Ilo1HOEe HA3BaHue

onpeaesisieMoro MeTadoJnuTa

5-0KCHTIPOJTHH

AJIaHUH

ApruHuH

AcnaparuHoBasi KHCJIOTA

uTpyiinH

B3ANMOCBA3U MEXAY OINPEAEJAEMbBIMU B CKPUHUHT'E METABOJIMTAMMU

N IMOAO3PEHUEM HA HAJIMYHUE Y OBCJIEAYEMOI'O

KOHKPETHOI'O HACJIEACTBEHHOI'O 3ABOJIEBAHUSI OBMEHA BEHIECTB - HBEO1

Coxpaménnoe

Ha3BaHHueE

MeTa00JIuTAa

5-Oxo Pro

Ala

Arg

Asp

Cit

onpeaejassemMoro

HN3menenne
HaciaeacTrBeHHBIE 3200/ 1eBaHUSA
KOHUEHTPAIlUN
o0MeHAa BelecTB
MeTa00JIUTOB

S-0KCOINPOJINHYPUS
(HEIOCTaTOYHOCTh TTIyTaTUOH  9-OKCOIPOJIMH |
CUHTETAa3bl)

Mo3KeT MOBBIIATHCS IIPU
ITOBBIILICHUH KOHIICHTPALUH AnaHuH 1
JIaKTaTa B KPOBU

ApPrUHHUHEMUS/HETOCTaATOYHOCTD

AprunuH 1
apruHasbl

JukapOoHOBasi aMUHOAITAYPUS

1

[{utpyminHemust tun 1,

[utpynnun 1
HEOHATaJIbHAs! HUTPYUIMHEMUS

APTUHUHOCYKIIMHOBAS Il TypHs
(ACA)/ HETOCTaTOUYHOCTD [utpymnun T
APTHHUHOCYKITHHAT JIA3bI

Pexomenaaumnu no xajbHeimemy
(YyTouHsiIomieMy AHATHO3)
00CJIeIOBAHUIO MAIIMEHTA

1. I"'a3oBast xpomaTtorpadus o0pas3Ios
mouu (HBO2

2. JHK-nuarnoctuka (1oyiHbIA aHaIn3
rena GSS)

V3mepeHne KOHIIEHTPAlUY JaKTaTa
(MOJIOYHOM KHUCIIOTHI) B KPOBH - B
pazpaboTke

1. AMUHOKUCIIOTBI I1a3Mbl (TIOBBIIIEHNE
apriHHUHA) - B pa3paboTKe

2. I'azoBas xpomarorpadus o6pa3os
moun (HBO2

FJ'IYTaMI/IHOBaH KHCIIOTa /AMUHOKHCIOTHI IJIa3Mbl 1 MOYH - B

pa3zpaboTke
1. AMUHOKHCIIOTHI TIa3MBI - B
pa3paboTke

2. I'azoBas xpomarorpadus o6pa3os

moun (HBO2)

3. JHK-nuarnoctuka (1moyiHbIN aHAIU3
reHa ASS1) (7058)

1. Onpenenenne apruHUHOSTHTaPHOU
KHCJIOTHI B IJIa3ME U MOYE - B
pazpaboTke
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ucTun

I'myramuHoBasi KMCJI0TA

I'nunun

T'omouucrun

I'mcTnaun

Cys

Glu

Gly

Hcy

His

HenocratoyHOCTH OPHUTUH
TpaHCcKapOaMHIIa3bl

HemoctarouyHoCTh
kapOammiipocaT CUHTA3HI

Henoctarounocts N-
AlleTUIITIIIOTaMaT CUHTA3bI

HenocraroynocTts
MOJTHOIEHOBOTO KO(hakTopa

JlukapOoHOBasi aMMHOAUAYpHUS

HeketoTnueckas
TUINICPTIIMIUHEMHUA

Hapymenust kobanamuna

Henoctaro4HOCTh IUCTATUOHUH
OeTa-CUHTA3bI

HenoctaTo4yHOCTE METUOHUH
azieHo3uITpanchepasbl

2. JIHK-nuarnoctuka (1oytHbINA aHaIu3
rena ASL)

1. 'azoBas xpomarorpadus o6pas3oB
mouu (HBO2

Hutpymnun |
2. IHK-nuarnoctuka (OTHBINA aHATH3

reHa OTC) (7055)
1. "'a3oBast xpomaTtorpadus o0pas3IoB
mouu (HBO2

Hutpymnun |
2. JIHK-muarnoctuka (1oyiHbINA aHaIu3

rena CPS1)
1. 'azoBas xpomarorpadus oopa3oB
moun (HBO2

[utpynnun |
2. THK-auarnoctrka (1oJHbIM aHaIu3

rena NAGS)

Cxpununr Ha HBO (kauecTBeHHbIE

Huctns | TECThI ¢ Mouoit) (7059

['myramun 1 (¢
acriaparnHOBasi KUCIIOTa

AMWHOKHCIIOTHI TJIa3MbI 1 MOYH - B

pa3paboTke
)
1. TanpeMHas Macc-CIIEKTPOMETPUS
00pa3noB mi1a3Mel U L{ICXK (oTHOIMIEHNE
['munuH 1 (c past 1 (

rnuHa [CXK/mnazma > 0,06)
acraparmHoBasi KUCJIOTa

1 ¢ rIIyTaMHUHOBAs

2. JIHK-nuargocTuka (IIOJIHBIA aHAJIN3
Kucnora 1) AHK-7 (

renoB GLDC, GCST, GCSH) (7053),
(7054)
['omonucTuH 1

['omonucTuH 1
Hecnemnuduyeckue nu3mMeHeHus,
HEO0OXOINM aHAIN3 KIMHUYECKUX
CepuH |
JTAHHBIX

