B3AMMOCBA3U MEXAY OIIPEAEJAEMBIMHU B CKPUHUHI'E METABOJIMTAMU U ITIOAO3PEHUEM HA HAJIMYHUE Y OBCJIEAYEMOI'O

KOHKPETHOI'O HACJIEACTBEHHOI'O 3ABOJIEBAHUSA OBMEHA BEHIECTB - H501

Coxpaménnoe .
IMonHoe Ha3BaHMe HN3menenne PexoMengauuu no gajnabHeimemy
Ha3BaHHUe HacJaencTBeHHEBIE 32007 1eBaHAS 00MEeHA
onpeesisieMoro KOHLEHTPAUM (YyTOUYHSIIOIIEMY IMATHO3) 00C/Ie0BAHUIO
omnpeaeasaeMor BeLeCTB
MeTa00JInTa MeTa00JINTOB nanueHTa
0 MeTa00/IMTa
1. ["a3oBas xpomarorpadus oOpa3ioB MOUH
5-0KCOMPOIUHYPUS (HbO2)
5-0KCHITPOJIUH 5-Oxo Pro P yp 5-okcomponuH 1
(HEeIOCTaTOYHOCTD TIIYTaTUOH CUHTETA3bl) .
2. JHK-auarnoctuka (1oJyiHbli aHaau3 reHa
GSS)
Mo>KeT MOBBIIIATHCS IPU HOBBILIEHUN M3mepeHne KOHIIEHTpAIUK JaKkTaTa (MOJIOYHON
AJIAHMH Ala KOHLICHTpauu AsnanuH 1 KHCJIOTBI) B KPOBH - B pa3paboTKe
JTaKTaTa B KPOBHU
1. AMUHOKHUCIIOTHI M1a3MbI (TOBBIIIICHHE
apruHuHa) - B pa3paboTke
APruHuH Arg ApPTrUHUHEMUS/HEJ0CTATOYHOCTh apTrUHa3bl |(ApruHUH |
2. ["a3oBas xpomatorpadus 06pa3oB MOUU
(HBO2)
['myramuHOBas AMHHOKHUCIIOTHI TUTa3MbI 1 MOYH - B pa3paboTke
AcnaparnHoBasi KHCJIOTA Asp JlukapOoHOBast aMUHOAIUTYpHS
Kuciora T
1. AMUHOKHUCIIOTHI IJIa3MBbI - B pa3paboTKe
2. ["a3oBas xpomaTorpadusi 06pa3oB MOUU
. WTPYJUTMHEMUS TUTI 1, HEOHATaTbHAS HBEO2
LuTpy/LiInH Cit Hurpy ’ urpymiH 1 (HBO2)
UUATPYJUTUHEMUS
3. JIHK-nuarnocTuka (1oJIHbIN aHAIM3 TeHa

ASS1) (7058)




ApruHuHOCYKIMHOBas aruaypusi (ACA)/
HEJIOCTATOYHOCTh APTHHUHOCYKITMHAT
a3kl

Hutpymiun 1

1. Onpenenenune apruHUHOSHTAPHOU KUCIIOTHI B
1a3Me U MOo4e - B pa3paboTke
2. JHK-nuarnoctuka (mosinbiit ananu3 resa ASL)

1. ["a3zoBas xpomarorpadus 0o0pa3oB MOUH
HepnocraTouHocTs OpHUTHH HBOZ
urpynnun |
TpaHCKapOamuiIa3bl .
2. JHK-nuarnoctuka (moJiHbIi aHAIM3 TeHA
OTC) (7055)
1. ["azoBas xpomarorpadus 0o0pa3ioB MOUH
HenocraTounocts kapbammiocdar HbO2
Hurpymmn |
CUHTA3bI
2. JIHK-nuarnoctuka (1oJIHBIN aHAIM3 TeHA
CPS1)
1. ["a3oBas xpomarorpadus oOpa3ioB MOUH
HenocraTtounocts NaneTmirimoramar HBOZ
Hurpymiun |
CUHTA3bI
2. JAHK-nnarnoctuka (1oJIHbIN aHAIM3 TeHA
NAGS)

