IHCTPYKIIA

IUISI METHYHOr'0 3aCTOCYBAHHS JIiKapChbKOro 3aC00y

KAPTAH

(CARTAN)

CKkn1ao:
Oitoua peyosuHa: levocarnitine;
1 ma po3uuny mMictuTh IeBOKapHiTUHY 200 MT;

0ONoOMIdICHI peyo8UHU: KACIIOTa XJIOPUCTOBOHEBA PO3BEHEeHa, Bofa A iH €KIIii.

JIikapcbKa ¢popMa. Po3unH a5 iH’eKIiid.

OcHosHi (hisuko-ximiuHi 81acmugocmi: TPO30PUM PO3UKH, Bil 6€30apPBHOTO [0 CBiT/I0-2KOBTOT'0
KOJILODY.

®apMmakoTepaneBTHYHA Irpymna. AMiHOKHCIOTH Ta iX moxifgHi. JIeBOKapHITHH.

Kom ATX A16A A01.

dPapmakonoziuHi e1acmueocmi.
®apmakoduHamika.

JleBOKapHITVH HasgBHUY SIK HAaTypaJlbHUU KOMIIOHEHT y TKaHMHAX TBapUH, MIKpoopraHizMax Ta
pocnuHax. Y moguHu Qisionoriyxi moTpedu y KapHiTHHI TOIIOBHIOIOTHCS 3@ PaXyHOK CIIOKKWBaHHS
IPOAYKTiB Xap4yBaHHS, 110 MIiCTAThH KapHITHH (Hacammepen M’ sSCHUX BUPOOiB) Ta MIJITXOM
€H[IOTEHHOTO CUHTE3Y Y MeviHIi i3 TpuMeTunniduny. Jlume L-i3oMep € 6i0710TiYHO aKTUBHUM,
JIeBOKAPHITHH Bifirpa€ BaxkJIUBY POJIb V JimimHOMYy MeTab0s1i3Mi, a TaKoXK y MeTa00J1i3Mi KeTOHOBUX
Tin. JIeBOKapHITUH HEOOXigHUM IJIST TPAQHCIOPTYBAHHS JOBTOIAHIIOTOBUX XXKUPHUX KUCIIOT Y
MiTOXOHAPII [JIs iX moganbIIoro 6eTa-oKMCHEHHS. BUBIMbHSII0YM KOEH3UM-A 31 CKiTagHUX Tioedipis,
JIeBOKAPHITHH TaKOXK IOCUJIIOE OKUCHEHHS BYTJIEBOMIB Y LXK TpukKapboHoBux KucnoT Kpebca,
TAKO0XK CTHMYJIIOE aKTUBHICTB KJII0Y0BOTO (DEPMEHTY TIIiKOJi3y - mipyBaTHaerigporeHasu, a B
CKeJleTHUX M’s13aX - OKMUCHEHHS aMiHOKMCJIOT i3 pO3rajlyKeHUM JIaHLIOTOM. TaKuM 4YHUHOM,
JIeBOKapHITHH IpsMO abo ormocepenkoBaHO Oepe ydacTh Y GinbIIOCTi eHepreTUUHUX MPOLECiB, HOTo
HasIBHICTh 000B’SI3K0OBa /171 OKHCHEHHS XKUPHUX KHUCJIOT, aMiHOKHMCIIOT, ByTJIEBOMIB Ta KETOHOBUX TiJl.

dapmakoKiHemuxka.



BCMOKTYBaHHSA

JIeBOKapHITHH BCMOKTY€EThCST KITITUHAMU CIIM30BOI 000JIOHKYM TOHKOTO KHMIIIEYHUKY i BITHOCHO
IIOBLJIbHO BXOOUTh Y KPOB'SIHE PYCJI0; BipOTiAHO, BCMOKTYBaHHS 0B A3aHe 3 aKTUBHUM
TPaHCIIIOMiHaTbHUM MeXaHi3MOM. BCMOKTyBaHHS ITicJig IlepopajbHOTO IpuiioMmy ooMexkene (<10 %)
Ta MiHJIUBE.

