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dapmakoTepaneBTHYHA rpyna. AmMiHokuciaoTH Ta ix noxigni. KopATC A16A AO1.

JleBOKapHITHH — IIe TPUPOHA PEUOBHHA, HEOOX1THA JUIsI GHEPTETUIHOTO 0OMiHY. JICBOKapHITHH MOJIETTITy€
HA/IXOJKEHHS JIOBTOJIAaHIFOTOBHUX >KUPHUX KHCIIOT Y MITOXOHAPIT KIITHH, TAKUM YHHOM HaJlae cyOcTpaT Juis
OKHCHEHHS 1 yTBOpPEHHs eHeprii. JKHUpHI KHCIOTH BUKOPUCTOBYIOTHCS SIK CyOCTparT il yTBOPEHHSI €Heprii y BCiX
TKaHUHAaX, KpPIM TOJIOBHOTO MO3KY. [IepBUHHMI crcTeMHUM AeilUT KapHITUHY XapaKTepPU3y€eThCsI HU3bKOIO
KOHIICHTPAIIIEIO JICBOKAPHITHHY B IJIa3Mi, epUTPOIUTaX Ta/ab0 TkaHWHaX. He 3’s1COBaHO, SIKi caMe CUMITTOMH
CIIPUYMHEHIO HECTATKOM KapHITHUHY, SKi — OPTaHIYHOIO allUJEMIEI0; OUIKYETHCS, 1[0 KAPHITUH MOXKE MOJIETIIUTH
cuMnToMU 000X maTtosoriid. KapHiTUH mokpalilye BUJAIECHHS HAJIMIIKY OPraHIYHUX Ta )KUPHUX KUCIOT Yy
MAI[IEHTIB 3 TOPYLIEHHSIM MEeTa00Ii3My KUPHUX KUCIOT Ta/abo 31 crienniyHUMHU OpraHIYHUMHE allU0NAaTIAMHU, SKi
CHPUYUHSIOTh HAKOIMYEHHS B oprasi3mi anui-CoA.

BropuHHa HEOCTATHICTD CIIOCTEPITra€ThCs Y 3B°SI3KY 3 aJIMEHTApHUM J1e(DIIUTOM KapHITHHY, HETOBHUM HOro
CHHTE30M B OpraHi3mi a00 Ipy BUKITFOYHO BUCOKHX CHIOTEHHUX MOTpedax OpraHi3My B KapHITHHI, B TOMY YHCII Y
TSKKOXBOPHX, OCJIa0JIEHUX Ta MicisonepamiiHux namienTti. CyTTeBe 3HHKEHHS PiBHS KapHITHHY B MiOKap/i
BUSIBIIIETHCS Y TIAIIIEHTIB 3 JUJIATAIIHOIO KapiOMiONATIEI0 Ta IMIEMIYHOIO0 XBOPOOOIO ceplis. 3aralbHAN PiBEHBb
KapHITHHY B MioKapAi 3HWXKYBaBcs 10 42% Mpu ceplieBiil HerocTaTHOCTI. JloBeeHO, 1110 HEJOCTaTHICTh KapHITHHY
BUKJIMKA€E 3HWKECHHSI CKOPOTIMBOI 3[aTHOCTI MiOKap/1a, TOPYIIEHHS CEPIIEBOTO PUTMY .

Po3BUTOK cT€aTo3y NMe4iHKU NOBS3YIOTh 3 KAPHITUHOBOIO HEJOCTATHICTIO, sIKA MPU3BOIUTH 10 MITOXOHAPIANbHOI
mucyHKIii. JIeBOKapHITHH CTIpHUsi€ MOKPAIIEHHIO eHEPTeTHYHOT0 00MiHY, 3MEHIITY€ )KUPOBY 1H(UIBTpaIito
HEYiHKU.

