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BUrOTOBMEHHI hapMaLeBTUYHOI KOMMO3WLiT Ans niky-
BaHHA HEMPOMYCKYNbHUX po3nagis, eHuedanonarii,
HEBpPONOriYHMX po3nagis, obymoBneHux Aediuntom
ymapasu, Ta HempoaereHepaTUBHUX 3aXBOPIOBaHb,
0obymoBreHnx aediuntom aKoHiTasu, 2-
KeTornytapataerigporeHasn abo cykuuHaTaerigpore-
Ha3sw.

2. 3actocyBaHHSA KOMMoO3uLii ABOX abo BinbLIOi Kinb-
KOCTi HaCTynHUX GiOXiMIYHUX PEYOBUH: LMTpaTy, LMC-
aKkoHiTaTy, i3ouuTpaTty, oOKcancykuuHaTy, anbda-
KeTornytapaTy, CyKUMHINnkoepmeHTy A, CyKuuHaTy,
dymapaty, L-manaty, okcanaueTarty, a Takox auetu-
nkocpepmeHTy A Ta nipyBaTy nNpv BUMrOTOBMEHHI dap-
MaLeBTMYHOI KOMMO3MLUii ONSA rikyBaHHA Henpomyc-
KynbHUX posnagie, eHuedanonartii, HeBPOMOriYHUx
posnagie, obyMoBneHux pediuntom dymapasu, Ta
HenpopereHepaTMBHNX 3axBOPIOBaHb, OBYMOBNEHNX
AediuMToM akoHiTasu, 2-keTornytapaTtaerigporeHasm
abo cykunHaTaerigporeHasm.

3. 3acTocyBaHHs1 komMno3uuii ABox abo BinbLUOi Kinb-
KOCTi HacTynHuX GiOXiMiYHMX PEeyOoBUH: KOhepMeHTy
Q-10 (yb6ixiHOHY), ybirigpoxiHoHy (ybixiHony), iHLMX
crnonyk poauHu y6ixiHoHy/ybixiHony, remy a (4actuHa
uuToxpomy a), remy b (4actmHa uutoxpomy b) Ta re-
MY C (4acTMHa LUMTOXPOMY C) MpW BUrOTOBMEHHI dap-
MaLeBTMYHOI KOMMO3uLii Ansa nikyBaHHS Henpomyc-
KynbHUX pos3nagiB, eHuecdanonartii, HeBPONOriYHMX
posnagis, obymoBneHux gediuntom dymapasu, Ta
HerpoaereHepaTUBHNX 3axBOPHOBaHb, OBYMOBMEHUX
JediumMToM akoHiTasn, 2-keTornyrapataerigporeHasu
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abo cykunHaTaerigporeHasm.

4. 3actocyBaHHs1 komno3uuii 6yab-skoi abo ycix Ha-
CTYNHUX BIOXIMIYHMX CMOMyK: LUMTPYMiHY, apriHiHCyK-
uMHaTy, apriHiHy, OpHITUHY Ta acnapTaTy nNpu BUroTo-
BMNEHHi dhapMaLeBTUYHOI KOMNO3uUil Ana NiKyBaHHS
HEeMpPOMYCKYNbHUX po3nagis, eHuedanonarii, HeBpo-
noriyHmx posnagis, obymoBneHux gediumtom chyma-
pa3n, Ta HempogereHepaTMBHUX 3axBOPIOBaHb, 0OY-
MOBJEHUX aediumtom aKoHiTasn, 2-
KeTornytapaTtaerigporeHa3n abo cykuvHaTaerigpore-
Ha3sw.

5. 3acTtocyBaHHA KOMMo3uLii 3a B6yab-9KMM 3 NYHKTIB
1-4, aka Takox Bkntovae Oyab-aKy abo yci HacTynHi
GioxiMiyHi cnonyku: ninoeBy KMCNoTy, ninoamig, aue-
TMnninoamia, nisuH, KapHiTWH, ackopbaT, TiamiH, pu-
6ocnaBiH, HIKOTMHOBY KUCMNOTY, HiauuHamig, MaHTo-
TeHaT, HikoTMHamigageHiHanHykneotun (NAD), Bio-

76444 4

BigHOBINEHUN HiKOTUHaMigageHIHAMHYKNeoTna
(NADH), HiKOTMHaMigaaeHiHauHykneoTuagocdat
(NADP), BigHoBneHun NADP (NADPH), xiHoniHaT
(NAD/NADP nonepeaHuk), dnasiHageHiHAMHYKNeo-
Tva (FAD), BigHOBReHun dnasiHageHiHOMHYKNeoTua,
(FADH), dpnasiHmoHoHykneotug (FMN), BigHOBReHun
dnasiHmoHoHykneotng (FMNH2), apeHosmHandoc-
dat (ADP), ageHosuHTpudocdar (ATP), ryaHO3uH-
andocdar (GDP), ryaHosuHTpudocdart (GTP), mar-
Hi (Mg™), kanbuinn (Ca™"), mapraveus (Mn*™"), migi-
3anisa cynbdart-monibaar.

6. 3acTocyBaHHA kOMMO3uLii BioXiMiYHMX CMoONyK 3a
Oyab-gkum 3 NyHKTiB 1-5, ge Taka komnosuuis BBO-
AVTbCA NauieHToBi y dopmi TabneTtok, nirynok, iH'ek-
uin, iHdys3in, iHransuin, cynosuTopiis abo iHWnx npu-
MHATHUX HOCIB abo 3acobiB JOCTaBKM.

