PE3IOME IIVIAHY YIIPABJIIHHA PUBUKAMMU JJIA JJTIKAPCBKOI'O 3ACOBY

JIKAPTIH-H,
po3uuH A in'ekniid 200 mr/ma ta 400 mr/moa
(MHH - Levocarnitine / JleBokapHiTHH)
Inyp
Bepcis 0.4

V1.2 EJEMEHTHU PE3IOME JUIsI TPOMA/ICBKOCTI

V1.2.1 Orasa enigemMioJiorii 3aXBoproBaHHsI

KapHitThH 4YMHHTH KapAIOMPOTEKTWBHUHN (aHTHAHTIHAJIbHA Ta TPOTHAPUTMIYHA  Mif,
npodigaKkTUKa KapaloMerainii), MpOTHAaHEMIYHUI (KOpeKiis aHeMii Ta 3MEHIIEHHsS NOTpeOu B
€pUTPOTIOETHHI) Ta aHAOOJIIYHUN BIIMBH, L0 HEPIIKO CYNPOBOJDKYETHCS 30UIBIIEHHSM M'S30BOi
CHJIM Ta MaKCHMAaJbHOTO CIOXHBAHHS KHCHIO, 3MEHIIIEHHSIM TIPOILEIYPHUX YCKJIaTHEHb (EMi30/1iB
riNOTOHII Ta M'I30BUX CY/I0M), IOKPAIIEHHSM SKOCT1 )KUTTSA [4].

CucremHu#t nepgunnull oeghiyum kapuimury siBIsie COO0I0 MOTEHIINHO JeTAIbHE MOPYIIECHHS
MeXaHi3My OKHCIIEHHS JKUPHUX KHCIIOT, KJIACHYHO XapaKTePH3YEThCS MPOSBOM 3aXBOPIOBAHHS B
panHbOMy auTHHCTBI (y Bimi Bigx 3 wMicamiB 10 2 poOKiB), KapAiOMIONaTi€lo, 3a3BUYAl
CYIPOBOJDKYETbCSI  CIIAOKICTIO 1 TINOTOHIEIO, 3aTPUMKOI0 PO3BUTKY Ta PEIUAUBYIOUMMHU
TNOMIIKEeMIYHUMHU CyJIoMaMH 1/ab0 KOMOIO.

Touna mommMpeHIiCTh 3aXBOPIOBAHHS HEBIIOMa 1 BapilO€ 3aJE€KHO B €THIYHOI Ta pacoBOi
MPUHAJIEKHOCTI. 3a JEIKMMH OLIHKaMU MOUIMPEHICTh LbOTO 3axBoproBaHHsS ckianae 1/20000 —
1/70000 nHoBoHapomkeHux B €Bporni i CIIA, npu nupomy B SnoHIi 3aXBOPIOBaHICTh pO3paxoBaHa sIK
1/40000 HOoBOoHapomxeHux. Ha dapepchkux OCTpOBax MOMIUPEHICTh 3aXBOPIOBAHHS CTAaHOBUTH
1/1300, a 3axBoproBanicts 1/720 [1].

Pi3ko BupaxeHui AeQIIUT KapHITHHY XapakTEepHUN s 6aratbox (opM 3aXBOPIOBaHb CEPIIS,
110 TIOB’S3aHO 3 BUCOKOIO 3AJICKHICTIO MIOKap/iaJbHUX E€HEPreTHYHHX IMPOIECIB Bifl JIMITHOTO
Metabonizmy [2]. Tlpu ceprieBiii HEITOCTATHOCTI PI3HUMH JOCHIIHKCHHSAMU OyJ0 BCTAHOBJIEHO
3HIKEHHS 3arajIbHOTO PIBHA KapHITHHY B Miokapi Big 60 1o 42 % Big Hopmu [3].