['myramun 1 (c

AMHHOKHCIIOTHI IJIa3MBI 1 MOYH - B

['mryramuHoBasi KucJjaoTa Glu JukapOoHOBasi aMUHOAIMTYPHST acraparvuHoOBast
pa3paboTke
Kuciora 1)
1. TangemHasi Macc-CIeKTpOMETpHsi 00pa3IioB
['munms 1 (¢ mna3mbl 1 [[CXK (oTHOIIEHHE rHIHA
acrmaparuHoBast LCX/mna3zma > 0,06)
['inuun Gly Hekerornueckas runepriimuuHeMus Kkucmnora T ¢
[JIyTaMUHOBAs
Kuciora 1)
Hapymenust kobanamuna I'omoructus 1
I'omonucrtuH 1
Henocrarounocts muctaTnoHnH Oera-
Hecnennduyeckne n3meHeHus, He0OX0MM aHAIIN3
I'omouucTUH Hcy CHHTAa3bI

CepuH |

KIIMHHUYCCKHUX OJAHHBIX

HenocratoyHoCTh METUOHUH

aJIeHO3MITpaHC(epasbl

I'omonmcrun 1




I'mctuaun His I'ucTuanHEeMIs/HEJOCTaTOYHOCTD I'mctnaun 1 Hecnenuguueckne n3meHeHus,
MCTUAMH aMMOHHM JTHa3blI HEO0XO0/IUM aHAIHN3 KIMHUYECKUX JaHHBIX
1. ["a3zoBas xpomarorpadus 0o6pa3ioB MOUH
(HBO2)
2. AMVHOKHUCIIOTHI [171a3Mbl (IOBBILIEHUE
. Bosie3Hb ¢ 3amaxoM KJIEHOBOT'O CHpOIIa .
Jlelinun Leu - Jleiiuun 1 (c BanuH 1) .
MOUH (JICHLINHO3) ajuton3oJeiiuua) - B paspadorke 4. JIHK-
MarHOCTUKA (YacThle MyTaIlUH
B rerax BCKDHA, BCKDHB) (7044)
1. AMHMHOKHUCIIOTHI TJIa3Mbl U MOYH - B
["omouucTHHYpHS/ HEAOCTATOUYHOCTH
pazpaboTKe
MeTHOHMH Met MeTnonus 1
LUCTAaTUOHUH OeTa-CUHTETa3bl
2. Yacrteie myTauuu B rene CBS
(T'omornuctunypust) (7043)
1. AMMOHHI B CBIBOPOTKE - B pa3paboTke
['MnepopHUTHHEMUATUIIEPAMMOHUEMUATOM 2. "azoBast xpomarorpacus 00pasLoB MOUH
OpHUTHH Orn ouutpynuHemust (HHH cunapowm, OpnuTHH T (HbO2)
HE/I0CTaTOYHOCTh OPHUTUH TPAHCIOKA3bI)
3. JHK-auarnoctuka (1oyiHbIM aHaau3 reHa
SLC25A15)
1. ["azoBas xpomarorpadus opoas3ioB MouH
(HBO2)
DeHuNaTaHUH Phe DEeHUIKETORYpHUS ®enunananuH 11
2. JHK-auarnoctuka (ananu3 rena PAH)
(7781)
[Iponunemust tun 1 [IposnH 7
Mpoaun Pro [Iponunemus tum 2 [IposuH 7 Hecnernuduieckre n3MeHEHHsI, HEOOXO0IUM aHAITN3
HenocrarouyHocTh MUpyBaT KapOOKCHIa3bI (THHHIECKIX TAHHEX
[IposnH 7

T B




Cepun

Ser

HemocraTrouHoCTh IMCTATHOHUH O€eTa-
CHHTAa3bI

["omonuctun 1 (¢
CEpHUH |)

