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Pe3iome. IlpoBeneHo anamiz cydyacHUX MIAXOMIB JI0 JIaTHOCTUKU M JIIKYBaHHS
¢deninketonypii (PKY). OcHOBHMUM METOAOM JIIKYBaHHS € JI€TOTeparis, ska MmoTpedye
1HAMBITyaTbHOTO MiAXOAY, YITKOTO MOTPHUMAaHHA MpHU3HaueHb Jikaps. Ha BukoHaHHS
pexomenpaniit Pagu €C Tta 3arBepmxeHoi Konuemniii po3BUTKY cHCTeMH HaJaHHS
MEIMYHOI JOTIOMOTH TMAIliEHTaM 3 PIAKICHUMHU 3aXBOPIOBAHHSMU B YKpaiHi CTBOPEHO
Mepexy pedepeHT-IIeHTPIB, MPOBOJUTHCS PO3IIMPEHUI HEOHATAIBHMI CKpiHIHT Ha 21
3axBoproBaHHs, 30kpema DKVY. BpaxoByioun BHUCOKY BapTICTh CHEIaIbHUX XapYOBHX
MPOJYKTIB 1 HEOOXIAHICTh IIOJACHHOTO BXKMBAHHS IMPOTATOM TPHUBAJIOr0 4Yacy, iXHs
JOCTYIHICTh JUIsl TALI€HTIB € HU3bKOI0. 3aKyMiBII ClEHiadbHUX XapUOBUX MPOAYKTIB IS
xBopux Ha DKV BIAMNOBIIHO 10 po3paxoOBaHUX MOTPed 3MIMCHIOIOTh 3a PAXYHOK
JIEP’KaBHOTO Ta MICLIEBUX OIOJDKETIB. Y OKpEMHUX BHUIAJKaX MOXKYTb OyTH €()EeKTUBHUMHU
iHHOBamiiH1 JI3, M0 BIIMBarOTH Ha OOMIH aMIHOKHCIIOT, aji¢ II€ MOTpeOye T0IaTKOBUX
JIOCJIIIPKEHb.

KuarwuoBi cnoBa: geninkemonypis (OKY), piokicui (opganni) 3axeoprosanms,

cneyianvhe 1iKy8anvHe xapyysanus, eineppeninanraninemisn (I'DA), oocmynuicmo

Beryn. Bianosigno go Pekomenpanii Pagu €C Big 8.06.2009 p. Ne 2009/C
151/02 OumbLIiCTh €BPOMEHCHKUX JI€pkKaB PpO3pOOUIIM  HAIllOHAJIbHI  IUIAHU
(ctparerii) miii CTOCOBHO piAKICHUX (Op(aHHUX) 3aXBOPIOBaHb, CIPSIMOBaHI Ha
YAOCKOHAJICHHS HAJaHHS MEIUYHOI JOTMOMOTH TaKUM TMalll€eHTaM. YKpaiHa Takoxk
MeperJisiHyIa MiIX0U 10 3a0e3MeUeHHs MaIll€HTIB 3 OpPaHHUMHU 3aXBOPIOBAHHAMHU
HEOOX1AHUMHU JiKapchkumu 3acobamu (JI3), meamunumu BupodOamu (MB) 1

CHeliaIbHUMU XapuoBuMU cyMimamu. Posnopsmkenasm KMY Bing 28.04.2021 p.
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Ne377-p 3arBepmkeno Konrmeniito po3BUTKY CHUCTEMH HaJlaHHA MEIWYHOI
JIOTIOMOTH TIalliEHTaM, SIKI CTpakIaroTh Ha PiaKicHI (opdaHHI) 3aXBOpIOBaHHS, Ha
2021-2026 pp. Ha xans 100% 3abe3nedeHHss MOTPeO® TakKUX MAI[lEHTIB
YHEMOJKIIMBITIOETHCSI YEPE3 BUCOKY BapTICTh BKa3aHUX MeAUYHHUX TexHousorii (MT)
1 gedpiuut ¢dinancyBaHHsI. OcoOnMBOI  aKTyaJbHOCTI HalyBae Mmpooiiema
paLllOHAJIBHOTO PO3MOJUTY OOMEXKEHUX pecypciB 1 3a0€3MeUeHHs] HaJIeKHOTO
(6e3repepBHOrO) JIIKYBaHHS TaKUX XBOPHUX.

Oeninkeronypis (PKY, xBopoba DemiHra) — BaKKe CHAJAKOBE MOPYIICHHS
0oOMIHY aMIHOKHCJIOT, a caM€ peakiliii MepeTBOPEHHsS HE3aMIHHOT aMIHOKHCIIOTH
dbeninananiny (OA) B Tuposus. Ycknaguenns OKVY nor’s3ani 3 ypakenasm [THC 1
PO3BUTKOM TICHXIYHUX HEBPOJIOTIYHUX MOPYIIeHb. Y pa3l paHHbOI BepHudikarii
J1arHo3y W MPU3HAYEHHS JII€ETU MPOTHO3 YMOBHO CIPHUATIUBUN (ITOBHICTIO BUIIIKY-
BaTH 3aXBOPIOBAHHS HEMOKIIUBO, aJie MOYKHA MONIEPEeIUTH TOKCUYHUH BIUTUB DA Ta
HOTro MOXiaHUX).

