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[ocTpa nevyiHKOBa HEAOCTATHICTb: AK BIAT?

I.J1. Hemiw, [A. CTynHMubKa
ByKOBMHCbKNI AepKaBHUI MeANYHWI YHiBepcuTeT, YepHiBLi, YKpaiHa

AHoTauisa. locTpa neviHkoBa HepocTaTHICTb (ITTH) — Hebe3neyHUn AnA XXUTTA CTaH, AKWIA BUHMKAE BHACNIAOK TAXKOro ypa-
»KEHHA renaToumnTiB Ta CYyNPOBOAXKYETbCA BUCOKMM PiBHEM CMEPTHOCTI BHACNIAOK LBUAKOrO PO3BUTKY NPOrpecyoyoi nosiop-
raHHOI HeJOCTaTHOCTI, Koarynonartii, TpMeAHAaHHA CynyTHbOI iHdEKLiT UM HAbPAKY rofoBHOIo MO3Ky. Mpur BUBYEHHI NaToreHesy
IMH okpema yBara HaneXuTb PO3BUTKY NeYiHKOBOI eHLedanonaTii, Aka BUHMKAE BHACNIAOK aMiHOKMCIIOTHOTO AncbanaHcy Ta
BUBISIbHEHHA €HAOTrEeHHNX HENPOTOKCHHIB, KMIOYOBMM 3 AKMX € aMOHil. HakonnyeHHA OCTaHHbOrO B KAITMHAX HeMpornii npu-
3BOAUTD 10 HabyxaHHA acTPOLWMTIB, aKTUBALLii MeZliaTopiB 3ananeHHs, NOCUNEeHHsA LepebpanbHOro KPOBOTOKY i HAGPAKY FofioB-
HOro MO3KY. Y KOHTEeKCTi TICHOro B3aEMO3B'A3KY Mi>k eHOOTeHHVMI HEMPOTOKCMHaMK (aMOHIEM) Ta PO3BUTKOM LiepebpanbHux
ycknagHeHb npu [MH 6yae gouinbHUM NPU3HAYNTL NiKyBaHHSA, CNPAMOBaHe Ha 3HXXEHHSA NOro KOHLeHTpaLii y KpoBi, Lo facTb
3MOry 3anobirtT NporpecyBaHHI0 NeviHKoBOI eHUedanonatii Ta po3BUTKY BHYTPILUHbOYepenHoi rinepteHsii. OTKe, 3HUKeHHSA
piBHA aMOHIl0 B KPOBI C/1ifi pO3rNAAaTi AK TepaneBTUYHY Linb y BeAeHHi nauieHTis i3 [MH.

KniouoBi cnoBa: roctpa neyiHkoBa HefjOCTaTHICTb, NMeyiHKoBa eHLiedanonaris, rinepamoHiemis, AiarHOCTUKa, L-opHiTvH-L-acnapTart.

locTpa neviHkoBa HepocTatHicTb (ITIH) — Hebe3neuHwni
LN KATTA CTaH, AKWIA NOTPebye paHHbOI AjarHOCTVKY Ta JiKy-
BaHHA Y BiAAiNeHHI iHTEHCUBHOI Tepanii Ta 3a MOX/IMBOCTI Y Crne-
UianizoBaHmx ueHTpax. [MH € KniHiYHMM CMHAPOMOM, AKWIA
BUHVIKAE BHACNIOOK TAXKKOrO YpaMeHHsA renaTouuTiB Ta Cynpo-
BOKYETbCA BUCOKMM PIBHEM CMEPTHOCTI BHAC/iOK LLBUAKOrO
PO3BUTKY NPOrpecytoyol NoniopraHHOI HeJOCTaTHOCTI, Koary-
nonarii, NPUERHAHHSA CYNYTHBOI iHbEKLIT U PO3BUTKY HAaBPAKY
rO/IOBHOrO MO3KY. 3axBOptoBaHicTb Ha [TIH cTaHoBUTL MeHLe
Hi>K 5 BUNagKiB Ha 1 MAIH HacenleHHA NPOTArOM POKY B PO3BUHeE-
HVX KpaiHax cBiTy Ta 6nm3bko 2000 BunaakKis Ha pik y CLUA [1].
OpHaK TouHi faHi wopo 3axsoproBaHocTi Ha IMH cknagHo otpu-
MaTu y 3B'A3KY 3 TUM, Lo 6araTo NauieHTIB NoMMpatoTb JO MO-
MeHTY X HanpaBneHHA Yy CcrneLiani3oBaHi LeHTPY, WO He 3aBXKAaun
BPaxoBYIOTb MpK 360pi AaHNX MPO 3aXBOPIOBAHICTb Ta CMePT-
HicTb. CmepTHIcTb Big MH ctaHOBUTL >80% [0 NOABU MOXIK-
BOCTi NpoBeAeHHA TpaHcnnaHTauii neviHkn. CborogHi 3aranbHa
BVXKMBAHICTb NALIEHTIB CTAaHOBUTb 6113bKo 70% [2].