HenocratHicTh KapHITHHY MOKe OyTH HACIIAKOM BPO/KEHHUX PO3JIaiB 0OMiHy pedoBHH. KapHITHH MOXe
3MEHIIyBaTH MOPYLIEHHs METa0013My y MAIIEHTIB 3 BPOYKEHUMHU NATOJIOTISIMH, SIKI CIIPUYUHIIOTh HAKOITMYCHHS
TOKCHYHHMX OPTaHIYHUX KUCIOT. Takuii eekt OyB MpOIEeMOHCTPOBAHMH /ISl TAKUXHX CTaHIB: TIIyTapoBa alluAypist
II, MmeTnIManoHOBA alMaypis, MPOIMIOHOBA allUAEMisl 1 HeqocTaTHICTh auuia-CoA-aeriIporeHasu
CePEAHBOJIAHITIOTOBUX KUPHHUX KUCIIOT. 7,8-ayTOIHTOKCHKAIIiSl Y TAKUX TMAIlIEHTIB BUHUKAE BHACIIIOK
HAKOMWYEHHs crnonydeHb anuia-CoA, skl mopyuyoTs NpoMibkHiiH oOMiH. [Toganemmii rigposnis cnonyk ammi-CoA
JI0 BUTBHHUX KHCJIOT CIIPUYMHIOE allUI03, SIKUI MOKE 3aTPOXKYBATH JKUTTIO. JICBOKapHITHH HEHTpaTi3y€ CIIOIyKH



ari-CoA, yTBOPIOIOYH allMIIKAPHITHH, KWW MIBUIKO BUBOAUTHCS 3 opraHizMy. KapHIiTHH € eeKTUBHUM HpHU
QJIKOTOJIbHIN, METMKAMEHTO3HIH 1THTOKCHKAIIi1, @ TAKOK ITPU 1HTOKCHKAIIi1, [0 BUKJIMKaHA KCEHOO10THKAMU.
HenocraTHiCTh KapHITHHY BHUSIBISIETHCSA O10XIMIYHMM METOJIOM 32 HaIHU3bKOIO KOHIIEHTPAIII€I0 BUIBHOTO
KapHITHHY B Tu1a3Mi, MeHIIe 20 MKMOJIB/JI 4epe3 THKACHB MiCIs PUHoMyY Tpernapary, i MoKe BUSBIISITHCS
OJIHOYACHO HU3bKMMU KOHIICHTpAIliSIMU Y TKaHWHaX Ta/abo ceui. KpiM Toro, 1eit ctan Moxke OyTu TOB’AI3aHHM 31
CHIBBIIHOIICHHSM KOHIICHTPAIlIH B TUIa3Mi allMJIKAPHITHHY/JICBOKApHITHHY, 10 TiepeBuinye 0,4 abo 3 aHOMaJILHO
BHCOKHMMU KOHIICHTPAI[ISIMU allUJIKAPHITHHY B ce4i. Y HEIOHOUICHUX AITel 1 HOBOHAPOKEHUX BTOPUHHA
HEJOCTaTHICTh BUSIBJISIETHCS SIK KOHLEHTpALlls JEBOKapHITUHY B IJIa3MI1 KpOB1 HIKYE BIKOBOi 103u. [Ioka3ana
e(eKTUBHICTh KapHITHHY IIpu niepudepiiiHiid Heilponarii, B TOMY YHCIi IpU AiabeTUYHIH 1 aJIKOTONIbHIMN, Y MaIll€HTIB
3 OKHPIHHSAM Ta aTePOTCHHOIO JUCIIIIIeMi€er0. JIEBOKapHITHH ITiIBUIIY€E Yy TJIMBICTh KIIITHH JIO Jii iHCYJIiHY.
JleBOoKapHITHH HE 3B’s3yBaBcs 3 OUIKaMU MJIa3MH a00 aabOyMiHOM MPH T€CTyBaHHI Y OyIb-sIKUX KOHIEHTPALIAX Y
TBapHH Ta JIOJAUHU.

Bin 58 1o 65 % neBokapHITHHY BUBOAMTHCS 3 CEUCIO Ta KaJoM MpoTsarom 5-11 ni6. MakcumanbHa KOHIIEHTpAITis
KapHITHHY B CHPOBATIIi KPOBI Bif3Hadanack uepes 2,0-4,5 roguHu micis npuitomy npenapary. OCHOBHUMH
BHU3HAUEHUMU MeTaloIiTaMu Oyinu TpuMeTuaamMiH-N-oKCu/I, epeBakHo B ceui (Big 8 % 10 49 % BBeneHoi 1031),
ta [3H]-y-Oytupoberain, nepeBaxkHo B kaii (Bix 0,44 % no 45 % BBeneHoi no3n). BunanenHs HesMiHEHOTO
JICBOKAPHITHUHY 3 CEUelo0 CTAaHOBUTH Bixl 4 110 8 % BBeAeHOI A031. BuaneHHs 1eBOKapHITUHY 3 KaJTOM CTAaHOBUTH
meHite 1 % BBeneHOI 103H.

IMoxa3aHHs 1JIs1 3aCTOCYBaHHS.