Posmopin

Ab6copOoBaHMi IeBOKAPHITHH TPAHCIIOPTYETLCS B Pi3Hi OpraHu 4yepes3 KPOB; BBAXKAETHCS, 110 Y
IpoIleci TPAHCIIOPTYBaHHS 3a/lisTHA TPAHCIIOPTHA CUCTEMA €PUTPOLIUTIB.

BuBenenus

JIeBOKapHITHH BUBOOUTHCS TOJIOBHUM YMHOM i3 cedelo. [IIBUOKICTh BUBEOEeHHS IIPSIMO IIPOIOPIIifiHa
KOHIIEHTpAllil KApHITUHY B KPOBI.

Mertabonizm

JIeBOKapHITHH MIPAaKTUYHO He MeTab0i3yeEThCS B OpraHi3Mmi.

KniniuHi XxapakKTepHCTHKH.
Iloka3anus.

HepBI/IHHa Ta BTOPHMHHA KapHiTI/IHOBa HE‘JIOCTaTHiCTb Y OOPOCIINX i JIiTefI, Y T.9. HOBOHAPOOXEHUX Ta
HEMOBIJIAT.

BTopuHHa KapHITUHOBA HEOCTATHICTh y NAli€HTIB, IKUM IPOBOOUTHCS TeMOfiari3.

[limo3pa Ha BTOPUHHY KapHITUHOBY HE[OCTATHICTE y IAI[l€HTIB, IKUM IIPOBOIATh FeMOfiai3, y TaKux
BUIIAOKaX:

- CHJIbHI Ta MePCUCTYyI0Yi cla3Mu y M’si3aX Ta/a0o rinoTeH3WBHi emi3ofu Iif 4ac MpoBegeHHS
nianisy;

- eHepreTUYHUN nedinuT, M0 IPU3BOAUTH 10 3HAYHOI'0 HETAaTUBHOTO BIIJIUBY Ha SKiCTh KUTTS;
- M’s130Ba c1abKicTh Ta/abo MiomaTis;
- KapmioMionaTis;

- aHeMisl, CHpHYHHEHa ypeMi€lo, 1110 He BiAoBifae Ha JTIiKyBaHHS ePUTPOIIOETHHOM abo moTpebye
BUCOKMX 103 €PUTPOIIOETUHY;

- BTpaTa M’g30B0l MacH, CIIpU4YMHEeHa HeJJOCTaTHIM XapyyBaHHSIM.



IIpomunoka3aHHs.

[TigBulIleHa YYTIUBICTD O Hil0YOl PEUYOBUHU Ta [0 iHIIMX KOMIIOHEHTIB Ipemapary.

B3aemodisn 3 inwumu snikapcoKumu 3acobamu ma iHwi eudu é3aemoditi.

OnHoYyacHe 3aCTOCYBaHHA TTIIOKOKOPTUKOIMIB IPU3BOOUTH JO HAKONIMYEHHS JIEBOKAPHITUHY Y
TKaHWHaX OpraHi3my (okpiMm nedinku). [Hii anabonigHi 3acobu MOCUIIOITE ePEKT Ipemnapary.
IcHy1OTE AyKe pigKiCHI OBIMOMIIEHHS IIPO MiABUINEHHS MiXKHAPOLHOTO HOPMaJli30BaHOI 0
criBBigHOmeHHsT (MHC) y HaIli€HTIB, SIKi 0MHOYAaCHO OTPUMYBAJIX JIEBOKAPHITUH Ta KyMapUHOBI
npemnapaty (OuB. po3minu «OcobmIUBOCTI 3acToCyBaHHs» Ta «ITo6iuHi peakiiii»). MHC abo iHmmit
Bi[TIOBIgHMI TECT HA 3rOPTAHHS CJIifl IePEBIPSATH IOTHAKHS, JOKK BiH HE CTaHe CTa0iIbHUM, a
IIOTIM LIOMiCALA Y ALi€HTIB, K1 IPUUMAIOTh TaKi aHTUKOATY/ISTHTYA Pa3oM 3
JIEBOKAPHITHUHOM.

Oco06.1u8ocmi 3acmocyeaHHsi.