Brneple TepMmiH «dpynbmiHaHTHa MneuyiHKOBa HefoCTaT-
HicTb» BUKopucTtaHuin C. Trey Ta C.S. Davidsony 1970 p. i Tpak-
TYBaBCA AK MOTEHLUINHO 3BOPOTHUM CTaH, AKNIN PO3BMHYBCA
BHACNIAOK TAXKKOIO YpaXkeHHA NeyiHKM Ta XapakTepr3yBaBca
PO3BMTKOM MNeyiHkoBOI eHuedanonartii (ME) npoTArom 8 Tmxk
BiJ MOMEHTY MOABM NepLuInX CUMMATOMIB renatouentonapHoi
He[oCTaTHOCTI 32 YMOBW BiICYTHOCTI laHMX NPO NnonepeaHe
3axBoptoBaHHA neyiHku [3]. OcHoBHa igea opuriHanbHOro
BM3HauyeHHA [MH 3anywaeTbca 1 CbOrogHi, ogHaK NPoTArom
OCTaHHIX POKiB HayKOBLi AeLl0 3MiHWUAN TPAKTYBaHHA LibOro
TepMiHy. CborofHi HannowmpeHiwmm € Bu3HayeHHa MH Ak
aHomanii Koarynauii (Mi>kHapogHe HopMmanizoBaHe BiHO-
weHHA (MHB) >1,5) 3 o3Hakamu [ME 6ygb-AKOro CTyneHs Bu-
pakeHOCTi Y nauieHTiB 6e3 Lupo3y nedyiHKkM Npu TPUBaNoCTi
3aXBOPIOBAHHA MeHLe HixK 26 Tvx [4]. TepmiH «[TIH» yacto
NOMWNKOBO TPaKTYIOTb AK CTaH, AKNIA XapaKTepu3y€eTbCa ro-
CTPVIM NPOrpecyBaHHAM XPOHiIUHOI XBopobu neuiHkm (XXIM).
Tak, y 2020 p. y nitepatypi 3'ABMBCA TePMiH «rocTpa Ha Thi
XPOHIYHOI NeyiHKOBa HeJOCTaTHICTb», AKUN TPAKTYETbCA AK
CUHAPOM, AKNIA ypaxxye nauieHTis i3 XX Ta xapakTepusyeTb-
CA IHTEHCMBHUM CMCTEMHMM 3amnaneHHAM, YacTo PO3BUBAETb-
CA B NOEAHAHHI i3 Npo3ananbHYMK MPOBOKYIOUUMN ABULLA-
MW (HanpuKnag iHpeKuieto abo ankorosibHUM renaTuTom) i
noB’'A3aHunI 3 NONIOPraHHOK HeJoCTaTHICTIO [5, 6].
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Etionoria I'MH

3 MoMeHTy BBefieHHA B TepmiHosorito IMH Bigbynuca
3MiHW B eTionorii 3axBopioBaHHA. Y KpaiHax, Lo po3BuUBa-
I0TbCA, HaMNOWMPEHIWMK NpUYNHamn po3suTKy IMTIH € Bi-
pycu renatuty A, B 1a E, Togi sik y CLUA Ta 6inbliocTi KpaiH
3axigHoi €eponu B eTionorii [TIH ocHOBHa posib HaneXxuTb
Me[VIKaMeHTO3HOMY YpakeHHI0 neyiHKku. MporHos € ripwum
npw IMH, AKa BUHUKNa B pe3ynbTaTi iHpiKyBaHHA Bipycom re-
naTuTy B, Hi>XX y BUNaAKy 3axBOPIOBaHOCTI Ha BipyCHWIA rena-
™™MT A um E. [HWMMN HenowmpeHnmn BipyCHUMW NPpUYNHAMU
po3suTKy ITIH € Bipyc npocToro repnecy 1-ro i 2-ro Tvnis, Bi-
pyc repnecy noAvHW 6-ro TUMy, BipyC BITPAHOI Bicny, Bipyc
EnwTenHa — bapp, umtomeranosipyc i napsosipyc B19 [7, 8].

Hpyroto npuunHoto po3suTKy [TIH € TOKCUYHE ypaxeHHs
NeyviHKM BHaCNiAoK NpUIoMy NikapcbKmx 3acobiB, Ake vacTille
pO3BMBAETLCA B 0CI6 CcTapLioro Biky. OfHVM i3 HecTepoigHMX
npoTusananbHux npenaparis (HM3M1), AKMn YacTo 3acTocoBy-
I0Tb MaLiEHTN Y BUCOKMX A03aX 3 METOIO aHasbresii, € napave-
Tamon, Npu nepefo3yBaHHi AKOTrO MOXIMBUA PO3BUTOK Had-
roctpoi dopmu MH 3 HacTaHHAM NporpecyoYoi NoniopraHHoI
HepocTaTHOCTI. Pigwe BigmivatoTb po3sutok [TIH BHacnigok
npuvnomy iHLWKX rpyn NikapcbKmx 3acobiB, a came: NpoTUTy6ep-
KyNbO3HUX MpenapartiB, aHTUOIOTVKIB, MPOTMENINeNTUYHKX 3a-
co6iB, iHWKMx HM3IM. OcTaHHIMK poKaMy TaKOX 3poCsia YacTka
ITH, nprynHamu AKOT € BXXMBaHHA GionoriyHmx gobasok. Mpo-
Te 3arasiom GiNbLUICTb BUNAAKIB PO3BUTKY HemnapaLeTamMornaco-
inosaHoi [TH € iHavBigyanbHYMM Ta HenepeabadyBaHMu [8].

