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Deninkemonypisa (PKY) sionocumvcsi 00 cnadkoux nopyuieHv 0OMIHY AMIHOKUCIOM, WO nompedye mpueanozo
BUCOKOBAPMICHO20 NIKYBAHHSA (BHCUBAHHA CNEYiANbHO20 MeduuHo2o xapuyeanns — CMX). Mema cmammi — nposecmu
ananiz cmawny 3abesnedenns dimet, xeopux na OKY, neobxionumu npooykmamu cneyiaibHo20 MeouyHo20 Xapu4yeants
(CMX) 6i0n06i0HO 00 8UMO2 HUHHO20 3AKOHOOABCMEA 6 Acnekmi Yinoeoi ma Gizuunoi docmynnocmi. Bcmarnoesneno 3na-
ynHi BIOMIHHOCI Y NiOX00ax wo0o 3abesneuents xeopux Ha DKY npooykmamu CMX, ix kracughikayii ma acopmumenmy,
ocobnueocmelt npusHayents ma eioOuKo0y8anHs 6apmocmi y pisHux Kpainax.

Bcemanosneno, wo nikapsimu npusnHauaromucs nepesadicho nopouwxosi aminoxuciomui cymiwi (AKC) (73%) inozem-
Hoeo supodnuymea (Benukoi Bpumanii, Imanii, Himewuunu, Icnanii) 3a yinoro 6i0 1 0o 7 muc. epH 3a ynaxkosky (banky
500 2). Ocnosrumu kpumepismu niobopy CMX nikapamu € onmumansHuil 0151 NeeHoi 8iKo8oi epynu emicm OLIKA 8 00UHU-
yi npooyKmy, 36anancosana KitbKicms Hympicumie ma natumenwa eapmicms 1,0 2 Oinka. Ananiz noxasas, wo KilbKicmb
oinka y 100 2 npooykmy xonusaemocsi 6i0 2,0 0o 83,3, sapmicme 1 2 6inky cmanosumo 6i0 13,50 0o 109,00 eph.

B Vkpaini 6ionosiono 0o saxonooascmea maxi npodykmu maau 6 6ymu kiacugixosani sk CMX ma 6ionogiono moznu 6
0nooamKko8yeamucs 3a ninbeoeor cmaskoro I1/[B 7% samicmo 20%. Lle 0o3601uno 6 cymmeso niosuwgumu docnynuicms CMX
O/ nayieHmis i 3MeHWUMY HA8AHMANCEHHS Ha 0100cen, ujo NIOMBEPONHCEHO GIONOBIOHUMU NPOSHOZHUMU PO3PAXYHKAMU.

Taxum wunom, nOCAi006HA KOMNIEKCHA 0epiHcagHa NONIMUKA 6 2any3i 3a0e3neuens Xeopux, wo Cmpajicoaoms Ha
opghanni memaboniuni saxeopiosanns, sokpema PKY/I'QA, cnpsmosana na ix 3abesnevuenns dezneunumu i 00CMynHUMU
npooykmamu CMX (30kpema 3a paxyHok po36umxy 6imuuzHAH020 GUPOOHUYMEA | YNPOBAONCEHHSL NiIb20B020 ONOOAMKY-
6aHH51), 00360MUMb NIOGUUUIMY MPUBATICMb T AKICMb JHCUMMST MAKUX NAYIEHMIG.

Knrwouosi cnosa: ¢eninkemonypia (PKY), cinepgeninanraninemin (I'@A), pioxicui (opghanni) 3axeoprosanns, cneyi-
anvue meduure xapuysaunsa (CMX), oocmynmnicmo.

Victoria Nazarkina, Volodymyr Tutuk. Analysis of the supply of products for special medical purposes

to children with phenylketonuria

Phenylketonuria (PKU) refers to hereditary disorders of amino acid metabolism, which requires long-term, high-cost
treatment (use of special medical nutrition — SMN). The article is devoted to the analysis of the state of providing children
with PKU with the necessary products of SMN in accordance with the requirements of current legislation in terms of price
and physical availability. Significant differences in approaches to providing patients with PKU with SMN products, their
classification and assortment, specifics of prescribing by physicians and reimbursement in different countries were identified.

It was found that doctors most often prescribe powdered amino acid mixtures (AAM) (73%,) of foreign production
(Great Britain, Italy, Germany, Spain) at a price from UAH 1,000 to 7,000 per package (500 g jar). The main criteria
Jor the selection of SMH by doctors are the optimal protein content in a product unit for a certain age group, a balanced
amount of nutrients and the lowest cost of 1.0 g of protein. The analysis showed that the amount of protein in 100 g of the
product varies from 2.0 to 83.3, the cost of 1 g of protein is from 13.50 to 109.00 UAH.

In Ukraine, according to the legislation, such products should be classified as SMN and, accordingly, could be taxed
at a preferential VAT rate of 7% instead of 20%. This would make it possible to significantly increase the availability of
SMN for patients and reduce the burden on the budget, which is confirmed by the relevant forecast calculations.