Hecnennduyeckne n3ameHeHus, HEOOXOAMM aHAIIN3
KIIMHNYCCKHUX TaHHBIX

Tpeonun

Thr

17 Tpeonun

HCCHGHI/I(l)I/I‘IeCKI/Ie U3MCHCHUA, HCO6XO,I[I/IM aHaJInu3
KIMHUYCCKUX JaHHBIX

Tpunrodan

Trp

bonesns XaprHyna

Tpuntodan 1

JIHK-nuarnoctuka (1oJiHbIN aHAIM3 TeHA
SLC6A19)

Tupo3un

Tyr

Tupozunemus tun 1

Tuposun 1

1. BOXX-MC/MC opraHndeckux KUCJIOT
MOYH (CYKIIMHMJIALETOH NoBbimeH) (7061)

2. Anbda-deronporens B ceiBopoTke (92)

3. ["a3oBas xpomarorpadus oOpa3ioB MOUH

(HbO2)

4. JHK-auarnoctuka (4acTble MyTallii B reHe
FAH)

Tupo3unemus tum 2

Tuposun 1

1. B2XX-MC/MC oprannyeckux KUCIOT
MouH (CyKIMHUTAIETOH B HopMme) (7061)

2. ["a3oBas xpomaTorpadusi 06pa3oB MOUU

(HbO2)

3. JIHK-nunarnocTuka (ToJIHBIN aHAIM3 TeHA
TAT)

Baaun

Val

bonesHs ¢ 3amaxom KJIEHOBOTO CHpOTa
MOYH (JICHITNHO3)

Banun 1 (c Jleinux 1)

1. I'azoBas xpomarorpadus 06pa3oB MOYu

(HBO2)

2. AMWHOKHUCIOTHI I1J1a3MBI (HOBBIIJ_ICHI/IG

aJutou3oieiaa) - B pazpadorke 4. JJTHK-




JHMarHoCTHUKa (‘IaCTBIe MYyTalliyu B r€éHax

BCKDHA, BCKDHB) (7044)

Hapymenue Tpancnopra KapHUTHHA

CO0 | ToTanbHOE
CHUYKEHUE
aIMJIKAPHUTUHOB

1. TanmeMHas Macc-crieKTpomeTpus (Ha GoHe
preMa MpernapaToB, COAEPIKALIUX KAPHUTHH)

(HBO1)

2. JAHK-nnarnoctuka (1oJIHbIN aHAIM3 TeHA
SLC22A5)

JIHK-nunarnoctuka (mosiabiii ananu3 reios CPT1A

CBO00OTHBIH KApHUTUH Co HenocraToyHoCTh KapHUTHH AJIMUTOUII Co T (C C16 l c Cl18:1 (19 3K3OHOB), CPTIB (19 3K3OHOB), CPTIC (19
Tpancdepassl TUIl I 1cCl18:2))
AK30HOB))
Henocratounocts kapuutud nanmutoun |CO | (c C16 1 ¢ C18:1 |AHK-auarnoctuka (monusiii ananus rena CPT2)
TpaHcdepasbl TuM 11 1cCl18:21)
H
K;;f;;;;?;ﬁ;;;;pHHTHH CO | (¢ C16 1 ¢ C18:1 | AHK-muarsoctuka (MOJHBIN aHAINA3 TeHa
1¢cCl18:2 1) SLC25A20 (9 x30HOB)
TPAHCIIOKA3bI
1. JHK-auarnoctuka (4acras MyTanus B reHe
ACADM) (7052)
HemocTaTouyHOCTh CpeHEIeTIOYeYHOM C10 1 (¢ C10:1 1 cC6 2. JAHK-muarsocTika (TIOIHBIHA aHAIIN3 TeHA
ar-KoA neruaporenasbl 1¢cC81) ACADM)
JleKaHOWJIKAPHUTHH C10
3. ["a3oBas xpomaTorpadusi 06pa3oB MOUU
(HBO2)