Kpim TOro, LlOHalMeHLWe ofHe COMo BMKOHaHe
OPIEHTOBAHMM MPAKTUYHO MEPneHAMKYNAPHO A0 Mo3-
JOBXHbOI OCi.

Kpim TOro, nepwwii 3acié nogavi mae gga conna,
KOXHE 3 HUX OpiEHTOBAHO NPaKTUYHO MepneHauKyns-
pHO 40 MO340BXHBOI OCi, NpUYOMy ABa conna po3Ta-
LoBaHi ofHe BiOHOCHO iHworo nig kytom 180 rpa-
AyciB.

Kpim Toro, conno B gpyromy 3acobi nogadi opieH-
TOoBaHe B30BX MO3J0BXHbOI OCi.

Kpim Toro, nepwwii 3aci6 nogavi Mae nepy ao-
BXWHY, a Apyrui 3acib nogadi mae apyry OOBXUHY, e
Apyra OOBXWHA € MEHLLOK 3a nepLuy OOBXUHY, Npu-
YoMy nepLunii i apyruii 3acobu nogadi NnpuegHaHi ao
ChifMbHOro KoNnekTopa.

BignoeigHo 0o AaHOro BMHaxody Takox 3abesne-
YyETbCH NPUCTPIV ANA OYULLIEHHS BHYTPILLHIX KaHanis
B fionaTtesin YacTuHi geTtani ABWryHa, dka Mae LWo-
HalMeHLle ABa KaHanu, SKUn BKITYaE:

nepwni 3oHA, ANs BBEAEHHS B MEpPLUMA BHYTPI-
LWHIA KaHan, HanbnMX4Ynn OO nepenHbOoi Kpanku fo-
naTeBoi YaCTUHU;

Opyriin 30H4, ANS BBEAEHHS B OPYrii BHYTPILLHIN
KaHarn, Hanbnwxkuunm [0 3a4HbOI Kpawku nonaTeBoil
YacTuHY;

npyvyoMy MepLUUA 30HA Mae neplly NO3O0BXHIO
BiCb i L|OHaNMeHLe OAHe COonJo, neprneHAnKynapHe
00 NepLuUoi N0340BXHbOI OCi.

Kpim Toro, nepwwnin 3oHg mae gsa conna, siki pos-
TawoBaHi ogHe BigHOCHO iHwWoro nig kytom 180 rpa-
aycis.

Kpim TOro, koxxHe 3 conen opieHTOBaHe MepneH-
AVIKYNSPHO A0 NEepLUOi NO3A0BXHBOT OCi.

Kpim ToOro, kaHam, Hanonwkyvm OO nNepenHbol
Kpawmku, Mae OoTBip, IO NepeTUHAETbCA 3 KaHaroMm,
HaMbNWX4MM [0 3a4HbOI Kparku; NpuyoMy Apyrui
30HA Mae GinbLuy JOBXUHY, HiX BiACTaHb Bif KOpeHe-
BOi YacTWHM nonaTi 40 NepeTUHy 3a3HavyeHoi OTBOPY i
KaHany, Hanbnumxyoro 0o 3aAHbOI Kpamnkuy; i nepLumn
30HA Mae AOBXMHY Ginbluy 3a AOBXUHY APYroro 30H-

Aaa.
Kpim TOro, Apyrni 30H4 Ma€ KiH4MK i CONo Yy KiH-
YKKy, 4€ COMMOo Y APYroMy 30HAi OpiEHTOBAHE B3[0BX
NO300BXHbOI OCi ApYroro 30HAa, NPUYOMY MNepLUnn i
ApYrvi 30HAM NpUEHaHi 4O CMiNbHOro KorekTopa.

Takox 3abe3nevyeTbcs Cnocib O4YULLEHHS BHYT-
PilLHIX KaHaniB ycepeauHi aetani TypGiHHOro ABwry-
Ha, sika Mae LLOHaNMeHLLe ABa KaHanu, y sikomy:

OepyTb NPUCTPIN, L0 BKIOYAE NepLunin 3acid ans
nofayvi OYMCHOI PiavHN y NEPLUMIA 3 BHYTPILLHIX KaHa-
niB Ta gpyrun 3acié ans nogadi OYUCHOT PiAVHK Y
OpYyrvii 3 BHYTPILWHIX KaHanie, Ae nepwwui 3acib mae
nepLly MOAOBXHIO BiCb i LOHANMeEHLLEe OAHe COonno,
opieHTOoBaHe

[aHun BMHaxig BigHOCMTbCA A0 KOMMo3uuini Gio-
XiMIYHMX CMOMyK, BTArHEHUX y BioeHepreTudHui me-
Taboniam XMBMX KNITUH Ta O cnocoby ix BMKOpUC-
TaHHA Ans 3anobiraHHA Ta Tepanii 3axBOpHOBaHb Ta
iHLWX CTaHiB 300pOB'A y NIOANHU Ta TBapWH.