Thus, a consistent comprehensive state policy in the field of providing patients with orphan metabolic diseases,
in particular PKU/HPA, aimed at providing them with safe and affordable SMN products (in particular due to the
development of domestic production and the introduction of preferential taxation), will increase the duration and quality
of life of such patients.

Key words: phenylketonuria (PKU), hyperphenylalaninemia (HPA), rare (orphan) diseases, special medical nutrition
(SMH), availability.
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Beryn. linepdeninananinemii ('PA) — ue rene-
TUYHO T€TEPOTCHHA TPyIla CIaJKOBUX 3aXBOPIOBaHb,
00yMOBJICHUX TIOPYIICHHAM MeTadoni3My (eHinana-
Hiny (Phe) abo moB’a3aHnX 3 HUM O10XIMIYHHX ITpOLIe-
ciB. HaitOi1bI1 MOTITUPEHOI0 TTPUYUHOIO TTOPYTIIICHHS
oominy Phe e medimur depmenty deninananin-4-
rigpokcunaszu (PAI), mo 3a0e3neuye nepeTBOpeHHs
Phe y tuposun. Buginsiore Takox Qopmu DA,
OB’ sI3aHi 3 MOPYIICHHSIM 00MiHY TeTpariapooiornre-
piny (BH4) — kodakropy, 3ay4eHoro B mporec Tij-
POKCHITIOBAaHHSI apOMaTHYHUX aMiHOKHCIOT. PanHs
JIarHOCTHKA 1 aJIeKBaTHE JIKyBaHHS [O3BOJISIOTH
KOPUTYBATH TMOPYIICHUH METaboIi3M, € 3alOPYKO0
MOBHOI MEJIMKO-COIia/ibHOT pealuriTallii mamieH-
tiB 3 ®KVY [1-4]. [lns panuboro BusiBiieHHs: DKY/
I'®A mpoBoaUTHCS HEOHATATBHUH CKpUHIHT [5; 6].
3a pesyapTaTaMu IPOBEACHUX 00CTE)KEHb HEMOBIISAT
BCTaHOBJIEHO, 1o TomupeHicth OKY/I'OA B pis-
HUX perioHax Ykpainum kommBaerbes Bix 1:6 000 mo
1:10 000 [7]. Haituactimie 3ycTpidaeTbesi KiacuuHa
dopma OKY (98% Bunankis), npu sikii eeKTHB-
HHUM METOJIOM JIIKyBaHHS € gieroTeparis. [loBHa Bif-
MOBa BiJ JIKyBaHHS Ta HEIOTPUMAaHHS IIE€TH BEIC
JI0 TSDKKUX HACIHIAKIB, TOK OUIBLIICTH OCJIJIHUKIB
CXUJISIFOTBCS IO AOTPUMAHHS JIETH MPOTATOM KUTTS
[2—4]. BiamnoBigHO /10 YMHHOTO 3aKOHOJIABCTBA YKpa-
faHu 1ith 3 OKY Oe3oruiaTHO 3a0e31euyrThCs MPO-
JYKTaMU CIIELiaJbHOI0 MEIUYHOTO Xap4yyBaHHS J10
3-X POKIB 3a paxyHOK JCP)KaBHOTO OIOIKETY, daii
JI0 TOCSITHEHHSI HUMHU 18 pOKiB — 3a paxXyHOK KOIITiB
MiCIIeBUX OFOJKETIB. 3Ba)KarOUl Ha BUCOKY BapTIiCTh
TaKHUX MPOJYKTIB, IX JIOCTYIHICTH JIJISl HACCJICHHS Ta
cucremu O3 € 0OMEKEHOIO.

Merta cTarTi — IPOBECTH aHaNI3 cTaHy 3a0e3re-
qeHHs niTel, xBopux Ha DKY, HEOOXiTHUMU MTPOIYK-
TaMU CIEIiaIbHOTO MeTUYHOTo Xap4yyBaHHs (CMX)
BIJIMOBIZIHO /IO BUMOT YHHHOTO 3aKOHOJIABCTBA B
ACTEKTI 1IHOBOI Ta (hi3UYHOT JOCTYIMHOCTI.

Metoau Ta marepianu. Ha 3acajgax cucteMHOTO
ITiIXOMy TMPOBEACHO aHAII3 Ta y3araJbHCHHS HAyKO-
BHX IyOImiKaIliif i KepiBHUITB 1010 JTiKyBaHHSI DKV,
MapKeTHHTOBOI iHQOpMaIii, JaHWX eJIeKTPOHHOI
cucremH 3aKyiiBenb «IIpo3oppox» Ta inpopmaniitnoi
0a3u «€ nikm», MPOBEACHO PO3PaXyHKHU MMOKA3HUKIB
[[IH 1 HABAHTAXKEHHS Ha OIOJKET.

