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[inepamMmoHiemia AK Hanpam
KopeKuil naToreHe3sy XpOHiYHUX
3aXBOPIOBaHb NeYiHKN

I.J1. Hemiww

ByKOBMHCbKNI AepaBHUI MeanYHMI YHiBepcuTeT, YepHiBui, YkpaiHa

AHoTaunifa. OCTaHHIM YacoOM CMOCTEPIra€eTbCsA 3POCTaHHA MOLWMPEHOCTI XPOHIYHUX 3axBoptoBaHb nediHky (X3M1), Aki € ogHieto
3 4aCTUX NPUYNH CMEPTHOCTI, 0CO6NMBO B KpaiHax, Lo po3BrBaTbcs. OCHOBHO MeTolo JlikyBaHHA X3I1 € npoBeaeHHs eTiono-
riyHoi Tepanii 3aXBOPIOBaHHA Ta JliKyBaHHA YCKNafHeHb Y pasi ix HaABHOCTI. BaXnvBUM € TakoX 3anobiraHHA NporpecyBaHHo
3axXBOPIOBaHHA Ha NMoyaTkoBUx cTagiax X3M. Okpeme micue y nikyBaHHi X3l HanexuTb renatonpoTekTopam, NikyBaHHaA 6inb-
LWICTIO AKUX € [OCUTb TPUBANIMM, OCKINIbKN MEXaHi3M iX Aii He 30cepedKeHN Ha 3HUXKEHHI TOKCMYHOTO HaBaHTaXeHHA Ha ne-
YiHKy. Lle € BaXn1BMM Ha noyaTKy Tepanii, OCKifIbKu 3B'A3yBaHHA 1 BUBEAEHHA TOKCMHIB (QMOHIt0) ANA PO3BaHTaXeHHA NeyviHKm
Ha UboMy eTani cnpuse 6inbL WBUAKOMY BifHOBNEeHHI0 GyHKLUiT renatoumTiB. Ha dapmaLeBTMUHOMY PUHKY YKpaiHu HasaBHUI
opuriHanbHui L-opHiTrH-L-acnapTaT (fena-Mepu), Aknin € eGeKTUBHUM 3acO60M [/1A 3HVXKEHHS PIBHA aMOHil0 Y KPOBI, M'si3ax
i rONOBHOMY MO3KY 3aBAAKM CTUMYNALIT BUBEAEHHA aMOHIIO LWAAXOM CUHTE3Y CEYOBMHU B 3a/IMLLKOBUX renatouuTax, 3anobi-
raHHA renaToLeNtoNAPHOMY NMOLIKOAMXEHHIO BHACNIAOK BUPOOHMLTBA aHTUOKCUAAHTIB (FNyTaTiOHy, ryTaMiHy) Ta BUCHaXEHHA
M'AA3iB (PO3BUTKY CapKOMeHil) LWAXOM CUHTE3Y FlyTamiHy B M'A3ax. 3acToCyBaHHA opuriHanbHoro npenapaty lena-Mepu fo3Bo-
NUTb 3an06irT HaKOMMYEHHIO TOKCUHIB (@aMOHI0) y MeuiHLi AK Ha noYaTKoBUX eTanax po3suTKy X3[1, Tak i npu ix nporpecyBaHHi
3 PO3BUTKOM LiMPO3Y NeYiHK/ Ta NeyiHKoBOT eHuedanonaTii. TaKMM UMHOM, 3HUXKEHHSA PiBHA aMOHil0 Y KPOBi MoXe 6y T HOBOIO
TepaneBTUYHOO CTPATETIEI0 AN1A KOHTPOJIIO CUMMTOMIB i 3anobiraHHA nporpecyBaHHio X3[1.

KniouoBi cnoBa: rinepamoHiemisi, renatonpoTekTop, L-opHiTrH L-acnapTaT, meTaboniuHo-acouifioBaHa »u1poBa XBopoba neyiH-

KW, Unpos3 neyiHkn.