Ton chakT, Wwo 6araTto 3axBoptoBaHb NOANHU PO-
3BMBaKOTLCA Ha KMiITUHHOMY piBHi, € JaBHO BCTaHOB-
nenum. KnitnHHa natonoria" Pygonbda Bipxosa
(1854) crana ronoBHUM npuHUUNOM naTonorii. He-
3BaXkaloun Ha Te, Wo Oyno, Takum YMHOM, BU3HAYEHE
MiCLI€3HaXOMKEHHST MOYaTKy LIMX 3axXBOPHOBaHb - Ki-
TVHA - 3anNUWWINCL HEAOCTATHbO 3PO3YMINMMU pi3-
HOMaHITHIi MexaHiamu, Lo cnyxaTb NPUYMHOK Hernpa-
BUSbHOT pOBOTH KIITUHMN.

Kutta HemoxnmBe 6e3 fOCTaTHLOrO piBHA Bioe-
Heprii, WO CTBOPIOETLCS Ha KNiTMHHOMY piBHI. 3a Oo-
nomMorow psgy MetaboniyHux wnsxis 6inku, Byrne-
BOAU Ta Xnpm nepeTBOPOOTHCS Ha
apeHosunHTpudocdat (ATP). HaasHicTb onTumanbsHoOi
KifTbKOCTi KNMITUHHOT eHeprii € NnepegyMoBO0 300POB'S.
Mpun HopManbHUX CTaHax, Hanpuknag, y Mornoaux Ta
300pOBMX OCODOWH, KMiTUHW OpraHiamy CTBOPKOKTL
onTUManbeHy AN NiATPUMAHHS Pi3HOMaHITHUX YHK-
it opraHi3amy KinbKiCTb KMiTUHHOI eHeprii.

3 BiKOM Ta MpuW NaTONOrYHUX CTaHax KNiTUHU op-
raHiamy 4acTto He 3aaTHi 4o 3abe3neyeHHs gocTtaT-
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HbOrO PIiBHA eHeprii Ans NigTPMMaHHA gi3ioNoriyHmX
YHKUIN opraHiaMmy, He3Baxarwuu Ha onTumarnbHe
cnoxuBaHHst ixi. Kpim Toro, ©yno igeHTudikoBaHo
JekKinbka cnagkoBUx 3axXBOPHOBaHb, NpU sikux depme-
HTW MeTaboni3aMy KNiTMHHOT eHeprii € ypaxeHnmu, Lo
BeZe A0 HEBPOJIONYHUX 3aXBOPKOBAHb Ta iHLIMX KMiHi-
YHWX NPOSBIB.

OOvH 3 Takux NaTonioriYyHMX MexaHi3amiB, Lo 3a-
nuwarTbCcsa Hes'scoBaHUMK, nonsarae y gediunti abo
BiacyTHOCTI GioeHeprii y kniTuHi. Mpu disionoriyHnx
yMoBax GioeHeprisi KniTuHu 3abesnedyeTbes Liykpamu,
Ginkamy Ta xmpamu, WO KaTabonisyloTbCa y KNiTUHI.
BaranbHi WwnAxyv katabonismy xi AnNA ofgepXaHHS
GioeHeprii y popmi ATP npeacraBnsaoTb CO600 LMK
TpUKapOOHOBMX KMCMOT, abo LMKN JIMMOHHOI KUCIOTH
(uvmkn Kpebca), Ta noganbwuii WNax metaboniamy
KNiTUHHOI eHeprii, KNITUHHUIA OUXanbHUIA naHutor (aun-
XanbHWUI NaHLor), a TaKoX TICHO MOB'A3aHUIA 3 HUMU
LIUKIT CEYOBUHM.

OCHOBHi KOMMOHEHTM UMX BioxiMiyHMX LnaxiB
meTaboniamy 6ynu posKpuTi, Ta BOHU NiACYMOBaHi Ha
®ir.1-3. HesBaxatoum Ha Te, Wwo BioximiyHa CTpyKTypa
LMX CMOMyK € BiJOMOL0, Y AaHWNI Yac BOHN HE BUKOPU-
CTOBYIOTbCS Y MeAWLMHI Sk 3anobikHi Ta TepaneBTu-
YHi areHTW. A He 3HaWLOB >XOAHOrO MiAPYYHWUKA 3
MeaMLIMHN, L0 PEKOMEHOYE BUKOPUCTAHHS LMX CMo-
nyk ans 3anobiraHHs Ta/abo Tepanii 3axBoptoBaHb Y
naujieHTiB.

MoxnuBicTe gediunty ogHiei abo GinbLOi Kinb-
KocTi cnonyk uumkny Kpebca, gmxanbHOro umkny Ta
LMKIY CEYOBMHU TaKOX NiOTBEPIKYETbCA TUM dhak-
TOM, WO Ui GioxiMiyHi WNaxu MeTaboniamy BTAryOTb
BenuKy KinbkicTb pbepMeHTaTMBHMX eTanis. Hewona-
BHO Oyno oxapakTepu3oBaHe neplue MOeKyrnsipHe
3axBOPIOBaHHSA, WO MNOB'sI3aHe 3 HedoCTaTHICTIO de-
pmeHTiB uukny Kpebca. MeHeTu4Hi nopyLueHHs1 ogHo-
ro abo 6inbLIOI KiNbKOCTI BTATHEHWUX Y Len npouec
depmeHTiB Ta/abo ogHoro abo GinbLie KodepMeHTiB
HEMUHYyYe NMpUBOAATL A0 Aediunty ogHiei abo Ginb-
LIOi KiNbKOCTI BiOXiMIYHMX CNOMNyK UMX LWnsxiB MeTa-
ooniamy.

