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Oeninkeronypiss (PKY) — me opramHe cmaakoBe reHeTwuyHe 3axBoproBanHs (MKB-10
E70.0),en3umonatist MeTabosi3My apOMaTHYHUX aMiHOKHCIIOT, 30KpeMa (eHinananiny. Yepes Bif-
CyTHIO a00 BKpail 3HIKEHY aKTHBHICTH (epMEHTY (eHiTaNaHiHTIApOKCHUIa3u, Y xBopux Ha OKY
aKTUBYIOTHCS OOIYHI IUIAXH MeTaboui3My (eHUIananiny 3 yTBOPEHHIM (PEHIIMIPOBUHOTPaIHOI Ta
dbeniomoniouHoi kucnoTu. [1pu HagXomKeHH] 10 opraHi3My (eHinalaHiHy, Y TaKuX MaIli€HTIB Bif-
OyBaeThCsl HAKONMMYEHHS 3a3HAYCHUX TOKCHMYHHX MPOJIYKTIB, IO MPU3BOAUTH 10 HEOOOPOTHHX I1O-
pymenb poootu ITHC, 30kpema — deninmipoBuHOrpaaHoi oniroppenii. Jledinut THpo3uny Bigirpae
BaXJIUBY poJib B 00TshKeHH1 HachiakiB @KV, OCKIIbKY 111 aMiHOKUCIIOTA € MOTepeTHUKOM HEHPOT-
paHCMITEpIB Ta KOMITOHEHTOM O1JIKiB TOJIOBHOT'O MO3KY.

Cripn 3a3HaunTH, M0 0€3 HAAXODKEHHS (peHinananiny 10 opraHizmy,ymkomkeHHs [ITHC He
BiOyBaeThCsA. Y BHUMNAAKY BCTaHOBIGHHs miarHo3y DKV Ha panHiit cranii, 1i KJacu4Hi BapiaHTH
MO>KHa JIIKYBaTH 3a JIOIIOMOTOI0 JIOBIYHOI Ji€TOTEepanii, OpieHTOBaHOI HA YTPUMaHHS HU3BKOTO PiB-
Hs ¢eHialaHIHy Ta JIOCTaTHbOTO CIOKMBAaHHS TUPO3WMHY. Taki AIETOJOTIUH 13aX0/H, SIK TPABHUIIO,
eeKTHBHI A5 3ar00iraHHs PO3BUTKY TSHXKKUX KOTHITUBHHMX MOPYLIEHb. TUM HE MEHII, Al€TOTEepa-
miss @KV mnos's3ana 3 aedinmuToM MIKpOEJIEMEHTIB, TaKUX SIK CEJIeH, MiJb, MarHii, IMHK TOIIO Ta
3HAYHO BIUIMBAE HA CITOCIO KUTTS ITAII€CHTIB.

Haxanp,Ha croromui mist Oimeinocti narieHTiB 3 ®KY, mieToreparnis € exuHUM criocodbom
JKyBaHHS, HE 3BaYKAIOUW HA MOCTIMHI MOUTYKH MEPCIEeKTUBHUX 3ac00iB /I 11 MaTOreHeTHUHoi abo
etionoriuHoi Teparii. Jlikapcekuit 3aci6 canponrepun (KUVAN ®), 1o € aHajorom kodaxkropyde-
HUTaJaHIHT1IPOKCUIIa3H — TETpariipodionTepuHy, € e(pEeKTUBHUM JHIIE Yy MAI[i€EHTIB 3 NEBHUMHU
dbopmamu OKVY, Ha T SKUX 3MEHIIEHHS aKTUBHOCTI €H3UMY Ma€ MEPEeBaXHO KOPEPMEHTHY TpH-
pony. B GinbmiocTi iHIIMX BUMAKIB, CAPONTEPUH MPAKTUYHO HE BIUIMBAE HA PiBEHb (eHiaaHi-
Hy. IcHye noka3zoBa 0a3a, 1110 HaBiTh 3a BIJICYTHOCTI OCHOBHOTO €()eKTY JIKYBaHHS CallPONITEPHHOM,
Mae Micue nokpaiieHHs poootu LIHC Ta 3aranbHOro ncuxoeMouiiHOro CTaHy y Mali€HTIB 3 pi3HU-
mu popmamu OKVY.