XpoHiuHi 3axBoptoBaHHA nediHky (X3I) — nporpecytoue
NpoTAroM >6 Mic noripweHHs GyHKLiN NeYiHKKM, TaKNX AK CUH-
Te3 $paKTopiB 3ropTaHHA KPOBI Ta iHLWMX GiNKiB, AeTOKCMKaLifA
WKIAAMBMX NPOAYKTIB MeTabonisMy Ta BUBEAEHHA OBUI.
OcTaHHIMM poKaMK CNoCTepiratoTb 3pOCTaHHA MOLWNPEHOC-
Ti X3, AKi € ofHi€l0 3 YaCTUX NPUUYUH CMEPTHOCTI, 0co6nK-
BO B KpaiHax, Lo po3BuBatoTbcaA [1]. Y po3BUHEHMX KpaiHax
6inblwicte X3IM BKIOYAOTb aNKOrofibHY XBOPOOY MeYiHKK,
XPOHIUYHWI BipycHUI renaTtnT (3okpema renatutu B i C), meTa-
6oniuHo-acouinoBaHy »M1pPoBy xBopoby neuiHkn (MAXKX) i
remoxpomatos [2]. MporpecyBaHHA X3[1 Ta BigCyTHiCTb crne-
undiyHOro nikyBaHHA CYNPOBOLXKYIOTbCA PO3BUTKOM He-
3BOpPOTHOro ¢ibpo3y Ta y mofasnblioMy — LMPO3Y MeyiH-
KM, WO MPU3BOAUTL A0 MOPYLUEHHA apXiTEKTOHIKN MeYiHKu,
YTBOPEHHA BY3/MKIB pereHepadii, pemogentoBaHHA CyauH,
HeoaHrioreHesy Ta BiAKNafeHHA MNO3aKNITMHHOIO MaTPUKCY.
Hebe3nekoto LMpo3y NeyiHKKN € pO3BUTOK YCKNaAHEHD, TaKMX
AK neviHkoBa eHuedanonartis (ME), acumT, KpoBOTEUi 3 Bapu-
KO3HO PO3LUMPEHNX BEH CTPABOXOAY, FrenaTtopeHasbHNM CUH-
Apom ToLo. ToMmy 0OCHOBHOIO MeToto NikyBaHHA X3[1 € 3ano6i-
raHHA NPOrpecyBaHHIO XBOPOOU Ta 3MEHLLEHHSA BUPaXKEHOCTI
$ibpo3y neuviHKW, AKMNIN Ha MOYATKOBKX CTAAIAX MOXe ByTu
3BOPOTHUM [1].

Ponb amoHilo y nporpecyBaHHi X3I1

MNevinka Bigirpae Baxnuey posb y NIATPUMLI HOpPMasb-
Horo metaboniamy amoHito B opraHismi nogunHu. lenatouuntn
NIOANHW BUKOPUCTOBYIOTb aMOHil i 6ikap6oHaT ana yTBopeH-
HA Kapb6amoindocdaty B MiTOXOHAPIAX, iHiLiloUM peakuil
LMKy ce4oBUHW. Tak, B 0Ci6 3 HOPMasbHOW GyHKLiELO NeyiH-
KW renaToumT MailoTb XOPOLUNA GYHKLiOHanbHUIN pe3eps,
OCKiNbKM 6yno nokasaHo, Lo aKTMBaLiA CUHTe3y CeYOBUHU