HewopaBHo Gyno ycnilHO BUKOPWUCTaHO AeKinb-
Ka KodepMeHTIB (Hanpuknag, TiaMiH, HiIKOTUHOBY KuC-
noTy, ackopbiHoBy kucrnoTy, pubodnasiH, Mg*) uuk-
ny Kpebca npw 3anobiraHHi Ta [OMOMDKHOMY
nikyBaHHi Aeskunx ctaHis. [MpoTe Hemae cammx no cobi
GioxiMmiyHnx crnonyk umkny Kpebca, anxanbHOro naH-
Lrora Ta TiCHO MOB'A3@HOM0 3 HUMMW LINKITY CEHOBUHU.

Byno 3HangeHo (Stumpf et al. Friedreich attaxia:
Ill. Mitochondrial Malic Enzym Deficiency, Neurology
1982; 32: 221-7), wo GaraTo HEPBOBO-M'A30BMX PO3-
nagie MOXyTb MaTW B CBOIl OCHOBI MITOXOHApianbHi
MeTabonivHi gedekTn, sKki CynpoBOAXYTHCA 3MEH-
LIEHHAM MITOXOHApPIanbHOI hepMeHTaTUBHOI akTuB-
HOCTI, WO Oepe yyacTb Yy MNepeTBOPEHHi s6ny4HOI
kucnoTtw. Oani 6yno BuseneHo (Walker et al., Journal
of Inherited Metabolism Disorder 12 (1989), 331-332;
Gellera et al., Neurology 1990,40 (3 Pt 1): 495-9;
Bourgeron et al., Mutation of the fumerase gene in
two siblings with progressive enzephalopathy and
fumerase deficiency, Journal of Clinical Investigations
1994 June; 93 (6): 2514-8; Narajanan et al.,
Congenital fumerase deficiency presenting with
hypothonia and areflexia, Journal of Children
Neurologic 1996 May; 11 (3): 252-55; Coughlin et al.,
Molecular analysis and prenatal diagnosis of human
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fumerase deficiency, Mol. Genet. Meta. 1998 April;
254-62; Zinn et al., Abnormalities in succinal purins in
fumerase deficiency), Wwo HecTava pymapaTtrigpatasu
BUKIMKAE TsDKKI HEBPOIOTiYHi MOLLKOAXKEHHS, a TaKoX,
wo gediunt doymapasu npegcrasnse cobolo ayToco-
MarnbHy peLecuBHY eHuedanonarito, Wo 3adinae sk
MiTOXOHApPIanbHi hepMeHTH, Tak i PepmMeHTn LUTO30-
no. Takox 6yno nokasaHo, L0 HecTava akoHiTaTrig-
patasu Ta 2-keTornytapartgerigporeHasv, a TakoX
HecTaya cykuuHaTherigporeHasn Moxe BignosigaTu
3a HeupoaereHepaTuBHi 3axBoptoBaHHs (Drugge J.
Med. Genet. 1995 May; 32 (5): 344-7, Hereditary
myopathy with legtic archdiocese, succinate
dehydrogenase and aconitase deficiency; Dunkelman
et al. Neuropediatric 2000 February; 31 (1): 35-8; 2-
ketogluterate  dehydrogenase  deficiency  with
intermittents to ketoglutaric aceturia). Byno 3anpono-
HOBaHO, WO eHuedanomMionaris, kapgiomionaTia Ta
iHWi HEeBpOnoriyHi 3aXBOPIOBAHHA MOXYTb BWHUKATW
3aBAgku cnagkosum abo HabyTum mytauiam OHK, wo
Koaoye bepMeHTU, AKi kaTanisyloTb NPOMDKHI eTanu y
bioeHepreTnyHoMy MeTaboniami, 30Kkpema, y UMK
Kpebca, anxanbHOMY FaHUtOry Ta LMK CEYOBUHW.
Barato 3 uux HeBpormoriYHnx po3nagis 6yno HawaeHo
Takumm, WO NpUBOASATb 40 CMEPTI.

OuyeBnaHO, WO onucaHi BuUli aediuMtn He 06-
MeXeHi HeBponoriyHMMK posnagamu, ane Bigobpa-
XaloTb BaxnueicTb bioeHepreTuyHoro metaboniamy
KNiTUH Ta AediunTiB WNAXiB Takoro metaboniamy, LWo
npeacraensawTb coboto umkn Kpebca, AavxanbHui
NaHUIor Ta UMK cevyoBuHU. Taki gediuntn BegyTb 00
BiACYTHOCTI BGioeHeprii, W0, TakuM YUHOM, CNIPUYMHIOE
He TifNbKW HEeBpPOMOriYHi edekTn, ane BignosigawTb
TaKoX 3a yCi BUAM 3axBOPHOBaHb NMHOAMHU, BKIOYato-
4YM CTaHu cepueBoi HegocTaTHocTi. Hanbinbw 3ara-
nbHa dopma, igionaTnyHa Kapgiomionartisa, cnpuyiu-
HIOETBLCS KNITUHHAMW  NOPYLUEHHAMU po6oTu
MiNbMOHIB cepueBnx miouuTie. Hanbinbw vacta npu-
YMHA LbOro NopyLleHHs nonarae y HeAoCTaTHIN Kinb-
KOCTi KNIiTUHHOI eHeprii, Wwo no3taBnse miouuTn oc-
HOBHOI eHeprii Ansa @YHKUIOHYBaHHSA CcepLeBOro
Hacocy.