Pe3ynbraTtu nociigxens. B pesynsrari anamizy
MDKHApPOTHUX KEPIBHUX MPHUHITUIIB 1 HaIliOHATHHUX
IIPOTOKOJIIB JIIKyBaHHS BCTAHOBIIEHO, IO ITiTXOJH
no gikyBaHHs OKY/I'DA 3HaYHO BiPI3HSIOTHCI Y
pi3HuX KpaiHax (30Kkpema, HinboBi piBHiI Phe, xnacu-
(ikarist 3aXBOPIOBAHHS 3AJICKHO TSKKOCTI Mepediry,
TEXHOJIOTIi JIarHOCTUKH, TPUBAIICTh JIKyBaHHS).
Pa3om 3 TM 3aranbHOBH3HAHO, III0 OCHOBHUM METO-

JIOM € AieToTepartis 3 00MekeHHsIM BMicTy Phe i BuKo-
pucranasim CMX. I3 metoro yHidikamii JiKyBatpHOT
MPaKTUKH B KpaiHax €C, 10CATHEHHA KpaluX pe3yib-
TaTiB Ta ONTHMI3allii BUTpaT HAa TMPOBEICHHS Iia-
rHOCTUKHN Ta JikyBaHHI OKY/I'DA €Bponeiichkum
TOBApUCTBOM (DEHIIKETOHYPii Ta CYMIKHUX 3aXBO-
proBanb ESPKU po3pobieHo kepiBHI NpUHIHUNN
JiarHOCTHUKH, JiKyBaHHs Ta gonsiay npu OKY [3].
Sk cBimuUMTH aHaji3, Ha €BPOIECHCHKOMY PHHKY
MIPEJCTABIEHO JOCHTh MIMPOKUi acoptumenT CMX
JUIT  KOMITCHCAIl aMIHOKHCIOTHOTO  AcQIiluTy
npu OKY/T'®A. Hanpuxnan, y Benukiit bpurasnii
146 nponykriB CMX cxBaneni KoncynbrarnuBaum
komitetom OO0’eananoro KopomiBcTBa 3 morpa-
HU4HUX peyoBuH (aHr. Advisory Committee on
Borderline Substances — ACBS), BueceHi 10 bpuran-
cbKOTO HamioHaiasHOTO hopmyrsipy (BNF) i1 Bimmyc-
KalOThCS 3a pPeIlenTaMu JIiKapiB. 3alle)HO BiJ BIKy i
Kareropii xBoporo mnependaueHa peimOypcarlisi Bap-
tocti CMX. LlikaBo, 10 10 KaTreropii «morpaHuaHuX
NPOIYKTiB», SIKI BHKOPHCTOBYIOTHCS Y JIKYBaJIbHUX
IIJISX, BITHOCATH HE TUTBKH 0a30Bi MPOAYKTH (XIIi0,
pHUC, MaKapoOHHI BHPOOW, KIACHYHI aMiHOKHCIIOTHI
cymimti (AKC) Ta cyminn ams BUTIYKH), a i eHepre-
TUYHI 0aTOHYUKH, IECEPTH, TIEIHBO, CYMIIIIi 1151 OFOp-
repiB Touio. HamionansHuM TOBaprCcTBOM 3 (heHiNKe-
Tonypii (anri. National Society for PKU, NSPKU)
BCTAHOBJIEHI MaKCUMallbHI HOpMHU pu3HadeHs CMX
Ha MICSIIh 3aJISKHO BiJ] BiKYy TaIli€HTIB. BimmosigHO
nmo pexomenpamii NSPKU, mns miteit mo 3 pokis
BOHH CTaHOBIATH 20 ONMHUIB, BIKOM 4—6 POKIB —
25on., 7-10 pokiB—30 ox., uist giteti crapiie 11 pokis
i mopocnux (y T.4. BaritHux iHOK) — 50 on. Ilpu
IIOMY OJTUHUIICIO MOXe BBasKaTuCs siK SO0 T MakapoH-
HUX BHPOOiB/prCY, Tak 1 500 T cyMimi IJist BUTIIKaHHS
xmily/TopriB, abo ymakoBka meumBa (120-200 1),
a6o 350 r cymimi anst Owoprepis, abo 240-375 r
TiacTiBuiB, abo 250 r amecepry (IyAUHTY, TOPTY),
a00 4 ynakoBku cymy (1o 28 r) Tomro. 3a JaHUMH
JIOCITIKeHb, OPUTAHCHKI JIiKapi MpU3HAYAIOTh Talli-
eatam i3 OKVY y cepemapomy 93 omuauii CMX
Ha piK (ToOTO 8 Ha MicsIp), IO 3HAYHO MEHIIE
(y 2,5-6,3 pa3iB) pekOMEHJOBAaHOI MAaKCHMAaJIbHOT
KiJIbKOCTI, BcTanoBineHoi NSPKU [8].