['omonmcrun 1

FI/ICTI/II[I/IHCMHH/HCI{OCT&TO‘IHOCTB I'uctuaux T HCCHCI_[I/I(I)I/I‘-IGCKI/IC HU3MCHCHUA,
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Jleimun

MeTnonunn

OpHuTHH

denniaaHuH

Leu

Met

Orn

Phe

THCTHAUH aMMOHUM JTHAa36I

boJie3Hp ¢ 3amaxom KJIEHOBOTO
cupora MOYH (JICUIIMHO3)

["omonmcTURYpUST/

HEI0CTATOYHOCTh [IUCTATUOHUH
OeTa-CHHTETA3bl

['unepopHUTHHEMUSA-
TUIIEPaMMOHUEMUS-
romouutpynunemus (HHH
CHUHJPOM, HEJOCTATOYHOCTh
OPHHUTHH TPAHCIIOKAa3bl)

DEeHUIKETOHYpUS

Jletitiun 1 (¢ BanmuH 1)

MetuonuH 1

OpHutul 1

denunananuH 11

HEOO0XOIUM aHaJIN3 KIMHUYECKUX
JTAHHBIX

1. 'azoBas xpomarorpadus o6pas3oB
moun (HBO2

2. Cxkpununr Ha HBO (kauecTBeHHBIE
TecThl ¢ Mouoii) (7059)

3. AMMHOKUCIIOTHI IJ1a3Mbl (ITOBBIIICHNUE
AJUTOM30JICHITNHA) - B pa3paboTKe

4. THK-auarHoctrka (4actble MyTallu
B rerax BCKDHA, BCKDHB) (7044)

5. JHK-nnarnoctuka (1oJHbIN aHATU3
reaoB BCKDHA, BCKDHB) (7045)

1. AMUHOKHCIIOTBI IUIa3MBI 1 MOYH - B
pa3paboTke

2. Cxpununr Ha HBO (kauecTBeHHBIE
TecThl ¢ Mouoif) (7059)

3. Yacteie myTaruu B reHe CBS
(T'omouuctunypus) (7043)
1. AMMOHWI1 B CHIBOPOTKE - B pa3paboTKe

2. I'azoBast xpomatorpadus 00pa3oB
mouu (HBO2

3. JHK-nuarnoctuka (1moyiHbIN aHAIU3
rena SLC25A15)

1. l'azoBas xpomarorpadus opOa3oB
moun (HBO2

2. JHK-nmuarnoctuka (anaaus reHa

PAH) (7781)
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IIposun

Cepun

Tpeonun

Tpunrodan

Tuposun

Baaun

Pro

Ser

Thr

Trp

Tyr

Val

[Iponuuemus tum 1
[Tponunemust tum 2

HemoctarouHOCTh HUPYBAT
KapOokcuiasbl Tui B

Henoctaro4yHOCTh HUCTATUOHWH
0OeTa-CUHTA3bI

bonesnp XaprHyna

Tuposzunemus tan 1

Tuposunemus turm 2

Bosie3np ¢ 3amaxom KJIEHOBOTO
cuporna MOYH (JIEULIMHO3)

[Iponun 1
IIposnH 1

[Iponun 1

["omomnuctuH 1 (¢ cepun

)

11 Tpeonun

TpunTodan 1

Tuposun 1

Tuposun 1

Banun 1 (c JleinuH 1)

Hecnemnuduyeckue nu3mMeHeHuUs,
HEOOXO0/IMM aHaJIH3 KIMHUYECKUX
TTAaHHBIX

Hecnemuduyeckne n3MeHeHMs,
HEOOXO0/IMM aHaIH3 KIIMHUYECKUX
JTAHHBIX

Hecnennguieckne n3MeHEHUs,
HE0OXO0IUM aHAIIN3 KIIMHUIECKUX
JTAHHBIX

JIHK-nmnarnoctuka (MOJIHBINA aHATN3 TeHa
SLC6A19)

1. BOXXX-MC/MC opranuueckux
KHCIIOT MOYH (CYKIIMHHUJIAIICTOH

noBbiieH) (7061)

2. Anbda-dpeTonpoTerH B
ceiBopoTke (92)

3. ['a3oBast xpomaTorpadus o0pa3ios
moun (HBO2

4. THK-nuarnoctrka (4actble MyTaluu
B rene FAH)

1. BOXKX-MC/MC opranndeckux
KHUCJIOT MOYH (CYKITMHHJIAIIETOH B

HopMme) (7061)

2. ['a3oBast xpoMaTorpadus o0pas3ros
moun (HBO2

3. JHK-nuarnoctuka (ogHbIN aHAIHU3
rena TAT)

1. l'azoBas xpomarorpadus 06pa3oB
moun (HBO2
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CB00OIHBII KAPHUTHH

JleKaHOMJIKADHUTHH

Co

C10

Hapymenne Tpancnopra
KapHUTHHA

Henocrato4yHOCTH KAPHUTUH
MaJIMUTOWIT TpaHcdepasbl Ty |

HenocratoyHOCTH KAPHUTUH
najaMuTons Tpanchepaspl tur 11
Henocraroynocts
KapHUTHH/allMJIKAPHUTHH
TPaHCIIOKa3bl