[HwWrmn nprymHamn TTIH € rineptepmiyHe ypaxeHHA BHa-
CJ1iAOK TENNIOBOTO LLIOKY, OTPYEHHSA rprubamu, nopyLLeHHA 0OMiHY
peuoBuMH (HanpuKknag xBopoba BinbcoHa — KoHoBanosa), imy-
HOMOTiYHI NOPYLUEeHHA (HanpuKnag ayToiIMyHHWI renaTuT), iwe-
MiYyHe ypaxeHHsA B pe3ysbTaTi apTepianbHOI rinoTeHsii npu cen-
cuci abo cepueBilt HepocTaTHOCTI, cuHapom Bapgpa — Kiapi.
3noskicHa iHdInbTpaLia neviHku € pigkicHoto NpuumHoto MH Ta
HaliyacTille BiAMIYaeTbCA B OCiO Noxmnoro Biky [7].

IMIH moxe po3suHyTUca y Il TprmecTp BariTHOCTI, XapakTe-
pusytouncb po3sutkom HELLP-cuHApOMy um rocTpoi *uposoi
auctpodii neviHku (acute fatty liver of pregnancy — AFLP). [ia-
rHo3 HELLP-cnHgpomy BCTaHOBNIOIOTH 3@ HAABHOCTI MpeeKsiamn-
Cii, TpombouuTOnNeHii, NiABULLEHHSA PIBHA MEUYIHKOBUX MapKepiB
(acnaptatamiHoTpaHcdepasy, nakTaTaerigporeHasy, 3aranbHo-
ro 6inipy6iHy) Ta MikpoaHrionaT\yHoi remoniTyHoi aHemii. AFLP
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PucyHok 1 Cxema natoreHesy ME [11]
| [TeyiHKOBO-KAITMHHA HeAOCTaTHICTb. [lopTOCUCTEMHE LYHTYBAHHA KPOBI |
N N
AMIHOKMCNOTHNIA AncbanaHc |—' | HabpaAK i GyHKLioHaNbHi nopyLeHHaA acTpornii |<— | EHOreHHI eHROTOKCHY
N ! ! N
. . . . - 3MiHv NPOHMKHOCTI 3HIKeHHA 3a6e3neueHHs HeiipoHiB
3MiHVM NOCTCUHANTUYHUX peLenTopiB 3MiHu npoLiecy HelipoTpaHeMmicii . ,
remartoeHLedaniyHoro 6ap’epa ATO
N ! ! N

KniHiui npossu ME |

AiarHOCTYI0Tb 3a HaABHOCTI 03HaK MIH, BKntoualoum XOBTAHULIIO,
Koaryronarito, eHuedanonatito abo rinornikemiio B NoeAHaHHI um
6e3 npeeknamncii. B 060x BMNagKax WBMOKE PO3POMAKEHHA Aa€E
3MOTy AOCATTI XOPOLUKMX Pe3ybTaTiB NikyBaHHsA [2, 9].

Matorenes po3sutky NH

Ta il yCKnagHeHb

R.T. Chung Ta cniBaBTopu y 2012 p. y3aranbHUAU AaHi
npo Ail0 NAaTOreHETUYHNX YNHHUKIB, AKI BUKIUKaKOTb FOCTpe
ypakeHHA nevinkn npu [MTIH. Tak, onncaHo ponb BPoaXXeHoT
iMyHHOI BigNOBIAi, CMHAPOMY CMCTEMHOI 3ananbHOI BigNo-
Bifli, AKMIN OMoCepefKOBYETbCA BUBINbHEHHAM Mpo3anasb-
HUX LMTOKIHIB (Hanpuknag daktopa HeKpo3sy MNyxanHU-a,
iHTepneikiHy-1f Ta -6) i MexaHi3miB 3anycKy arnonTo3y rena-
ToUMTIB. AKTVBHO BMBYAETbCA 1 posb 3MiH Yy JNK-Kackapi ne-
pefayi curHany, BriuBY iHOEKUIHUX areHTiB, CTePUIIbHOTO
3anasieHHs, FeHETUYHMX OCOBNMBOCTEN OpraHi3my NAUHN Ta
3[aTHOCTI NeYiHKn [0 pereHepalii B po3suTKy MH [10].

OKpeme Micle B naToreHesi 3axBOPIOBaHHA HaNeXuTb
PO3BUTKY YCKNafHeHb, 30kpema [E, Aka oxonnoe Komnnekc
HEeBPOSIOriYHMX i NCMXOEMOLIIHNX PO3/agiB, LO CYyNPOBOAXKY-
I0TbCA MOPYLIEHHAM CBIAOMOCTI, NOBEAIHKN, MOBW, 3HUXKEH-
HAM iHTENeKTy Ta 3MiHolo ocobucTtocTi. MporpecyBaHHaA TE
NPU3BOANTL JO CMYTaHOCTI CBIJOMOCTI, PO3BUTKY HabpsaKy
rofIoBHOro MO3KY Ta neyviHKoBoi komu. Y natoreHesi [ME (puc. 1)
BAXK/MBA POJib HANEXUTb aMIHOKMCIIOTHOMY AuMcbanaHcy Ta
BVBiSIbHEHHIO €HAOreHHNX HEMPOTOKCHHIB Y BiAMNOBiAb Ha PO3-
BuUTOK IMIH Ta/abo NopTOCNCTEMHOrO LWYHTYBaHHA KPOBI.