B Vkpaini BignosigHo 1o 3akony «IIpo ocHOBHI
MIPUHITATIN Ta BUMOTH JT0 O€3MIEYHOCTI Ta SIKOCTI Xap-
YOBUX IPOMYKTIB» 10 XapuOBUX MPOAYKTIB IS CIie-
[MAaJbHUX MEIUYHUX IJIE BiJHOCATH CIIELiajIbHO
pO3po0IIeHi ¥ BUPOOIEHI /Ui TOAyBaHHS IMaIli€HTIB
(30Kkpema JniTel TPyAHOTO Ta PAaHHBOTO BIKY — J0
3-X POKiB) Xap4oBi MPOJYKTH, IO CIIOKUBAIOTHCS 32
MPU3HAYEHHAM JKaps B 3aKJIaJi OXOPOHH 3/I0POB’S
(303) abo mo3a i#oro mexamu. Ilpomyktm CMX
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MIPU3HAYAIOTHCS 7Sl YacTKOBOi abo MOBHOI 3aMiHU
3BHYAMHOTO pallioOHy Xap4yBaHHs Mali€HTIB 3 0OMe-
JKCHOI0, OCJIa0JICHOI0 a00 IMOPYIIECHOK 3JIaTHICTIO
NpUAMATH, TIEpETPaBIIOBATH, 3aCBOIOBATH, MeTabo-
JIi3yBaTH Ta BUBOAWUTH 3 OPTaHI3My 3BUYAHI Xap9IOBi
MPOAYKTH ab0 TEBHI NMOXHWBHI PEUYOBHHHM, IO Mic-
TATHCS B HUX, a00 1X MeTaboiitu [9].

B Vkpaini y cneuiami3oBaHMX iHTepHET-Mara-
3MHaX, anTeKax Ta Yy 3BUYAaHHHUX CylepMapKeTax
MOXKHA TIpUA0ATH TPOMYKTH s XBopux Ha PKVY
Ta IHII METa0OJIYHI 3aXBOPIOBAHHS, a caMe: Maka-
pOHHI BUpOOH, X110, OYyJIKH, OCHOBA IS TIIH, CYITH
i OynpiioHM, TeunBO, Baduii, Keje, YilcH, CyMiliri
JUISL BHUITIKAHHS TOILIO. AJie Ii MPOAYKTH O(DiIiiHO
He BigHeceHi jo CMX. Binbmie Toro, y 3B’s3Ky 3
JEPETYIAIIEI0 TOCTIONAPCHKOT TisSITBHOCTI OyIo CcKa-
COBaHO OO0OB’SI3KOBICTH cepTH(IKAIil, OTpUMAaHHS
JO3BUTBPHUX JOKYMEHTIB 1 JepiKaBHOI peecTpariii
TAaKMX TPOAYKTIB. SIK Takoro peectpy Hapasi He
icaye. 3 13.05.2022 p. HaOyB yuHHOCTI Haka3 MiHa-
rpomnoniTuku BijJ 25.04.2022 p. Ne 244 «IIpo 3atBep-
okeHHs [lopsiiKy HajcHITaHHS TOBIJOMIICHHS TIPO
HaMip BBEICHHS B 00IT JUTSIYOTO XapuyBaHHS, Xap-
YOBHX MPOIYKTIB IS CTICIIaTbHUX METUIHUX IIUIICH
Ta XapyOBUX MPOAYKTIB AJISI KOHTPOJIIO Baru, a TAKOX
BEJICHHS Ta ONPWIIOAHEHHS MEPEeNiKy TaKuX IOBi-
JIOMIICHBY, 3TiJTHO 3 SIKUM OIIEPaTOPH PUHKY MArOTh
MOBIJIOMJIAITH TIPO Hamip BBEIEHHS B OOIr MPOIYK-
tiB CMX [10]. Hapa3i mo mepeniky HOBiIOMIICHB,
po3mimeHoro Ha caiTi JlepkmpoiacioxuBeayxOu
VYkpainu, BHeceHO O]iuiliHI MOBIIOMIICHHS JHIIE
PO JIEB’ATh CHELiaIbHUX Xap4OBHUX MPOAYKTIB IS
xBopux Ha OKVY [11].

Hamu Oyno mpoBeneHO aHali3 BITYM3HSIHOTO
puaky CMX ms xBopux Ha OKY/T'®A 3a indop-
Marfiero o(imiiHUX CalTIB MOCTadyaIbHHKIB, €JIEeK-
TpoHHOi cucteMu 3akymiBenb [Ipo3oppo (3a
KogoM €IMHOro 3akymiBenbHOro cioBHuka JIK
021:2015: 15880000-0 «CrieriiaJibHi IPOLYKTH Xap-
YyyBaHHS, 30aradeHi MOXMBHUMHU PEYOBHHAMHU») Ta
iHopmamiitHoi cucteMu «€ JKW», SKa TO3BOJISIE
MEPeBIpATH HASBHICTh NpPUAOAHUX 3a OFOIKETHI
xowtH JI3 y konkpernux 303.

