ITYP 0.1 Big 17.08.2023 AT «Jlyorudapm»
JIEBOKAPHITHUH, po3uun nns id'exiiii 200 mr/ mi VYkpaina

Pe3oMe miiany ynpasiiHHS pU3HKAMM IS JTIKAPCHKOT0 32C00y
JIEBOKAPHITHH, po3unn ans iv'exuiit 200 mr/ mu, mo 5 ammyn y 6mictepi
3 IUTBKH, 10 1 abo 2 GmicTepu B madili
MHH — Levocarnitine

VI1.2.1. Ornsan enigemMionorii 3aXBoproBaHHS

Iloka3zannsa 00 3acmocysanus JiKapcoKo2o 3acooy.

JlJis HeBIIKIIATHOTO Ta TPUBAJIOTO JIKYBAaHHS MALIEHTIB 13 BPOKEHUM TOPYIIEHHSIM MeTal0oIi3My,
10 MMPU3BOJUTH JI0 BTOPUHHOTO AehINUTY KapHITHHY.

Jns npodinakTuku 1 JiKyBaHHS Ae(IUUTY KapHITHHY Y TAaLi€HTIB 3 TEPMIHAIBHOIO CTaIi€l0
HHUPKOBOI HEJIOCTATHOCTI, SIK1 POXOJIATH JI1aji3.

1. Bpox:keni nopyumeHHsi MeTa00.1i3My, 110 IPU3BOANTH 10 BTOPMHHOIO Ae(illuTy KapHiTHHY.

JlebinuT KapHITHHY € acOoI[iHOBAaHWM SIBHUIIEM 3 BEIIMKOK KUIBKICTh METa0OJIuYHUX
nopyuieHb HaifOinpim XapakTepHi NPUYMHM BTOPHUHHOTO Je(ilUTy KapHITHHY TIIOB'sS3aHi 3
MEeTabOJIIYHUMH PO3JIaIaMi OKHUCIECHHS IPOMDKHUX CHOJYK anui-KoA B MITOXOHApPIAX (OpraHenu,
SKi BUKOHYIOTH (DYHKIIFO 3a0e3redyeHHs eHepriero). Jlo JaHuX maTosorii BiTHOCATHCS MOPYIICHHS
MeTaboMi3My KUPHHUX KUCIOT Ta aMIHOKUCIIOT.

3axBOPIOBAHICTh Ha TMOPYIICHHS METa0O0Ji3My JXHPHUX KHCJIOT CTAaHOBUTH MPHOIM3HO 1
Bumnaok Ha KoxkHi 5000—10000 HOBOHapoKeHuX. HalO11bI MOMMPEHUM PI3HOBUIOM TTOPYIIICHHS
OKHUCJICHHS )XKHPHUX KHCIIOT € TMAaTOoJIOTis, sSKa MOoB’s3aHa 13 aedinurom ammi-KoA aerigporeHasu
XKUPHUX KUCJIOT 3 BYTJIELEBUM JIAHIIOI'OM CEpPEIHbOI IOBXKUHU — MOIIUPEHICTh CTaHOBUTH 1 Ha 20
000 HoBOHapo KeHUX. [HII PI3HOBUAN MOPYILIEHHS METAa00I13My KUPHUX KUCIOT BapitOIOTHCS Bl
1 Ha 100 000 o 1 nHa 2 000 000 HOBOHapomxkeHux. Lli po3naan crocTepiraloThCsi 3 0JJHAKOBOIO
4acTOTOIO B 000X cTarei.

JIOCUTh MOLIMPEHUM MOPYLIEHHAM MeTaboii3My aMiHOKHUCIOT € MaToJIoris MeTaboni3my
¢deHninananiny. 3aXxBOPIOBAHICTh BapIlOEThCS Ha PI3HUX TepuTopisx. HaiiBuima 3axBoproBaHICTh
CIIOCTEpIraeThCsl cepesl TypeLbKoro HaceneHHs (mpuoau3Ho 1 Bunagok Ha 2600 HOBOHAPOIKEHHX ).
VY IliBHiuniii €Bpomi Ta CxinHidi A3li 3aXBOproBaHICTh CTaHOBUTH 1 Bumagok Ha 10000

HOBOHapPO/KEHUX.