XpoHiYHa HUPKOBA HEJOCTATHICTh € HACHIIKOM 0araThbOX COMAaTUYHHX 3aXBOPIOBaHb, IO
TpUBAJIO MpoTikatoTh. Kopekiis TepMiHaibHOI HUPKOBOI HEIOCTATHOCTI 3A1HCHIOETHCS 32 PaxyHOK
nporpamuoro remoxianizy (I1I'), meputoHeansHOrO mianizy i TpaHcIuiaHTarii Hupku. [Ipu oMy
NepeBakHO 3acTOCOBYIOTH [T

Bimomo, mo mig 4ac mporpaMHOTO TeMOJIialli3y PO3BUBAETHCS GMOPUHHA KAPHIMUHOBA
HeodocmamHicmy, Ka CYIMpPOBODKYETbCS MOPYLICHHSIM CEpLEBOi isJIbHOCTI, HUPKOBOIO aHEMIEIO,
rinepTpUriIinepuaeMiclo, M'I30BUMU CylOMaMHU Ta TIMNOTOHIEI0, 3HIKEHHSIM TOJIEPAHTHOCTI 0
(hI3BMYHMX HABAHTAKCHb.

Tak, 3a nanumu ERA-EDTA, y 2001 poui nporpamuuii remoaiani3z oTpumyanu 6iu3sko 80 %
XBOpUX, MepuTOHeanbHUil miani3 - 15-18 %, 1 nume 1-2 % sk nepBunnHuil meroa xopekuii CHH
BUKOHYBAJIU MEPECaTKy HUPKU.

3rimno 3 manumu European Renal Association (ERA-EDTA) Registry, mporpamHOro
remofianizy notpedyrots 300 ocib i3 TepMiHanbHOIO HUPKOBOIO HenocraTHicTio (THH) Ha 1 mmn
HaceneHHs. LL{opiuHuil npupicT KUIBKOCTI XBOPHX, sIKi TOTpeOyroTh JikyBaHHs [1I', cranHoBuTh 150-
200 Ha 1 MJIH )KMTEINIB, a 3 YypaxyBaHHIM THUX, XTO BXK€ OTPUMYIOTh 1€ JTiKyBaHHS, - Bia 460 1o 900
Ha | MiH xuTemis [4].

IDicepena inghopmayii (nimepamypui nocunanus):

1. Systemic primary carnitine deficiency / https://www.orpha.net/data/patho/Systemic-primary-
carnitine-deficiency

2. HenocraTHicTh KapHITMHY Yy JiTel: NPUYMHU BUHUKHEHHS, NpoQiTakTUKa Ta JIKyBaHHA /
€.A Hixomaesa, M.S.JIenseB, C.O.Kmrounikos / https://cyberleninka.ru/article/n/nedostatochnost-
karnitina-u-detey-prichiny-vozniknoveniya-profilaktika-i-lechenie-posobie-dlya-vrachey/viewer.
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3. Poap JjIeBOKapHITMHY B CHCTEMHINM Tepamii Iami€HTiB pi3HOTO mpodiIo Ta HAIi€HTIB Ha
XpoHiuHOMY remomianisi / Isanosa M.J. — HamjonanpHuii mMemmunuii vHiBepcureT iMeHi O.0.
Boromonbusgs, M. KwiB / Hounum wMemunumbHa Ta  (dapmanii  /  http://lwww.mif-
ua.com/archive/article/37890

4. XKypuan "Hupku" TOM 6, Nel, 2017 / Kopekuis BTOPUHHOI KapHITUHOBOI HEJOCTATHOCTI Y
NAIlIEHTIB, SKi IepeOyBalOTh HA XPOHIYHOMY TeMo/Iianizi: Gokyc Ha eBokapHiTuH / http://www.mif-
ua.com/archive/article/44169

V1.2.2 Pe3rome pe3y/bTaTiB JiKyBaHHS

VY 1994 p. koHCEHCYyCHA TpyIa 3 KapHITHHY aMEepPUKaHCHKOI acomiallii HIpKOBUX XBopux (American
Association of Kidney Patients) BukoHasa Oryisy JliTepaTypu MO0 3aCTOCYBaHHS L-KapHITHHY i,
IPYHTYIOUHCH Ha 42 OImyOIIKOBaHUX JOCIIDKEHHSX, IO BKItOYamu npuomm3no 600 remoianizHux
XBOPHX, PO3pOOHIa peKOMEH Iallii II[0/10 TTOKa3aHhb JI0 JIKyBaHHs JeBOKApHITUHOM (L-KapHiTHH).

VY rpynni 1999 p. FDA cxBanuia 3acToCyBaHHS 1H'€KUIHHOT GopMHU JUTst TPOUIAKTUKY 1 JTIKYBAHHS
NeQIUTy KapHITUHY y XBOPHUX 13 TEPMIHAIbHOIO HUPKOBOIO HEJOCTATHICTIO Ha MIATPUMYIOUOMY
remMojianizi.