Takum YnHoM, icCHye HeobXxigHiCTb y cnocobax Ta
KOMNo3uuisix Ans 3anobiraHHsa Ta nikyBaHHA Henpa-
BUIMBLHOTO (DYHKLIIOHYBaHHSA cuctemm GioeHepreTuyHo-
ro metaboniamy KnituH.

Ockinbkun 6yno BiOKPUTO, WO reHeTUYHI aedeKTn
3avinatoTb umkn Kpebca Ta iHWi umknu metabonivyHoi
eHeprii KNiTUH, NPeacTaBNAETLCA OYEBMAHUM 3HANTU
3acobu Ta cnocobu Ansi BUNpaBliEHHHSA ycnaakoBa-
HWUX Ta HabyTMX MyTaLili reHiB, WO KOOylTb hEPMEH-
TN, BaXIMBI ANs KOMMNeHcauii gediumtis B umkni Kpe-
6ca Ta iHWKUX MeTaboniYHNX eHepreTUYHMX LMKNnax.
HesBakaloum Ha Te, LLIO FEHHa TexXHOorid cTae Bce
OinbLl PO3BMHEHOK, BOHA BCE LUe 3anvLIaeTbCa Haa-
3BUYANHO TEOPETUYHOK Ta TaKOH, L0 MOXE BUKMIU-
KaTu NopyLUEHHS (PYHKLOHYBaHHSA Ta CMpUYMHIOBATH
HeBigoMi NobiyHi ecpekT.

3 iHworo 6oKy, NpeacTaBnsiETbCA OYEBUAHUM
KOMneHcyBaTn Taki gediuntn B BioeHepreTuyHomy
MeTaboni3mi LWNsSXOM BBEAEHHS BiOCYTHIX KOMMOHEH-
TiB B opraHiam. [1poTe, He3BaXatoumn Ha Te, LUO LUMSXU
OioeHepreTuyHoro metaboniamy, 3okpema, Lumkn Kpe-
6ca, 6ynu BigkpuTi HGarato pokiB ToMy, meTaboniam
GioeHeprii NnpeacTaBnsie cobolo AyXe cknagHuin npo-
uec, SkMi Mae Micue, B OCHOBHOMY, B 3aKpUTi cuc-
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TeMi. Y CKeneTHi MycKynaTypi OCHOBHa porfb LMKy
TpukapOOHOBMX KUCMNOT nonsirae y 3abeanevyeHHi Biag-
HOBOBANbHUX eKBiBaneHTiB €IeKTPOHHO-
TpaHCNopTHOro naHutora Ans cuHtesy ATP Tta ans
(PYHKUIOHYBaHHS sIK 3aKpUTOro LMKIY 3 CYTTEBO MOB-
HUM OKMCHEHHSIM 10 ABOOKMCY BYITELI0 NOCTYNaumx
BYrneueBux ckeneTiB. Y neviHui umkn TpukapboHoBux
KMCNOT (PYHKUIOHYE SK BIAKPUTUI LMKN 3 BYrneuesu-
MU CKeneTamu, Lo BCTyMNawTb Ta BUXOOATb 3 LMKIY
Ha pi3HMX KiHUAX, Ana 3abe3nedeHHs cybcTpaTiB ons
BGiOCMHTETUYHMX NPOLIECIB Y MITOXOHAPIAX Ta LMTO30-
ni (Zinn et al., Fumerase Deficiency: The new cause
of mitochondrial enzephallomyopathy, the New
England Journal of Medicine, Volume 315, August
21,1986).

TakMM YMHOM, AediUUTU OCHOBHUX BioXiMiYHMX
KoMnoHeHTiB uukny Kpebca, umkny ceyoBuHu Ta/abo
OVXarnbHOro naHLiora He po3yMiloTbCA SK Ti, WO €
NPUYNUHHMM bakTopoM abo haKTOpPOM, LWO Crpusie
nartonorii 3axsoptoBaHHs. Kpim Toro, 3apas He icHye
Biomoro 3anobixkHoro abo TepaneBTUYHOro peLenTa,
IO MICTUTb KOMOGiHauii GiOXiMIYHMX CNOMNYK LMX Lns-
xiB MeTaboniamy. Hespaxatroum Ha Te, Wo Ui gedium-
TM Oynu BigkpwTi GaraTo poOKiB TOMY, BBaXaeTbCs
ynepemKeHHAM BBOAMTW CMONYKW ANst KOMMeHcauji
Takux aediumTiB 3aBOskM onmucaHoMmy pakTy, Lo Taki
UMKNM € 3akpuTumMu abo [03BOMSATb NPOBOAUTU
BTPYYaHHS TiflbKW OBMEXEHUMU XiMIYHUMU KOMMO3W-
LissiMu1, NoAibHMMK ByrneueBmMM ckenetTam.