['myraposas anunemus tui 1
(HETOCTaTOYHOCTH TITyTaPHII

Cl0t(cCl21cCl4
1c¢Cl61cCl81cC4

1

1. l'azoBas xpomarorpadust 06pasios




KoA nmeruaporenassl tum 1),
MHOXECTBEHHASI HEAOCTATOYHOCTD AllUI-
KoA peruaporenas

cC51¢cC61cC81)

moun (HBO2

2. IHK-nmuarnoctuka (1oJiHbINA aHaIU3 TEHOB
ETFA (12 sx30n0B), ETFB (5 sx30n0B), ETFDH
(13 3x30HOB))

1. JAHK-nuarnoctuka (4acrast MyTanus B TeHe
ACADM) (7052)
NekeHowTkapauTHH C10:1 HenocrarouHocTs cpeHenienoYeyHon Cl10:1 1 (cC6 1cC8 1|2. JTHK-uarnocTuka (OIHbIH aHAIH3 FeHa
anui-KoA aerusporenassl cC101) ACADM)
3. ["a3oBas xpomaTorpadusi 06pa3oB MOUU
(HBO2)
s G e C10:2 Henocrarounocts 2,4-nuenonn KoA C10:2 1 JIHK-auarnoctuka (monusiii ananus rena DECR1)
peayKTasbl
['myraposas anunemus tu 1 1. ["a3oBast xpomaTtorpadus 00pa3oB MOUU
yrapoBai aii C121(cCl41¢Cl6 P pacst 06pasi
(Hemoctato4yHOCTH rmyTapuil KoA (HBO2)
erusiporeHassl tui Il), MHOXXeCTBEHHas TeCl8tcCarcCs
Jlo1eKAHOMIKAPHATHH C12 ETHAD ’ T¢
HegocTaTouHOCTh anmi-KoA ngeruaporenas C61cC81cCl0Te 2 JIHK-uarsocTuka (MOHbI AHATH3 FeHOB
C8:1 1) ETFA (12 sx30n0B), ETFB (5 sx30n10B), ETFDH
(13 5k30HOB))
Mo:KeT MOBBIIATHCS IPU
L e s c12:1 HE/I0CTATOYHOCTH O4EHb C12:11 Hecnenuduueckne n3smMmeHeHus, HEOOXOUM aHAIIU3
JUITMHHOIlenoYeuHoi anni-KoA KIIMHAYECKUX JaHHBIX
JETHAPOTeHa3bl, HO Yallle He MOBBIIIACTCS
TerpagexaHOWIKAPHUTHH C14 ['myraposast aungemus tumn 11 Cl41(cCl61cCl18 |1 ["a3oBas xpomatorpadusi 06pa3oB MOUU
(HemocTaTo4HOCTh rmyTapuil KoA Tc¢C41cC51c¢Co1|(HBO2)
neruaporenass! Tan 1I), MuoxxectBennas |c C8 1 ¢ C101cCI2 1
HegocTaTtouHOCTh aii-KoA neruaporenasic C8:1 1) 2 JTHK-/MarHOCTHKA (TIOJHBII AHATH3 THOB
ETFA (12 sx30n0B), ETFB (5 sx30n0B), ETFDH
(13 sk30HOB))
3-TUAPOKCH- Cl14OH  |MoeT NoBBIIIATHCS MPU Cl14OH 1 Hecnenuguueckne n3meHeHus,




TCTPAACKAHOUJIKAPDHUTHH

HEIOCTATOYHOCTH JIMHHOICIIOYCUHOMN
3ruapokcuanui-KoA nernaporeHassl
(medexT TpupyHKINOHATHHOTO OeNKa), HO
Yalle He MOBBIIIAeTC

HGOGXOIII/IM aHaJIM3 KIMHUYCCKUX JaHHBIX

I'myraposas anunemus tum 1
(memocrarouyHOCTh riryTapui KoA
neruaporenasst Tan 1I), MHOKeCTBEeHHAs
HegocTaTouHOCTh almi-KoA ngeruaporenas

Cl6 1 (cCl81cC4
c
C51c¢cC61cC81c
Cl101cCl21cCl41c
C8:11)

