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Juemomepanus npu HapyweHuUAX MUMOXOHOpUA/IbHO20 6ema-oKucieHus
O/IUHHOUEeNOoYeYHbIX XXUPHbIX KUc/iom

U onbIm npuMeHeHUs cneyuanu3upoeaHHoli cmecu Lipano®

y 0emeli ¢ Oechuyumom O/IUHHOYeno4YeYyHoll
3-a2udpokcu-ayunKoA-0e2udpoz2eHasbl XXUPHbIX KUC/IOM
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HapyLeHuna MUToxoHAPWanbHOro 6eTa-oKNCNEHNA XKUPHBIX KUCOT — rpynna pefKux HacneACcTBEHHbIX HapyLLeHUn obMeHa BeLLecTB.
HepocTaTouHOCTb ANIMHHOLENoYeYHoM 3-rngpokcmanmn KoA germaporeHassl »knMpHbix kKucnoT (LCHADD) — ogHO 13 Hanborsee YacTbix
B CTpaHax EBponbl HacneacTBeHHbIX HapyLLeHNi oOMeHa BeLLecTs U3 rpynnbl JeheKTOB MUTOXOHAPUANIbHOTO 6eTa-OKUCIIEHUA XKUPHbBIX
KM1CnoT. 910 3aboneBaHne XapaKTepur3yeTca NopaxeHnem neyeHu, CepaeyHoN 1 CKeNeTHOM MbILLLL, YaCTbIMU MeTabonnyecKnMmn Kprsamm
1 BbICOKOW CMEPTHOCTbIO B AETCKOM BO3pacTe. B JaHHOW cTaTbe 06CyKatloTcA OCHOBHbIE MPUHLMMbI ANeTOoTepanu NpU HapyLLeHNAX
OKMCNEeHMA XKMUPHBIX KNCMOT C AAIMHHON LEenbto 1 OMbIT MPUMEHEHUA CreLnan3vpoBaHHOro NPoAyKTa fieue6Horo nutaHus «Lipano®»
(Kanso, itanua) y peteli c nogTBep»AeHHbIM HaCNeACTBEHHBIM HAapYLUEHNeM MUTOXOHAPVANbHOIrO 6eTa-0KNCIEHNA XUPHbIX KMCIOT.
KnioueBble cnoBa: HacneCTBeHHble 60ne3HN 0OMeHa BellecTB, HapyLLIEHWA MUTOXOHAPVANbHOTO 6eTa-OKMNCIEHNA XUPHbIX KACMOT,
He[OCTaTOYHOCTb AJIMHHOLENOYEYHOW 3-rnapokcn aumn-KoA germpporeHassl xnpHbix Kucnot (LCHAD), He[oCTaToOYHOCTb OYeHb
ONVHHouenoyeyHon auunn-KoA pgermaporeHasbl xkupHbix Kncnot (VLCAD), HegoCcTaTOUHOCTb KapHUTUH Nanbmutoun TpaHcdepassbl |
(CPT ), HeoCTaTOUHOCTb KapHUTUH NanbmuToun TpaHchepassbl |l (CPT 1), cneurannsnpoBaHHaa NPoOAYKTbl NeyebHOro NUTaHuA.
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Disorders of mitochondrial beta-oxidation of fatty acids - a group of rare hereditary metabolic disorders. Deficiency of long-chain
3-hydroxyacyl CoA dehydrogenase of fatty acids (LCHADD) is one of the most frequent in Europe inherited metabolic disorders from
the group of defects of mitochondrial beta-oxidation of fatty acids. This disease is characterized by pathology of the liver, heart and
skeletal muscle, frequent metabolic crises, and high mortality in infancy. This article discusses the basic principles of diet therapy for
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BeBepgeHne