HecnogisaHo s BMSIBUB, LIO MEBHi KOMMNO3WLii
Cronyk, siKi KOMNeHCyTb AediunT pepmeHTiB y me-
TaboniyHMx LUMKNax, € 34aTHMMUM A0 BiOHOBIEHHS
ycrnagkoBaHux abo Habytux aedekTiB, He3Baxarouu
Ha Te, WO HEBiOOMO, SIKMUM LUMSIXOM Li Cromnyku cTa-
10Tb €(peKTUBHUMUK, BCTYNalThb Y Ui Wwnaxu abo Bnnu-
BalOTb PI3HUMM LWINsXaMU. A TakoX BUSIBUB, LIO He-
Ma€e HeobXiAHOCTI BUSIBNSATW, HA SKOMY MPOMiIXHOMY
eTani TakMx UMKNIB iCHye gediuuT, i, TaKUM YUMHOM,
KOMMO3ULi CNONyK MOXYTb BUKOPUCTOBYBATUCS AnNs
KOMMEHcaujii MOXNMBOI HecTadi dhepMeHTiB, He3Ba-
XKawuun Ha Te, e icHyloTb Taki Hectadi. Ockinbku 4
BUKOPWUCTOBYBAB Taki KOMMO3WLiT, iki He MICTSATb Cro-
NyK, O CNPUYMHIOITL BiJOMKX NOBiYHMX edekTiB, Ta
AKi He € HeobXigHUMK ANs KOMNeHcaLil Ta ekcKpeTy-
10TbCst 6€3 Byab-AKoi LWKoAN.

TakMMm YMHOM, METOK AaHOro BMHAxody € oaep-
YKaHHS KOMMO3ULi Ta cnocobiB AN NOAOMNAHHS Takux
aeqiumTis.

Llenn BuHaxig xapaktepusyeTtbca Komnosuuieto bi-
OXiMiYHMX CMOMyK, BTArHEHUX y BioeHepreTu4Hui me-
Taboniam XMBUX KNiTWH, Ta crnocobamu ix 3acTocy-
BaHHA Ans 3anobiraHHs Ta Tepanii 3axBoptoBaHb Ta
iHLLUMX CTaHiB 340POB'S NIOAVHN Ta TBAPUHW.

Ockinbku BiACYTHICTb KNITMHHOI BioeHeprii € Bax-
NMBMM NaTONONYHMM MEXaHi3MOM, iCHye HeobXxia-
HiCTb 3abe3neyeHHs koMno3uuii BioXiMIiYHMX Cnonyk,
BTArHeHuX y uukn Kpebca, auxanbHun naHutor Ta/abo
LMK CEYOBUHM.

Taka komno3uuiss GioxiMiyHMX crnonyk umx Gioxi-
MiYHUX LWNAXIB MOXe 3abe3neunTn cyTTesi GioeHep-
reTUYHi MOMeKkynu, Lo MOXyTb MiATPMMyBaTW OMNTU-
ManbHU piBeHb KNITUHHOTO ~ €HEepreTUYHOro
MeTaboniamy y KniTMHax, i, TakMM YMHOM, poOnATb
CBili BHECOK Yy 3anobiraHHs Ta Tepanito MopyLUeHHs
po60TK Ta 3aXBOPIOBaHb.

A He 3HaWMWOB ogHOro Oinbl paHHLOro onucy
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Takoi KOoMMo3uuii GioXiMiYHMX CMONyK, a TakoX ix Te-
paneBTUYHOro 3aCTOCYyBaHHS, Y HayKOBIiW fiTepaTypi.

Oetani oaHoro abo 6inbLUOI KiNbKOCTI BTiNEeHb
BMHaXO4y NPeLCTaBreHi Ha MartoHKax, Lo CynpoBoO-
OXYI0Tb BUHAaxig, Ta B ONUCI, SKUN NpUBEAEHUN HUX-
ye. |HWi o3Haku, 06'ekTn Ta nepesarn BuHaxody Oy-
OyTb 3pO3yMini 3 OMMCy Ta MasioHKIB, a TakoXx 3
NYHKTIB popmynu.

[aHuni BMHaxXiO XxapakTepusyeTbCsl 3acTocyBaH-
HAM BioximidHMX npomixHUx cnonyk uukny Kpebca
Tal/abo AuxanbHOro nadutora Ana 3anobiraHHa Ta
Tepanii, caMocTinHO abo y kombGiHaLii 3 GioxiMiYHMK
KohakTopamu

a) Uukn Kpebca

BioximiyHi mpomixHi cnonyku uukny Kpebca
npeacTaBnsaTe CO6OK LUMTPAT, LMUC-aKkoHiTaT, isoum-
TpaT, OKcancykuuHat, anbda-ketornyrapart, CyKuu-
Hin-koepMeHT A, cykumHaT, oymapar, manaT, oKca-
nauetaTt, a Takox OioxiMiyHi cnonyku, wWo €
6esnocepegHiMn nonepegHukamun  umkny Kpe6ea,
30Kpema, aueTun-kodepmeHT A Ta nipyear.

3a BaXNMBICTIO UMX CMOMyK AJ1 EHEPreTMyYHOro
MeTaboniamy BOHW noAdineHi Ha fABi karteropii Ans
Linen suHaxoay:

A. Kateropis A (Tabnuus 1): cykumHaT, pymapar,
L- manaT, anbda-keTornyrapar.

B. Kateropis B (Tabnuus 2): uuTpaT, uMC-
aKkoHiTaT, i3ouMTpaTt, OKCanCyKUMHAT, CYKLMHInN-
KodepmeHT A, okcanauetat, a TakoX aueTun-
KodbepmeHT A Ta nipyBar.

b) OnxanbHun naxutor

BioximiyHi crnonyku guxanbHoro nadutora (Tab-
nuusa 3) npeactaBnsoTe coboto kodepmeHT Q (y6ixi-
HOH), ybirigpoxiHoH (ybixiHon), iHWi cnonykn poauHu
yBixiHOHY/ybixiHony, rem a (4acTMHa uUMTOXpOMYy a),
rem b (4actuHa umToxpomy b) Ta rem ¢ (4acTuHa um-
TOXPOMY C).