YacTrora wi€i naronorii y pi3HUX kpaiHax craHoBuTh Bijg 1:6000 no 1:10000, B
VYkpaini neit nmokazuuk npubauzno 1:7000. Tomy KV Hanexuts 10 opdaHHUX
3aXBOPIOBaHb — PIAKICHUX BPOKEHHWX a00 HaO0yTUX  HO30JIOTIH,  SKi
XapaKTePU3YIOThCI XPOHIYHUM IMepediroM IMaToJOTIYHOIO MPOIECY 3 TEHACHIIIEO
710 IPOTrpecyBaHHs, TUCTPOPIUYHNUX 3MIH B OpTraHax 1 paHHbOI IHBAIIAU3AI] JUTHHHU.

Meta cTaTTi — AOCHIOUTH CydYacHI MEIWYHI TEXHOJOTIi IarHOCTHKH U
JiKyBaHHS (PEHIJTKETOHYPIi Ta OIIHUTH TXHIO JOCTYIHICTh /I naiieHTiB 3 OKYVY.

Metoan Ta martepianu. Meroau: CUCTEMHMH aHaji3, aHaii3 JOKYMEHTIB,
OMKCOBHM, TOPIBHAHHS, Yy3araJbHEHHS, MapKETUHTOBUW aHaji3, MaTeMaTHKO-
CTATUCTUYHI METOAW. Y JOCHIIP)KEHHI BUKOPHUCTAHO IIMPOKHUI CHEKTP 00’ €KTIB:
HayKOB1 IyOJiKailii, KepiBHI HACTAaHOBMU, CTATUCTHUYHI JIaHi, €IiAeMIOJOTIUHI
MOKA3HUKU, MapKETUHroBa 1H(opMailisi, JaHl €JeKTPOHHOI CHUCTEMH 3aKyIliBelb
«ITpo3oppo».

Pe3yabTaTu AociailzkeHb. 3a CTATUCTUYHUMU TaHUMH, B YKpaiHi CTAHOM Ha

19.04.2022 p. KOHTHUHTEHT AiTel-iHBaIiAiB BikoM 110 16 pokiB 3 @KV ctanoBus 825
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ocib, 3 Hux 77 — N0 TPHOX POKIB;, HITH, SKI BIIEpIIE B 3BITHOMY pOIl CTaJld
iHBammamu — 29 oci6. HaitGineime mitedt Ha ooOmiky 3 ®KY — y M. KuiB (83),
XapkiBcbkit  obmacti  (78), JuinpomnerpoBebkiit  (71), Kurtomupebkii (52),
Opnecebkiti (45). Y 2020 p. 3apeectpoBano 44 pumnagku 3axBoproBaHHsS DKV,
YCTaHOBJICHHMX BIiepuIe B ®UTTI (Haiiouibe — B Onechkii, PIBHEHCHKIN 00acTi (110
5), y Kutomupcekiit obnacti (4) ta M. Kuesi (4)).

[IpoBeneHo aHami3 KepIBHUX HACTAHOB 1 MPOTOKOJIB JIIKYBaHHS MAIll€HTIB 3
OKY (3da MixHApOJHOI CTATUCTUYHOIO Kiacu(ikaiiero XBopoO 1 mpobiem,
noB'sizannx 31 310poB'sM MKX-11 mae mmudp 5C50.0 Phenylketonuria, xoj
ORPHA:716). Meroro nikyBanHs naiieHTa 3 ®KVY € gocsrHeHHs Ta miaTpUMaHHS
11160BOTO piBHSA DA y KpOBi, MONEPEHKEHHS PO3BUTKY cUMNTOMIB ypaxeHHs [ITHC
Ta IHIIKUX HACJIJIKIB 3aXBOPIOBAHHS.

Bunpinsrots Tpu Bumum: ®KY 1 Tuny (knacuvHa) — XapakTEePU3YEThCS
MyTaIll€l0 TeHa, M0 BIAMOBIAA€E 3a CUHTE3 (PepMeHTy (eHUIaTaHIHT1APOKCUIIA3H
(DAT). Ha ueii Tun 3axBoproBaHHs npunagae 98% ycix A1arHOCTOBAaHUX BUIA/KIB
dbepmenTonarii. DKV 2 tuny — nerxka ®KY (mild PKU) Bunukae y pasi nopyuieHHs
cuHTe3y AiriapomipuanH peaykrasu. OKY 3 tumy (atumoBa) — Bimoma sIK Jerka
rinepdeninananinemis (['A), rak 3Bana «IDPA 6e3 ®KVY» (anrn. mild HPA, non-
PKU HPA) pos3BuBaerbcs y paszi aediuuty Terparigpodiontepuny (BH4),
kopakropy OAI" (BH4-uytnusa '©A).