AMiIHOKMCNOTHWI AncbanaHC XapakTepr3yeTbcA MiaBULLEH-
HAM PiBHA aPOMATUYHKX aMIHOKUCNOT (beHinanaHiny, TMpo3nHy
i TpYNTOodaHy) Ta 3HVKEHHAM PIBHA aMiHOKMCIIOT 3 po3rany»ke-
HVM GiUHVM NaHUorom (BaniHy, nenumHy, isoneiumny) [11]. Ce-
pen eHJoreHHNX HENPOTOKCKHIB BapTO BUAIMUTA aMOHilA, 3He-
LUKO[PKEHHS AIKOTO BifiOYBa€ETbCS B FOIOBHOMY MO3KY LLJIAXOM
3B'A3yBaHHA 3 [MyTaMiHOBOIO KNC/IOTOIO Ta HACTYMHUM YTBOPEH-
HAM ryTamiHy. Y CBOIO Yepry, HakornnyeHHA OCTaHHbOTO B K-
THaxX Helipornii NPY3BOANTb O OCMOTUYHOTO CTpecy, HabyxaH-
HA acTPOLMTIB, aKTUBALii MefiaTopiB 3ananeHHs, NMoCUNEHHA
LiepebpanbHOro KPOBOTOKY i HAOPAKY FOMOBHOMO MO3KY, LUO
MO»<e NMPU3BECTV A0 MiABULLEHHA BHYTPILLHbOYEPENHOro TUCKY
Ta iLemii ronoBHOro Mo3ky (puc. 2) [12].

Y pocnigkeHHi 3a yyacTio nauieHTis 3 [TIH nokasaHo, wo ce-
penHi piBeHb aMOHIlO Y MALliEHTIB, AKI NOMePNK, 3HAYHO BULLNIA,
Hi>K Y TUX, XTO BUXMB. BCTaHOBNEHO, WO 3HaYeHHA aMOHilo B ap-
TepianbHin KPoBi =124 MKMONb/N € HeraTVBH/M NPOrHOCTUYHIM
$aKTopoMm LoAo cMepTHOCTI NaulienTi i3 MIH (giarHocTyHa Tou-
HICTb MeToY CTaHOBUTb 77,5%, 3a AaHMM JOCNIAHWKIB). Y naLlieH-
TiB 3 BULLM PiBHEM aMOHito BUSIBNIANY Ginblue YCKMagHeHb, BKIO-
yatoum 6GinbLu BupaxeHy MME, HabpAK ronoBHOroO Mo3Ky, noTpedy
Y LUTYYHiIl BEHTUNALLT NereHb i PO3BUTOK CyioM. ABTOpU 3po6umni
BUCHOBOK, L0 HAsBHICTb HabpsKy FOfIOBHOrO MO3Ky Ta piBeHb
aMOHito B apTepiasibHiln KpOoBi Npw rocnitaniadii nauieHTiB y cTa-
LiioHap € He3aneXXHMm npegrKTopamm cMepTHocTi npw IMIH [14].
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PucyHok 2 Bnnus rinepaMoHiemii Ha pyHKL il ronoBHoOro
Mo3Ky npwu MH [13]

IHdekuia

lpozanansHi

ST yrokinn [+ OcvoTHuKwi cTpec
« OKCUIATUBHWA cTpec
Amoniit I:%b + 3ananexxa
I'nyTamaTJ—- [MioTamin ~3pOCTaHHA uepeopa-
; NbHOrD KPOBOTOKY

3

'ﬁ Habpax
/TW acTpoLMTIB

AMiIHOKMCNOTHUIA AncOanaHc y NOEAHAHHI 3 BUBIIbHEHHAM
€HAOreHHMX HEMPOTOKCKHIB CYMPOBOMKYETbCA PO3BUTKOM
HabpsAKy Ta GYHKLIOHaNbHOrO NOPYLLEHHA acTPOrii, Wo npu-
3BOAMTb [0 3MiHW NOCTCMHANTUYHUX PELEenTOopiB, MpoLiecy He-
NpoTpaHCMiIcii, NPOHMKHOCTI remaToeHuedaniyuHoro 6ap’epa
Ta 3HMXKEHHA 3abe3mneyeHHs HENPOHIB MaKpoepriYHMM Cro-
nyKamu (aieHO3UHTPUPOCHOPHOIO KUCIOTOI). Y CBOIO Uepry,
Ui 3MiHM CynpoBOAXKYOTbCA KNiHiYHMMK npoasamu ME [11].