1. ["a3zoBas xpomarorpadus 006pa3ioB MOUH

(HBO2)

2. JHK-nuarnoctuka (1oJiHbIN aHAIU3 T€HOB
ETFA (12 sx3on0B), ETFB (5 3x30H0B), ETFDH
(13 3x30HOB))

JAHK-nuarnoctuka (mosnerit ananu3 reio CPT1A

IekcaieKAHOMJIKAPHUTHH C16 Henocratounocts kapuuTuH nanmutoun |C16 | (¢ C18:1 | ¢
p (19 sk3on0B), CPT1B (19 sx30n0B), CPT1C (19
Tpanchepasbl Tai | C182 [ cCO01) 5K30HOB)) ’ ’
Henocratounocts kapuuTuH nanmutoun |C16 7 (¢ C18:1 1 ¢ JHK-auarnoctuka (mosinblii ananus rena CPT2)
TpaHcdepasbl Tum 11 C18:21cC0))
H
K :S;;;;;?;;{;;;;pHHTHH Cl16 1 (cCl18:11¢ JHK-nuarnoctuka (1oJiHbIi aHAIM3 TeHA
C1821c¢C0)) SLC25A20)
TPAHCIIOKA3bI
HenoctarouyHOCTh IMHHOLIETIOUEYHOM 1. JIHK-nuarnoctuka (yacrasi MyTalus B reHe
Sy 3runapokcuanui-KoA neruaporeHassl CCI6OH 1 (¢ C180H THADHA) (7048)
) ) 16 OH epeKT TpPUPYHKINOHATBHOTO OenKa
reKCcaJeKaHOMIKAPHUTHH C160 G pupyHKL ) C18:10H 1 ¢ C16:10H]
)
3- HenocraTounocts mmaHONEOYeuHoM 3- |C16:10H 1 (c C180H
THIPOKCHTEKCAIEKEHOMIK |~ 0.0 1y ruapokcuanuia-KoA ngeruaporenassl 1¢cCl18:10H 1 ¢ 1. IHK-nuarsoctuka (4acras MyTranus B
APHUTHH ' (medext TpupyHKIIMOHATIBHOTO OelKa) C160H 1) rene HADHA) (7048)
I'myraposas anunemus tum 1 1. ["azoBas xpomarorpadust 06pa3iioB MOUH
(aemocrarounocts rryTapmit KoA C18 1 (¢ C4 1 ¢ C5 1 ¢|(HBO2)
peruaporenasel Tui 1), MHOKeCTBeHHAsT  |C6 1 ¢ C8 1 ¢ C10 1 ¢
CreaponjikapHUTHH C18

HEJ0CTaTOYHOCTH armi-KoA neruaporenas

Cl121cCl41cCl6
cC8:11)

2. JIHK-nuarnocTuka (1oJIHBIN aHAIM3 TeHOB
ETFA (12 sx30n0B), ETFB (5 sx30n0B), ETFDH
(13 sx30HOB))




3-

HenocTtaToOYHOCTE AIIMHHOIIEIIOYEYHON
3ruapokcuanmin-KoA geruaporenassl

CI8OH 1 (c C18:10H|

1. JHK-nunarnoctuka (4actast MyTanusi B TeHe

. HADHA) (7048)