Bcranosneno, mo maiixe noiosuna (47%) ana-
Jli30BaHUX HaiiMeHyBaHb CMX BIIHOCSTHCSI IO MPO-
IOYKTiB  (DYHKI[IOHATBHOTO JMTSYOTO XapuyBaHHS,
OCKUTBKM BHUKOPHUCTOBYIOTHCS IUIS TITEH PaHHBOTO
BIKY — JIO TPbOX POKIB (3 HHUX IT’SITh — IPU3HAYCHI JIJIs
JiTell Bin HapoIKeHHs A0 1-ro poky). Bapro 3ayBa-
XKHUTH, IO A0 JUTSYOTO XapuayBaHHsS 3TiAHO 3 YWH-
HUM 3aKOHO/IaBCTBOM BHUCYBAIOTHCSI OUIBII JKOPCTKI
BuMmoru. Tak, BimmoBimgHO 10 cT. 20 3akony «IIpo
OCHOBHI TIPHHIIWIIA Ta BUMOTH 110 OE3MEYHOCTI Ta

SKOCTI Xap4OBHX ITPOLYKTiB» 3a00pOHEHO 00Ir AUTS-
YOro XapuyBaHHsS, XapyOBUX MPOAYKTIB IJIsi CIEIli-
ANBbHUX MEAWYHUX IIUJIEH Ta KOHTPOJIIO Bard, SIKIIO
Mpo Hamip BBEJCHHA iX B OOIr HE TMOBIIOMIIEHO Yy
BCTAHOBJICHOMY TOPSAKY [12].

Taxox ipoBeieHo anais iin Ha CM X, 1u1st mopiB-
HSHHA OyJl0 pO3paxoBaHO I[IHW YMOBHOIO OJHOTO
rpama Oinky. BapTo 3ayBakuTH, 110 B mpoueci mpo-
BEJICHHSI 3aKyIIBII Uepe3 eJIEKTPOHHY CUCTEMY MpHU
BH3HAUCHHI TEPEMOXIII OCHOBHHM KPHUTEPIEM €
caMe Iei oKa3HuK. Pe3ynpraTti aHasizy HaBeJeHI B
Tabm. 1.

OTxe, TiKapsIMH NPU3HAYAIOTHCS aMiHOKHUCIIOTHI
cymimi (AKC) y Bummsaai nmopomky (73%), Takox
IHOJI TPU3HAYAIOTh TOTOBI JIO BXKUBAHHS HAIOl
(13%), roroBi cymimi (6,7%) i MiKpOoTabIETKH TPO-
noHroBaHoi Aii (6,7%).

[Tpu ®KY edexruBHicTh npomxykry CMX Bu3Ha-
YaeThCs Oro XapuoBUM NpodineM, aMiHOKHCIOTHIM
CKJIAJIOM, JIO3010, PO3IOIJIOM Ta aJIeKBaTHUM CIIOXKH-
BaHHSIM €HEprii, MBUAKICTIO 3aCBOEHHSI OPraHi3MOM.
OTke, OCHOBHMMH KpuTepismu migbopy CMX mika-
PSIMHU € ONITUMAJIBHUI /17151 IEBHOT BIKOBOI I'PYIIH BMICT
OiTka B OUHMII MTPOMYKTY, 30aJIaHCOBaHA KUTBKICTh
HYTPI€HTIB (aMiHOKUCIIOTH, BYIJICBOJH, >KUPH, BiTa-
MiHH, MIKpOEGJIEMEHTH) Ta HaliMEHIIIa BapTiCTh 3a0e3-
niedeHHs: xpoporo 1,0 T Olika Hpu 3aKyImiBiIi JTJAHOTO
MpoaykTy (ymMoBHa BapTicts 1,0 T Oika MPOIYKTY).
Sk mokasaB aHai3, KUTbKicTh Oika y 100 T mpoaykTy
Moxke KojuBarucs Big 2,0 1o 83,3. 3Bakaroun Ha Te,
110 IiHa 3a ynakoBKy cymimeid CMX konuBaeTbes y
nmpokux Mexax (1,0 — 7,0 Tic. rpH i Buie), oTKe 1
BapTiCTh OJJHOTO YMOBHOTO Tpama OilIKy MOKE CTaHO-
ButH Bix 13,50 mo 109,00 rpH.

B pesynbrari ananizy BCTaHOBIICHO, IIIO Hapas3i Ha
BITYM3HSHOMY PHHKY TpeacTaBieri iMmmoptHi CMX
y Bunsiai AKC BupoOnunrsa Benukoi bpuranii, Ita-
nii, Himewunnw, Icnawnii (puc. 1).

Metax Institut Fur
Diatetik
Dr. Schir,
Himeuunna
17% /

Himeuunna
20%
/Hero Espana,
Icnanis
3%

PIAM Farmaceuici
S.P.A., Genova,
Tranis
30%

SHS International,
Bennka bpuranis
30%

Puc. 1. Po3nogis puHKy cneniaiizoBaHuX NPOAYKTIiB
JIKYBaJILHOTO XapuyBaHH# 11 XBopux Ha OKY/T'OA
3a BUPOOHUKaMU