DiarHoctuka I'MH

[iarHocTtyKka MH yacTo € yTpyaHeHoto, Lo NoB'A3aHo 3 Big-
CYTHICTIO UiTKO BU3HAYeHOro o0TAXyBasibHOro $akTopa, Po3Bu-
TKOM KJTiHIYHMX CUMMTOMIB 3aXBOPIOBaHHA 6e3 Npogpomasb-
Horo nepiopy. [iarHoctnka IMH 6a3yeTbcs Ha AaHKX aHaMHe3y,
KNiHIYHOI KapTVHY, TaBOPaTOPHUX Ta IHCTPYMEHTANIbHUX AaHVIX.
KniHiuHni nepe6ir IMH moxe cynpoBog»KyBaTucsa HyoTot, 65to-
BaHHAM, rinepTepMieto, 3araibHO CNAbKICTIO, OBTAHNLIEL, «Me-
YiHKOBVM» 3aMaxoM 3 POTa Ta HEBPOJOTYHNMMN NOPYLIEHHAMM.
3HIPKeHHA PiBHA anbOyMIHIB Y KPOBi 3yMOBOE NMOABY HabpsAKiB
Ta acunTty, a gediunt dakTopiB 3ropTaHHA KpPoBi — PO3BUTOK
LUNYHKOBO-KMLLKOBMX KPOBOTEY Ta [ianefe3Hux KpoBOBMIN-
BiB. Y MaLli€HTIB TakoXX MOXe BigMiuaT1UCs PO3BMTOK MeTaboniy-
HWX NOpYLUeHb Y BUIMAAI FNOrikeMil, AKa BUHUKAE B pe3ynbrarTi
IMIOKOHeoreHesy Ta MiABULLEHHA PIBHA iHCYNiHY. Y pasi fekom-
neHcauji [MIH y xBoprx MOXyTb pO3BMBATUCA NepUKapaunT, Mio-
KapawT, HabpAK nereHb, iHEKLiHI i CenTnyHi yCKnagHeHHa Ta
HPKOBa HEAOCTATHICTb (renaTopeHanbHUM cHapom). Mpu Hap-
XO[PKEeHHI nauieHTa y CTauioHap BaX/MBO MPOBECTU peTesibHy
OL|iHKY aHaMHeCTUYHMX JaHUX i3 BCTAHOBMIEHHAM €TiONOrYHOro
dakTopa, ymoB, AKi nepenysanu po3suTKy IMIH, Ta npomixkky yacy
Mi>K MOABOIO XOBTAHMLI Ta nepLummm o3Hakamm ME [15].

3rigHO 3 peKkomeHAaauiamMn E€BPOMNENCHKOro TOBAPUCTBA
3 BMBYeHHs neviHky (European Association for the Study of
the Liver — EASL) nig yac rocnitanisauii nayieHTiB 3 nigo3poto
Ha IMH BaknvBO NpoBecTy pAg cneuianbHKX NabopaTopHMX
aHarni3iB 3 METOI OLIHKM CTYMNEHA TAKKOCTI yparkeHHA NeyiHKu,
BCTAHOBJIEHHA eTiONOrii, BU3HAaYEeHHA NPOrHO3Y ANA NaLieHTiB,
AKi € KaHQMZATaMM ANA TPaHCMIaHTaLil NeYiHKK, Ta BUKIIOYEH-
HA TaKUX YCKNafHeHb, AK rOCTPUIA NaHKPeaTUT. 3 MEeTO0 OLLiH-
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Kun ctyneHa TaxkocTi [TIH pekomeHAOBaHO NPOBECTU OLHKY
MOKa3HUKIB Koarynorpamm (BKJtouatoumn npoTpom6iHoBMIA vac,
MHB, piBeHb pakTOpa 3ropTaHHsa KpoBi V Ta pibpuHoreHy) Ta
NevyiHKOBMX GpepMeHTIB (3 060B'A3KOBUM BM3HAUYEHHAM PiBHSA
NaKTaTherigporeHasm, KOH'IOroBaHOro i HEKOH'toroBaHoro 6ini-
PY6iHy, KpeaTVHiHKiHa3m). BaxnuBoto € Takox OLiHKa GyHKLT
HMPOK 3a [AaHUMMN NMOrOAMHHOTO fiype3y Ta PiBHA CEYOBUHMU.
Bri3HaueHHA 3HaYeHHA KpeaTuHiHY MoXKe 6yTW YTpyaHEeHUM
y 3B'A3KY 3 BUCOKMM piBHeM 6inipy6iHy. Cnig oLiH1TK ra3oBuii
CKNag, apTepianbHOI KPOBI Ta piBeHb aMOHito B KpoBi. [InAa Bu-
3HaueHHs eTionorii MH BapTo 3po6UTU XiMIKO-TOKCUKOMOTiY-
HWI aHani3 ceui, oLiHUTU piBEHb MapaLeTamony B CMpoBaTLi
KPOBi, MPOBECTN CKPUWHIHI Ha BipycHi iHdeKLii Ta ayToiMyHHi
3aXBOPIOBaHHA. 1111 BCTaHOBMIEHHA HAABHOCTI YCK/afHEHb BU-
3HayaloTb BMICT fliNasu Ta aminasu B CMPOBaTLi KPOBi Ta piBeHb
TPOMOHIHY Y NaLliEHTIB 3 iLemiyHo XxBopoboto cepus [16].

Y nepenik HeOOXigHMX LiarHOCTUYHUX OOCTEXEHb TAKOX
BXOAATb NOCIB KPOBI, CEYi Ta MOKPOTUHHS, peHTreHorpadisa op-
raHiB rpyHoI KNiTKK, enektpokapaiorpadis, exorpadia neviHkuy,
Komn'toTepHa Tomorpadia UM MarHiTHO-pe3oHaHCHa ToMorpa-
dia AnA BUBYEHHS CTPYKTYpU Ta 06'eMy MeudiHKM, LinicHOCTi cy-
[VH, BUKIOUEHHA NaHKpeaTuTy Ta Lmpo3y nediHku. Kpim Toro,
HeobxigHO 3abe3neunT MauieHTy MOHITOPWHI apTepiasbHOro
TUCKY, caTypaLii KPOBIi, YHaCTOTN CepLieBMX CKOPOYEHb, YacToTuh
OVXaHHA Ta norogmHHoro Aiypesy. Crig NpoBOAUTU peTenbHUI
MOHITOPUHTI NoABM 03HaK [ME =2-ro cTyneHs, 3a HaABHOCTI AKMX
XBOPOro CNif, HanNpaBuUTK y BiAAiNeHHA iIHTeHCMBHOI Tepanii Ta
peaHimaLii Ana 3anobiraHHA NPOrpecyBaHHIO 3aXBOPIOBAHHA Ta
NiOTPYMKY XXUTTEBO BaxKNMBIKX GYHKLi opraHismy [16].