24

WBMAKO 3POCTa€E MNiCNA NPOBEAEHHA PO3LWMPEHOI renatek-
TOMiIi, a apTepianbHa KOHLUEHTpaLifs aMOHil0 3anMILIAETbCA
6e3 3MiH. Mpu LbOMYy MpPOBefeHHs YacTKOBOI renaTteKkToMii
y NauieHTiB 3 HaABHiCTIO X3[1 CNpUYMHIOE PO3BUTOK NeyiH-
KOBOI HeOCTaTHOCTI, AKa MPW3BOAUTb A0 MOPYLUEHHA BU-
BeleHHA aMOHilo neviHkot [3]. B ekcneprMeHTanbHUX Mo-
aenax nokasaHo, wo npu MAXKXTT, Aka € OfQHi€E0 3 OCHOBHUX
npuumnH po3BuTKYy X3I, ekcnpecia reHis i 6inkis depmeHTiB
MITOXOHAPIaNIbHOrO LMKy CEYOBMHU Kapbamoindocdat-
CUHTeTas Ta OPHITUHTPAHCKapbaMinasy 3HaYHO 3HVXKYETb-
CA, WO MPU3BOANUTL A0 3HVKEHHA ypeareHesy Ta PO3BUTKY
rinepamoHiemii [4, 5]. Kpim Toro, y nauieHTis i3 X3 MoxyTb
pO3BMBATNCA MOpPTaNbHi KonatepanbHi BeHW, AKi BiABOAATb
nopTasibHy KPOB 3 BMCOKMM BMICTOM aMOHil0 B CUCTEMHUI
KPOBOTiK. fIK HEeNnoBHe OUMLLEHHA aMOHIl0 MeYiHKOW, TaK i
PO3BUTOK KOMaTepasibHOro NnopTasnbHOro KPOBOOGIry 3ymoB-
NIOI0Tb PO3BUTOK rinepamoHieMil [6], AKa BUKNUKAE yncnen-
Hi WKignuei Hacnigkn y nauieHTis i3 X3M1, nounHatoun 3 TE,
AncoyHKUIT HelTpodiniB i po3BUTKY capkoneHii. MokasaHo,
O aMOHIll TaKOXK aKTUBYE 3ipyacTi KNITUHW NeYiHKK in vitro
Ta in vivo, AKi € KNIOYOBMMIY KIITUHAMW, 3alyYeHMIN Y PO3-
BUTOK $i6po3y neviHkn. Lie Mmoxke 6yTn BaKIMBMM MeXaHi3-
MOM nepexofy cTeato3y npu MAXXI B cTeatorenatvt Ta
y MOAanbloMy — Yy LMPO3 MNeyiHKK Ta renatouentonapHy
KapumnHomy [5]. Y nauienTis i3 X3[1 Ta rinepamoHiemieio y npo-
Leci BUBeEHHA aMOHil0 OKpeMa poJib HaNeXnTb CKeNleTHUM
Mm'A3aMm. MopiBHAHO 3i 3go0poBMMIU 0cobamMm y NauieHTiB 3 X3IM
BigMiYaloTb MiABMLLEHHA KOHLEHTpaLii amoHilo y nepude-
PVIYHI KPOBI, AKNIA NOTNIMHAETLCA CKENETHUMMN M'A3aMu NpA-
MO MPOMOPLIMHO MiABULLEHHIO PiBHA aMOHito Y nepudepny-
Hiln KpoBi [6]. AMOHIN, WO He MeTaboni3yBaBCA Yy CEYOBUHY
B MeviHui, MoXe BMAinATUca 6e3nocepeHbo HUPKaMu Yepes
cevy, WO € OAHMM i3 KOMMEHCATOPHMX MexaHi3mis npu X3I1.
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OpHak npv 3HaYHOMY MOpYLUEHHI QYHKUiT NeYiHK1 MoXnu-
BOCTI iHLUIMX OpraHiB WOoLO BUBEAEHHSA aMOHi0 MOXyYTb 6yTu
HefoCTaTHIMU AnA KOMMeHcauil NigBULLEHOro PiBHA LbOro
TOKCMYHOTO MeTaboniTy. Lie Moxe npr3BecTr JO HaKoMMYeH-
HA aMOHilo B KPOBI Ta MOro MPOHMKHEHHA Yepes remaToeHLe-
daniuHnn 6ap'ep, WO MoXKe CNpUUNHUTY Po3BuUTOK [E, AKa €
cepro3HUM ycknagHeHHAam X3M1. Y pocnigxeHHi J.P. Ong Ta
cnisaBTopiB (2003) nokasaHo, wo y nauieHTiB 3 ME 1-ro abo
2-ro CTyneHA piBeHb aMOHIl0 B CMpOBaTLi KPOBi CTaHOBUB
<150 mkmonb/n [7]. Y pocnigxeHHi W. Bernal Ta cnisaBTopiB
(2008) BCTAaHOBNEHO, IO Yy XBOPMX 3 FOCTPOIO NEYiHKOBOI
He[OCTaTHICTIO MiABULEHHA PiBHA aMoHilo >100 MKMonb/n
Y KpoBi 6yno NoB'A3aHO 3 po3BUTKOM TXKOI ME 3 TouHicTio
70%, W0, Ha AYMKY HayKOBLIB, CBif4MI0 NPO Te, L0 aMOHil €
He3aneXXHnm GbakTopom pu3smnky po3suTky ME [8].

