 BXKUBAHHS Kaul nauieuramu 3 OKY
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Y pesynbrari MOmajbIIUX JOCHIJKEHb OYIIo
BU3HAYCHO ONTHUMAIBHHUN CKJIAJ] Ta TEXHOJIOTIHO IS
BUTOTOBJICHHS 1HIIMX mpoaykTiB CMX juis mnarii-
enTiB 3 ®KY (meunBo, xJ1i0, 3aMiHHUKA M’sca IJIs
OyprepiB, CyMiI 711 OMJICTY, Kallli, POCIUHHI 3aMiH-
HUKMA MOJIOKa Ta iH.), B SKHX MPAKTUYHO BiJICYTHI
MPOTETHOBI MOJICKYIIH.

Juist oniHKM 0€3MeYHOCTi MPOAYKTIB IS XBOPUX
Ha ®KY npoeeHo aHai3 3araibHOTO BMICTY OLIKY
3a meronoMm Jloypi B mommdikamii XapTpi, mo mae
BHCOKY YYTJIHMBICTH 0 apOMaTHYHUX aMiHOKHCIIOT
y nentuaax. JloBemeHo, mo BMICT OUIKIB y 3ampo-
MOHOBAHUX MpoaykTax cranoBuTh MeHie 0,1%, 1o
JIO3BOJISIE BIJIHECTH HOTO JI0 HHU3BKOOUIKOBHX MPO-
nykTiB 3a knacudikamiero BOO3 [11]. Otxe, 11i nipo-
IYKTH MOXXYTh OyTH PEKOMEHIOBaHI IS TOPOCIHAX
Ta IMiJUTITKIB, XBOpUX Ha pi3Hi popmu DKY, a Takox
IHIIUX TPYH Mali€HTiB, 0 NOTPEeOyIOTh HU3BKOOLI-
KOBOT JIi€TH (HaNpHKIad, y pa3i XpOHIYHOT HUPKOBOT
HEJIOCTaTHOCTI).

Takox y mporeci TOCTIMKEHb Oya0 po3po-
OJIEHO CKJIaJ 1 TEXHOJIOTIIO TaOJIETOK, IO MICTATh
KOMOIHAIIIFO BETMKUX HEUTPATbHUX aMiHOKHCIIOT
(L-tuposuHn, L-nefinun, L-rpunrodan, L-i3oneinuH,
L-Bauin, L-ni3uH, L-tpeonin, L-rictunun, L-apriui,
L-merionin). Bukopucranns TabneroBaHux ¢Gopm
J03BOJIsiE 3HU3UTH abcopOrmito Phe i3 mmyHkoBo-
KHIITKOBOTO TPaKTy Ta MOTO TPAHCIIOPT Yepe3 reMa-
toeHmedaniyanii 6ap’ep, Mo J03BOIISIE e(PeKTUBHIIIIE

KOHTpoJfoBatu piBeHb Phe B KpoBi Ta po3mIHMpUTH
ACOPTHMEHT J1ieTH [6].

JloBeneHo ekoHOMIUHY €(eKTHBHICTH BHPOOHMU-
rrBa npoaykrie CMX Ta IOIINBHICTh 3aKyMHIBI IS
3a0esrnedeHHs1 motped mamieHTiB 3 OKY B mexax
perioHanbHUX IPOrpam.

BucnoBku. 3a pe3ynsraTaMu MapKETHHTOBOTO
aHasizy Ta MOHITOPUHTY TyONIYHHX 3aKyIliBesb
BHBUCHO TIPOTO3UILI0 Ta MiHK HA Mpomyktu CMX
Ha BITYM3HSHOMY PWHKY. SIK 1MoKka3zaB aHami3, marfi-
enram 3 OKY nikapi Haifuacrime npu3HavdaoTh 1is
JIOCSITHEHHSI METa0OJIIYHOTO KOHTPOJIFO aMiHOKHUC-
JIOTHI CyMIIlll IHO36MHOT'O BUPOOHHMIITBA, 1110 JOPOTro
komTyroTh. LIIsiXoM aHKeTyBaHHS  JOCHIHKEHO
MTONUT Ha MIUPOKHH aCOPTHMEHT MPOaykTiB CMX,
JIOCTYITHUX Ha YKpaiHChbKOMY pwHKY. Ha mincrasi
Pe3yNbTaTiB MPOBEACHUX JOCIIIKEHb 00IPYHTOBAHO
pelenTypy Ta TEXHOJIOTII0 HU3bKOOUIKOBUX MPOIYK-
tiB CMX s xBopux Ha OKY (MakapoHHi BUpoOH,
MIEYHBO, X110, 3aMIHHUKH M’SICa, CYMIIII IJIST OMJICTY,
Kallli, pOCIMHHI 3aMiHHUKH MOJOKa Ta iH.). [IpoBe-
JICHO TEXHIKO-€KOHOMIYHEe OOTpYHTYBaHHsS Ta pO3-
pobneHo BHpOOHMYY mporpamy. loBeneHO eKOHO-
MiuHy e(eKTUBHICTh BUPOOHUITBA MPoaykTiB CMX
Ta JIOUUTBHICTD 3aKyMiBJIl TaKUX MPOMYKTIB Y pam-
Kax perioHaJbHUX MPOoTrpam, IO 1acTh 3MOTY OiIBII
palioHaIbHO BUKOPHUCTOBYBATH OOMEXKEHI OFO/KETHI
KOIITH Ta MOKPAIIUTH TPUBANICTH 1 SAKICTh JKUTTS
ophaHHUX XBOPHUX.
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