JIeBOKapHITHH MTOKPAIIyE 3aCBOEHHS I'TIOKO3U, TOMY 3aCTOCYBaHHS JIiKapChKoro 3acoby Kapran
nalieHTaM i3 IyKpoBuM fiabeToM, SKi 3aCTOCOBYIOTh IIYKPO3HUXKYBa/IbHI TiKapchKi 3aco0u, MoxKe
IIPU3BECTH [0 TimoriikeMil. PiBeHb ITIOKO3Y B IJIa3Mi KPOBi ¥ TaKUX BUIIagKaxX HEOOXiMHO PETYIISIPHO
KOHTPOJTIOBATH IJI51 CBOEYACHOI KOPEKIIil Teparrii.

Besneky Ta epeKTUBHICTh IIePOPAIbHOTO IPUKOMY JI€BOKAPHITUHY He OIiHIOBaJu y Malli€HTIB
3 HUPKOBOIO HE[JOCTATHICTIO. 3aCTOCyBaHHS BUCOKHKX 03 IIEPOPAJIbHOTO JIEBOKAPHITUHY
nalfieHTaM i3 myxe MOPYILIEHO PYHKII€I0 HUPOK abo malieHTaM i3 HUPKOBOIO
HeOCTaTHICTIO Ha KiHIIeBil cTafmil MOXKe IIPU3BECTH [0 HAKOIMWYEHHS ITOTEeHIIINHO
TOKCUYHUX MeTabo0MiTiB, TPUMETUIIaMiHY Ta TPUMETUIaMiH-N-OKCUIY OCKiJIbKH ITi
MeTaloJiTH 3a3BUYal BUBOAATHLCA i3 cedeto. L5 cuTyallis He crocTepiranach micis
BHYTPIIIHbOBEHHOTI'O BBEIEHHS JIEBOKAPHITUHY.

IcHytOTh myKe pimkicHi moBimomnenHs npo migsuiieHHss MHC y narjieHTiB, AK1 OGHOYaCHO
OTPUMYBaJIY JIEBOKAPHITUH Ta KyMapUHOBI IIpenapaTu (qUB. PO3M4inu «B3aemopmis 3 iHmuMu
JiKapChKUMH 3aco0aMu Ta iHII BUOU B3aeMofiii» Ta «IT00iuHi peakIyii»).

3acmocysaHHs y nepiod 8azimHocmi abo 200ysamHs 2py0010.

TepaTorenHoi il y mpoleci OKTiHIYHUX HOCTiAKEeHb ITpenapaTy He BUSBIEHO. [Ipu 3acTocyBaHHI
HalbinbIol mocmimxKyBaHol Jo3u 600 MT/KT MacH Tijla y TBAPXH Bif3Ha4asIoCs CTaTUCTUYHO
He3HayHe 30i7bIlIeHHS 9YaCTOTH IIOCTIMIIAHTAIliliHOI 3aruberi 1yIofa Ha paHHIX TepMiHaX BariTHOCTI.
3HAUYIIICTh JaHUX Pe3yJIbTaTiB [jid JIIOAUHY HeBinoMa. HeMae nocBiny 3acToCcyBaHHS JIIKaPCHKOTO
3aco0y y BariTHUX Ialli€HTiB i3 IEPBUHHOI0 CUCTEMHOIO HEIOCTATHICTIO KapHITHHY.

Bepyuu mo yBaru cepio3Hi HacHiIKKU KapHITUHOBOI HEAOCTATHOCTI [IJIs1 BATiTHOI XKiHKH, PU3UK
nepepuBaHHS JIiKyBaHHS KapTaHoM st MaTepi BBaKAETLCS OINBINM, HiXK TEOPETUYHUYN PUIUK [T
IIJIOa, Y pa3i NIPOJ0OBXKEeHH JIiIKyBaHHS.



JleBOKapHITHH - 3BUYaliHNI KOMIIOHEHT TPYyIHOTO MOJIOKAa. 3aCTOCyBaHHS N00ABOK JIEBOKAPHITUHY Y
MaTepiB, AKi rOAYITh, HE BUBYAJIOCH.

30amHicmb eniueamu Ha weudKicme peakuyii npu KepysaHHi asmompaHcnopmom abo iHwumu
MexaHiamamu.

Hesimomo.