DiarHocTuka X30M

PaHnHA piarHocTvKa X3I1 mae Benvike 3HaYyeHHA Yy NnaHy-
BaHHi eeKTNBHOrO NiKyBaHHSA Ta NOAANbLIOIO MNOKPaLleHHs
nporHo3y. Mepep yxBaneHHAM PilleHHA NPO NiKyBaHHA Bax-
NIMBO BCTAHOBUTU €TioNorito po3BuTKy X3I1 Ta OUiHUTK TAX-
KiCTb 3aXBOpPOBaHHA. [1nA BM3HAYEHHA eTionorii BUKOPUCTO-
BYIOTb CKPVHIHIOBI TeCTW Ha MapKepu BipycHOro renatuty B
i renatnty C Ta meTaboniuHi naHeni. HeobxigHo TakoX fe-
TanbHo 3ibpaTi Ta NpoaHanisysaTy iHpopmaLlito NPo BXUBaH-
HS aJIKOrOJIto, HAPKOTMKIB Ta aHTUGIOTMKIB. BUABNEHHsA piBHA
iMyHOrno6yniHy G, M Ta ayTOaHTWTIN € KNOYOBYM Yy AiarHOC-
TULi ayTOIMYyHHMX 3aXBOPIOBaHb neyiHkuy. [pun nigo3pi Ha Ha-
ABHICTb PiAKICHUX 3aXBOPIOBaHb MeYiHKM HeOOXiAHO BM3Ha-
yaTu BignNoBigHI MapKepw, NoB's3aHi 3 XxBopoboto BinbcoHa,
reMoxpomaTo3om, AediuMTOM a, -aHTUTPUNCUHY Ta iHWUMN
xBopobamu. [nsa ouiHKM TaxkKocTi X3l HeobxigHO Npu3Ha-
YyaTy XBOPVM TaKi TABOPATOPHI JOCNIIKEHHS, AK 3aranbHUN
aHani3 KpoBi 3 BM3HAYEHHAM PiBHA TPOMOOLMTIB, NPOTPOM-
6iHOBOro Yacy / Mi>kHapOJHOro HOPManizoBaHOrO BiAHOLLEH-
HS, anaHiHamiHoTpaHcdepasn (AnAT), acmapTaTaMiHOTPaHC-
depasn (AcAT), nyxxHoi pocdatasm, y-ryTamintpaHcdepasu,
3arasibHOro, NPAMOro Ta Henpsamoro 6inipy6iHy B cupoBaTLi
KPOBi i cpoBaTKOBOro anbbymiHy. MepeBaxkHO Ans ouiH-
K $ibpo3y neviHKU B KNiHIYHIN NPaKTULi BUKOPUCTOBYIOTb
TpaH3MTOpHY enactorpadito, iHAaeKkc cniBBigHoweHHA AcCAT
o TpombouuTiB i iHoekcy ¢ibpo3sy-4 (FIB-4). MNpoBeneHHs
Bi3yanisauiiHMX TecTiB, BKIIOYaOUM YbTpa3ByKoBe [OCHi-
[KEHHS1, KoMN'loTepHY TOMOrpadito Ta MarHiTHo-pe3oHaHCHY
ToMorpadito, Jae 3MOry NPUNYCTUTA HaABHICTb LMPO3Y ne-
UiHKM Ta HapaTy iHGopPMaLilo NPO YyCKNaAHEHHA, TaKi AK ac-
L1T, BapMKO3He PO3LUMPEHHA BEH CTPABOXOAY Ta renafoue-
nonApHa KapumMHoMa. 30110TVM CTaHAAPTOM AJTA BiarHOCTUKN
$ibpo3y Ta LMpo3y neviHkM € 6ioncia NeviHkK, HanpasneHHsA
NauieHTiB Ha AKY BapTO NPOBOAUTU y pasi HeepeKTUBHOCTI
HeiHBa3MBHUX METOAIB AiarHOCTUKW. bioncia neviHkn € iHBa-
3MBHOIO MPOLeAYpPOlo, AKa NOB'A3aHa 3 MiABULLEHVM PU3U-
KOM PO3BUTKY YCK/NaAHEHb, Taknx AK PO3BUTOK KPOBOTeui,
noABa reMaTtoMu, NPUERHAHHA iIHPeKLi, NOWKOAXeHHA cycia-
HiX OpraHiB, PO3BUTOK NMHEBMOTOPAKCY, YTBOPeHHA icTynn
Ta NoABa peakuii Ha aHecTesilo. Kpim TOro, 3pa3ok TKaHUHW,
OoTpUMaHWI Nifg Yac 6ioncii, Moxe 6yTV HelOCTaTHLO perpe-
3eHTaTMBHUM [J1A BCbOrO OpraHy, OCKiNbK1 HeBENNKNIA 3pa-
30K MOXe He BifobpaxaTy MOBHY KapTUHY 3aXBOPIOBAHHS.
Mpoueaypa TakoX € AOPOroBapTICHOIO Ta OYiKyBaHHA Ha ii
NpoBefeHHA MOXe BiATepMiHyBaTK NOYaTOK NiKyBaHHA [9].