Jcepena ingpopmauii'

1.UpToDate [EnextpoHHUit pecypc] / Pexum JOCTYIY:
https://www.uptodate.com/contents/overview-of-fatty-acid-oxidation-disorders

2.Research [EnexTpoHHui pecypc] / Pexxum JOCTYIy:
https://www.researchgate.net/publication/14623111

3.PubMed Central [EnexTpoHHMiA pecypc] / Pexum JOCTYIY:

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6331359/

4 A. JI. 3araiiko, T. O. bproxanoBa, A. A. IllunkaproB, H. B. Menbauk. Metabomiuni
e(eKTH KapHITUHY, POJIb Y PO3BUTKY MATOJIOTIH Ta MEPCIEKTUBU KIIHIYHOTO 3aCTOCYBaHHS (OTJIS).
[Enextponnuii pecypc] / Pexxum noctymy: http://dspace.nuph.edu.ua/handle/123456789/12334

2. TepminajibHa cTajlih HUPKOBOI HEIOCTATHOCTI Y MAIi€HTIB, AAIKi MPOXOAATH Aiami3.
TepminanbHa cTajis HUPKOBOI HETOCTATHOCTI BPaXka€ JTOCUTH BENUKY KUIBKICTh JIOACH Y

BcbOMYy CBITI. KijIbKicTh BUINAAKIB 3aXBOPIOBAHHS 3pOCTa€ 3 KOKHUM pokoM. Ha ocHOBI JaHuX

MixnapoaHoi acomianii Hedposorie, B 2019 poui KiIbKICTh HOBHMX BHSBICHHX BHIIAJKIB


https://www.uptodate.com/contents/overview-of-fatty-acid-oxidation-disorders
https://www.researchgate.net/publication/14623111
https://pubmed.ncbi.nlm.nih.gov/23275319
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6331359/
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TEpPMIHAIBHOT CTaii HUPKOBOI HEIOCTATHOCTI cTaHOBWIA 144 BUMAaIKW HA MUIBHOH HAaCEJICHHS
3aranpHOl momysAwii (cratuctuka cepen 160 kpaiH, siki Hamanu iHpopmanioo). PU3UK BUHUKHEHHS
3aXBOPIOBaHHS 30UIBIIYETHCS IPH HASBHOCTI IYKpOBOTrO mgiabery, rimeprToHii, okupiHHsi. Ha
TEepPMIiHAIBHINA CcTajil HUPKOBOI HEIOCTATHOCTI MAIliEHTaM HEOOXITHUU Iialli3 I MATPUMKH yCiX
GyHKIIN opra”izmy.

Jediuuty KapHITUHY € JOCUTH MOIIUPEHUM Y TMAIli€HTIB, sKi MepedyBatoTh Ha miamisi. PiBHI
BUIBHOT'O KAapHITUHY B CHPOBATIIl OYyJW HI)KYMMHU 33 HOPMAJIbHUM Jiana3oH abo 3HAXOJUJIUCh Ha
HWOKHIN rpanuni HOpM (35 mikMonb/n) y 90 % mamieHTiB Ha miamisi, a y 25 % mnaiieHTiB
criocTepiraeTbcsi BUpaxeHU nedinuty kapHitTuHy (< 20 mxmonw/i). Kpim Toro, Oinbime 60 %
MAI[iEHTIB HA Jiaii3i MarOTh BUCOKHHA PHU3UK JeilUTy KapHITHHY. IcHye Oe3mocepenHiil 3B'S30K,
KWW XapaKTePU3YEThCs 301IbIICHHSAM PU3UKY BHHUKHEHHS ACQINUTY KApHITHHY 13 301UIBIICHHIM
KUTBKOCTI TIPOIIEAYP Jiami3y.