HenocraToyHOCTb
cpenHenenodyeynon anmi-KoA
JIeTUAPOreHa3bl

['myraposas anuaemus tur I1
(HETOCTaTOYHOCTh TITYTaPHIT

2. Cxkpununr Ha HBO (kadecTBeHHBIE
TecThl ¢ Mouoit) (7059)

3. AMHUHOKHCIIOTHI TI1a3MbI (TIOBBILICHUE
aJUION30JICHIMHA) - B pa3paboTKe

4. JHK-nuarnoctuka (4acTbie MyTaluu
B renax BCKDHA, BCKDHB) (7044)

5. JHK-nuarnoctuka (1ojHbIN aHAINU3
renoB BCKDHA, BCKDHB) (7045)

1. TanneMHas Macc-crieKTpomMeTpus (Ha
(oHe Tpuema Mmpenaparos, COJIEPIKAIIUX

C0 | ToTansHOE kapauTtus) (HBO1

CHHUIKCHUC

AIMIIKAPHUTHHOB .
P 2. IHK-nuarnoctuka (1oyiHbINA aHaIu3

rena SLC22A5)

JIHK-nuarnoctrka (1OJIHBIN aHAIH3
reaoB CPT1A (19 sk3on08B), CPTIB (19
sk30H0B), CPT1C (19 3x30H0B))

CO | (¢ C16 1 ¢ C18:1 1 IHK-mnarnocTuka (MoHBINA aHAIU3 TeHa
cCl18:2 1) CPT2)

CO1(cCl6 | cCl8:1 |
cC18:2 |)

CO | (cC16 1 ¢ C18:1 1 JHK-mnarnoctuka (MoHBINA aHATTU3 TeHa
cCl18:2 1) SLC25A20 (9 sx30H0B)

1. AHK-nuarHoctuka (4acras MyTauus B
rene ACADM) (7052)

C10 1 (c C10:1 1 ¢ C6 1

¢ C8 1) 2. JHK-muarnoctuka (1oytHbINA aHATH3

reaa ACADM)

3. 'azoBast xpomarorpadus oOpasios

moun (HBO2)

CIOT(cCl2tcCl4t 1. 'a3oBast xpomaTtorpadus o6pas3IoB

cCl61cCl81cC4
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I[eKeHOI/IJIKapHI/ITI/IH

JlexkaaneHOMJIKAPHUTHH

JloneKkaHOUIKAPHUTHH

Jlo1eKeHOMIKAPHUTHH

TerpanexkaHOHIKAPHUTHH

3-THAPOKCH-

C10:1

C10:2

C12

Cil2:1

Cl4

C14 OH

KoA neruaporenassi tur II),
MHO>KECTBECHHAs
HEJ0CTAaTOYHOCTh anuia-KoA
JIeTUAPOTeHa3

HenocraTouHnocthb
cpennenenoyeyHoi anmi-KoA
JIETUIPOreHAa3bl

HenocraTounocts 2,4-1ueHOMI
KoA penykra3zbl

['myraposas anuaemus tur I1
(HEeOCTaTOYHOCTD TIIYTapHII
KoA neruaporenassi tur II),
MHO>KECTBCHHAs
HENOCTAaTOUYHOCTH anmii-KoA
JeruAporeHas

Mo3KeT MOBBIIATHCS IPU
HEI0CTaTOYHOCTH OYCHB
JUIMHHOIIeoYeuHOH arui-KoA
JIETUAPOTeHa3bl, HO Yallle He
ITOBBIIIACTCS
HenocraToyHocTh OYeHB
JUTHHHOIIeTToueyHO# armmi-KoA
JIETUAPOTreHa3bl

['myrapoBas anmaemus tui I1
(HEIOCTaTOYHOCTh TIIyTapHII
KoA neruaporenass! tur II),
MHOKECTBESHHAasI
HEI0CTaTOYHOCTE ammi-KoA
JeTUApOreHas

Mo>KeT MOBBIIATHCS TPU

cC51c¢C61cC81)

C10:11 (cC6 1 ¢ C8 1
cC10 1)

C10:2 1

Cl121(cCl41cCl67
cCl81cC41cC51¢
C61cC81cCl0Tc
C8:11)

C12:11

Cl41(cCl4:1 1c
Cl14:21cCl6:1 1)

Cl41(cCl61cCl87
cC41cC51cC61¢c
C81cCl0tcCl21c
C8:11)

C14 OH 1

moun (HBO2

2. JHK-nuarnoctuka (moyiHbIi aHaIu3
reHoB ETFA (12 sx3on0B), ETFB (5
sk30HO0B), ETFDH (13 5k30H0B))

1. JHK-nuarnoctuka (4acrast MyTauus B
rene ACADM) (7052)

2. JHK-nuarnoctuka (moyiHblii aHaIu3
rena ACADM)

3. NazoBas xpomarorpadus oOpasos
moun (HBO2

JIHK-auarnoctuka (MoJIHbIN aHaIu3 TeHa
DECR1)

1. 'a3oBast xpomaTtorpadus oOpas3oB
moun (HBO2

2. IHK-nuarnoctuka (1oyiHbINA aHaIu3
reHoB ETFA (12 sk3o0n0B), ETFB (5
sk30H0B), ETFDH (13 5k30HO0B))

Hecnemuduyeckue nusmeHeHus,
HEOOXOIUM aHAIN3 KIMHUYECKUX
JTAHHBIX

JIHK-auarnoctuka (ToJIHBIA aHAJIN3 TeHa
ACADVL) (7051)

1. 'azoBas xpomarorpadus o6pa3os

moun (HBO2)

2. JHK-auarnoctrka (MoJHbIN aHaIu3
renoB ETFA (12 sx3on0B), ETFB (5
sk30H0B), ETFDH (13 5x30H0B))

HCCHCI_[I/I(I)I/I‘-IGCKI/IC HN3MCHCHMUA,
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TeTPaJleKAHOMIKAPHUTHH