Mpn X3 BaknMBOW € OLiHKA MMOBIPHOCTI nporpe-
CyBaHHA 3axBoptoBaHHA. Tak, y gocnigxeHHi L. Balcar Ta
cniBaBTOpiB (2023) MOKa3aHo, WO BaX/IMBUM NOKA3HMKOM
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MOHITOPUHIY CTaHy nauieHTiB 3 X3[1 € BU3HayeHHA PiBHA
AMOHiIl0, WO [03BOMAE NPOrHO3yBaT! PO3BUTOK MEeYiHKOBOI
JeKkomneHcauil, HennaHOBOI rocnitTanisauii y 3B'A3Ky i3 3a-
XBOPIOBAHHAM MeYiHKM, rocTpoi abo XPOHiYHOT neviHKoBOT
HeJOCTaTHOCTI | CMePTHOCTI, MOB'A3aHOI i3 3aXBOPIOBAHHAM
neyviHku. Y KniHiuHomy BMNpo6yBaHHi NPOAEMOHCTPOBaHO,
wo ctpaTudikaLia ocié rpynu nigBMLLEHOro PU3KMKyY Nporpe-
CyBaHHA 3aXBOPIOBaHb MeYiHKN BiANOBIAHO JO 3aNpOnoHo-
BAHOMO MOPOroBOro 3HaYeHHA aMOHito 21,4 BuLLe BEPXHbOT
MeXi HOPMW [O3BONUTb BU3HAUUTK Fpyny OeKOMMNEeHCOBa-
HUX OCi6 i3 PM3UKOM PO3BUTKY FrOCTPOI MeviHKoBOI Hefo-
CTATHOCTI, HaBITb AKLLIO 3arafbHWI CTaH NALIEHTIB € KNiHiu-
HO cTabiNnbHUM YM BOHU nepebyBaioTb Ha aMbynaTopHOMY
nikyBaHHi. BigmiueHa TakoX KopenALia Mix piBHEM aMOHit0
y KpoBi Ta i ELF-Tectom, akuin Bigobpaxkae ¢ibporeHes /
pemofentoBaHHA MO3aKMiTMHHOIO MaTpUKCy Ta CBigYMTb
npo akTUBaLito 3ipyacTrx KNiTKH nediHkm [10]. AaHi R. Jalan
Ta cniBaBTopiB (2016) cBigyaTb NPO Te, WO Ha MoAeni rpu-
3yHiB 3 LMPO30OM MNeYiHKN BUCOKi KOHLeHTpauii aMOHito
noB’A3aHi 3i 36iNbLIEHHAM CKOPOYEHHA 3ipyacTux KiTWH
NeYyiHKM i NigBULLEHM NOPTaNIbHUM TUCKOM, | HaBNaKW, 3HU-
»KEHHA PiBHA aMOHI0 3MEHLLYBaNo akTUBALLito 3ipyacTUX Kni-
TVH Ta BMpPa)keHiCcTb nopTanbHoI rinepteHsii [11]. Kpim Toro,
AMOHIN 3yMOBJIIOE NOCUSIEHHA amnonTo3y renatouunTis, TUM
caMum e Binblie Npr3BOAAYM LO MOLKOAXKEHHA NEeYiHKM
B Mipy pO3BUTKY 3axBOptoBaHHA [12].

To6TO pe3ynbTaTM HayKOBWMX [OCHigKEHb MoKasanu,
Lo BM3HAYeHHA PiBHA aMOHilo CBIAUNTb MPO MNOPYLUEHHA fe-
TOKCMKaLii y NeyiHui Ta € NPOrHOCTUYHMM MapKepoMm nporpe-
cyBaHHA X3[1.