Jcepena ingpopmauii'

1.PubMed Central [EnexTponHmit pecypc] / Pexum JOCTYIIY:
https://www.ncbi.nlm.nih.gov/pmc/articlessPMC8067828/

2.Karger [Enextponnuii pecypc] / Pexxum mocrymy:

https://karger.com/ajn/article/52/2/98/41674/Global-Epidemiology-of-End-Stage-Kidney-
Disease

V1.2.2. Pe3tome pe3ynbTaTiB JIiIKyBaHHS

Anemis Moxke OyTH OJHHMM 13 MEPIIMX MPOSBIB XPOHIYHOI HUPKOBOI HEAOCTATHOCTI. 3a
HasIBHOCTI XpOHIYHOI HUpKOBOI HepoctatHocTi I-III cT. aHemis xoHcTaTtyeThes y 81% xBopux Ha
rioMepyiaoHeppuT Ta 93% XBopux Ha Mi€I0HEPPUT.

VY KIIHIYHOMY JOCHIJPKEHHI BHIAJKOBO PO3MOJIUIMIIM TALI€HTIB, K1 NepedyBaloTh Ha
niaTpuMyrodomy fiamizsi Ha 2 rpynu. OcHoBHa rpyma (30 oci®)  oTpumyBana iH'eKuii
JeBOKapHITUHY, a Tpyna mnopiBHsHHA (30 oci0) — mmaneb6o. B oOCHOBHIN Tpymi NalieHTH
OTpUMYBAJIM 1H'€KLIT JleBoKapHITHHY 1o 1000 Mr Tpu4i Ha THXKIEHb IICHs ceaHCIB aiani3y. Bci
NAllEHTH OTPUMYBAJIM PEKOMOIHAHTHHUH JIIOJCBKUN EpUTPONOETUH (OCKUIBKM OYyB TMOpPYILICHUN
CHHTE3 IIbOI'0 TOPMOHY B OpraHi3Mi 4epe3 3aXBOPIOBAHHS HHUPOK) SIK CTUMYJSITOP €PUTPOIIOE3Y
(YTBOpEHHSI €pUTPOLIUTIB B KICTKOBOMY MO3KY). LlibOBI piBHI TeMOrjo0iHy Ta TreMaTOKpUTY
(J1abopaTopHi MOKAa3HUKM KPOB1) MIATPUMYBAIKCS TMPOTIATOM IEPIONy AOCHIDKEHHS SIK y TpyIl
JIEBOKAPHITHHY, TaK 1 y KOHTPOJbHIN rpymi. Jl03a epurponoeTuHy, HeoOXiHa JUIsl MIATPUMKH LUX
PIBHIB, MTOCTYNOBO 3HMKyBaJlacsi B TpYIi JIEBOKapHITHHY 1 OyJla 3HaYHO HUX4YOIO depe3 6 Ta 12
MICSIIIB, HI’)K Ha TIOYaTKy JOCHTIKEeHHS. Pe3ynbpratu cBiguaTh Mpo Te, 110 BBEACHHS JIEBOKAPHITHHY
MOXX€ 3HU3HTH 03y €pPUTPOIOETHHY, HEOOXINHY /I TAaIll€EHTIB 3 HHUPKOBOIO AaHEMIEI0, SKi
nepedyBaloTh Ha TeMoliati3i, Ta MOKPAIUTH BiIOBIIb HAa TEPAMil0 EpUTPOIIOCTUHOM.