BignoBigHO [0 MPOTOKOMY TOJIOBHUM NpuHIUIOM JikyBaHHa DKV e
IHAUBITyaIbHUA TIAX14, BUOIp METOAY JIIKYBaHHS BH3HAYAETHCS 3 YpaXyBaHHSIM
3aJMIIKOBOT  akTUBHOCTI (pepmenty DAL, BiKy mnaii€eHTa, 4YyTIUBOCTI 10
carponTepuHy, ToaepaHTHOCTI 10 DA Ta 0COOIMBOCTEN KOHTPOJIIO JTIKYBaHHS.

OcHoBuuMu Metoaamu JikyBaHHs DKV e: mierorepamiss 3 0OMEXEHHIM
cnokuBaHHs DA NIIAXOM 3HWKEHHS CHOKMBAHHS MPUPOAHUX OUIKIB Ta 3aMiHa iX
JDKEPEJIOM MpOTEiHy ab0 XapyOBUMHU MPOAYKTAMU JJIs CHEIIaJbHOIO JIETUYHOTO
cnoxkuBaHHs. [Ipu momiphiit/m’skiit popmi OKY npu HasSBHOCTI UyTIMBOCTI 0

cCamponTepuHy METOJ JIKyBaHHS Moxke OyTh komOiHoBauuil. Ilpu HeHanexxHOMY
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KOHTpOJI1 JIiKyBaHHs 3 MeTor0 3axucty [{HC MoxmmBo npu3HadYeHHS MPOIAYKTIB, 10
MICTSATh BeJIMKI HeNTpanbHi aMmiHokucIoTH (BHAK).

JlixyBanns xBopux Ha DKV OesnepepBHe, mojsirae B AOTPUMaHHI CyBOpOI
JTIETH 3 MOMEHTY TOCTaHOBKHM maiarHo3y. IloBue BuxmrodeHHss DA 3 palliony,
KOMIIEH-Callisl aMIHOKHCJIIOTHOTO Ie(PIIUTY 3a JOMOMOIO0 ClieliaibHUX 010100aBOK
J03BOJISIE MIATPUMYBAaTH HOPMaJIbHUI OOMIH PEYOBUH B OPraHi3Mi Ta MONEPEIUTH
pPO3BUTOK YyCKIIagHEeHb. HecBoeuacHHW 1MOYaTOK OTPUMAHHS JIIKYBaJIbHOTO
XapuyBaHHS a00 HEpETyJsipHE BXKUBAHHS MOTO MPU3BOATH /10 TSHKKOT 1HBAJ U3aIlii
JTUTAHA 3 HEMOXJIMBICTIO 1i HACTymHOI MEAMKO-COIllajibHOi peabumiTalii. Ha
CydacHOMY eTalll TPYJHOII y 3a0e3nedeHHi aitei, xBopux Ha DKV, B Vkpaini
NPOAYKTaMH JIIKYBaJlbHOTO Xap4yBaHHSA, OOYMOBJIEHI NeEpeAyCiM iX BHCOKOIO
BaPTICTIO.

Y pazi ®KY 2 Ta 3 Tuny s KOPEKIli aMiHOKHCIOTHOTO OOMIHY
BukopucToBYI0Th JI3. Hapasi akTuBHO po3poOistoTbes HOBI JI3 — anamoru
(epMEeHTIB JIOJUHU, SIKI MOXYTh BHUKOPHUCTOBYBAaTUCS 3 METOK 3aMICHOI
eH3umortepanii. TakoX po3poOJsSIOTHCS TEXHOJOTIl «BUIIPABJICHHS» MYTAHTHOTO
reHa, 10 BiAMOBiAa€E 3a cHHTE3 (eHUTamaHIH-4-T1ApOKCHIIA3H.

VY 2021 p. HamionanwsHa ciyx0a oxoponu 310poB'ss (NHS) Benukoi bpuranii
yknana yrogy 3 Teva 3a miarpumku NICE, 3aBasku domy reHepuyHa Bepceis
canponrepuny s gikyBanHs OKVY cranma mocTymHOO I MAIIEHTIB Pi3HOTO BIKY.
Jlo uporo opuriHanpHui JI3 campontepuH OyB MOCTYNHUN JIMINE JJIs MAIll€HTIB
BikoM 110 22 pokiB, ockinbku NICE omiHMB HOro BXKHMBaHHS SK EKOHOMIYHO
HeponuibHe. NHS Oyno opraHizoBaHOo HalllOHAJIBHY MpPOTpaMy TE€HETHYHOTO
tectyBanHs st 2300 mamientiB 13 @KV, mo0 BUABUTH THX, IO OTPUMAIOTh
KOPUCTh BiJ JIiKyBaHHs campornrtepuHoMm. Kiiniuni nocmimkenus (KJI) mokazanm,
mo 4 13 10 XBOpHX MOXYTb OTPUMATH KOPHUCTb BiJl CalpONTEPUHY, 3HAYHO
MOKPAIIMTH SKICTh KUTTS, 3HU3UTH XapuOBl OOMEKEHHS.