BpaxoBytoun BHCOKY BapTiCTh IIUX MPOAYKTIB Ta
iX HH3BKY JIOCTYINHICTH JUIsi HACEJICHHS, BBa)KaeMO
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Tabmug 1
AHani3 npusHadeHux Jgikapsamu npoaykrie CMX mis xsopux Ha OKY/T'®DA,
sIKi 3aKyMOBYIOTBHCS 32 KOIITH MiCIleBUX OIOIKeTiB
. K-1B . Hina
Ha:M(ny:ail;Hﬂ Bp:cpoaﬁ';:lc, Bqlzzpra Ipu3znavyenns Oinka ]-rl“:-la:lz}lj}:llrll; 1,0r
poyKH P yery na100r| P Biaky
CMX nnst niteit 1o 3 pokiB
PKU Nutri 1 SHS, Bemuxa Ganka 500 i 0-12 wmic 50 3362,17 | 13,45
Concentrated Bpuranis
Afenil 1 PIAM Farma- 1. 500 M it 0-12 mic 2,0 1 046,00 104,60
Afenil 1 ceuici, Itanis | mr. 200 mir Ne6 nitu 0-12 mic 2,0 261500 |108,96
PKU Anamix Infant SHS, Benuka 6anka 400 T | mitw 0-12 wmic, mo 3 13,1 1 651,85 31,52
PKU Nutri 1 Energy Bpuranis banka 400 r p. - camjieMeHT 11,90 1 365,84 28,69
. PIAM Farma- 720 r JiTH 3 6 Mic, 41,7
Afenil Gel ceuici, Itamist (mak. 24x30) nmopocii, BaritHi | (10 /mak) > 230,00 17,42
PKU Anamix Junior came 36 T IiTH Bix 1 poky 28 473,40 47,34
- SHS, Benuka ; -
PKU Nutri 2 Energy Bpuranis Oanka 454 r JUTH B 1 poky 27 2 358,95 19,24
PKU Nutri 2 Concentr. 6anka 500 T IiTH Bix 1 poKy 60 4 699,36 15,66
Comida PKU B formula Dr. Schir, Oanka 500 T nith BikoM 1-14 31,1 2 808,00 18,05
Comida PKU B Himeuunna 6anka 500 T POKiB 73 4 500,00 12,32
Afenil 2 PIAM Garka 500 T AUTH 3 1 poKy i 83,3 6276,00 | 15,07
Farmaceuici Aopoeal
Afenil Medi 15 neutral Iraist ’ 750 T nita 3 1 poky, mo- 60 7 322,00 16,27
Afenil Medi 15 orange (max. 25%30) pocmi, BaritHi | (15 /mak) | 7 322,00 16,27
CMX pJs fiteii Bikom Bix 3 pokis
Ikc®e Cmapr K Metax, 6anka 500 r i3t 3-6 DoKin 63 6 590,00 20,92
Ikc®e Enepmxu K Himeyunna 6anka 500 r A P 30 3 138,00 20,92
Comida PKU B Pina Dr. Schir, Gamka 500 | aiw 3-14 poxis 70 384300 | 10,98
Colada Himeuunna
Afenil Micro3H MikpoTaGn. 70,7 6276,00 | 20,17
4x110T
Afenil Squash citrus / HAaITii, [TaKeT. IITH BiJ 3 pOKIB, 11,52
wild berry PIAM | 130\ No30 | nopocni, saritsi | (15/ maxy | 14 121,00 | 3143
Neutrafenil / Cymimm Farinace.zuwl, MiKkpoTa6J1
ai :
aminokucior (LNAA) e 4x110r 70,79 9 414,00 30,22
Afenil Express Neutral ynak. 750 T uiTH 3 3 pokis, 60 4539,60 | 10,08
JOpocii
PKU Lophlex LQ Juicy | - SHS, Bemmxa | 055 0 | in 5 4 poxis 16 731,80 | 36,59
Berries /Tropical Bpuranis
Ixc®e Enepmxu J Metax, Ganka 660 r w1 7-14 poxis 30 4 557,00 23,02
Ikcde Cmapt J Himeuunna 6anka 500 r 8 P 70 6 956,00 19,87
PKU Nutri 3 Concentr. 6anka 500 r JUTH BiJ 8 pOKiB 70 5380,11 15,37
SHS, Bennka - 19 —
PKU Nutri 3 Energy Bpuranis Ganka 454 | AT BT POKIBL 34 4 3088,70 | 19,22
JIOpOCITi, BariTHi
MD-Mil PKU 3 Hero Espana, | o 04000 | mimusin8poxis | 69,1 3180,00 | 11,5
Icrianis
CMX pJist niTeit Bikom Bif 15 pokiB i gopocanx
Ikc®e Enepmxu A Metax Oanka 660 T | nitw Bin 15 pokis i 30 4 557,00 23,02
Ixkc®e Cmapr A Himeuunna Oanka 500 r Jopocii 70 6 956,00 19,87
Comida PKU C X Ganxa 500 ¢ | 2T 3 15 pokis, 75 4608,00 | 12,29
Dr. Schir, JIOpOCITi, BariTHI
Comida PKU C Formula| ~ METHHA | 6o caso0r | AT ‘;ﬁ‘pﬁ porizi| s 2664,00 | 11,84
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3a gouinbHe 1t AKC sk XapyoBUX MPOMYKTIB ISt
CHCIlaIbHUX MEJAWYHUX I[JICH BIPOBAJUTHU IiJTb-
rOBE OTOJATKyBaHHS IOJATKOM Ha J0aHy BapTiCTb
(ITIB) 3a craBkoro 7%, IO TO3BOJIUTH CYTTEBO
3HM3UTH LIHU HA i TOBAapU Ta 3MEHIUUTH HaBaHTa-
KEHHS Ha Oro/pKeT. AJle Lie ToTpeOye BperyatoBaHHs
Ha 3aKOHOZIABUOMY PiBHI MUTAHHS LIOIO BiHECEHHS
nux npoaykris 10 CMX.