CyuacHi nigxoau B nikyBaHHi I'MH

Ha eTani 3BepHeHHA nawi€eHTa 3a MeaNYHO JOMOMOrO0
cnif peTenbHO MOHITOPYBaTV MNOro 3aranbHWA CTaH i NOABY
6ynb-AKNX 03HakK ME. HeobxiAHO BUKIOUUTI HAsABHICTb Y Na-
Li€HTa LMpPO3y MeYiHKW, aNKOorosibHOro YpaKeHHA un 3510-
AKICHOrO NepepofKeHHA MeYiHKN Ta BCTAHOBUTU MOXIMBY
npuunHy po3suTKy MH, wo aactb 3mory obpati noganbluy
TaKTUKY NikyBaHHA. [pyr MHB >1,5 i noaBi o3Hak ME uum iHWnx
HeCNPUATANBUX MPOrHOCTUYHMX O3HAK BapTO MepeBecTu
XBOPOrO y creLjianizoBaHe BiadineHHsA.

3rigHo 3 pekomeHgauiamn EASL, Ha nepBUHHOMY eTani Ha-
[aHHA MeAuyHoi [OoMomory MoTPIOHO 3abe3neunTyt naLlieH-
Ty MONOXEHHA B NIKKY 3 MiAMioMOM rosioBu Ha 30° Ta Heobxia-
He MOMOBHEHHs1 OBO'EMY LIMPKY/IOUOI KPOBI LWNAXOM iHOY3il
10-20% rntoKo3u Ta NigTPUMKKM piBHA Na B Mexax Hopmm (135-
145 mmonb/n). Y noganbLUoMy Ciif MPOBECTU KOMMJIEKC 3aXOpiB,
CNPAMOBaHUX Ha NPOdINaKTVKy CTPECOBMX BUPA30K LLIIXOM BBE-
deHHA N-aueTnnumncTeiHy Ha paHHi CTagii 3aXBOPIOBaHHSA, HaBiTb
y BUMagKax, He NoB'A3aHVX 3 Nepefo3yBaHHAM Napatetamony. Y
pasi BiACYTHOCTI aKTVMBHOI KPOBOTeUi BapTO OOMEXUTN 3acToCy-
BaHHA (aKTOpIB 3ropTaHHA KpoBi. HeoOXigHO yHMKaTL 3acTocy-
BaHHSA renaToTOKCMYHUX Ta HeGPOTOKCUYHMX Npenaparis [16].

Mpw nepLmnx o3HaKkax NCUXiyHMX 3MiH XBOPOro Crlif nepe-
BeCTW Yy BigAineHHA peaHimauii. Y pasi nporpecysaHHa [TIH Ta
po3sutky ME 3-iTa 4-icTapii HeobXiAHO NPOBeCTV MaLieHTy
paHHIo iHTybaLjto, BeHTURALO Ta cepalito. 3abe3neunTu no-
NMOBHEHHA 00'eMy Ta HopManisauito 6ioxiMiuHMX napameTpis
(Na, Mg, PO,, K) Ta po3noyaTi eMnipuyHe 3aCTOCyBaHHA aHTU-
6ioTUKIB NpW MOTipLIEeHH remoanHaMik/i Ta/abo 36inbLueHHi
BupaxeHocTi nposgis [E i3 3ananbHUmM KomnoHeHToMm. [Mpwn
NiABULLEHHI BHYTPILUHbOYEPENHOro TUCKY peKoMeHAoBaHe
6ontocHe BBeAEHHA TiNepTOHIYHOro po3umHy (200 mn 2,7%
po3urHy abo 20 mn 30%) abo BHYTPIlUHbOBEHHE BBEAEHHS
150 mn 20% MmaHiTtony npotarom 20 xB, OKpiM 3abe3neyeHHs
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ONTMManbHOI cegauii. Y pe3ncTeHTHUX 40 NiKyBaHHA BUMaAKax
NPOBOAATb KOPOTKOUACHY FiNepBEHTUAALII0 3 METOI 3HUMKEH-
HA apTepianbHoro PaCO, no 25-30 Mm pT. cT. Mpu 36epexeH-
Hi CTINKOT riNoTeH3ii NicnA ageKBaTHOro MOMOBHEHHA 06'emy
LIMPKy/oYoi KpoBi HeobXifHO Mpu3HayaTy Basonpecopu
(HopagpeHaniH y noyaTkoBi fo3i 0,05 MKr/Kr/xB Ta AOAATKOBY
HV3bKY 03y Ba3onpecuHy (1-2 op./roa), AKWo notpeba B HO-
pagpeHaniHi 3poctae fo 3HaueHHsa >0,2-0,3 MKr/kr/xB) [16].