Jcepena ingpopmauir'

1. KA®EJIPA ®APMAKOJIOI'TI TA ®APMAKOTEPAIII H®aV [Enexrponnuii pecypc]
| Pexxum noctymy:

https://pharmacolpharmacother.nuph.edu.ua/anemija-pri-zahvorjuvannjah-nirok/

2.Karger [Enexrponnuii pecypc] / Pexxum goctymy:
https://karger.com/crm/article/7/3/188/86765/Levocarnitine-Injections-Decrease-the-Need-for

V1.2.3. HeBinome, 1110710 pe3ysbTaTiB JIKyBaHHS
Hesigomuii BITUB JTiKapchbKOro 3ac00y MpH 3aCTOCYBaHHI Y NIEPi0j] BariTHOCTI.


https://pubmed.ncbi.nlm.nih.gov/23275319
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC8067828/
https://karger.com/crm/article/7/3/188/86765/Levocarnitine-Injections-Decrease-the-Need-for
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VI1.2.4. Pe3ztome mipoOiem Oe3reku

BAXKJIUBI ITJIEHTU®IKOBAHI PU3UKU

AT «Jlyorudapm»
VYkpaina

Puzuk 1o Bizomo 3ano0ixkHi 3ax011
BuHukHeHHS peakuiii | Byab-sikuit MEIUKAMEHT Moxe | Bukopucranis mnpenaparty 3a
rinepuyTIMBOCTI JI0 | BUKJIMKATH aJlepriuHy peakiito. lle | mpu3HaueHHsaM Jikaps.

Iit04oro abo JOMOMDKHUX | IHAWBIAyaThbHA ocobmuBicTh | OGepeKHO 3aCTOCOBYBATH
KOMITOHEHTIB JIIKAPCHKOTO | OpTaHi3My,  SKa  BHHUKAE  TPH | JIKAPChbKUM 3aci0 marieHTam, sKi
3aco0y MOMaJaHHI B OpraHi3M  SKOTOCh | MAalOTh YYTIUBICTH 10 Oyab-

KOMIIOHeHTa mpenapaty. Ilpu mpomy
HEMPHEMHA  CUMITOMATHKA  9acTo
BUHUKA€E HE BiJpa3zy, a JHIIC IPH
MOBTOPHOMY BBE/ICHHI abo
CIOKUBAaHHI MEIUKAMEHTIB. B
opraHizmi BiIOyBa€eThCS
ceHcHOimizalisi 1 CHUHTE3 aHTUTUI Yy
MPOMDKOK MK TNPHIOMOM JIBOX [03
npemnapaTy. [Homi aneprisi BUHHKae

aOCOIFOTHO HECMOJiBaHO —  IIICHA
MEPIIIOTo x BUKOPHUCTaHHS
JIKapChKOTO 3aco0y. Hacminku

MOXYTh OyTH PpI3HOMaHITHUMHU: BiJ
HE3HAYHWX  MIKIPHUX  BHUCHIIaHb,
cBepOexKy, AKi KymipyrTbCsl BIIMIHOIO
JAHOTO TIperapary Ta BUKOPUCTAHHSIM
MPOTUATEPTIUHUX 3aCO0IB JI0 TSKKUX
QIepriYHUX  peakilii, 1Mo HeCyTh
3arpo3y s OKUTTA  JIIOJUHM — Ta
BUMAararoTh HeraHO1 rocmiTajizaiii.

SIKOT'O 13 KOMIIOHEHTIB.

ITigBuIeHHs
MIKXHApOJIHOTO
HOPMaJIi30BaHO ro
B1IHOIIICHHS yepes
KOMOiHOBaHe
3aCTOCYBaHHS
JiKkapcbkoro  3acol0y 3
AHTHUKOAryJITHTaAMHU
KyMapHUHOBOTO PSTy

Moxe BUHUKHYTHU M ABUILEHHS
MIXKHApOJIHOTO HOpPMaJi30BaHOTO
BIHOIIEHHS Yy  TMAlli€HTIB,  fKi

OJIHOYACHO MpUHWMaIM JIEBOKApHITUH
Ta AHTUKOAryJIsHTH KyMapHHOBOTO
pany. ILle o3Hagae, mo Moxe
BiOYBaTUCS 3HW)KEHHS MIBHAKOCTI
3ropTaHHs KpoBi. ICHye migBUILIEHUI
PU3UK BUHUKHEHHS KPOBOTEY.