¢) Unkn cevyoBuHmn

BioximiyHi cnonyku umkny cevoBuHn (Tabnvua 4)
npeacTaBnAlTe COBOK LUMTPYMiH, apriHiHCYKUMHaT,
apriHiH, OPHITUH Ta acnapTar.

d) Kodpaktopn metaboniamy knitTMHHOI eHeprii

BioximiuHi kodpakTopyn MeTaboniamy KniTUHHOT
eHeprii (Tabnvusa 5) npeacTtaBnsoTs COOOK NINOEBY
KMcnoTy, ninoamia, aueTun-ninoamia, nisavH, KapHiTUH,
ackopbar, TiamiH, pnbodnasiH, HIKOTMHOBY KWUCMOTY,
HiauMHamig, naHToTeHaT, HiKoTUHaMigageHIHOUHYK-
neotng (NAD), BigHOBNEHWI HiKOTMHaMigageHiHaU-
Hykneotnn (NADH), HikoTMHamigageHiHOWHYKNeoTn-
adocdatr (NADP), BigHoBneHun NADP (NADPH),
xiHoniHaT (NAD/NADP nonepegHuvk), dnasiHageHiH-
anHykneotna (FAD), BigHoBneHun dnasiHageHiHau-
Hykneotng (FADH), dnasiHmoHoHykneotua (FMN),
BigHOBNeHun cnasiHMoHoHykneotna (FMNH,), age-
HosuHamdocdat (ADP), ageHosuHTpudocdar (ATP),
ryaHosumHgudpoccar (GDP), ryaHosuHTpudocdar
(GTP), marHin (Mg™), kansuiit (Ca™), migs-cynbdat
3anisa-monioaeH.

Cnonyku, 3asiBneHi y UbOMy NaTeHTi, MalTb K-
poKe 3acTocyBaHHS y MeauumuHi. Cnonyku, 3asiBneHi y
LbOMY MaTeHTi, MOXYTb BUKOPUCTOBYBATUCS ANS Nif-
TPUMaHHS Ta BiGHOBMNEHHS KNiTUHHOI eHeprii CyTTEBO
ONS KOXKHOI KIITUHHOI CcUCTEMWM opraHiamy. Takum
YMHOM, CMONYKU 3asBfeHi y AaHin 3asBLi, MOXYTb
BMKOpPUCTOBYBaTUCA ANns 3anobiraHHsA Ta Tepanii wu-
POKOro CreKTpy 3axBOpHBaHb NMIOAMHU, @ TaKoX TBa-
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pVH.

B nepluiomy BTiNeHHi 3asBneHi KoMnosuuii Ximiy-
HWX PEYOBWH, WO BTArHEHi y MeTaboniam GioeHeprii
KniTnH uukny Kpebca, anxanbHoro naHutora Ta Lmkny
CEeYOBMHK, YCi NOB'A3aHi 3 HUMK NPOMIKHI CMNONYyKM
TakvX LMKIiB Ta nonepegHvky, a Takox ix kogakropw,
y BUMAAKY, KONN HE BM3HAYEHO, Ha SKMX MPOMIKHUX
eTanax UMKny iCHye Takum aediumt dhepMeHTiB.

LLle B ogHOMY BTineHHi 3aaBreHi GioximivHi pevo-
BMHU Umkny Kpebca, sik nokasaHo y Tabnuui 1, kaTe-
ropis A.

LLle B ogHOMY BTineHHi 3aaBneHi 6ioximivHi pevo-
BMHW iHLWIMX NPOMiIXHWUX eTanis umkny Kpebca.

LLle B ogHOMY BTineHHi 3aaBrneHi 6ioximivHi pevo-
BUHM auxanbHoro naHutora (Tabnuus 3), Bkrovarum
KOpepMEHTN.

Llle B ogHOMY BTIiNeHHi 3asBrneHi GioximivHi crno-
NYKN LUWKIY CEHOBUHM.

LLle B ogHOMy BTineHHi 3asBneHi kodakTopu, sKi
noninwyoTe depMeHTaTUBHI peakuii MeTaboniamy,
Ta iX nonepeaHuky, BiTaMiHu Ta NPOCTETUYHI rpynun Ta
akTmBaTopu (PEpMEHTIB.