TeTpaHeKeHOHJIKapHI/ITI/IH

TerpanekaaueHOUITKAPHUTUHH

I'ekcanekaHOMJIKAPHUTHH

3-THAPOKCH-
FreKCAACKAHONJIKAPHUTHUH

I'ekcagekeHOMIKAPHUTHH

3-TUAPOKCH-
reKcajieKeHOMJIKAPHUTHH

Cl4:1

C14:2

C16

Cl1l6 OH

Cl6:1

C16:1 OH

HEJOCTaTOYHOCTH
JUIMHHOIIEIIOYESYHOH 3-
ruapokcuaii-KoA
JeruaporeHassl (n1edexT
TpU(YHKIIMOHAIBHOTO Oernka),
HO Jalle He MOBBIIIACTCS
HenocraTouHoCTh OYEHB
JUIMHHOILlenoYeuHo# arui-KoA
JIETUIPOT€HAa3bl
HenocraTo4HOCTh OYEHD
JIAHHOLeTToueuHOo annmia-KoA
JIeTUAPOTeHA3bI

['myraposas anuaemus tur I1
(HEeIOCTaTOYHOCTh TIIYTapHUII
KoA neruaporenassi tur II),
MHO’KECTBEHHAs
HENOCTAaTOUYHOCTH armii-KoA
JeruAporeHas

HenocratoyHOCTH KAPHUTUH
NaJIMUTOMI TpaHcpepasbl Ty |

HenocratouyHOCTh KAPHUTUH
najaMuTonN Tpancdepaspl tur 11
HenocraTouHOCTE
KapHUTHH/aIMIKApPHUTHH
TPaHCIOKa3bl
HenocraTounocThb
JIIMHHOLIETIOYCYHOM 3-
ruapokcuar-KoA
JIeruaporenassl (nedext
TpU(PYHKIIMOHATBHOTO OeKa)
HenocrarouyHOCTh OUCHB
JUIMHHOIIeoYeuHO# armui-KoA
JIeTUAPOreHa3bl
HenocraToyHOCTE
JNTHHHOLIETIOYCYHOM 3-

HEOO0XOIUM aHaJIN3 KIMHUYECKUX
JTAHHBIX

JIHK-nuarnoctrka (1oJIHBIN aHAIU3 TeHa
ACADVL) (7051)

Cl4:17(cCl4:21¢
Cl6:11cCl4 1)

Cl14:2 17 (cCl6:1 1 ¢
Cl41cCl4:1 1)

JAHK-nuarnocTtuka (1oJiHbIN aHAIU3 TeHa
ACADVL) (7051)

1. l'azoBas xpomarorpadust 06pa3oB
C16 1 (c C18 1 ¢ C4 1 ¢ mouun (HBO2)
C51c¢cC61cC81c
C10 1 cC12 1 ¢ C14 1c 2. IHK-auarnoctuka (IOJTHBINA aHATIU3
C8:11) reHoB ETFA (12 sk3on08B), ETFB (5
sk30HOB), ETFDH (13 5k30H0B))
JIHK-nuarnoctrka (ToJHbIN aHAIHU3
renoB CPT1A (19 sk3onoB), CPT1IB (19
5k30HO0B), CPT1C (19 3x30H0B))
JIHK-muarnoctrka (TIOJHBIN aHAIM3 TeHA
CPT2)

Cl6 | (cCl18:1 | c
C182 | cCO0Y1)

Cl16 1 (cCl8:11¢
C18:21cC0))

Cl16 1 (cCl8:11¢
C18:21cC0))

JIHK-muarnoctrka (TOJHBIN aHAIM3 TeHa
SLC25A20)

1. JHK-auarHoctrka (4acras MyTanus B
C160H 1 (¢ C180H 1 ¢ rene HADHA) (7048)
C18:10H 1 ¢ C16:10H
1) 2. IHK-auarnoctrka (MoJHBIN aHaIu3
rena HADHA) (7049)

Cl6:1 1 (cCl41c
Cl4:11cCl14:2 1)

C16:10H 1 (c C180H 1
¢ C18:10H 1 ¢ C160H

JIHK-nuarnoctrka (TIOJHBIN aHAIM3 TeHa
ACADVL) (7051)

1. AHK-nuarHocTuka (4acras MyTauus B
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Creapou/IKAPDHUTHH

3-THAPOKCH-
CTeaAPOMJIKAPHUTHH

OsenIKAapHUTHH

3'FH}IPOKCH'OJ’IBHJ’IK8PHI/ITHH

JINHO/IeHIKAPHUTHH

C18

C18 OH

Ci18:1

C18:1 OH

C18:2

rugpokcuarmi-KoA
JeruaporeHassl (1edexT
TpU(PYHKIIMOHAIBHOTO OeIKa)

['myrapoBas anuaemus tui 11
(HEeIOCTaTOYHOCTh TIIyTapHUII
KoA neruaporenassi tur II),
MHO>KECTBCHHAs
HENOCTAaTOUYHOCTE amii-KoA
JIeTuAporeHas
HenocTaTouHOCTE
JUIMHHOLIETIOYEUYHOH 3-
ruipokcuanuia-KoA
JeruaporeHassl (a1edexT
TPU(PYHKIIMOHAIBHOIO OEKa)

HenocratoyHOCTH KAPHUTUH
MaJIMUTOWIT TpaHcdepasbl Ty |

HenocraTounocThb KapHUTHH

najaMuTom Tpancdepasbl tur 11

HenocrarounocTts
KapHUTHH/aIMIKAPHUTHH
TPaHCIIOKa3bI
HenocraToyHOCTE
JUTMHHOIIETIOYEYHOH 3-
ruapokcuai-KoA
JIeruaporenassl (aedext
TPUPYHKIIMOHAIBHOTO OeKa)