3a ocTaHHI KiIbKa pOKIB YMPaBIiHHAM 3 KOHTPOJIO 3a XapyOBUMHU

npoaykramu Ta JI3 CIHA (FDA) Oymu cxBaneni nBa HoBi JI3, mo BuUKOpHCTO-
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BYIOTHCSI 1)1 3HMKeHHS piBHS DA y kposi namientiB 3 ®KVY: y 2018 p. — npemapat
Palynziq™ (Peg Pal abo Pegvaliase) ta y 2019 p. — Kuvan® (canponrepun). FDA
Ha MapkyBaHHi Kuvan® Bkasye, 1o 1ieit JI3 nocnimxysascs y aiteit 13 ®KY Bikom
Bim 1 mic no 16 pokiB, epeKTUBHICTD 1 Oe3MeKa JJIi HEMOBISAT HE BCTAaHOBJICHI,
Palynziq npusHaueHuidl [ BUKOPHUCTAHHS y JOpPOCIMX, TOX Oe3mneka i
e(heKTUBHICTD ISl AITEH HE BCTAHOBJICHI.

VY Tabnuii HaBeIEeHI peKoMeHJallli 040 BUKOPUCTAHHS TUX 4M iHIMX JI3

st xBopux Ha OKY/TOA.

Tabnuys 1
OO6rpyntyBanHus Bukopuctanns JI3 pis mikyBanas OKVY (CILA)
Hasga JI3 Meau4Ha J0WiJILHICTH 32CTOCYBAHHS 1JIS JIIKYBAHHS
naunieHris 3 PKY
TEeHEpUYHHUN CallpONTEPUH * Bik 1 micsup abo crapiie
(A16AX07); Javygtor™ * nepeOyBae Ha fAieTi 3 oOMekeHHsIM DA
TeHEPHUK (CarpornTepuH), * JI3 He BUKOPHUCTOBYIOThCS B KOMOiHalii 3 Palynziq®
aktuBarop @A’
Kuvan® (canponTepuH) * Bik 1 Mmicsip abo crapiie, aiera 3 ooMexeHHsam OA
opanbHuii (A16AX07) * HE 3aCTOCOBYIOTH Y KoMOiHamii 3 Palynziq®
aktuBatop AT * cipoba reHepuka canponteput ado Javygtor™ mana

HeaJIeKBaTHY BIAMOBiAb a00 HerepeHocuMicTs JI3

Palynziq® (pegvaliase-pqpz) | ° Bik 18 pokiB i cTapie

(A16AB19) * piBeHb @A >600 MKMOJIB/T Ha di€Ti 3 oOMexeHHsaM DA
bepmenT metabomizmy DA * HE MPOUIIUI BUIPOOYBAHHS TEHEPUYHOTO CAIIPONTEPHHY,
Javygtor™ a6o Kuvan®

* He B KoMOiHaii 3 canponrepunom, Javygtor™ a6o Kuvan®

3BakKalOuM Ha BAXJIMBY POJIb KHUIIIKOBOI MIKpOOIOTH B MPOIIECi TPaBICHHS 1
npoUIAKTUKA ~ 3aXBOPIOBaHb, TNPOOIOTHKA MOXYTh OyTH  TEparmeBTUYHOIO
CTparTeri€ro, Mo aonomarae posuiemiaru xapuoBuil @A. ['enetnuno monudikoBaHi
MpoOIOTHKH, PO3POOJIEHI SK JKMBI OlOTEpamneBTUYHI areHTH JUIsS JIKyBaHHS
KOHKPETHUX 3aXBOPIOBaHb, SIBISIIOTH COOOIO0 CKJIa/JHI albTEPHATHUBHI TEparneBTUYHI
cTparerii. BukopucTaHHS Te€HETUYHO MOAM(PIKOBAHUX MPOOIOTHKIB JIEMOHCTPYE
e(eKTUBHICTBH In Vitro Ta in Vivo.

B Vkpaini Hapa3i OCHOBHHM METOJIOM JIKyBaHHS € Ji€ToTepamis 3
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oOMeKeHHAM criokuBaHHS DA MIITXOM 3HMKEHHS CTIOKUBAHHS MIPUPOJHUX O1JIKIB
Ta 3aMiHa X JDKEpesoM MpOoTeiHy ad0 XapuoOBUMHU MPOAYKTAMH JUIsl CHEIIaJbHOTO
TIETUYHOTO CIIO>KMBAHHS.