Tabnuuga 1

Cnonyku kateropii A uukny Kpebca
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Tabnuusa 4

CI'IOJ'IyKVI KMNiITUHHOTO LUKy Ce4oBUHU

BioximMiyHi cnonyku OauvHuli | 3asBneHa KinbkicTb
Lintpynin Mmr 0,001-100,000
ApriHiHcyKumHat Mmr 0,001-100,000
ApriHiH Mr 0,001-10,000
OpHiTVH Mmr 0,001-10,000
AcnapTtat Mr 0,001-10,000

Tabnuusa 5

BioximiuHi ko akTopn
mMeTaboniamy KniTUHHOI eHeprii

BioximiyHi cnonyku OauHuui | 3asBneHa KinbKicTb
CykuuHaTt Mr 0,001-100,000
dymapat Mr 0,001-100,000
L-Manat Mr 0,001-100,000
Anbga-keTornytapat Mmr 0,001-100,000

Tabnuugs 2

Cnonyku kateropii B uukny Kpe6ea

L | 3asBneHa
BioximiuHi cnonykm OanHuui i
KiNbKIiCTb
Jlinoesa kucnota mr  |0,001-100,000
Jlinoamig (ninoesa knucnoTa+niavH) mr_ [0,001-100,000
AueTtun-ninoamin mr |0,001-100,000
JTi3uH mr  |0,001-100,000
KapHituH mr |0,001-100,000
AckopbaTt mr_ |0,001-100,000
TiamiH mr  |0,001-100,000
Pu6odnasiH mr |0,001-100,000
HikoTnHoBa kucnota mr_ 0,001-100,000
HiaunHamig mr |0,001-100,000
MaHTOoTEHaAT mr |0,001-100,000
HikoTuHamigageHiH-anHykneoTna
(NAD) mr |0,001-100,000
BigHoBneHun HikoTMHaMigageHiH-|
avHykneotng (NADH) mr__ |0,001-100,000
HikoTuHamigaaeHiH-
avHykneotuadgocdat (NADP) mr_ [0,001-100,000
BigHosnexuii NADP (NADPH) mr_ |0,001-100,000
XiHoninat (nonepeaHuK
NAD/NADP) mr |0,001-100,000

dnasiHageHiHanHykneotug (FAD) mr  |0,001-100,000

BioximiyHi cnonyku OanHnui | 3aseneHa KinbkicTb BigHoBneHuit cbnasiHageHiHANHYK
Nipysat mr 0,001-100,000 neotug (FADH) mr_ |0,001-100,000
AueTun-kogepmeHT A mr 0,001-100,000 dnasiHMoHoHykneoTtua (FMN) mr_ |0,001-100,000
Liutpat mr 0,001-100,000 BigHoBneHnn hnaBiHMOHOHYKIEO-
Linc-akoHitat Mr 0,001-100,000 g ((FMNH,) mr__ |0,001-100,000
I3oumnTpat mr 0,001-100,000 ApeHosnHgudocdart (ADP) mr__ |0,001-100,000
OkcancykumHat mr 0,001-100,000 AgeHosunHTpudpocdat (ATP) mr__ 10,001-100,000
2-oKkcornytapar mr 0,001-100,000 'yaHosunHandocdar (GDP) mr_|0,001-100,000
CykumHin-kopepmeHT A Mr 0,001-100,000 'yaHo3uHTpudocgat (GTP) mr_ 0,001-100,000
Okcanoauetar mr 0,001-100,000 Marin (Mg mr__ |0,001-100,000
Kanbuin (Ca™) mr  |0,001-100,000
Tabnuus 3 MapraHeub (Mn™™) mr  |0,001-100,000
Migb Mr 0,001-1,000
Cnonyku KNiTMHHOIO AnXanbHOro naHutora Cynbdart 3anisa mr 0,001-1,000
Moni6aeH mr 0,001-1,000
s . | 3asBneHa Kinb-
BioximiuHi cnonyku OauHuLi ) .
KICTb Mr = Minirpamm
KocpepmeHT Q-10 (y6ixiHOH) Mr 0,001-100,000
Y6irigpoxiHoH (ybixiHom) mr 0,001-100,000
[em a (4acTmHa LMTOXpoMmy a) mr 0,001-10,000 Pan BTineHb BuHaxoay 6yno onucaHo. poTe
Cem b (YacTuHa uMToxpomy b) mr 0,001-10,000 3pO3YMINo, WO MOXyTb GyTW 3pOGMeHi Pi3HOMaHITHI
lem ¢ (1acTHa uutoxpomy c) mr__| 0,001-10,000 MoaudikaLii 6e3 BiAXomKeHHs BiA Ayxy Ta rpaHuub

BMHaxondy. 3rigHO 3 UMM iHLWWIi BTiINEHHSA 3HaX04ATbCSA Y
MeXaxX HaCTYMHUX MYHKTIB.
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®ir.1 rpadivHe 306paxeHHs Wwnsaxy metaboniamy umkny Kpebca, Lo Takox BigoMui sk umkn Tpukap6o-

HOBIX KMCMNOT abo LMK NIMMOHHOT KUCIOTKH

PepmeHTaTUBHMI MpocTteTnyHa rpyna
KOMMIeKC

NADH-Q peaykTtasa ®naBiHOBU MOHOHYKNEO-
™ao
Fe-S
CykuuHaT-Q penykrasa FAD
Fe-S
Lintoxpom-peaykrasa lem b
lemb
Femc
Fe-S
LinToxpom ¢ lemc
LinToxpom okcmnaasa lem a
em a

®ir.2 e rpachiyHMM 300paxkeHHAM LWNAXy MeTaboniamy AuxanbHOro naHuora, Wo BigoMWIA Nnig Ha3BOK OKUCHO-

ro ocopusitoBaHHA
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®ir.3 rpadivHe 306pakeHHs Wnsxy MeTaboniamy LMKy CEYOBUHU

Komm’'toTepHa BepcTka T. Yenenesa Mianucre Tupax 26 npum.

MiHicTepcTBO OCBITM | Haykun YKpaiHu
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