THAPOKCHCTEAPOWIKAPHUT C18 OH (HeheKT TPUpYHKIHOHATEHOTO GeKka) T ¢ Cl6:10H 1
HH C160H 1)
HK-nunarnoctuka (nosnsii ananus reios CPT1A
Henocrarounocts kapuutun nanmutomsn (C18:1 | (¢ C18:2 | ¢ ﬁg 3KI3[0H0B) CPT I(B (19 sK30108), CPTIC (19
Tpancdepasbl Tui | COtcCl6)) 5K30HOB)) ’ ’
0 c18:1 Henocratounocts kapuutun nanmutomwsn  [(C18:1 1 (¢ C18:2 1 ¢ [JIHK-auarnoctuka (monnsiid ananus rena CPT2)
JICHIKAPHUTHH ' Tpancdepasbl tun 11 ColcCl61)
H
K;;;)I:TT;:/):;;;;;HHTHH C18:1 1 (cC18:2 1 ¢ |[AHK-nuaranoctuka (OJIHBINA aHAIU3 FeHA
CO0lcCl61) SLC25A20)
TPAHCIJIOKa3bl
HenocratouHOCTh NIMHHOLENIOYEYHON C18:10H 1 (c 1. JAHK-nuarnoctuka (4acrast MyTanusi B TeHe
?):elzllﬁ]plz);cc:I;THH C18:1 OH 3ruapokcuanui-KoA nemz{pore6Ha3H C16:10H 1 ¢ C160H THADHA) (7048)
p (medext TpuyHKIIMOHATHHOTO OenKa) ¢ C180H 1)
HK- 7 PTIA
Henocratounocts kapauTuH naamuronn |C18:2 | (c CO 1 ¢ Cl16 (%9 3K§23$())C(T:I;%gcggﬁgﬁigg E;I}OIB CC(19
tpaHchepasbl TU | lcC18:1)) 5K30HOB)) ’ ’
b C18:2 Henocratounocts kapuutud nanmutoun |C18:2 1 (c CO | ¢ C16 |[AHK-auarHoctuka (monusiii ananus rena CPT2)
HHOICHIKAPHITHH ' TpaHcdepasbl T 11 1cCl18:11)
H
K :I)HI;)I:TT;:I(/):;;;;;I)HHTHH C18:2 1 (c CO | ¢ C16 |[AHK-muarHoctuka (OTHBINA aHAINU3 TeHa
1cCl18:11) SLC25A20)
TPaHCJIOKa3bl
Hy>xeH niis pacdyera OTHOIIEHMM, TaK Kak
MIPH HEKOTOPBIX 3a00JI€BaHUSAX
BTOPUYHBIMH MOKA3ATCIISIMHA SIBJISTFOTCS Hecnenuduueckue nusmeHeHus, HEOOX0IUM aHAIIN3
ALeTHIKAPDHUTHH C2 oTHoeHHUs MeTabonuToB. Tak mpu C21|

METHJIMAJIOHOB U TIPOITHOHOBOM
aIUIEMUSX BTOPUYHBIM MapKepOM
SIBJISIETCS MOBBINIeHNE oTHONIeHus C3/C2

KIMHUYCCKHUX NJAaHHBIX




1. ["azoBas xpomarorpadus 0o6pa3ioB MOUH
[IponnoHoBas anuaemMus (HBO2)
(menpocraTouHocTs nponuonui KoA C31
KapGOKCHIa3bI) 2. JHK-nuarnoctuka (1oJiHbIN aHAIU3 T€HOB
PCCA (24 sk30na), PCCB (15 3x30H0B))
1. ["a3zoBas xpomarorpadus o0pa3ioB MOUH
(HBO2)
[1ponHOHHIKAPHHTHH C3 MeTuamManoHOBast aluIeMHUsT C31(cC4DC 1)
2. JAHK-nunarnoctuka (1oJHbIN aHAIM3 TeHA
MUT) (7046)
MHosxecTBeHHasi KapOoKcuIa3zHas 1. ["a3oBas xpomaTorpadusi 06pa3oB MOUU
HEJ0CTaTOYHOCTh (HBO2)
(HEIOCTaTOYHOCTh CHHTETA3bI C3 1 (c C50H 1)
X0s10KapOoKcHIIa3) 2. JAHK-nuarnoctuka (1oJiHbIN aHAIU3 TeHA
HLCS)
1. ["a3oBas xpomarorpadus oOpa3ioB MOYH
MaitoHoBast auuaeMHust (HBO2)
MaJIOHMIKAPHUTHH C3DC (HenocTarouHoCcTh MasoHUT KoA C3DC 1
JIeKapOOKCHUIA3BI) 2. JHK-auarnoctuka (1oJiHbIM aHaau3 reHa
MLYCD)
Henocratounocts n300ytupun KoA c4q JIHK-nuarnoctuka (monuerit ananu3 rena ACADS)
JeTUPOTreHa3bl
Het0CTaTOuHOCTS lI.{]502 ["a3oBast xpomaTorpadus o6pa3oB MoUn
KopoTKonenoueyHoi armi-KoA C41 (HO2)
JeTUPOreHasbl
M30-/0yTUPUIKAPHUTHH C4
I'myraposas anunemus tum 1 1. ["azoBas xpomarorpadus 0o6pa3ioB MoUH
(aemocrarounocTs rrytapmit KoA C41(cC51c¢C61c |(HBO2)
peruzaporenassl tun II), MHOXecTBeHHas  |C8 1 ¢ C10 1 ¢ C12 1
HEZICTATOYHOCTS aui-KoA nernaporenasic C14 1 ¢ C16 1 ¢ C18 2, JIHK-nuarnocTuka (IIOJIHbIA aHAIU3 TEHOB
TcC8:11) ETFA (12 sx3o0n0B), ETFB (5 sx30n0B), ETFDH
(13 7x30HOB))