HenoctarouyHOCTh KApHUTHH
MaTMHUTOWI TpaHchepasbl Tur I

HenoctaroyHOCTh KApHUTHH

naJMUTOMI TpaHcdepasbl Tun 11

HenocraToyHoCTE
KapHUTHH/AIIKAPHUTHH
TPAHCIOKa3bl

D) rerie HADHA) (7048)

2. JHK-nuarnoctuka (moyiHbIi aHaIu3
rena HADHA) (7049)
1. l'azoBas xpomarorpadus o6pa3oB
C181(cC41cC51c mouu (HBO2
C61cC81cCl0tTc
Cl121cCl41cCl61 2. IHK-aumarnoctuka (IOJTHBINA aHATIU3
cC8:117) renoB ETFA (12 sx3on0B), ETFB (5
sk30HO0B), ETFDH (13 5k30H0B))
1. JHK-nuarnoctuka (4acrast MyTanus B
C180H 1 (¢ C18:10H 1 rene HADHA) (7048)
¢ C16:10H 1 ¢ C160H
1) 2. IHK-nmuarnoctuka (1oJiHbINA aHaIu3
reaa HADHA) (7049)
JIHK-nuarnoctrka (ToJHbIN aHAIN3
renoB CPT1A (19 sk3onoB), CPT1IB (19
sk30H0B), CPT1C (19 3x30H0B))
C18:1 1 (c C18:2 1 ¢ CO IHK-auarnoctuka (IOJHbII aHaIN3 TeHa
1cCl61) CPT2)

C18:1 | (cC18:2 | cCO
1¢cCl6))

C18:1 1 (c C18:2 1 ¢ CO IHK-auarnoctuka (IOJHBII aHaTN3 TeHa
lcCl61) SLC25A20)

1. JHK-nuarHoctuka (4acras MyTanus B
C18:10H 1 (¢ C16:10Hrene HADHA) (7048)
1 ¢ C160H 1 ¢ C180OH
) 2. IHK-auarnoctrka (IOJHBIN aHaIu3
rena HADHA) (7049)
JIHK-nuarnoctrka (TIoJHBIN aHAIH3
reHoB CPT1A (19 sx3onoB), CPT1B (19
5k30HO0B), CPT1C (19 3x30H0B))
C18:2 1 (¢ CO | ¢ C16 1 JHK-mnarnocTuka (MoHBINA aHATN3 TeHA
cCI18:11) CPT2)

C18:2 | (¢CO1cCl6 |
cCI8:1 |)

C18:2 1 (¢ CO | ¢ C16 1 JHK-mnarnocTuka (MoHBINA aHATN3 TeHA
cCl18:1 1) SLC25A20)
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AIIeTI/L]'IKapHI/ITI/IH

ITponnoHUIKAPHUTHH

Ma/1oHUIKAPHUTHH

N30-/0yTHpPUIKAPHUTHH

C2

C3

C3DC

C4

Hy»xeHn nis pacuera OTHONIECHU,

TaK KaK Py HEKOTOPBIX

3a00JI€BaHUAX BTOPUUHBIMHU
MOKA3aTEeSIMU SIBIISIFOTCS

otHomeHust MetabomuToB. Tak  C2 1 |
[IPU METUJIMAJIOHOB U

[IPONIMOHOBOM alIMIEMUSX

BTOPUYHBIM MapKEPOM SIBISIETCS
noBbIeHre oTHomeHust C3/C2

[TponrioHOBas aruaeMus
(aemocraTouyHocTs nponuonws  C3 1
KoA kapOokcuiassbl)

MeTunamanoHOBast AalUAEMUS C31(cC4DC )

MHOKeCTBEHHAs
KapOOKCHIIa3Has
HEJ0CTaTOYHOCTh
(HEOCTaTOUYHOCTh CUHTETA3bl
X0JI0KapOOKCHUIIa3)

C3 1 (c CSOH 1)

MarsnoHnoBas aruaeMust
(remoctarounocTh Manonus KoA C3DC 1
nexkapOoKcua3bl)

HenoctaTouyHOCTh U300y THPUIT

KoA nernnporenassl Ca1

HenocraToyHOoCTE
KopoTkonenoueyno anuia-KoA |C4 1
JIETUIpOreHa3bl

Hecnenuduueckre n3MEHEHNS,
HEOOXOIUM aHAIN3 KIIMHUYECKUX
JTAHHBIX

1. I'a3oBast xpomaTtorpadus o0pas3ioB
mouu (HBO2

2. IHK-nuarnoctuka (1oyiHbINA aHaIu3
reHoB PCCA (24 »x3ona), PCCB (15
AK30HOB))

1. 'a3oBast xpoMaTtorpadus o0pas3IoB
moun (HEO2

2. IHK-nuarnoctuka (1oyiHbINA aHaIu3

renia MUT) (7047), (7046)

1. I'azoBas xpomarorpadus o6pa3os
moun (HBO2

2. JHK-nuarnoctuka (moyiHbINA aHaIN3
rena HLCS)

1. l'azoBas xpomarorpadus 06pa3oB
mouu (HBO2

2. IHK-auarnoctrka (MOJHBIN aHaTH3
rena MLYCD)

JIHK-auarnoctuka (MoJIHBIA aHAJIN3 TeHa
ACADS)

1. l'azoBas xpomarorpadus 06pa3oB
moun (HBO2

2. JHK-nuarnoctuka (mosHbli aHaIU3
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MeTnaMaaoHUJIKAPHUTHH C4DC
HN3oBajepui- 2- c5
METHWJIOYTHPUJIKAPHUTHH
3-THAPOKCH-H30BATePUI- / 2-
MeTWI-3-THAPOKCH- C50H

Oy TMPHMJIKAPHUTHH

['myrapoBas anuaemus tui 11
(HEeIO0CTaTOYHOCTh TITyTapHUII
KoA neruaporenassi tur II),
MHOKECTBEHHAs
HENOCTAaTOUYHOCTE almii-KoA
JeruAporeHas