[Ipsima eH3umo3amMicHa Teparis (EHUIATaHIHTIIPOKCUIIa3M Ha ChOTOJHI € HEMOXXIHUBOIO,
OCKUTBKU (hepMeHT ayke HecTaOunbHUN. OnHaK, SK adbTEPHATUBHY 3aMICHY Tepariio HEUl0JaBHO
MoYaJii aKTUBHO PO3TIISAIATH METUboBaHy (GopMy (eHinmananiH-aMiak-1ias3y, 10 3adydeHa 10 mpo-
necy Jnerpajaanii QeHinanaHiHy y pociuH. PexomOiHaHTHHMN (epMEHTHHUH Ipemapar merBaniasza
(PALYNZIQ®), Ha BIIMIHY BiJl CAallPONITEPUHY, MIIXOANUTD ISl MAIEHTIB 3 Oyab-IKUMH (opMaMu
@KV, ockisbku He 3aNeXUTh Bia KopakTopy. KimiHiuHI ToCTiKEHHS TPOAEMOHCTPYBAIN 31aTHICTh
npenapary BIUIMBAaTH Ha piBeHb (eHUIAJIaHIHy, OAHAK, HISKUX ICTOTHUX IMOJINIICHh HACTPOIO Ta
KOTHITUBHUX (DYHKIIIH y namieHTiB 3adikcoBaHo He Oyno. Ha maHuit MOMEHT merBaniasa J03BOJICHA
JI0 3aCTOCYBAHHS JIMIIIE Yy JOPOCIIUX TMAIIEHTIB, SIKi MAIOTh HEKOHTPOJIBOBAHUH PiBEHH (DEHITATIaHIHY.

[IBuaKuii mporpec B raigy3i FeHHOT iHXKeHepii MO)Ke 3MIHUTH apCeHall TePareBTUYHUX 3aX0-
IiB 110,10 opaHHUX 3aXBOPIOBaHb, 30kpema, DKY. Ha moment 2019poky Oynu orpumani gani 1/2
¢ba3u KIHIYHUX JTOCIiKEHb TeHoTepaneBTUYHOro 3acody HMI-102, mo 3a oqHOpa30BOTO BBEACH-
HS MPOJIEMOHCTPYBAaB TPHBAJIEC 3MEHIIICHHS CHPOBATKOBOTO PiBHIO (DeHUIATAHIHY Ta IMiIBUIICHHS
PiBHS THPO3HMHY 3a paXyHOK 30UIbIIEHHS aKTMBHOCTI (pepMmeHTy (eHinanmaninrigpoxkcunazu. HMI-
102 Takox pOIEMOHCTPYBAB 3MEHIICHHS BMICTY (heH1IaJaHIHy B MO3KY U TIO3UTUBHO BIUIMBAB Ha
cuHTe3 MenaHiny. [IpoTe, HeoOXiTHO PO3yMiTH, IO 1iei 3acid moTpedye 6araTo MOJANBIINX BUIIPO-
OyBaHb, a 10 MOMEHTY HOT0 YXBAJICHHS Ta PEECTpAIlii MOKE MPONTH TIEBHUI Yac.

BpaxoByroun BHIIeHaBeleHE, €IMHUM €(PEKTMBHUM Ta €KOHOMIYHO JOCTYHMHHM METOJOM
st Oieiiocti mamieHTiB 3 KV, € Hu3pkoOiIkoBa miera. MenemxmenT tepamii KV e mocuth
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CKJIQJIHUM, OCKLIbKY HaBMHCHI a00 BHITaJIKOBI €Mi3011 HEJOTPUMAHHS JI€TH € JOCUTh PO3IOBCIO-
JoKeHUMU. KOMITJTa€HTHICTH TAIlI€EHTIB 3HAYHO 3MEHINYETHCS B PAaHHBOMY Ta IMTITKOBOMY BIiIli,
0co01MBO yepe3 corianbHi hakropu. OHOMITKH, Yepe3 HEpPO3yMiHHS palioHy JiTeH Ta MiJUTITKIB 3
OKYVY 3matHi CTUTMaTH3yBaTH XBOPOOY, IO 3HAYHO MOTIPIIYE 3araJibHUN TCUXOJIOTIYHUN CTaH y
MOJIOUX MAIIEHTIB Ta MPOBOKYE €Mi30/1 MOTpilIHOCTeH y nieTi. OHaK, s nmpobdiemMa He 3HaXo-
TUTHCA B (POKYC1 KOMITaHIM-BUPOOHUKIB CIEIIaTi30BaHOT0 MEIUYHOTO XapyyBaHHs, depe3 110 pa-
1i0oH mamieHTiB 3 KV € nocuth 0OMeKEHUM.