Cnocib 3acmocyeaHHsi ma do3u.
[IpenapaT BBOAATEH BHYTPIITHEOBEHHO MOBIIBHO NMPOTATOM 2-3 XBUJIMH.
Ilopocri, miTh, HEMOBISATa Ta HOBOHAPOIXKEHI

BaxXaHO KOHTDOJII0OBaATU TEpallilo, BUMIPIOIOYM PiBEHb BIJILHOTO Ta al[AJIKapHITUHY gK Y I1a3Mi KPOBi,
TakK 1 B ceui.

3acToCyBaHHS IIPYU BPOAKEHOMY IOpYIIeHHI MeTabomi3My

HeoOxinHa [103a 3a7€XUTh Bifi crielndiky BpOOKEHOTO IOPYIIeHHs MeTaboIi3My Ta TSXKKOCTI
IIPOSIBiB 3aXBOPIOBAHHS.

Y pasi roctpoi mekommeHcallil peKOMeH[OBaHa m03a Moxe cTaHOBUTH mo 100 mr/kr Ha moby 3a

3-4 BBemeHHs. Y pa3i HeoOXigHOCTI MOXKHA 3aCTOCOBYBATH i OiNIbIIT BUCOKI JO3H, X04a IIPU LIOMY
MOXKYTb IMOCUTTUTUCS MMOOIYHI peakilii, 30KpeMa miapest.

BTopuHHUM OepinuT KapHITUHY y NAlLli€HTIB, IKUM IIPOBOATEH TeMOfiai3

[Tepen moyaTkoM Tepamii KapranoM 000B’13K0BO CJTifi TPOBOAUTH KOHTPOJIb PiBHS KApHITUHY ¥
IJTa3Mi KPOB.

BTopuHHUIM OepinuT KapHITUHY OiarHOCTYETHCS IPU BiIHOIIEHHI alluI-KapHITUHY A0 BiTBHOTO
KapHITUHY B IJIa3Mi KpoBi 6inbire Hixk 0,4 Ta/ab0 KOIM KOHIIEHTPAIIis BiTbHOTO KaPHITUHY CTAHOBUTh
MeHI11e 20 MKMOJIB/JL.

o3y 20 Mr/KT i BBOQUTY BHYTPIlIHbOBEHHO OOIIOCHO B KiHIIi KOXKHOTO CeaHCy miamizy
(momyckatouu 3 ceaHCH Ha TUXKOEHbB). 3arajbHy PeakIlilo CJIif BU3HaYaTH LIIIIXOM MOHITOPYBaHHS
PiBHIB allUJIKAPHITHHY Ta BUIPHOI'0 KAPHITHHY B IIJTa3Mi KPOBi Ta OLIiHKY CTaHy Malli€HTa.
Hopmarmizaliss BMiCTy KapHITHHY y M’S130Bill TKaHNHI Ta KapAioMioluTax HacTa€ IpUOIN3HO Yepes

3 Micsi micnsg moCATHEHHS HOpMaJibHOI KOHIIEHTpallil KapHIiTHHY Y MJ1a3Mi KpoBi. AKII0 BBeleHHS
KapHITHHY IPUIMHUTH, KOTO PiBeHb HEOAMIHHO II0OUYHE 3HUKYBaTUCh 3HOBY. HeobOxigHicTh
IIOBTOPHOTO HAaCHUyBaJIbHOTO KYpPCY JIIKYBaHHSI BU3HAYAIOTh IIUIIXOM KiJIbKICHOTO BU3HAUYEHHS
KapHITUHY B II71a3Mi KPOBi 4epe3 PiBHI iHTEpBa/Iu Ta IIJITXOM MOHITOPYBaHHS CTaHY MallieHTa.

Femopiani3 - migTpuMyro4a Teparis

[Ticrg HacM4uyBaIbHOTO KYPCY BHYTPIIIHEOBEHHOTO BBEJEHHS JIEBOKAPHITUHY 3aCTOCOBYIOTh
OigTpUMyIo4y 103y - 1 T mpemapaty Ha go0y mepopainbHo. Y meHb mianidy KapTaH 3acTOCOBYIOTh



BHYTPIIIHBOBEHHO y 1031 1 I ofpa3y micis 3aBepllIeHHsI Y4eproBOTO CeaHcy.