MeTuinManoHoBas aluaeMUst

W3oBasiepuanoBas alyeMust
(HEIOCTaTOYHOCTh U30BAJIEPUII
KoA nmeruaporeHasb)

HenocrarouHnocts 2-
MeTmOytupmi KoA
JIeTUAPOTeHA3bI

['myraposas anuaemus turm [1
(HETOCTaTOYHOCTh TITYTapPHII
KoA neruaporenassi tur II),
MHO’KECTBEHHAS
HEJO0CTAaTOYHOCTH anuia-KoA
JeruAporeHas

HenocrarounocTts OMOTHHUIA3EI

HenocraToyHOCTE
MUTOXOHJIpHATIbHOU

C41(cC517cC61c
C81cCl01cCl21c
Cl41cCl61cCl81
cC8:11)

C4DC 1 (¢ C3 1)

Cs 1

C5 1

C51(cC61cC81c
Cl01cCl21cCl4 1t

rena ACADS) (7050)
1. "'a3oBast xpomaTtorpadus o0pas3Ion
mouu (HBO2

2. JIHK-nmuarnoctuka (1oJiHbINA aHaIu3
renoB ETFA (12 sk3o0n0B), ETFB (5
sk30HO0B), ETFDH (13 5k30H0B))

1. "'a3oBast xpomaTtorpadus oOpas3IoB
mouu (HBO2

2. IHK-muarnoctuka (1oytHbIA aHaIu3

rena MUT) (7047), (7046)

1. 'azoBas xpomarorpadus oopa3oB
moun (HBO2

2. THK-auarnoctrka (1oJHbIM aHaIu3
rena IVD)

JIHK-nuarnoctrka (ToJHBIN aHAIM3 TeHa
ACADSB)

1. l'azoBas xpomarorpadus 06pas3oB
mouu (HBO2

cC16 1 ¢ C18 1 ¢ C4 1c2. AHK-muarsnoctuka (TMOJTHBIN aHATN3

C8:11)

C50H 1

C50H 1 (¢ C5:1 1)

renoB ETFA (12 sk3on0B), ETFB (5
sk30H0B), ETFDH (13 5k30H0B))

1. l'azoBas xpomarorpadus 06pa3oB
moun (HBO2

2. OnpeneneHue akTUBHOCTH
omnornamaassl (7/060)

3. JHK-nuarHoctuka (4acTeie MyTaluu

B reae BTD) (7040)
JIHK-auarnoctuka (MoJiHbIM aHaau3 reHa
ACAT1)
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HN3oBasiepniIKapHUTHH

LayrapuiakapHUTHH

I'ekcaHOMJIKAPDHUTHH

3'MeTI/lJIFJIyTaKOHI/IJIKapHI/ITI/IH

OKTaHOWJIKADHUTHH

C5:1

CsDC

C6

CeDC

C8

areToareTyi KoA THosasel

HenocraTouHocTh 3-TUAPOKCH-3-

Metmwirayrapui KoA numassl
HenocrarouHocTs
MUTOXOHJIPHAIILHOM
areroaneTui KoA tuomnassl

['myrapoBas anuaemus tuim 1
(HEeIOCTaTOYHOCTh TITYTapHII
KoA neruaporenassi i 1)

HenocrarouHoctsb
cpeaHenenodyeyHon anmi-KoA
JIerUApOreHa3bl

['myrapoBas anuaemus tur I1
(HETOCTaTOUYHOCTD TITYTapUil
KoA neruaporenass! tu II),
MHOECTBEHHAas
HeI0CTaTOUYHOCTEL anmi-KoA
JIerUAporeHas

HenocraTouHocTh 3-THAPOKCH-3-

MeTmirnytapui KoA nuasbl
Henocratounocts 3-
MeTHITyTakoH!I KoA
ruipaTasbl

HenocraToyHoCTh
cpennenenoyeyHon anuin-KoA
JIETUJIpOreHa3bl

C50H 1 (c C6DC 1)

C5:1 1 (c C50H 1)

C5DC 1

C61(cC81cCl01c
C10:1 1)

C61(cC81cCl01Tc
Cl121cCl41cCl6t
cCl81cC41cC51¢c
C8:11)

C6DC 1 (c CSOH 1)

C6DC 1

C81(cCl0tcCl0:17
cC6 1)

JAHK-nuarnocTtuka (moJiHbIi aHAIU3 TeHa
HMGCL)

JIHK-nuarnoctuka (1oJIHBIN aHAJIU3 TeHa
ACAT1)

1. "'a3oBast xpomaTtorpadus oOpas3IoB
mouu (HBO2

2. IHK-nmuarnoctuka (4acrast Mmyranus B

reae GCDH) (7041GCDH)

3. JHK-nuarnoctuka (1oJHBIN aHAIHA3
reaa GCDH) (7042)

1. AHK-nuarHoctuka (4acras MyTauus B
reie ACADM) (7052)

2. THK-auarnoctrka (IoJHbIN aHaIu3
rena ACADM)

3. 'azoBast xpomarorpadus oOpas3ioB
moun (HBO2
1. 'azoBas xpomarorpadus o6pa3os
moun (HBO2

2. JHK-auarnoctrka (IoJHbIN aHaIu3
renoB ETFA (12 sx3on0B), ETFB (5
sk30H0B), ETFDH (13 5k30H0B))

JIHK-auarnoctuka (MoJiHbIM aHaau3 TeHa
HMGCL)

JIHK-auarnoctuka (MoJiHbIM aHaau3 reHa
AUH)