3rinno 1.5 cr.3 3akony Ykpainm «[Ipo ngepxaBHiI (iHAHCOBI TapaHTii
MEIUYHOr0 00CIIyTOBYBaHHs HaceiaeHHs» Ta BianosigHo A0 [TKMY Bix 31.03.2015
p. Nel60 «IIpo 3aTBepmxenns [lopsaky 3a0e3nedueHHs] TPOMAJISH, SIKI CTPaXKAat0Th
Ha piakicHI (opdaHHi) 3aXBOPIOBaHHs, JIKAPCHKUMHU 3aco0aMy Ta BIJIMOBIIHUMH
XapYOBUMHU TMPOIYKTAMHU AJIs CIELIaIbHOTO IIETHYHOTO CHOKMBAHHS, 3aKYITIBIIO
BIJIMOBITHUMU XapUOBUMU MPOJAYKTAMHU JIJISl CIIELIATBHOTO JIETUYHOTO CIIOKUBAHHS
Jiep>kaBa MoKJI1a/1a€ Ha MiCIeB1 OFOKETH.

[Iporpamu 3abe3nedyeHHs JTiKyBaIbHUM XapyyBaHHSIM TSXKKOXBOPHUX 1 AITEH
BiKOM BiJ 3 10 18 pokiB, xBopux Ha OKVY, miciieBi opranu Biajau po3poOssioTh Ha
nigctasi [IKMY Big 17.08.1998 p. Ne 1303 «IIpo BnopsiikyBaHHs 6€30MJIATHOTO Ta
MIJBIOBOIO  BIAMYCKY JIIKAPCHKUX 3aco0iB  3a pelentaMu JiKapiB y pasi
aMOyJIaTOpPHOTO JIKyBaHHS OKPEMHUX TPYIl HACEICHHS Ta 3a MEBHUMH KaTETOPISIMU
3axBoproBaHb», Hakazy MO3 Vkpainu Bix 13.11.2001 p. No 457 «IIpo 3axoam 1010
YIOCKOHAJICHHSI MEAUYHOI JIOTIOMOTH XBOPUM Ha (DEHUTKETOHYpit0 B YKpaini» (3i
3MiHaAMH), HOPMAaTWBIB HaJaHHS MEIUKO-TE€HETHYHOI JOMOMOTH, 3aTB. HAKa30M
MO3 ta AMH VYkpaiau Big 31.12.2003 p. Ne 641/84, Pexomenpariiii €Bpomneiicbkoi
Acoriamii 3 eHTepaJbHOTO Ta TmapeHTepasbHoro xapuyyBanHs ESPEN. Jlns
IJIaHYBaHHS Ta PO3PAXYHKY MOTPeOH y MPOAYKTaxX CHEIlaIbHOrO XapyyBaHHS IS
nikyBaHHs xBopux Ha OKVY BukopucroByroThest Meroauuni pexomennanii (Hakas
MO3 Vkpainu Big 17.12.2019 p. Ne 2498).

®dopMmyBaHHs MOTpeOM B JIKYBaJbHOMY XapuyBaHHI BiAOyBaeTbcid 3
BpaxyBaHHSIM KuIbKoOCTi fited, xBopux Ha DKV, 30kpema: giteit, xsopux Ha OKY
BIKOM 710 l-ro poky Ta crapuie; cepelHbOPIYHOI KuUIbKOCTI aitei 13 @KV, mo
BIIEpUIE BUSBJIEHI/OyyTh BUSBIEHI y XOJiI MacOBOI'O HEOHATAJIBLHOIO CKPUHIHTY
MPOTATOM POKY; CEPEIHBOPIYHOI KITHBKOCTI IOPOCIUX Ta BariTHUX, XBopux Ha OKYVY.

Hakazom MO3 Vkpainm Big 03.09.2017 p. Nel073 3arBepmkeHi HOPMH
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¢b1310J10TIUHUX TIOTPEO HACENICHHS YKpaiHW B OCHOBHUX Xap4YOBHX PEYOBHHAX Ta
BU3HAYCHO CEPEAHBOPIYHY TMOTpedy y cHerialbHOMYy OUIKY JIIKYBaJBHOTO
xapuyBaHHs s nited 3 @KV, 3anexHo Big Biky (Tadu. 2).

CremianizoBaHi TPOAYKTH JIKYBaJIbHOTO XapuyBaHHsS TPU3HAYAIOTHCS
nanientaM 3 @OKVY iHauBiAyani30BaHO, 3aJ€KHO Bl KJIIHIYHOIO Mepediry
3aXBOPIOBAHHS Ta IHAUBIAYaJIbHOI MNEPEHOCHUMOCTI NpOAykTy. Ilponyktu
JIKYBaJIbHOTO XapyyBaHHS MOBMHHI MaTH J03BOJIM Ha 00ir B Ykpaini. OCHOBHUMH
KPUTEPISIMA  MA00PY CHEUiaJbHUX TMPOIYKTIB JIKYBaJIbHOTO XapyyBaHHS €
ONTUMAJLHUM JJIi TIEBHOI BIKOBOI TPYyNM BMICT OlIKa B OJWHHUII MPOAYKTY,
30ajlaHCOBaHa KUIBKICTh HYTPIEHTIB (aMIHOKUCIIOTH, BYTJICBOJM, JKHPH, BITaMiHH,
MIKpOEJIEMEHTH) Ta HalMEHIIa BapTICTh 3a0e3nedyeHHs xBoporo 1,0 r Oinka mpu
3aKyMiBJIl JAHOTO MPOAYKTY (YMOBHa BapTicTh 1,0 T OUTKa MPOAYKTY).