€ 3HayHa KUTHKICTh MYOJIIKAIll PO Te, 10 TeMO/Iiali3 MPU3BOIUTh A0 ACPIIUTY KapHITHHY Yepe3
Horo BTpaTu B Jiajizar, U0 MPU3BOAMTH O BUCHAXXEHHS PE3EpBHUX 3alaciB KapHITUHY B M'S3ax.
OcCKUTbKHM TaKi pe3ynbTaTu Oyiau 3HaiieH1 OUTbLIICTIO aBTOPIB, X PO3TIISIAIN SIK MpsAME MOKa3aHHS
710 3aMICHOI1 Tepanii KapHITUHOM Y Jialli3HUX XBopux [1].

VY 1BOX HEpaHJIOMI30BaHUX JOCKEHHSAX Ha (OHI Teparii IEBOKapHITHHOM OIliHIOBanacs Qppakiiist
BUKHY SIK MOKa3HUK (QyHKIIT J1iBoro nuryHouka (Van E.S. et al.). JleBokapHiTHH mpu3Havascs 1o 1
I' BHYTPIIIHBOBEHHO TICISl KOKHOTO CeaHcy remoianizy npoTsaroM 3 micsmiB. Y 13 narieHTiB Oyio
MPOJIEMOHCTPOBAHO CTAaTUCTUYHO 3HAuymle 30UTblIeHHsS (pakiii BUKHAY, O[O0 CTAHOBUJIIO
cepenabomy Bin 42,4 no 48,6 %.

VY nocnimkeHHi, mpoBeaeHoMy Siami et al., 6yno 3a3nadeHo TeHaeHIio (p = 0,07) mo mominmeHHs
Ccy0'eKTMBHOT OIHKK (PI3MYHOI aKTUBHOCTI TPH NPHU3HAYEHHI JIEBOKAPHITHHY B 1031 2 T
BHYTPIITHHOBEHHO TICIIsI CEaHCY MPOTATOM 6 MICSIIIB.

VY nocmimkenHi, mpoBeaeHoMmy Fagher et al., croctepiranocst 30UIbIIIEHHST MAKCUMAJIBHOT M'I30BOT
CWJIM TIOPIBHSAHO 3 BUXiAHMUMH 3HadeHHsMHU (p < 0,01) y rpymi maimieHTiB, SKi OJEPXKYIOTh 2 T
JIEBOKAPHITHHY BHYTPIITHBOBEHHO ITicis Aiani3y. Kypc jgikyBaHHs CTAHOBHUB 6 THIKHIB.

VY panmoMizoBaHOMY IIaie00-KOHTPOJIBOBAHOMY JIOCIIDKEHHI, poBeaeHoMy Trovato et al., Oymo
MPOIEMOHCTPOBAHO, 110 3aCTOCYBAaHHsI JICBOKAPHITHHY y TAIlIEHTIB Ha reMoianizi 3a 12 micsiiB
Tepamii miABUILye TeMaTtokpuT 3 25,5 mo 37,4 %, Toai K y rpyli KOHTPOJIO 3a3HAYEHO MHOro
3HmkeHHS 3 24, 0 10 21,8% 3a 11eii MpOMDKOK Yacy.

V¥ 2003 pomui National Kidney Foundation Oymio npoBeneHo KoHpEpeHITito, MPUCBIUYCHY KOHCEHCYCY
3 KapHITUHY, pe3yJbTaTH gKoi Oynu onybnikoBani B American Journal of Kidney Disease [2].

IDicepena inghopmayii (nimepamypmi nocunamnms):

1. Jlamyrin C. B., Kia6is C. T. Kapuitun i XxponiuHuii remopianiz. / https://www.uf.ua/wp-
content/uploads/2015/12/Lashutin.pdf

2. Xypuan "Hupku" TOM 6, Nel, 2017 / Kopekiisi BTOpUHHOI KapHITHHOBOi HEJOCTATHOCTI Y
NAIlEHTIB, sKi Mepe0yBalTh HA XPOHIYHOMY reMoiaii3i: pokyc Ha jeBokapHiTuH / http://www.mif-
ua.com/archive/article/44169

V1.2.3 HeBinomi nani mono egpekTHBHOCTI JJiKyBaHHS

BincyTHiii OCBiJ 3acTOCYBaHHsS JICBOKApHITHHY BariTHUM IHKaM 3 MEPBUHHUM CHCTEMHUM
ne}iIuTOM KapHITUHY.