1. JHK-nuarHoctrka (4acras MyTanus B
rene ACADM) (7052)
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OKTEHOI/IJ'IKapHI/ITI/IH

3-THAPOKCH-OYy THPUIKAPHUTHH

3-THAPOKCH-
reKCaHOWJIKAPHUTHH

CyKIMHWIANETOH

Cyo6epna-/

NPONMWJITIYTAPUWIKAPHUTHH

C8:1

C40H

C60OH

SuAc

c8bC

['myrapoBas anuaemus tur I1
(HETOCTaTOYHOCTD TITYTaPHIT
KoA neruaporenassi tur II),
MHOKECTBECHHAasI
HEI0CTATOYHOCTh anmi-KoA
JIETUIPOreHa3

['myraposas anuaemus tur I1
(HEeIOCTaTOYHOCTh TITYTapPHII
KoA neruaporenassi tur II),
MHO>KECTBCHHAs
HEIOCTAaTOUYHOCTH almii-KoA
JeTuApOreHas
Henocrarounocts cpenHe-
/KOPOTKOIIETIOYEYHOH 3-
rusipokcu-annia-KoA
JIeTUAPOTreHa3bl
Henocrarounocts cpenne-
/KOpOTKOILIETIOUeYHOMU 3-
ruapokcu-anuia-KoA
JIeTUAPOTreHa3bl

Tupo3unemus turm 1

HenocraTouHOCTH KapHUTHH

najaMuTons Tpancdepasbl tu 11

HenocrarouHocTs

2. JIHK-nuarnoctuka (1oytHbINA aHaIu3
rena ACADM)

3. NazoBas xpomarorpadus oOpasos
moun (HBO2
1. "'a3oBast xpomaTtorpadus o0pas3Ion
C8 1 (cC10 1 ¢ C12 1 ¢ moun (HBO2)
Cl41cCl61cCl81
cC41cC517c¢cC61c 2. AHK-muarHoctuka (MOJIHBIN aHATN3
C8:11) reHoB ETFA (12 skx3on0B), ETFB (5
sk30H0B), ETFDH (13 5k30H0B))
1. 'azoBas xpomarorpadust 06pa3nos
C8:1 1 (c C10 1 ¢ C12 1 mouu (HBO2)
cCl41cCl61cCl8
1¢C41cC517cC6 1 c2. JHK-munarnoctuka (MoHBINA aHATN3
C81) renoB ETFA (12 sk3on0B), ETFB (5
sk30H0B), ETFDH (13 3k30H0B))

JIHK-muarnoctrka (TIOJHBIN aHAIM3 TeHA

C4OH 1 (¢ CEOHT)  rpryy

JIHK-auarnoctuka (MOJIHBIN aHaIu3 TeHa

C60H 1 (cC4OH 1) [opryy

1. BOXXX-MC/MC moun
(CYKIIMHUIAIIETOH )

SuAc 1 (c Tyr 1) 2. anb(ha-peTonpoTenH B CHIBOPOTKE

3. JHK-nuarnoctuka (4actoie MyTauu
B rene FAH)
C8DC 1 (cCl18:2 1 ¢
CO | cCl16 1 cC10DC
1c¢C12DC 1)

C8DC 1 (cC18:2 1 ¢ JIHK-mmarnocTuka (IOJHBINA aHATU3 TeHA

JIHK-nnarnocTtuka (1oJIHBIN aHAIM3 TeHA
CPT2)
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KapHUTHH/alMJIKAPHUTHH
TPaHCIOKa3bl

HenocratoyHOCTH KAPHUTUH
naaMUTOM TpaHchepassl Tu 11

CebanuIKApHUTHH Ci10DC

Henocrarounocts
KapHUTHUH/allIIKAPHUTHH
TPaHCIOKa3bl

HenoctaTo4yHOCTH KapHUTHH
naJIMUTOWI TpaHcdepasbl Tun 11

JlogeKaHIHOWIKAPHUTHH C12DC

HenocraTo4yHOCTB
KapHUTHH/AIIIKAPHUTHH
TPaHCJIOKa3bl
HenocraTouHocTh OYeHB

0 JUTHHHOIIeTIOuedHOH armi-KoA
JIETUIPOT€HAa3bl

CooTHOLIEHHE CYMMBI
C14+C14:1+C16:1 x
CBOOOTHOMY KAPHUTHHY

OTHOIIEHHE

(C14+C14:1+C16:1)/C

HenocraToyHOCTH KapHUTHH
najaMuTonN Tpancdepaspl tur 11

CooTHoOIIIEHHE CBOOOJHOIO OTHolIEHHE HenocraTouHOCTD

kapHuTHHA K cymme C16+C18 C0/(C16+C18) KapHUTUH/alUIKapHUTHH
TPaHCIOKa3bl
HenocraTouyHOCTh KapHUTHH
MAIMHATOM TpaHchepasbl Tar [

CooTHolIEeHHE HenocrarouyHOCTh OYCHB

OTtHomeHne o
TeTPaJeKeHOMJIKAPHUTHHA K Cl14:1/C12:1 JUTUHHOIIeTToueuHOH armin-KoA

A0/IeKCHOMJIKAPHUTHHY
CooTHoOIlIIeHHE
TeTPaAeKeHOWIKAPHUTHHA K
reKcageKaHOUIKAPHUTHHY

JIeTUAPOTreHa3bl
HenocraToyHOCTE OUEHD
Ortnomenne C14:1/C16 nnmuaHonenodeynoi amui-KoA
JIeTHUAPOTCHA3bI
HenocraToyHOCTE OUEHD
JUTHHHOIIeIOUeYHOH armi-KoA

CooTHoOlLIEHUE
TeTPaAeKeHOMIKAPHUTHHA K

OtHotuenue C14:1/C2

C0O | cC16 1 ¢ C10DC SLC25A20)
1cC12DC 1)