Tabnuys 2

Buznauenns notpebu y JiKyBaabHOMY XapuyBaHHI Jyisi XBopux Ha OKY

Bik nuTunm, MakcumajibHa ®opMyBaHHS NOTPeOH Y JIKYBAJIbLHOMY
XBOPOI HA norpeda oijika Xap4yyBaHHi
DOKY /pik
Bin 0 10 1 5500 5500 % (a + n giteit 70 1 poky, y SIKUX BIIepIe
POKY niarnoctoBaHo OKYVY 3a pesynbraramu
CKPHUHIHTY))
1-3 pokiB 14500 14500 x (a+b)
4—6 pokiB 17500 17500 x (a+b)
7 no 10 pokiB 19500 19500 x (a+b)
BKJIFOYHO
Bix 11 no 18 26500 26500 x (a+b)
POKIB
BKJIFOUHO
JUISL JOPOCIIUX 26500 26500 X xinbKicTh qopociux/BaritTHux 3 KV B
Ta BariTHHUX 3 perioHi, 1m0 nepedyBaroTh Ha 00Ky
OKY

a — KUIbKICTb JiTeH 111€i BIKOBOI Kareropii, xsopux Ha @KY

b — xinpkicTh giteit 3 KV, ki HACTYMHOTO pOKy MepeiayTh A0 Ii€l BIKOBOT KaTEropii;

Po3paxyHok moTpeOu 3HIMCHIOETBCS HA OCHOBI JaHUX CTPYKTYpPHHUX
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miapo3aiIiB 3 muTadb O3 00JacHUX, MICBKHUX JIepKaAMIHICTpAIii 1010 KIJTBKOCTI
nitedt, xpopux Ha OKVY, B po3pi3i aaAMiHICTPATUBHO-TEPUTOPIATbHUX OJUHUII 13
3a3HAYEHHSM JIaTW HApOJPKEHHS Mallie€HTa, Macu Tina, piBHA DA, iHdopmariii npo
Jikytouoro Jikapsi, mpo pimenas Kowmicii. 3a3HauaioTh Ha3BU KOHKPETHUX
MPOJYKTIB Ta piYHy NOTpeOy y rpaMax OUIKY 1 OAMHUIISAX BIANOBIIHOTO MPOJIYKTY.

Hamu Oyno mnpoBeneHO aHalli3 BITYM3HSHOTO PUHKY CHEL[iali30BaHUX
MPOJIYKTIB JIIKyBaJIbHOTO XapuyBaHHs [ XxBopux Ha OKY/T'DA Ta 3akyniBeabHUX
IIiH Ha Il TPOAYKTH (32 MaHUMH EJIEKTPOHHOI CHCTEMHU 3aKymiBenb [Ipo3oppo 3a
noroBopamu 3akytiBenb 2023 p.) (tabu. 3).

Bignosimno no Hakazy MO3 Vkpainu 07.09.2022 p. Ne 1620 cTtBOpEeHO
(PLY),

3a0e3MeveHHs] JOCTYMHOI Ta sikicHoi MeauyHoi gomomoru (MJI) xBopum 13

Mepexy pedepeHTHUX IIeHTpIB TISUIBHICTh KX ~ CIOPSIMOBAaHA Ha

PIAKICHUMH  3aXBOPIOBAHHSIMH;  IMIJIBUIICHHS  €()EKTUBHOCTI  BUKOPHUCTAHHS

OI0/DKETHUX KOIITIB; 3HM)KEHHSI CMEPTHOCTI Ta 1HBaJIIAi3aIlll TaKUX IMAIIEHTIB.