BincyTHi gaHi mjo/10 BIUIMBY JI€BOKAPHITUHY Ha 3[aTHICTh BIUTMBATH HA IIBUAKICTH peakiii mpu
KepyBaHH1 aBTOTPAHCIIOPTOM a00 IHITMMH MEXaHI3MaMHU.
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VI1.2.4 Pe3iome npod.ieM Oe3nexku

BAXKJIUBI IIEHTU®IKOBAHI PUBUKHU

Pusuk IIlo Bizomo 3ano0ixkHi 3axo0am
1. Peakii IIpu 3acrocyBanHi mnpemnapary | [Iporumnokazane 3acrocyBanns JI3
rinepyyTiInBOCTI MOJJIMBE BHHUKHEHHS pEaklidl | y pa3i MiIABUIICHOT YyTIMBOCTI 10
rinepyyTINBOCTI O KOMIIOHEHTIB | Iif040i peuoBUHH Ta/ab0 10 iHIINX
npenapary KOMIIOHEHTIB IIpenapary.

BAXKJIMBI TOTEHIIHI PU3UKH

Puzuk

IIlo Bizomo (y TOMY 4ucJ/ii 0OTPYHTYBAHHS, YOMY
BBAJKAEThCS NOTEHUIHHUM PU3HKOM)

2. Tsokki hopmu mopymeHHst GyHKIIil
HUPOK

HenocraTtHe BUBEIEHHS HUpPKaMU MO’KE€ HPU3BECTH [0
HAaKONMYEHHS B  KpOBI IMOTEHIIMHO  TOKCHYHMX
MeTabo:niTiB, TpumeTriaMiny (TMA) Ta TpuMeTuiIaMin-
N-okcuny (TMAO)

BIACYTHS IHOOPMAIIA

Pu3zuk

1o BizoMO

3. 3acTocyBaHHS y IMEpioj BarirHOCTI
a00 roayBaHHS TPYIIIO

Hemae nocBiny 3acTocyBaHHS JIEBOKAPHITHHY BariTHUM
KIHKAaM 3 TIEPBUHHUM  CHUCTEMHUM  Je(DiluTOM
KapHITHHY.

4. 3maTHICTH BIUIMBATH HA MIBUIKICTH
peaxkiii npu KepyBaHH1
aBTOTPAHCTIOPTOM abo HITUMHA
MeXxaHi3MaMu

Hemae naHnX CTOCOBHO BIUIMBY Iperapary Ha
IIBUJIKICTh PEaKIIii MpU KEpYBaHHI aBTOTPAHCTIOPTOM
a00 HIIUMH MEXaHI3MaMHu.

VI.2.5 Pe3ome 3axo/iB 3 MiHiMi3auii pu3HKiB JJ151 KOKHOI IPo0JieMu 0e3neku

Jist JtikapchKOTO 3ac00y € IHCTPYKITISA IS MEAMYHOTO 3aCTOCYBAaHHS, 1110 MICTUTH iH(OpMAIIi0 Mpo
3aCTOCYBaHHS JIIKAPCHKOTO 3ac00y, PO PU3HMKHK Ta PEKOMEHAAI] moA0 iX MiHIMizallii. 3amo0ikH1
3aX0/H, 110 MPEACTAaBJICHI I KOKHOI MpoOsieMu O€31eKH, BiIOMI K PYTHHHI 3aX0/1 3 MiHIMIi3aIil

PHU3HKIB.

Jlo1aTKOBUX 3aX0/I¥ 3 MiHIMi3aIlii pU3UKIB HE 3alPOIIOHOBAHO.

VI1.2.6 Ilian miciasipeecTpaliiHOro po3BUTKY (3alJIaHOBAHI 3aX0aM Yy HicjasipeecTpauiiiHOMy

nepiozai)

HpOBeI[eHHH HOBHX I[OCJ'IiI[)KeHB HC INIAHYETBHCA.

V1.2.7 3Benena Tadauus 3MiH 10 IUIAHY YIPABJIIHHS PU3HKAMHU

He napaerscs. e ITYP € nepnm.