JlikyBaHHa X3I1 3 pokycom Ha MAXKXI

MeTtoto nikyBaHHA X3[1 € npoBefeHHA eTioNoriyHoro ni-
KyBaHHA Ta Tepanii ycknagHeHb X3[1 3a ix HaABHOCTI, Lo no-
Tpebye MynbTUAUCUMNIHApHOrO niaxody. OfHUM i3 npo-
BigHUX X3IM € MAXXIT, naToNOriYHUN CNEeKTP AKOI OXOMJI0E
NPOCTMI CTeaTo3 MeyiHKW, HeanKorofbHUIM cTeaTorenatut
(HACT) no ¢i6po3y 3 noganblwyiMm po3BUTKOM LIMPO3Y NeYiH-
KW, WO Npr3BOAWTb y GaraTbOX BMMAAKax A0 renatoLento-
NAPHOI KapuuHoMK. lNeplinm KpOKOM y BefeHHi nauieHTiB
3 MAXXI/HACT € HapaHHA pekoMeHAauin Wwoho 3miHuM crno-
CoOy XUNTTS, BKIIOYaOUM 30POBe XapuyBaHHs, fo30BaHe i-
3MYHE HABaHTAaXXEHHA Ta KOHTPOSIbOBAHE 3MEHLLEHHA Macu
Tifla NPV OXKMPIiHHI, WO CNPUAE 3MEHLUEeHHIO Macu Tina, nig-
BULLYE YYTIUBICTb A0 iIHCYNiHY, 3MiHIOE NiNigHWI Npodinb cn-
|pOBaTKM KPOBI Ta CNpUAE NOKpaLLaHH0 AKOCTI XuTTa. Cepen
ceHcnbinisaTopiB iHCYyNiHy MeTGOPMiH He peKOMeHAYETbCA
ana nikyeaHHa HACI, npote 3actocyBaHHA Tia3onignHAio-
HiB (HampuKnag NiorniTa3oHy) YMHUTL CNPUATINBUIA edeKT
y ui€i rpynu nauienTis. Mpu HACT Bigoma KopucTb BiTaMiHy
E, Wwo rpyHTYeTbCA Ha MOro aHTMOKCUAAHTHIN aKTUBHOCTI.
Y DOKRiHIYHMX JOoCnigKeHHAX NOoKa3aHa HM3Ka nepesar aro-
HicTiB FXR (peuenTtopa dapHezoigHoro X) npu MAXXM/HACT,
LLJO MOB'A3AHO 3 IX MeTaboNiYHO aKTVBHICTIO, LLIO CMPUYMHSIE
cTabinisaduito ninigHoro Ta BYrneBoAHOro 06MiHy, a Takox 3 ix
iMmyHOMOZYNIOYMMM Ta NPOTM3ananbHUMK BAAaCTUBOCTAMMN.
3acTocyBaHHA ¢ibpaTiB y gocnigKeHHAX MPOAEeMOHCTPYBaNo
X CNPUATAVBUN BNIMB Ha AMCAINIAEMIIO, WO CYNPOBOAXKYE
HACT, a cTaTuHIB — KOPUCTb LWOAO 3HMKEHHA CepLeBo-Cy-
AVHHOrO pur3uky. OCTaHHIMKM poKaMu Bif3HayaloTb 3HauyHe
36iNblIEHHA KiNbKOCTI KMiHIYHUX BUMNPOOYBaHb HOBUX Me-
Togdis nikyBaHHA HACT. OuikyeTbcs, WO B KOPOTKOCTPOKOBIN
NepCcnekTUBI KiNbKiCTb TEPaneBTUYHMX BapiaHTIB 36iNblUnTb-
cal13l.
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Baxnuee micue y nikyBaHHi MAXXII, a TakoX iHLWMX
X3MM HanexuTb renaTonpoTeKkTopam, BinblicTb 3 AKNX MaE
AHTMOKCUAAHTHI, NpoTM3ananbHi BNacTuBocTi. Kpim Toro,
X MPU3HAYEHHA CYNPOBOMXKYETHCA MOKpaLLeHHAM MeTabo-
NiYHMX NpoLeciB Ta 3aXMCTOM MeYiHKM Bif WKIiAAMBUX Mo-
WKomXKyBanbHUX dakTopiB. binblwicTb renatonpoTekTopis
Ha dapmaLeBTUYHOMY PUHKY B OCHOBHOMY MOKPaLLylOTb
pereHepauito KNiTUH NeYiHKM i YNHATb aHTUOKCUAAHTHY fito,
npuv LbOMYy BOHU He BUABAAIOTb NPAMOroO AeTOKCMKYIOHOro
edeKTy, AKUN € KpUTUUYHO Baxnusum npu X3 ana 3ano6i-
raHHA HaKOMWYEHHIO aMOHiIlo, AKUIN € NPESUKTOPOM PO3BU-
TKY HE3BOPOTHUX 3MiH Yy NeuiHLi, Taknx AK ¢ibpos Ta Lmpos.
Kpim TOro, nikyBaHHA cTaHZapPTHMMM renaTonpoTeKkTopamm
€ GinblL TPMBANMM, OCKINbKN MeXaHi3M ix Aii He 30cepepxe-
HUIM Ha 3HVKEHHI TOKCUYHOIO HaBaHTa)eHHA Ha MeYiHKy, Wo
€ BaXJIBUM Ha NoYaTKy NiKyBaHHA, OCKiNbKM 3B'A3yBaHHA 1
BUBEAEHHSA TOKCUHIB ANA PO3BaHTaXeHHA MeYiHKN Ha Lbo-
My eTani CnpuAe WBMALOMY BifHOBMIEHHIO GYHKLIT renato-
uutis [14]. CborofHi Ha dapmaLeBTUUHOMY PUHKY YKpaiHu
HaABHWI opuUriHanbHUN L-opHiTUH-L-acnapTaT (fena-Mepu),
AKUN € ePpeKTUBHUM 3aCOO0M /151 3HVXKEHHA PiBHA aMOHil0
O[iHOYACHO B MevYiHLi Ta M'A3ax 3a JOMNOMOrol ABOX Pi3HMX
WNAXiB, @ CaMe LWAAXOM CUHTEe3y riyTamiHy B rOfIOBHOMY
MO3KY, M’'A3ax Ta neviHui (NepnBeHO3HMX KNiTMHaXx) Ta Wna-
XOM aKTUBALil LMKy CeYOBUHM Y NeviHLi (mepunopTanbHNX
renatoymutax) (pucyHok). ematonpoTeKTOpPHi BNaCcTUBOCTI
npenapaTy 3yMOBJIeHi NepeTBOPEHHAM L-OpHITUHY B Knio-
YoBi cybCTpaTW, BKIOYAOUM FyTaMiH, ryTaTioH (QHTUOK-
cnpaHT) i L-apriHiH, AKMIN € cybcTpaTom ANA CUHTa3n OKCUAay
asoty, pepMeHTy, BignosiganbHoro 3a BupobHuyteo NO [16,
171. Y pocnipgxeHHi A. Canbay Ta cniasTopis (2019) 3a3Ha-
YaETbCA, WO HAKOMMUYEHHA aMOHIl0 B NeYiHLi BUABMEHO AK
y Naui€eHTIB, TaK i eKcneprMeHTanbHuX mogensax MAXKXI a6o
HACT. Y 3B’A3Ky 3 LM aBTOpUW BBaXKaloTb, O NPU3HAUYEHHS
L-opHiTH-L-acnapTtaty Bapto po3srnagatm npu MAMXXII,
O MOB'A3AHO 3 MOXIUBUMW MNepefdavyBaHVMN MeXaHi3-
Mamu gii L-opHiTuH-L-acnapTaTy, Takumn AK NOCUIEHHA BU-
BeAEeHHA aMOHIlo, NiABULLEHHS aHTUOKCUAAHTHOT 34aTHOCTI
Ta ocnabneHHA NepeKUCHOro OKWCHEHHA NiniaiB rnyTami-
HOM i FyTaTiOHOM, NOKPALLEHHA MIKPOLMPKYNALIT B NeYiH-