Tabnuys 3
AHaJi3 puHKY CIeliaTi30BaHUX MPOYKTIB JIKYBAJILHOTO XapuyBaHHS JUIs
xBopux Ha OKY/T'OA
HasBa cymimi Bupoonuk dopma IIpu3HayeHHs Hina, Hina B
BHUITYCKY rpu* anrekax
Afenil Express PIAM ymak. 750 T JuTs iteit 3-18 4539,60 | -
Neutral Farmaceutici POKIB Ta
Iramnis JOPOCIINX

Afenil Gel relb, BiJ 6-TH MICSAIIIB 5229,84 | -

MOPOIIOK
PKU Nutri 1 SHS MOPOIIIK. Bix 0 mo 12 2352,00 |-
Concentrated International | cymim B MICSIIIIB

Ltd Benmuka | 6anmi, 500 r

PKU Anamix OpuTaHis MOPOLLIK. Big 0 mo 12 mic, | 1256,00 |-
Infant CyMimI B 10 3 POKiB SIK

oanii, 400 r JIOJJaTKOBE

XapuayBaHHS

PKU Nutri 2 MOPOIIIK. JUTS TITEH BIKOM 1794,00 | 2206,00
Energy CyMiII B 1-8 pokiB Ta 2 358,96

OaHil, 454 r JOPOCIIHNX
PKU Nutri 1 MIOPOIIIK. Big 0 mo 12 mic, 947,90 -
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Energy CyMINI B 70 3 POKIB K
oanii, 400 r JIOJJATKOBE
XapuyBaHHS
PKU Nutri 3 MOPOUIK. BiJl 8 pOKiB 4 090,00 |2097,00
Concentrated CyMiII B 5380,11 | 3665,30
6anii, 500 r
PKU Nutri 3 IIOPOUIK. B1J1 9 pOKiB Ta 2 348,00 |2097,80
Energy cymiur B 0pOCIIHX, 3088,74 | 2889,00
OaHil, 454 r BariTHUX
PKU Nutri 2 MTOPOIIIK. JUTSL TITEH BIKOM 3573,00 |2604.20
Concentrated CyMiIl B 1-8 pokiB Ta 4699,36 |2910,90
6anmi, 500 r | topocnux
MD-Mil PKU 3 Hero Espana, | mopotik. BiK cTapiie 8 2790,64 | -
Icrianis CyMimI B POKiB 3 180,00
oani, 400 r
Comida PKU B SHS MOPOIIIK. JUTSL TITeH BIKOM 3843,00 |-
Pino Colada International | cymim B 3-14 pokiB
Bemuka oanmi, 500 r
Comida PKUB | bpuranis TOPOIIIK. nns pited Bikom | 2 808,00 | -
formula CyMimI B 1-14 pokiB
oanmi, 500 r
Comida PKU C MOPOIILIK. BiJ 15 pokiB 2 664,00 |-
Formula CyMimI B
oanii, 500 r
Comida PKU B MOPOIIIK. JUTSL 1ITEH BIKOM 3840,00 |-
CyMiIl B 1-14 pokiB 4 500,00
oani, 500 r
Comida PKU C MOPOIIIK. g miteit Big 15 | 3699,36 | -
CyMiIl B POKIiB, BariTHHX 4608,00
6anmi, 500 r KIHOK 1 JOPOCIUX
3 pxy Ta rdpa
PreKUnil PreKUlab, tabmn. 750 mr BiJ 7-8 pOKiB 29 590,00 | -
Himeuunna | Ne550
Heo®e Tabn. 685 mMr BiZ 7-8 poKiB 27 500,00 | -
Ne550
XPhe Smart A metaX, MTOPOIIIK. 3 15 pokiB 6 956,00 | -
Ixcde Cmapr A | Himeuuuna | cymim B
oaHir, S00r

* 3a manumu EC3 [Ipo3oppo

PIIl 3 nutanp pinkicHux (OpdaHHUX) 3aXBOPIOBAHb — €KCIEPTHUHN MIIPO3aLIT

Ui HamaHHsA Ta koopauHanii MJ[ mamientam, ctBopenuit B 303, skuii mae
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yknagenuit nporoip 3 HC3Y mpo MemuyHe oOCITyroByBaHHS HAcEJIGHHS 3a
nporpamoro MenuuHux rapantii (IIMI') aGo mocTiitHO Aitounii OpraH B HayKOBO-
JTOCHIIHUX ycTaHoBax, 3akianax HAMH Vkpainu, 3akianax BHILOI OCBITH, IO
BIIMOBIZIa€ KPUTEPIsAM Ta BXOIUTH JO 3aTBEPKEHOro rmepeliky. Cepell OCHOBHUX
3aBaanb PILI;

- KOOpJUWHAlllsl HaJlaHHS TIEPBUHHOI Ta BTOPUHHOI (cmemianizoBaHoi) MJ]
Malle€HTaM 3a MEeBHUM BU3HAUYECHUM 3aXBOPIOBAHHSM YH IPYIIOI0 3aXBOPIOBAHb;

- BHOpoBa/pkeHHS HoBuX MT  glarHOCTMKM Ta  JiKyBaHHS  oOpdaHHUX
3aXBOPIOBaHb, aHAI3 iX €(DEKTUBHOCTI;

- BU3HAUeHHSA TmpobisieM HamanHa MJl  mamieHTamMm 3 PIAKICHUMH
3aXBOPIOBAHHIMH Y aJMIHICTPATUBHO-TEPUTOPIANbHIA OJMHUII Ta NUIIXIB iX
BUPILIEHHS;