Takoxx Oys10 MPOBEICHO MOJACTIOBAHHS MMOKa3HH-
KiB BIUTUBY Ha OIOIKET (2 caMe MICIIeBi OIOKeTH
XapkiBcwkoi, [TonraBcrkoi, YepHiriBcbkoi Ta Cym-
cpKoi obmacTeit) y 2023 p. 11 3a0e3rmedeHHs] XBOPUX
Ha ®KY/I'OA npopykramu CMX. BpaxoBytoun, 1110
3a OFO/PKETHI KOIITH 3a0e3IEUyIOThCS JIUIIE JITH JI0
18 pokiB, HamMu OyJI0 BU3HAYCHO KUIBKICTh MAI[IEHTIB
BIAMOBIMHUX BiKOBHX Kareropiit 3 ®KY, ski 3HaX0-
IATHCS Ha OONIKY Y TIEBHIN TepUTOpiaiabHIl rpomMai
(3a craTMCTHYHUMHU JaHuMH LleHTpy rpoManchbkoro
3n0opoB’s MO3Y Ta pesynpraraMu HEOHATAIBHOIO
ckpuHiHry 3a 2005-2022 pp.). Hani 3 ypaxyBaHHIM
BU3HAYCHOI CEpeIHBbOPIYHOT MOTpedu y creniaib-
HOMY OLTKy JIKyBaJIBHOTO XapdyBaHHS U JUTEH
3 ®KVY (Hakaz MO3 VYkpaiam Bim 03.09.2017 p.
Ne 1073) i po3paxoBaHOi miHH rpama OiIKy BU3HA-
YeHI MPOrHO3HI BUTPATH UL KOKHOI BIKOBOi Kare-
ropii mamienTtiB. Tak, MakcuManbHa moTpeda Oinka
Ha pik i gitedt Big 0 1o 1 poky cranoButh 5500 T,
BikoM 1-3 pokiB — 14 500 1; 4—6 pokiB — 17 500 1;
7-10 poxkiB — 19 500 r; mns mite#t crapmie 11 pokis,
nopocinux i BaritHux 3 DKY — 26 500 r [13]. Pesymns-
TaTy NpeAcTaBiieHi y Tabn. 2. Bapro 3ayBaxuru, 110
[IPU 3aKyIIBISIX OPIEHTHPOM € MiHIMaJIbHA IiHA.

SIk BugHO 3 Ta0/. 2, HAMO1IbIIA KIBKICTh HAIi€H-
TiB 3 DKV (55 ocib 3a yciMa BIKOBUMH KaTeTOPIsIMHU) —
y XapkiBcbKiit obmacti. [Iporno3oBani BUTpaTty Ha
MOKPUTTS pivHOi moTpedn y CMX marieHTiB AuTs-
4Oro BiKy BCiX BIKOBUX Kareropiii y XapkiBChKil
o0nacTi cTaHOBUTH Bif 18,7 MIIH IpH 32 YMOBH, SIKIIO
MEPEMOXKIIEM 3aKyIiBelb CTa€ MPOAYKT 3 MiHIMalIb-

HOIO LiHO. Y TakoMy pasi Ha 3akymiBiato CMX s
JUTEH MOJIOAIIOTO BiKy (710 3-X pOKiB) Oy/ie BUJIIIICHO
3 OroKeTy ONu3bKo 218 THC. TPH. HA PIK HA OJHOTO
MaIi€HTa, M0 CTAaHOBUTHL 18,2 THC. TPH HA MICSIh;
IUIs gitei craprie 11 pokiB, JOPOCTHMX 1 BariTHUX
xKiHok 3 @KV 1151 cyma maiixe BBidi OijibIna i cTaHo-
ButuMe Omn3bko 400,0 THC. TpH Ha pik abo 33,3 THc.
TPH Ha Micspb. TaKuM YMHOM, BIPOBAKEHHS MiJTh-
roBOro ornojarkyBaHHsi (ctaBka 7% 3amicte 20%)
JI03BOJIIIIO O eKOHOMHTH Bin 2,0 MIIH TpH Ha 3aKy-
miBJi mpoaykTiB CMX mist xBopux Ha OKY mumre y
XapkiBchKiii 001acTi.

BucuoBkn. JlikyBanus ®KY mnorpedye Buco-
koBapricHoro CMX, sike Mali€HTH HE MalOTh MOXK-
JIMBOCTI TpHUI0AaTH CaMOCTIiiHO. BiamosigHo 10
YHHHOTO 3aKOHOJIABCTBA JIep)KaBa 3a0e31euye Xap4uy-
BaHHAM nitei 3 PKY mo 18 pokiB (70 3-X pokiB —
3a paxyHOK KOIITIB JIEP>KaBHOTO OFOJKETY, Jaji — 3a
PaxyHOK MiCIIEBUX IIPOTPaM).