Y KOHTEKCTi TiCHOTrO B3a€EMO3B'A3KY MK €H[OreHHUMU
HENPOTOKCMHAMM (aMOHIEM) Ta PO3BUTKOM LepebpanbHuX
ycknagHeHb BHacnigok MH € gouinbH1UM npusHaveHHA Niky-
BaHHA, CNPAMOBAHOIO Ha 3HWMMXEHHA KOHLeHTpaLii amMoHito,
Lo JacTb 3MOry 3anobirmi nporpecysaHHio MNE Ta po3BuTKy
BHYTpilUHboYepenHoi rinepTeHsii. OCHOBHMM LLAAXOM fJe-
TOKCMKaL,ii aMOHil0 € OPHITUHOBUI LMK CUHTE3Y CeYOBUHM.
Mpote y 38'A3Ky 3 nopylieHHAM GyHKLiN neviHku npu TH
KOHLEHTPAL|iA aMOHil0 3pOCTag, WO NPU3BOANUTb A0 3anycKy
npoLiecy anbTepHaTUBHOI NOro AeTOKCUKaLii B M'A3aX LLAAXOM
1noro meTtaboniamy nig A€o ryTaMiHCMHTETa3n Hasag do ry-
TamiHy. Y UbOMy pasi 3 MeTOI MOCUNEHHA 3HELUKOAMXEHHA
aMOHIl0 yepe3 CTUMYNALUI0 CUHTE3Yy ryTaMiHy € AOUiNbHUM
3aCTOCYBaHHA OpuriHasbHOro L-opHitTnHy-L-acnapTaty, AKkun
Ha papMaLleBTMUHOMY PUHKY YKpaiHW NpefcTaBieHnii npena-
patom lena-Mepu,. MNMpr3HaueHHA Lboro nikapcbkoro 3acoby
3abe3neuye rinoamoHiemiuHy Aito LWNsAXoM BNAMBY L-opHiTuHY
Ha CTUMyNALil0 NPOBIAHOrO (PepMEeHTy CHHTE3y CEeYOBUHU
B MepunopTasibHKX renatouutax — KapbamoinpochaTcuHre-
Ta3n i L-acnapTaTy Ha CUHTE3 My TaMiHCUHTETa3M B NePUBEHO3-
HUX renaToymTax, rofIoBHOMY MO3Ky Ta M'a3ax [17].

B ekcneprimeHTanbHOMy AOCTIAMKEHH BUBYany epeKTUBHICTb
L-opHiTnHy-L-acnaptaty npwu [TIH, cnpuunHeHin geackynapusa-
Lji€to neviHKN. BHyTpilUHbOBEHHI iHPY3il L-opHiTUHY-L-acnapTaTy
3yYMOBWIN HOPMai3aLiito KOHLEHTPaLil avOHito B Ma3mi KpoBi Ta
yroBifibHeHHA HacTaHHA TAXKOI [1E. Y rpyni oTpumaHHA npenapa-
Ty HabPAK rONOBHOIO MO3KY 3HAUHO 3MEHLLUMBCA. 3aCTOCYBaHHSA
L-opHiTVHY-L-acnapTaTy CynpoBOA>KyBanoca NiaBULLEHHAM nias-
MOBVIX KOHLIEHTPALil FayTamaTy, ramMma-aMiHOMacnAHOI KNCIOTH,
TaypViHy Ta anaHiHy, a TakoXK aMmiHOKUCIIOT 3 PO3raTy>KeHVM JlaH-
Liorom (nenumHy, isonenumHy Ta BaniHy). BuasneHo Takox mig-
BULLIEHHA KOHLeHTpaLil ryTamiHy Y ninasmi KpoBi Ta akTUBHOCTI
rMyTaMiHCMHTETa3uM MicNA 3aCTOCyBaHHA L-OpHIiTUHY-L-acnapTary.
OTpumaHi pesynbraTy CBiguMM NPo BI/IMB NpenapaTy Ha 3Hu-
YKEHHA PiBHA aMOHIt0 NOPALA 3 HAABHICTIO 3aXVCHNX BNIACTUBOCTEN
o0 PO3BUTKY LiepebparnbHux ycknagHeHb (MNE Ta HabpsKy ro-
NoBHOro Mo3ky) npw IMH [18].

Y nopgifiHoMy cninomy paHZoMmi3oBaHOMY nnalebo-
KOHTPONbOBaHOMY AOCAIAXKEHHI OLiHeHO BMAVB 5-AeHHOro
BHYTPILUHbOBEHHOIO 3aCTOCyBaHHA L-opHiTuHy-L-acnapTaty
y cTauioHapHux nauienHTis i3 ME lll-1V ctynena. AsTopu nosi-
OOMUAK, WO 28-AeHHa CMePTHICTb Y rpyni NauieHTiB, AKi npuii-
manu L-opHiTuHy-L-acnapTart, ctaHoBuna 16,4% nopiBHAHO
3 41,8% y rpyni nnaye6o. 3pobneHo BUCHOBOK, L0 3aCTOCy-
BaHHA npenapaTy CNpuANo 3MEHLLIEHHIO BUPaXKeHOCTi O3HaK
MNE Ta 3HMXeHHI0 CMepPTHOCTI y L€l rpynu nauieHTis [19].