1. ["a3zoBas xpomarorpadus 06pa3ioB MOUH

(HBO2)

MeTnaMaaT0HUIKAPHUTHH C4DC MeTtunmanoHoBast aluaeMust C4DC 1 (cC3 1)
2. JHK-auarnoctuka (1oJIHbIM aHaau3 reHa
MUT) (7046)
1. ["azoBast xpomaTtorpadus 00pa3oB MOUU
N3oBanepuanoBas anuieMus (HBO2)
(menpocraTouHocTh n3oBasiepui KoA C51
JIETUJIPOT€HA3bI) 2. JHK-nuarnoctuka (1moJiHbIi aHAIU3 TeHA
IVD)
Henocrarousocts 2muernidyripua KoA JHK-auarnoctuka (1oJyiHbli aHaau3 reHa
M3oBasiepui- JeTUIPOTeHA3bl C51
2MeTHJI0y THPUJIKAPHUTHH 5 ACADSB)
I'myraposas anunemus tui 1 1. ["a3oBast xpoMaTtorpadus 00pa3oB MOUH
(memocrarouyHoCTh rryTapui KoA C51(C61cC81c |(HBEO2)
neruaporenasnl T II), muoxxectsennas  [C10 1 ¢ C12 1 ¢ Cl4 1
HezlocTaToaHOCT, a-KoA sernaporenasic C16 1 ¢ C18 1 ¢ C4 o, JHK-uarsocTuka (MoJIHbIN aHaIM3 TeHOB
TcC8:1 1) ETFA (12 sx30H08B), ETFB (5 3k30n08), ETFDH
(13 5kx30HOB))
1. ["a3oBas xpomatorpadusi 06pa3oB MOUU
(HBO2)
HenocraTounocTs OMOTHHUAA3EI C50H 1 27' 060 Omipepeetie aKTHBHOCTH GHOTHHK/A3E
3-rUAPOKCH-U30BaTePUJI- / L
2mMeTn-3- C5 OH 3 )
IHAPOKCHOY THPHIKAPHHAT : JAHK-auarnoctrka (4acTble MyTallii B FeHe
HH BTD) (7040)
HenocrarouyHocTh MUTOXOHIpHUATIBHOU JIHK-auarnoctuka (monusiii ananu3 rena ACATI)
aneroareTy KoA THomazbl C50H 1 (¢ C5:11)
HenocraTounocts 3-ruapokcu- HK-nnarsoctuka (IOJIHBIN aHaIN3 reHa
3M§THJ‘IFJ‘IyTapHJ'I KoA f{lga%l e IH[MG?ZL) (
H30BajiepnjiKapHUTHH C5:1 HeZ10CTaTOUHOCTE MHTOXOHPHATEHOR C5:1 1 (¢cC50H 1)  |AHK-nuarnocruka (nonHsiii aHanus rena ACAT1)

arteroanetiyi KoA trosmassl




['nmyrapoBas atmmaemus tan 1
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