3 orsimy Ha IF0 BOKIMBY Ta aKTyajdbHY MpoOJeMy, METOI0 HAIIOTO JOCII/DKEHHS CcTalia
po3poOKa crenianizoBaHOTo XapuyBaHHs i1 opdaHHuX namieHTiB 3 PKVY, sxe Oyno 6 MakcuMaib-
HO HaOJIMKEHE JI0 3arajJbHOBKMBAHHMX MPOAYKTIB B momyssiiii. [Ipu aHamizi CoKMBYOTO KOIIMKA
MPOAYKTIB XapuyBaHHs,yBary MpUBEPTAIOTh MaKapoHHI BHpoOu. Yepe3 BMICT OUIKIB MINEHUII IeH
MPOAYKT € MpOoTUTIOKa3aHuM iyt namieHTiB 3 @KY. [IpoTe, 0CHOBHY Xap4oBYy IIHHICTh B MaKapOH-
HUX BUPOOAaX TPEICTABISIOTH CKIAIHI BYTJIEBOJU, 30KpeMa KpOoxXMallb, a OITKHA € 3aJHIIKOBHM
KOMIIOHEHTOM CHPOBWHH. TakvM YHHOM, TIpY BIATBOPEHHI IAHOTO MPOIYKTY 0€3 BUKOPUCTAHHS
KOMIIOHEHTIB 3 BUCOKMM BMICTOM OiJIKa, MO’KHA CTBOPUTH NMPAKTUUYHUI aHAJIOT ISl CIIOKUBAHHS Yy
JIEKPETOBAaHUX T'PYI HaceleHHs. B xoai po6oTu Oyio po3po0aeHO MPOTOTHUIT MaKapoOHIB Ta JIOKITHU-
HU, BUTOTOBJICHUX HA OCHOBI KYKYPYI3STHOTO KPOXMAJIO Ta MOHO- i JUTTIIEPUIIB )KUPHUX KHCIOT
13 TogaBaHHSAM KOPEKTOPiB, CTA01113aTOPIB, 3aryCHUKIB, 110 HE MICTHJIM MENTHAHUX Ta aMIHOKHC-
JOTHHUX KOMITOHEHTIB. JloJjaBaHHSI MIKPOEJIEMEHTIB, 10 € AedinuTHuME y narieHTiB 3 KV, B na-
HOMY BUMAJKy HE JIMIIEC BUPINIYBAJIO NMEBHY JIETOJOTIUHY MPOOIEMY IJIsl TTOTEHIIHHUX CIOYKHBA-
4iB, a ¥ JO3BOJISJIO YAOCKOHAIMTH TEXHOJOTIYHHUN MPOIIEC BUTOTOBIEHHS. B SKOCTI MeTOly aHali3y
3araJpHOTO BMICTY OUIKY B MakapOHHHX BUpoOax OyB oOpanuii meton Jloypi B Mmoaudikarii XapT-
pi. Ha BigmiHy Big OUTBII PO3MOBCIOKEHOTO IS XapuoBOi MpomucioBocTi Metony K'embmas,
oOpaHuil HAMH METOJI Ma€ HAJA3BUYAHO BHCOKY YYTIUBICTh A0 apOMATHYHHX aMiHOKHCIIOT B TIETI-
TUJAX, IO J03BOJSE PEIEBAHTHO OIIHUTU Oe3MeuHiCTh MpoAyKTy s xBopux Ha OKVY. ocmi-
JOKEHHST TI0OKa3aJio, 10 BMICT OUIKiB B mpoaykTax ckiamae meHme 0,1%, mo mo3Bossie BigHECTH
Horo 10 HU3BKOOUIKOBUX MPOAYKTIB 3a kinacudikaniero WHO Ta npusnauatu nanienram 3 @KV sk
KOMITOHEHT TTOBCSKJICHHOTO PaIlioHy OKpeMo a00 y CKJIaji KOMOIHOBAaHUX CcTpaB. Takuil miaxia 10
XapuyBaHHA MoJIoauX manieHTiB 3 @KY Moke CHpusATH MOMIMIICHHIO SIKOCTI )KUTTS, MO0JIaHHIO
MICUXOJIOTTYHOTO JAUCKOM(OPTY, BUKIUKAHOTO CTUTMATH3aIlI€I0 Ta BIAUYKCHHSIM 3 OOKY OJHOJIT-
KiB, ¥, SIK HACJIJIOK, 3MEHIIIUTH PU3UK BUHUKHEHHS €Mi30/[iB MOPYIICHHS JIETH, 10 B IIOMY Oye
CYNMPOBOKYBATHCH KPAIIMM KOHTPOJIEM PiBHSA (DeHIIANaHIHY.

3a pesynbraraMd poOOTH BCTAHOBICHO ONTHUMAIBHUN CKIIAJ JJIs BUTOTOBJICHHS AHAJIOTY
MaKapOHHHUX BUPOOIB 32 GOPMOIO Ta XapuoOBOIO MIHHICTIO /715 manieHTiB 3 @KV, B SKMX MpakTHIHO
BIJICYTHI IIpOTeTHOBI MosieKynu. [laHi BUpoOU MOXYTh OyTH PEKOMEHIOBaHI AJIsi TOPOCIHUX Ta IMif-
JITKIB XBOpHX Ha pi3Hi hopmu DKV, a Takok MEBHUM rpynaM MaIli€HTIB, M0 TOTPEeOyIOTh HU3bKO-
O1IKOBOT Ji€TH (HANMPHKIIA IPH XPOHIYHINA HUPKOBIi HETOCTATHOCTI).
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