Y nogsiHOMy CAiMOMY KOHTPOSIbOBaHOMY  [OCHIKEH-
Hi 33 y4acTio MaLieHTIB i3 LMPO30M nediHKkn Ta Taxkoto ME NlI-IV
CTyrNeHA BCTaHOB/EHO, WO Tepania KombiHaLj€lo L-opHiTuHY-L-
acnapTaTty 3 JlakTyno3010 Ta pudakCMiHOM CYnpOBOLKyBana-
€A Ginblu BUPAXKEHNM 3HKEHHAM CTyneHa TaxkocTi ME, piBHA
aMOHilo Y KPOBI, iHTenemnkiHy-6, Gaktopa HEKpPO3y NyXIMHK-a Ta
CKOPOYEHHAM Yacy rocnitanisauii MOPIBHAHO 3 3aCTOCYBaHHAM
nnavebo, NakTyno3u Ta pudakcuminy. Y rpyni LOAaTKOBOro oTpu-
MaHHA L-OpHiTUHY-L-acnapTaTy 28-AeHHa BUXMBaHICTb MaLli€HTIB
6yna Ha 44% BWLLOIO, HIX Y Fpyni NOPIBHAHHA (puc. 3) [20].
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PucyHok 3 BukmBaHicTb nauieHTiB NpoTArom 28 fHiB (aHani3
KannaHa — Maiiepa)

a 10 p=0,001

g lpyna LOLA

2 08

E 44%

3% 0,6

§ I'pyna 6e3 LOLA

= 04

0 5 10 15 20 25 30
Yac, pHi

[Jlenb 0 5-it 10- | 15-i | 20-in | 24-id
Ipyna LOLA 67 67 63 60 57 56

lpyna6e3LOLA| 67 65 47 4 40 39

LOLA (L-ornithine-L-aspartate) — L-opHiTuH-L-acnaprar.

Ha eTani HagaHHA MegyHoi gonomor navjieHTy 3 [MH Heobxia-
HO BCTaHOBWTY, Un Byae epeKTUBHIM 3aCTOCyBaHHA MeAUKaMeH-
TO3HOI Tepanii B LibOMy BUMagAKy Ta Y € Liel XBOPUIN KaHAMAATOM
ANA NPOBeAeHHA TpaHCMnaHTaLii neviHK1. MPOrHOCTNYHY OLHKY
CNig NPOBOAWTM AK Y LIEHTPI TPaHCMNaHTawji, TaKk i B MiCLi HagaHHA
nepLUOi MeJUYHOI JOMOMOT I, OCKINbKI PiLLieHHs, NMOB'A3aHe 3 nepe-
BeleHHAM MaLjieHTa y crevjiani3oBaHe BigaineHHA AnAa npoBeaeHHA
TpaHcnnaHTaLii HeobXigHO MPUIMAaTK AKHANLLBUALLE. Y BCbOMY CBi-
Ti BUKOPWCTOBYIOTb Pi3Hi MPOrHOCTMYHI CUCTEMM OLHKM ANA Bia6o-
pY KaHAWZaTiB Ha TpaHCMIaHTaLjto, OAHAK OOHVMM i3 HAGINbLL No-
LUIMPEHUX € KpUTepi, sIKi NnepeadayaloTb BpaxyBaHHs 03HakK ME, Biky
navieHTa Ta CTyrneHaA TAKKOCTI ypaxeHHA NeuyiHKK, OLiHeHOI 3a Ha-
ABHICTIO Koarynonarii abo »oBTAHWL (TabnuiLs).

Tabnuusa KpwuTepii ana HanpaBneHHA NaLlieHTa fo LeHTpy
TpaHcnnaHTauii Nnpy napaueTamon- Ta Henapa-

ueTtamon-iHayKkoBaHin [MH [16]

Napauetamon-inaykosana MH
pH<7,3 un piBeHb naKTaty B CupoBatLi kpoBi >3,0 MMonb/n a6o yci 3 ymoBy,
AKi BUABUNW Y 24-roANHHMIA nepiop:
+ HanHicTb ME Il un IV cTynens;
+ MHB >6,5;
+ piBeHb KpeaTuHiHy B CMpOBATLY KPOBi >3,4 Mr/an.
Henapauetamon-inpykosana I'MH
MHB >6,5 un HaaBHicTb 03Hak ME a0 HAABHICTb TPbOX 3 HACTYMHYX 03HAK:
+ Bik <10 yun >40 pokis;
« TpUBANiCTb >7 AHIB Nepef noyatkom po3suTky ME;
« MHB =3,5;
« Ginipy6iH y cuposatui kpoBi =17 mr/an;
* HanABHICTb TaKoi eTionori, AK:
— xBopo6a BinbcoHa — KoHoBanosa;
— ipiocHKpasia, NoB'A3aHa i3 3aCTOCYBaHHAM NiKapcbKiX 3aC06iB;
— (epOHeraTBHUI renarw.

Takum ymHOM, JaHi niTepatypu cBigyaTb, WO PiBEHb aMo-
Hilo B apTepianbHili KPoBi MoXe OyTV He3anexHUM npeguk-

TOPOM CMepTHOCTI y nauieHTis i3 IMTIH. BianosigHo, 3HMXeHHA
piBHA aMOHIt0 B KPOBIi Clifi po3rnafaTy AK TepaneBTUYHY Lifb
y BeAeHHi nauieHTis i3 [MH.
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