Himu.

[TpemapaT 3aCTOCOBYIOTh HiTAM (IuB. po3Min «Croci0 3aCToCyBaHHS Ta JO3U»).

Ilepedo3yeanHns.

[ToBimoMIIeHb ITPO TOKCUYHICTh JIEBOKAPHITUHY IIPHU Ilepeio3yBaHHi He Oyi0. Benuki no3u mnpemnapaty
MOXKYTh CIIPUYUHUTH fiapero. JIeBOKapHITUH JIETKO BULAIAETHCA 3 I1JIa3MU KPOBI LIJIIXOM Aiai3y.

JIiky8aHHA: BKUTYU 3aX0LiB [AJis BUAJIeHHd IIpefapaTy 3 TPaBHOTO TPAKTy y pa3i mpuuomy
BHYTPIIIHLO, IPOBECTU CUMIITOMATUYHY Ta MiATPUMYyOUY Tepariio. He moBigoMiIsgaocs Npo BUIIagKu
Iepeno3yBaHHs, 1[0 3arPOKyBaId KUTTIO.

ITo6iyHi peakxuii.

[To6iuni peaxiil 3 Oyab-KOT0 OXKepella HaBe#eHi B Tabnuili HUXK4e 3a Knacudikalliero opratis 3a
cuctemoo MedRA. TTo6iuHi peakilii B MezkaX KOKHOTO OPraHOKJIACy KIacu(iKyOThCS 3a 4aCTOTOI0. Y
MexKax KOXKHOI TPyIH 4acToT MobiuHi peakii KimacudikyoTbCsa B IOPSIAKY 3MEHIIEHHS iX
cepio3HocTi. KpiM Toro, BifilmoBimHa KaTeropisi 4aCTOTH M7 KOXKHOI 06iYHOI peakilii Ha TiKapChKi
3acobu 0a3yeThCs Ha HaCTYITHUX NOMOBJIEHOCTAX: AyKe 4acTo (=1/10); gacrto (=1/100, <1/10);
HevacTo (=1/1000, <1/100); pimko (=1/10000, <1/1000); my=xe pinko (<1/10000).

Kjac cucTteM opraHiB acToTa [To6iuHi peaxirii
[[I1yHKOBO-KUILIKOBI PO3/1afu [lyxe pigko b1ioBaHHA

Hynmota

[liapes

CymoMmu KuBOTa
3arasbHi TOpylIeHHS Ta YMOBU |[lyKe pigko 3amax Tina
BBEIEHHS
TTocigKeHHa [lyxe pigko MHC 30inbiunocy*

* JcHyI0TBh myke pipkicHi moBimoMnenHus npo 36inpuienass MHC y marieHTiB, siKi omHOYaCHO
OTPUMYyBaJX JIEBOKaApHITUH Ta KyMapHHOBI ITpenapaTy (alleHOKyMapoJ Ta Bap(apuH) - IUB. PO3[OiNu
«Oco6MBOCTi 3aCTOCYyBaHHS» Ta «B3aeMofia 3 iHIKMMU JTiKapChKUMU 3ac00aMu Ta iHIII BUAK
B3AEMOMIN».

Tepmin npudamHocmi. 3 POKW.



YMoBu 30epiranssi.
36epiratu y HeOCTYIHOMY OJIs OiTei, 3aXUIeHOMY Bif CBiT/Ia MiCLi IIpY TeMIlepaTypi He BUIle

25 °C B opuriHaJibHi¥ yIaKOBII.

VYnaxoBka.

[To 5 mn B ammyni. [To 5 ammyn y KapTOHHIN yIaKOBII.

Kareropis Bignmycky. 3a pelenTtom.

Bupoouuk. [EMO CA ®apmackioTrkan IHgactpi/DEMO SA Pharmaceutical Industry.

Micue3HaxoaKeHHsI BHPOOHHKA Ta afjpeca MicCIsi IPOBaIXKeHHs MOro Jis/IbHOCTI.

21-1 km HarionanwsHol aBToMarictpani Adinu - Jlamis, Kpionepi AtTiki, 145 68, I'perisi/

21st km National Road Athens - Lamia, Krioneri Attiki, 14568, Greece.