Bukopucranus npemapatry 3a
NpU3HAUYEHHSAM JIKaps Ta 3
KOHTpOJIEM 71a00paTOpHUX
MOKA3HUKIB OPTaHi3My.

VYHukaru KOMOIHOBAaHOTO
3aCTOCYBaHHS JIKapChbKOTO
3aco0y 3 aHTHKOAryJsHTaMu
KyMapHUHOBOTO Psiy.

Haxommuenns
MOTEHIIWHO  TOKCHUYHUX
MeTaboIITIB npu

3aCTOCYBaHHI JIIKapChbKOTO
3aco0y  maimieHTaM 3
BUPAXKCHUMU

[MopymenHs (yHKIIT HUPOK O3HAYaE,
0 HUPKH HE BHKOHYIOTH B IIOBHIii
Mipi cBorO (izionoriuny (QyHKIII0 —
BUBEJICHHS MPOAYKTIB
KUTTEAISITBHOCTI OpPraHizMy HUISIXOM
¢bigpTpanii  KpoBL. I[le moxe

Buxopucranss mnpenapary 3a
NpU3HAUYEHHSAM JIKaps Ta 3
KOHTPOJIEM 1a00paTOpPHUX
MOKA3HUKIB OpPTaHi3My.
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MOpyHeHHAMH  (PyHKITT
HUPOK abo marieHTam i3
TEPMIHAJILHOIO  CTaJi€l0
HUPKOBOi HEIOCTaTHOCTI
Ha miaimisi

IPU3BECTH i HAKOITMYCHHS
MOTEHIIIHO TOKCHMYHUX TMPOIYKTIB
MePETBOPEHHS KapHITHHY, —

TPUMETHJIAMIHYy Ta TpuMmeTuiamin-N-
OKCHUJIy, OCKUIBKM IIi MeTaboJiTH
3a3BHYail BUBOJATHCS 3 OpraHizmy 3i
ceyero.

BAKJIMBI NIOTEHIIVHI PUSUKA

Puszuk

1o Bizomo

Torimikemis BHACIIOK
3aCTOCYBAaHHS JIKAPCHKOTO
3aco0y marfieHTam i3
IyKPOBUM JiabeToMm, Ki
OTPUMYIOTh JIIKYBaHHS
IyKPO3HWKYBAIbHUMHU
JKapChKUMU 3aco0aMu

[Ipn BUKOpHCTaHHI JAHOTO JIIKAPCHKOTO 3aco0y CIiJi BpaXxOBYBaTH, IO
JICBOKAPHITUH TMiJBUIIYE 3aCBOEHHS TIIOKO3UM TKaHMHAM oOpraHizmy. B
CYKYIHOCTI 13 Tepami€lo IyKpPO3HW)KYBAIBHUMH TIpernapaTaMH MOXe
BUHUKHYTU CUHEPriYHUNA e(eKT (KOJIH JIIKapChKi 3aCO0U MiACHIIOITh JIif0
OJIMH OJIHOTO) 1, SIK HACNIJOK, IMOBIpHE MaiHHS PiBHS TIIIOKO3H (HIKYE
3,5 mMmonb/n). Jlanuit piBeHb TNIIOKO3U KIACU(DIKYETHCS SK TIMOTIIKEeMisl.
Jlo cMMIITOMIB TiMOTIIIKeMil BIHOCATB: CIaOKICTh, TaXiKapairo, BIAUYTTS
TOJIOY, 3aHENOKOEHHS, TPEMOp, 3allaMOPOYCHHS, MOXJIMBA BTpaTa
CBIZIOMOCTI Ta KOMa.

Jlikapi Mar0Th BpaxoBYBaTH, 110 MALIEHTH BXXUBAIOTh LYKPO3HIKYBAJIbHI
miku. CTaH TakuX MaIi€HTIB HEOOXiTHO JOAATKOBO MOHITOPHUTH IIISXOM
KOHTPOJIIO PiBHS IIIOKO3U KPOBI.