AHaJti3 CBITYMTH IO SIK Y CBITOBiH, TaK 1 y BITUM3-
HSHIM mpakTHii y cdepi o0iry miei mpomykiii Bia-
CYTHS €MHa Kjacu]ikallis, 1110 BpaxoByBaia 0 ycro
crieniiky ii BUpOOHMIITBA Ta CIIOKWUBAHHS (BUKO-
pucranns). JlocBig 6ararbox KpaiH CBITY CBiIYHUTH,
IO TOCJiZOBHA KOMIUIEKCHA JAEp)KaBHa MOJITHKA
B raiy3i 3a0e3ledeHHs] XBOpHUX, HIO CTPaXKIAOTh
Ha opdaHHI MeTaboJNiYHI 3aXBOPIOBaHHS, 30KpeMa
OKY/TDA, cnpsimoBaHa Ha ix 3a0e3medeHHs 0e3-
MIEYHUMH 1 TOCTYITHUMH TpoxykTamMu CMX, m03Bo-
JISI€ TIIBMIUTH TPUBATICTD 1 SKICTh KHUTTSA TaKUX
narienriB. Bceranosiaeno, mo AKC wHaifvacrimie
NPU3HAYAIOTHCS JIIKApsSMHU 1 3aKyMOBYIOTBCS BiAIO-
Bigaumu 303. Ha jikapst MoK/1aIa€ThCsl BU3HAYCHHS
IHAMBITyaIbHOT CXeMH JIIKyBaHHS Malli€HTiB (HOPMH
OinKky Ta KoHKpeTHOTo Tpoaykry CMX), ane 3aky-
MOBYETHCS OOMEKEHUH acOPTUMEHT IMPOAYKIi. Sk
npasuio, npoayktu anss CMX — mepeBakHO 3apy-
O>KHOTO BUPOOHUIITBA, MAKOTh BHCOKI IiHU. Toxk
HarieHTy crapiie 18 pokis, siki MalOTh CaMOCTIHHO

Tabmurs 2
Po3paxyHku moka3HuKiB BILJIMBY Ha Orom:keT (MicueBi 0romkeTn) y 2023 p.
AJs 3a0e3nevyeHHs XxBopux Ha OPKY/T'®A
XapkiBcbKa 001acTh IHonTaBcbka 06JgacTe | YepHiriscbka 00J1acTh CymcbKka 00s1acTh
IIpornos IIpornos
q - IIporno3s BuTpar. - IIporno3s BuTpar. - -

Bik K Tf’ p THE. T Hp » | K Tf’ p THCL T Hp | K Tf’ BHTPAT, THC. K Tf’ BUTPAT,
naui- . Tp nani- . Tp naui- . nai- THC. TpH
€HTIB ; €HTIB - €HTIB - €HTIB :

min max min max min max min max

0-1 - - -

1-3 4 837,5 | 3105,9 837,5

3105,9 - - - 2184 | 776,5

4
4-6 10 2637,3 | 93713 6 15824
7-10 11 3232,5 | 11486,5 4 1175,5

1
5622,8 4 1054,9 | 3748.,5 3 791,2 | 28114
4176,9 6 1763,2 | 6265,4 7 12057,1| 7309,6

11-18 | 30 | 11980,6 | 42572,3 13 5191,6

18448,01 12 [4792,3|17028,9| 15 [5990,3|21286,1

Pazom | 55 | 18687,9 | 66536,0 | 27 8787

31353,6| 22 |7610,4]27042,8| 26 |9057,0|32183,6
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npuadaBaTy Taky MPOAYKTH, YAacTO BiAMOBISIIOTbCS — Po3B’si3aHHs wiel mpoOneMu HUIAXOM 3A1HCHEHHS
BiJ 1X BKUBaHHSI. KOMILJIEKCY 3aXO/iB JUIsl HAJaroJ)KeHHS BiTUYM3HS-

B koHTekcTi peamizamii cTpaTeriuHOTO IJIaHy  HOro BUpOOHHUITBAa mpoaykriB CMX mae Ha meTi
PO3BHUTKY BITUM3HSHOT OXOPOHHM 3JI0pPOB’Sl, a  PO3IIMPEHHS AaCOPTHUMEHTY TaKHX TPOAYKTIB 3
TAaKO)X BPAXOBYIOUM T€, IIO PO3BHTOK BHUPOOHH-  ypaxyBaHHSAM CHEIM(iKN NEBHOTO 3aXBOPIOBAHHS,
[TBa BITYM3HAHUX NponykTiB CMX € BaxsnBoro  3a0e3meueHHs JOCTYIHOCTI iX Npua0aHHS, IO
couianbHOI0 MPOOIEMOI0, TOLIBHIM € CTBOPEHHSI B CBOIO 4epry CHPHIATHME NOKPAIIEHHIO SIKOCTI
B KpaiHi aJbTepHATHBH IMIOPTHIH NpOAyKWii.  JKUTTA Ta JiKyBaHHS XBOPHUX.
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