ui 3aBgAaku NO, otpumaHomy 3 L-apriHiHy [18]. Baxknusictb
L-opHiTnHY L-acnaptaty Ana npo¢inakTmkmu Ta NikyBaHHA
LMpOo3y Ta MOro yCKNagHeHb, Npu AKUX BTpaTa meTaboniy-
HOI 3[4aTHOCTI NepunopTafsbHUX i NEepPUBEHO3HUX renarto-
UUTIB Y MOEAHAHHI 3 PO3BUTKOM MOPTasIbHO-CUCTEMHOIO
WYHTYBaHHA 4acTO NPU3BOAUTb A0 TAXKOI rinepamoHie-
Mii, OMMcaHa y CUCTemMaTUYHOMY OrnAgdi 3 meTaaHanizom
R.F. Butterworth Ta cniBaBTopis (2022) [19]. Pe3ynbTaTtnt Libo-
ro CMCTEMaTMYHOrO OrNAZY Ta MeTaaHani3y Brneplue npoje-
MOHCTpPYBanu noro epeKTUBHICTb AnA NPodiNakTUKM ABHOI
ME, y Tomy umcni MNE, nos’A3aHoi 3 BapMKO3HOIO KPOBOTE-
yeto (NepBMHHa NPodinNakTuKa), a Takox AnA 3arnobiraHHA
NoBTOPHMUM enizoaam ABHoi ME (BTopuHHa npodinakTrka),
npodinaktukn TME nicna TpaHCIOrynApPHOro BHYTPILHbO-
NevyiHKoBOro MOPTOCUCTEMHOIO CTEHTYBAHHA, @ TAKOX Mpo-
rpecyBaHHA MiHimanbHoi MNE go AasHoi MNE npn unposi neyix-
Ku. To6TO L-OpHiTUH L-acnapTaT epeKTUBHUN ANA 3HUKEHHS
PiBHA aMOHil0 y KPOBi, M'A3ax i rONOBHOMY MO3Ky 3a A0O-
NMOMOrOI0 TPbOX He3aNeXHNX MexaHi3MiB, a came 3aBAAKU
CTUMYNALIT BUBEJEHHA aMOHIlO LUIAXOM CMHTE3Yy CEYOBUHM
B 3a/IMLUKOBUX renatoumTax, 3anobiraHHA renatouentonsap-
HOMY MOLUKOLXEHHIO BHAC/iAOK BUPOOHMLTBA aHTUOKCU-
AaHTIB (ryTaTioHy, FyTamiHy) Ta 3anobiraHHA BUCHaXEHHIO
M'A3iB (PO3BUTKY CapKOMeHii) WAAXOM CUMHTE3y riyTamiHy
B m'A3ax [19].