BAKJINBA BIACYTHS IHOOPMALIA

Pusuk Ilo Bizomo
3acTocyBaHHS JocaigxeHHs: penpoayKTUBHOI (YHKIIT MPOBEAEHI Ha LIypax 1 KPOJIHKax
JiKapchKoro  3aco0y y | 13 BBEACHHSAM 103 Ipenapary, ki B 3,8 pa3a MepeBHUILYIOTh J03y AJA

MepioJ1 BariTHOCTI

JIIOJJMHU, Ha OCHOBI IUIONII MOBEPXHI, 1 HE BUSBWIM O3HAK MOPYLICHHS
(bepTUIbHOCTI 200 MOIIKO/PKEHHS IJ10/]1a Yepe3 MPUoM JIEBOKAPHITHHY.
OCKiIbKM JOCHTIKEHHS peNpOAYKTUBHOI (DYHKIIIT HAa TBAPUHAX HE 3aBXKIU
nependayvaloTh peakiilo JIIOJMHU, 3aCTOCYBAaHHS MOJKJIMBE JIMILIE Yy pasi
roctpoi HeoOximHocTi. OpHak JocTaTHI 1 J00pe KOHTPOJIbOBaHi
JTOCJTIJDKEHHS Ha BariTHUX JKIHKaxX BIJCYTHI.

VI1.2.5. Pe3toMe 3axofiB 3 MiHIMI3AIlil PU3UKIB JJI KOKHOI TpoOIeMu Oe3meKku

Hns mikapcekoro 3aco0y JleBokapHITHH poO3pOOJICHO MPOEKT IHCTPYKINT 1T MEAUIHOTO
3acTocyBaHHd — o¢iniiHa iH(opMalis Npo MeAWYHEe 3aCTOCYBAaHHS JIKapChKOro 3aco0y,
BHKJIQJICHA BIJIMOBITHO 10 BAMOT HOPMAaTUBHOI 0a3u Ykpainu. [HCTpyKIlisi MICTUTh KOPOTKHUM OTIHC
XapaKTepUCTHK TIIpernapary, sSKUid 3abe3rneuye O3HAWOMIICHHsS JIiKapiB, (apMaleBTiB, I1HIINX
¢axiBiiB B 00JaCTI OXOPOHHU 3/I0pOB'A, @ TAKOXK MAIIEHTIB 3 JOKJIATHOIO 1HQOPMAIIIEI0 TIPO Te, K
BUKOPUCTOBYBATH L€l mpemapar, a TakoX sIKi MOXJIMBI MPOSBU MOOIUYHUX PEaKLii/pU3UKIB MPU
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Horo 3actocyBaHHi. 3an00KHI 3aX0/IH, 110 ONMKCAHI B IIbOMY JOKYMEHTI, € PYyTHHHUMH 3aXOJaMH 3
MiHiMi3a1il pU3UKIB.

Hisikux pomaTkoBHX 3axoAiB IO MiHIMIZalii pu3MKiB He MoTpiOHO. IlnaHOBI 3axoam
(dapMakoHarysAay BBaKAIOTHCSA JOCTATHIMH, 1100 KOHTPONIOBATH NPO(IIL KOPHUCTI 1 PHUUKY
npenapary 1 BUSBJICHHs Oy/Ib-aKuX mpooOsiem Oesrneku. Lleii npemapat He Ma€e T0JaTKOBHUX 3aXOJIiB 3
MiHiMi3a1il pU3UKIB.

VI1.2.6. Ilman 3aruiaHOBaHOTO IMICIAPEECTPAIMHOTO PO3BUTKY (3alIaHOBaHI  3aXxoAu Yy
micispeecTpaitHoMy mepiozi)

He mnanyrotecst. [IpoBoAMTHMYTHCS pYTHHHI 3aX01 (hapMaKOHATJISY.
VI1.2.7. 3Benena Tabnuiis 3MiH 10 IUIaHY YIPABIIHHS PU3HKAMH 3 4aCOM

He 3acTocosHO.