- po3poOKa, KOOpAWHAIlA BIPOBA/HKCHHS Ta KOHTPOJb 32 BHUKOHAHHSIM
perioHaIbHUX Mporpam 1 3axoiB moA0 Hajanas M/l opdpanHuM mamieHTam;

- MIArOTOBKA Ta MIABUIIEHHS KBamiikaiii CHelialicTiB 3  PIAKICHUX
3aXBOPIOBAaHb, MPOBEACHHS HAYKOBO MPAKTUYHUX KOH(EPEHIIiH, ceMiHapiB;

- HajzaHHA KOHCy’IbTaTuBHOI Aonomoru 303, mo Hagatots [IM/] 3 opranizarmii
BUSBJICHHSI OpaHHUX 3aXBOPIOBAHb, TOKPAIICHHS IIarHOCTUKY 1 JIIKyBaHHS;

- 00Kk mamieHTiB 3 oppaHHUME 3axBoproBaHHsAMHU (BHeceHHs 10 ECO3 nanux
PO JIKyBaHHS Ta TUHAMIKY CTaHy MAIli€HTIB);

- NPpUUAHATTSA pinieHb EKCriepTHOIO0 KOMICIE€IO 110710 HEOOX1THOCTI MTPU3HAYCHHS,
BimMiHM, Tiepeposnoauty JI3, MB 1 mpoaykTiB s cremiaibHOTO JIETUYHOTO
CIIO’KMBAHHS TAIlIEHTaM, sIKI CTPaXKIal0Th Ha P1AKICHI 3aXBOPIOBAHHS Ta 1H.

BucHoBku
Ha cywyacnomy etamni BinOyBaeTbcsi pedopMyBaHHS CHCTEMH OpraHizarlii
HaJaHHS MEIUYHOI JOMOMOTH TaIliEHTaM 3 Op(QaHHUMHU 3aXBOPIOBAHHIMH
B1IMOBIHO 10 yxBajeHoi1 Konueniiii Ta pekomenaaiiit €C. ToOTO MOKHA TOBOPUTH
PO MiJABUINEHHS JOCTYMHOCTI CYYaCHUX MEAMYHUX TEXHOJOT1M M1arHOCTUKU W

nikyBanHs @KV (BmpoBamkeHO pedepeHc-IeHTpU, HEOHATAIbHUNA CKPUHIHT), IO
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JI03BOJINTh CBOEYACHO BUSIBIISITH 3aXBOPIOBAHHS 1 TUM CaMHUM BJIMBATH Ha SIKICTH 1

pe3ynbTaTH JiKyBaHHs (fieToTeparnii 3 oOMexxeHHaM criokuBaHHs DA). JlikyBaHHS

OKVY notrpedye BHCOKOBAPTICHOTO CIEHIAIBHOTO XapuyBaHHS, SIKE MAIllEHTH HE

MarOTh MOKJIMBOCTI MPUI0ATH CaMOCTIMHO. BiMOBIIHO 10 YMHHOTO 3aKOHO/IaBCTBA

nepkaBa 3a0e3neuye xapuyBaHHsM Jiteit 3 ®KY g0 18 pokiB (110 3-x — 3a paxyHOK

KOIIITIB IEP>KaBHOTO OIOJIKETY, /10 18 poKIB — 3a paXyHOK MICIIEBUX MPOTPam).

Jist npuidHATTA OOTPYHTOBAHMX PIlIEHb WIOJI0 MHUTaHb 3a0e3MeyeHHs
MAIl€HTIB MEAUYHUMH TEXHOJOTIIMH KEpPIBHUMH HacTaHOBaMU MIiXKHAPOIHOTO
ToBapucTBa  (apmMakoekoHOMIYHUX  gociimxeHb  ISPOR  pexkoMmeHnmoBaHO
BUKOPHUCTOBYBAaTH MYJIbTUKPUTEpiabHUN aHami3 npuiHATTS pimeHns (MCDA),
SKHUI J03BOJISIE BPAXOBYBATH LTy HU3KY KpUTEPIiB (MOKA3HUKH 3aXBOPIOBAHOCTI Ta
cMepTHOCTI, notpedu B JI3, MB 1 MenuuHux nociyrax; KiiHIYHY €(pEeKTUBHICTb 1
0e3MeKy, COIialbHO-€KOHOMIYHI HACTIJIKWA;, €KOHOMIYHY JOIUIbHICTh, BIUIUB Ha
OI0JIKET) Ta OIIHIOBATH BIJMOBIIHO J0 iX 3HAYCHB 1 BAXKJIMBOCTI. Takuil aHami3 gae
3MOTY BU3HAYUTH CTPATETIIO JIIKYBaHHS T4 BCTAHOBUTH PiBEHb (DIHAHCOBOI'O BIUIMBY
B yMOBaxX 0OMEXEHOTro OI0JKETY, SKUH HE TOBUHEH MEePEKIIaIaTUCs Ha TAIll€HTA.
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