TaknM UYMHOM, 3HVXEHHA PIBHA aMOHIl0 Yy KPOBi MOXe
6yT HOBOIO TepaneBTUYHOW CTPaTEeri€elo Ans KOHTPOJo
CUMNTOMIB i 3anobiraHHA NporpecyBaHHio X3[1.
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Hyperammonemia as a direction
to correct the pathogenesis
of chronic liver diseases

I.L. Nemish
Bukovinian State Medical University, Chernivtsi, Ukraine

Abstract. Recently, there has been anincrease in the prevalence
of chronic liver disease (CLD), which is one of the frequent causes
of mortality, especially in developing countries. The main goal
of treatment of CLD is the etiological therapy of the disease and
the treatment of complications if they are present. It is also im-
portant to prevent the progression of the disease and the initial
stages of CLD. A separate place in the treatment of CLD belongs
to hepatoprotectors, most of which are treated for a long time,
since their mechanism of action is not focused on reducing
the toxic load on the liver. This is important at the beginning
of therapy, because the binding and elimination of toxins (@am-
monium) to unload the liver at this stage promotes a faster re-
covery of hepatocyte function. The pharmaceutical market
of Ukraine has the original L-ornithine-L-aspartate (Hepa-Mertz),
which is an effective means of reducing the level of ammonium
in the blood, muscles and brain due to the stimulation of am-
monium removal through the synthesis of urea in residual he-
patocytes, prevention of hepatocellular damage due to produc-
tion of antioxidants (glutathione, glutamine) and muscle exhaus-
tion (development of sarcopenia) through the synthesis
of glutamine in muscles. The use of the original drug Hepa-Mertz
will prevent the accumulation of toxins (ammonium) in the liv-
er both at the initial stages of the development of CLD, and
during their progression with the development of liver cirrhosis
and hepatic encephalopathy. Thus, lowering blood ammonium
levels may be a new therapeutic strategy to control symptoms
and prevent progression of CLD.

Key words: hyperammonemia, hepatoprotector, L-ornithine
L-aspartate, metabolic-associated fatty liver disease, liver cir-
rhosis.
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