C8DC 1 (cCl18:21¢c
CO0 | cCl61cCl0D
1 ¢ CI12DC 1)

C8DC 1 (cCl18:21¢c
CO0 | cCl61cCl0D
1T ¢ C12DC 1)

C8DC 1 (cCl18:21¢c
C0 | cC16 1 cC10DC
1¢cCI12DC 1)

C8DC 1 (cCl18:2 1¢c
CO | ¢cCl16 1 cC10DC
1cC12DC 1)

C JIHK-nuarnoctuka (1oJIHBIN aHAIU3 TeHa
CPT2)

C JIHK-nuarnoctuka (1oJIHBIN aHAIU3 TeHa
SLC25A20)

JIHK-nunarnocTtuka (1oJIHbIN aHAIM3 TeHA
CPT2)

JIHK-nnarnocTuka (1oJIHBIN aHAIHM3 TeHA
SLC25A20)

1 (c Cl4:17 ¢ C14:2 1 ¢ AHK-nuarnoctuka (MOJHBIN aHAIN3 TeHa
Clé:11cCl4 1) ACADVL)

C0/(C16+C18) | (c

C18:1 1 ¢ C18:2 1 ¢ CO JHK-auarnoctuka (IOJHBIN aHaIN3 TeHa
1cCl16 1c¢C8DCtc CPT2)

C10DC 1 c CI12DC 1)

CO0/(C16+C18) | (c

C18:1 1 ¢ C18:2 1 ¢ CO JHK-muarnoctuka (MoJHBIA aHATU3 T€HA
1 cCl61cC8DCT ¢ SLC25A20)

C10DC 1 c C12DC 1)

C0/(C16+C18) 1 (c C16 JJHK-nmuarnocTuka (MOJHBIN aHATN3

1 ¢C18:1 | ¢ C18:2 | ¢ renoB CPT1A (19 sx30H0B), CPT1B (19
Co1 5k30H0B), CPT1C (19 5k30HOB))
C14:1/C12:11 (¢ C14:1
1¢cCl4:21cCl6:1 T c
C14 1)

C14:1/C161 (¢ C14:1 1
cCl4:21cCl6:1 ¢
Cl14 1)

C14:1/C2 1 (¢ C14:1 1 ¢ JHK-mnarnocTuka (MoTHBINA aHATN3 TeHa
Cl4:21cCl6:1 1 ¢ ACADVL)

JIHK-nuarnoctrka (TIOJHBIN aHAIHN3 TeHA
ACADVL)

JIHK-nunarnocTtuka (1oJIHBIN aHAIN3 TeHa
ACADVL)



aleTUIKAPHUTHHY

CooTHOILIIEHHE
NPONMOHUJIKAPHUTHHA K
CBOOOTHOMY KAPHUTHHY

CooTHOlIEHHE
NPONUOHIWIKAPHUTHHA K
AleTHIKAPHUTUHY

CooTHOILIIEHHE
NPONMMOHMIKAPHATHHA K
METHOHHHY

CooTHOLIEHHE CYMMBI
C160H+C180H+C18:10H
CBOOOJHOMY KAPHUTHHY

CooTHo1IEeHHEe CyMMBI
C6+C8+C10:1 k cymme
C16+C18+C18:1

CooTHomeHHe (peHUITATAHUHA
K THPO3HHY

OtHoirenne C3/CO

OtHowuenue C3/C2

OtHomenue C3/Met

Otnomenne HADHA

OtHomrenue MCAD

Otnomenue Phe/Tyr

JIeTUAPOTCHA3bI

MeTniManoHoBas aluJICMU

MeTuiaMaloHOBas aluacMus

MeTuIManoHOBAas alUEMHUS

HenocrarouHocTh
JUTMHHOLIETIOYEYHOH 3-
ruapokcuanmi-KoA
neruaporenassl (nedext
TPUPYHKIIMOHAIBHOTO OeKa)

HenocraToyHOCTE
cpenHenenoyeyHon anui-KoA
ACTUAPOrcHas3hbl

DEeHUIKETOHYpUS

Cl4 1)
C3/CO 1 (c C3/C21 ¢
C3/Met 1 ¢ (C3 1))

C3/C2 1 (c C3/C01 ¢
C3/Met1c(C3 1))

C3/Met 1 (¢ C3/C27 ¢
C3/C01c(C31))

HADHA? (c C16:10H
1cCI80OH 1 ¢

1. razoBas xpomatorpadust 06pasios
MOYH

2. IHK-nmuarnoctuka (1oJiHbINA aHaIU3
rena MUT)

1. razoBas xpomarorpadusi 00pasmon
MOYH

2. IHK-nuarnoctuka (OTHBINA aHATN3
resa MUT)

1. razoBas xpomarorpadusi 00pas3Ios
MOYH

2. IHK-nuarnoctuka (1oJiHbINA aHaIu3
rena MUT)

1. JHK-nuarHoctuka (4acras MyTauus B
rene HADHA)

C18:10H 1 ¢ C160H 1)2. JHK-auarnoctuka (ITOJIHBIN aHATH3

MCAD? (¢ C8 1 ¢ C10
1c¢Cl10:11cC61)

Phe/Tyr 1 (c Phe?)

rena HADHA)

1. JHK-auarHocTrka (4actas MyTanus B
rene ACADM)

2. IHK-auarnoctrka (MOJHBIN aHATH3
rena ACADM)

3. ra3oBast xpoMaTorpadus oopasIoB
MOYHU
1. razoBast xpomarorpadusi 00pasmos
MOYHU

2. JHK-nuarnoctuka (aHanu3 reHa
PAH)