[TepBuHHa (BpOKEeHA) HEAOCTATHICTh KAPHITUHY;
BTOPUHHA HEJIOCTATHICTh KapHITHHY;
KapJiomiomnaris.

IIporunoka3aHusi.
[TinBumIeHa Yy TIAUBICTH 10 KOMIIOHEHTIB Mpemnapary.

Hauexkni 3axoam 0e3nexu nNpu 3acTOCyBaHHI.

BBeneHHs 1eBOKapHITUHY XBOPUM 3 IyKPOBUM A1a0eTOM, 10 OJIEPKYIOTh 1HCYJIIH ab0 nepopaibHe TnoriiKeMidHe
JKYBaHHS, MO’K€ BUKJIMKATH TIMOTIIIKEMit0. Y TaKMXIAIIEHTIB MOTPiOHO MOCTIIHO KOHTPOIIOBATH PIBEHB TIFOKO3U
B IJIa3M1 KPOBI JUIsl KOPEKLIT PeKUMY TIMOTIIKEMIYHOTO JiKyBaHHs. TpuBanuii nepopaJbHUN IPUIOM BUCOKHX 103
JIEBOKAPHITHUHY MaI[lEeHTaMH 3 TSHKKUMH (popMaMu opymeHHs QyHKIIT HUPOK a00 TEPMIHAJIBHOIO CTAIEO
HupKoBoi HegocTaTHOCTI (XHH) He pekoMeHy€eThCs, OCKUIBKH 1€ MOKE PU3BECTH 10 HAKOMTUYEHHSI B KPOBI
MOTEHLIHHO TOKCUYHUX MeTabomiTiB, TpuMmeTunamity (TMA) tpumerunamin-N-okcuay (TMAO), uepes
HEJIOCTaTHE BUBEACHHS 3 HUPOK. Take HaKOMMYEHHS MPU3BOUTH 10 30UtbineHHss TMA B cedi.

He cnin nepeBuilyBaTd peKOMEHJI0BaHI J103M npenapary . [Ipu BuHuKHEHHI MoOIYHUX e(eKTiB mpenapar
HEOOX1IHO BIMIHUTH.

Oco0smBIi 3acTepe:keHHs.

3acmocyeanns y nepioo eazimuocmi ado 200y8anHs 2pyoor.

TeparoreHHoi Ta eMOPIOTOKCHYHOT [Iii Iperapary He 3apeecTpOBaHO, aje uyepe3 BiJICYTHICTh aIeKBATHUX
KOHTPOJIbOBAHUX KJIIHIYHUX JOCIIIKEHb 3aCTOCYBAaHHS MIpernapaTy BariTHM MOXKIIMBO TUIBKH TO/1, KOJIH
OUiKyBaHa KOPHCTH IS MaTEPi MEPEBUIILYE MOMXIIMBHIA PU3UK IS TI0/IA.

VY pasi HeoOximHOCTI 3acTocyBaHHs CTearelnto B MepioJ] JIAKTAIlii TO{yBaHHS I'PYUIIO CIIiI MPUITUHUATH Ha
NepioJl TIKyBaHHS MPETapaToM.

30amuicmos ennueamu Ha wieUOKIiCMb peakyii npu KepyeanHi a6mompancnopmom avo pooomi 3 iHuiumu
MexaHizmamu.

He BnuBae.

Himu.

[Ipenapat 3aCTOCOBYIOTH AITSIM (IOHOIICHUM Ta HEJIOHOIIEHUM HOBOHAPOKEHUM) 3 TIEPIIOi JOOU KUTTI.

Cnocid 3acTocyBaHHs Ta 103H.
J1o3u Ta TpUBAJIICTh JIKYBAaHHS BCTAHOBIIIOIOTH 1HAMBITYaJIbHO 3AJIEXKHO BiJl BIKY Ta HO30JIOT14HOI (hopMHU



3axBoproBaHHs. CTearens NpUHMaIOTh BHYTPIIIHBO 32 30 XBUIMH A0 BXKUBaHHS 1ki. [l mo3yBaHHS
npernapaTy 3aCTOCOBYIOTH JI03yBaJbHUM MIMPHI] 200 MipHUI cTakaH4uK. Jlopocnum npemnapar

MPU3HAYAIOTh Y TOYaTKOBIH 1031 1 T Ha 100y (10 MiT), MOCTYNOBO MIABUIIYIOUH JT03Y 3aJI€KHO BiJI CTaHy
XBOPOT'0 Ta NEPEHOCUMOCTI. 3BUYaiiHa 103a Mpenapary Ui J0POCIUX CTAHOBUTH 1- 31 (10-30 M) Ha
o0y, po3nuienux Ha 1-3 npuiiomu. MakcumaiibHa 10060Ba /103 Il TOPOCTUX CTAHOBUTD 6 r (60 mm).
Hitssm CTeaTenb MprU3HAYAIOTh TOYUHAOYH 3 103U SO0 MI/KT Ha 100y. 3BUYAiTHI J03M IJIs JiTEH

ctaHoBIATh 50-100 Mr/kr Ha 700y (AMB. TAOJIHUIIIO).

Tabmunsa
Bik Pa3zoea 0o3a Kinvkicmo npuiiomie na
000y
HosoHnapokeni 100 mr (1 mn) 2-3
Jitu BikoMm 10 1 poky [ 100-200 mr (1-2mi1) 2-3
Jitu 1-3 pokiB 200-400 mr (2-4 M) 3
Jlitu 4-6 pokiB 400-600 mr (4-6 mi1) 3
Hitu 7-11 pokiB 500-800 mr (5-8 M) 3
Hitu Bix 12 pokis 800-1000 mr (8-10 3
MJI)
MakcuMmainbpHa 7000Ba J03a AITSIM CTAHOBUTH 31 (30 mm).

CepenHiii Kypc JiKyBaHHS JUIsl JOPOCIMX Ta ATl CTaHOBUTH 1-3 Micsii. 3a HE0OXiJHOCTI KypcC JIKyBaHHS
MOJKHA MTOBTOPIOBATH. Y BUMAJIKY IIEPBUHHOI 1 BTOPUHHOI KapHITHHOBOT HEJOCTATHOCTI MTperapar
MPUIMAaIOTh MOCTIHHO a00 10 YCYHEHHS! TPUYUHHA OCTAaHHBOI.

Ilepeno3yBanus.

[ToBioMIIEHb ITPO TOKCHYHICTH JICBOKAPHITHHY IIPH MEepe03yBaHHI He OyI0. Benuki 1031 npenapary MOXXyTb
CIPUYUHUTH JI1apero.

VY BUNAAKy Nepeo3yBaHHs MPOBOIATh CUMITOMAaTHYHE JIIKyBaHHS.

ITo0iuni edgexTn.

[Tpu TpuBanoMy 3acTocyBaHHI BHYTPIIIHbOL-KapHITHHY HOB1IOMIISLIIOCS MPO Pi3HI HE3HAYH1 po3iaau 3 00Ky
IIJTYHKOBO-KHIIIKOBOT'O TPaKTy: 000pOTHI HyZ0Ta Ta OJIIOBaHHS, METeOpu3M, Aiapes. Tinbku mpu 3acTocyBaHHi L-
KapHITHHY MAI[lEHTaM 3 YPEMI€I0 ONMCaH1 BUMAJIKH JIETKOi MiacTeHil.

YyTnuBiCTh 10 IMpenapaTy HeoOXiTHO YBaXKHO OLIIHIOBATH MPOTATOM MEPILOro THXKHS 3aCTOCYBAaHHS Mpenapary i
ITICJIS KOYKHOTO I ABUILIEHHS TO3H.

OnucaHo BUIIAAKK CyIOMHUX Hama/liB y MAI[iEHTIB K 3 HAsIBHOIO CYJJOMHOIO aKTHUBHICTIO, Tak 1 0e3 Hel, sKi
OTPUMYBAJIY JIEBOKAPHITUH MEPOPaIbHO a00 BHYTPIITHHOBEHHO.

B3aemonist 3 iHmMMu JikapcbKUMU 32c00aMHU Ta iHIII BUIU B3a€EMOiil.
OpnHoyacHe 3aCTOCYBaHHSI TITFOKOKOPTUKOIIIB MPU3BOIUTE 10 HAKOTIMYEHHS JIEBOKAPHITHHY Y TKAHUHAX

oprani3My (OkpiM nedinkn). [Hiri anaGosiuH1 3ac00H MOCHITIOIOTH e(heKT mpenapary.

Tepmin npuaaTHoCTi.
3 poku.

YmoBu 30epiranus.

30epiratu pu Temneparypi He Bumie2S °C y 3aXHIEHOMY Bijl CBiTIIa MicIli. 30epiraTi y HeJOCTYITHOMY JIJIs TiTeH
MICII.

Ynakoska. [To 10 mn y ¢makoni, mo 10 ¢pakoHIB yKapTOHHIA TaYIIi.

Kareropis Binnmycky. be3s peuenra.