HapyuieHus1 MUTOXOHAPUATBHOTO OKUCIEHUS JJIVMH-
HolenoyeuHbX XUpHbix kuciaor (HMOJXKK) otHo-
CUTCS K PeIKUM HACJEeICTBEHHBIM HapyIlIeHUSM OOMe-
Ha BemectB. Cpenu HMOJIKK BbIIEASIOT HapylIeHUs
KapHUTUHOBOTO LUKJIA (Ie(UIIAT KAPHUTUH NaTbMUTO-
witpaHcdepasbl [ u II (CPTID u CPTIID) u nedbuuut
anunakapHuTuH TpaHciaokasbl (CACTD)) u HapylieHust
HEeMOCPEeICTBHHO MUTOXOHAPUAIBHOTO (3-OKUCIeHUs (Jie-
(UIUT MUTOXOHAPUATBHON OYE€Hb NJIMHHOLIETIOYEUHOM
auwi- KoA-nerunporenassl (VLCADD), nepuiut muto-
XOHAPUAIBHOTO TpUdyHKIIMOHaNIbHOTO 0enka (MTPD)
U neUIUT IJIMHHOLIeTIoYeuyHOU 3-ruapokcuanui-KoA-
nerunporeHassl kupHbix kuciaoT (LCHADD)). B ocHoBe
rnaTtoreHe3a 3TUX 3a00J€BaHU JIEKUT HapyllleHUE paclie-
TUIEHUS KUPHBIX KACIOT C IJIMHHOW LIETbIO B MUTOXOH-
JIPUSIX TIOI NEACTBUEM COOTBETCTBYIOLIUX (DEPMEHTOB, UTO
MPUBOJIUT K HAKOILJIEHNIO TOKCUYHBIX aluni- KoA aupos
B Pa3UYHBIX TKaHSX, CHIKEHUIO 00pa30BaHUs KETOHO-
BBIX T€JI, KOTOPBIE SBJISIOTCS BaXKHBIM UICTOYHUKOM 3HEP-
TUU MPEXJE BCEro IS KIETOK HEPBHOM cucTeMbl. Takxke
HEKOTOpbI€ U3 JUIMHHOLIETIOYEYHbIX 3(PUPOB UHTUOUDY-
10T pabOTy AbIXaTeNbHOU lienu MUTOXOHApUid. [lepeunc-
JICHHbIE U3MEHEHUS MPUBOMAAT K TSXKEJIbIM MeTabonye-
CKMUM KpU3aM, HapylIEHUSIM PUTMA CepAla, KapAUOMMU -
ornatuu [1]. OCHOBHBIMU KJIMHUYECKUMU CUMIITOMAMU
HacnenctBeHHbIXx HMOJI2KK siBisitoTcst HEKeToTUYecKast
TUTIOTJIUKEMUS, KApIMOMUONATHS, IeUeHOUHAas! He10CTa-
TOYHOCTb, pabaomMuou3 [2]. Bo3pacT nosiBieHust nepBbix
CUMNTOMOB 3a00JieBaHUS IIUPOKO BapbUpyeT (OT mep-
BBIX CYTOK >XM3HU J0 MOIPOCTKOBOTO BO3pacTa), HO, KaK
MPaBUJIO, OHU BO3HUKAIOT B T€UEHUE TIEPBBIX 6 MecsIIeB
Ku3HU pedeHka. lnarnoz HMO/JI2KK noarsepxaarot Ha
OCHOBAHUU CIELMAJbHBIX TJA0OPATOPHBIX TECTOB: OMpe-
JieJIeHUs] KOHUEHTPAlMU alWJIKADHUTUHOB B KPOBU, Op-
TaHUYECKUX KUCJIOT B MOYE U BBISIBIIEHUS MYyTallUuii B CO-
OTBETCTBYIOLIMX reHax [3].

Jleyenue 3a6oneBanuii u3 rpynnsl HMO2KK nposo-
JUTCS B OCHOBHOM IyTeM TUETOTEPANNU, OCHOBHOM LIEJIbIO
KOTOPOW SBJSIETCSI MUHUMM3ALMS JTUTOJIN3a, OKUCIEHUS
JUTMHHOLIENOYeYHbIX XKUPHbIX KucjaoT (LCFA) u penot-
BpallleHWe HAKOTUIEHUS MMOTEHI[MAaTbHO TOKCUYHBIX MPO-
MEXYTOYHBIX TPOAYKTOB aliui-KoA 1 alluIKapHUTUHOB,
obpasywoiuxcs u3 Hux. [IpaBuibHO MomodpaHHOE Jie-
YeHUE CHUXAET YPOBEHb TOKCUYHBIX allUTKAPHUTUHOB
B 1a3me KpoBu [4]. CorslacHO CyIIEeCTBYIOIIUM KJIUHU-
YECKUM PEKOMEHIALUSM, TUTEPATYPHBIM JaHHBIM, TAETA
npu HMOJIKK noykHa BKITIOYaTh MUHAUMAJIbHOE KOJTU-
YECTBO JUIMHHOLENOYeUHBIX XKUPOoB (10—15% ot cyTouHO-

Medical genetics 2022.Vol. 21. Issue 1

ro Kajopaxa, Ipu 3TOM 0K0JIO 3—4% OT CyTOYHOTO Kajio-
paxa JOJDKHBI COCTABISITh He3aMEHUMBIE XKUPHBIC KUCIIO-
THI, B TOM YHCJIe apaxumoHoBast (AA) 1 TOKO3areKCOHOBasI
(DHA), ocTanbHyIO IOJIIO XUPOB MOJKHEI COCTABIISITh
CpemHeleTIoueYHbIe KUPHBIE KUCIIOTHL. B cirydae nekom-
TeHCAlUA — Pa3BUTUS METabOIMIECKOro Kpu3a, B Teue-
HUe 24-48 yacoB He0OXOAIMa BLICOKOKAJIOpUIHAS TUETA,
BKJTIOYAIOIIasl B Ka4eCTBE MCTOYHUKA XXUPOB UCKITIOUH -
TEJIbHO CpeNHELIETIOYEYHbIe XKUPHbIE KMCIOTHI, C MOCe-
IYIOIIUM TIOCTeTICHHBIM BBEICHUEM HE3aMECHUMBIX KUP-
HBIX KMCJIOT U KUPHBIX KUCJOT C IJIMHHON U OYeHb JJIMH-
Hoii terpio [5]. dnst CPTIID npuMeHSIOTCS KITMHIYECKIE
pekoMmeHmanuu 1o gedennio VLCADD.

Kak 6eccumMntoMHBIM manueHtamM ¢ MTPD
n LCHADD, Tak 1 mamyeHTaM ¢ CUMIITOMaMU 3TUX Ha-
PYIIeHUH MOTPeOICHNE IIMHHOICTIOUCIHBIX SKUPHBIX KHC-
JIOT HEOOXOIMMO TTOIIEePKMUBATh HA MAKCUMATbHO HI3KOM
YpOBHE IIJis TIPO(PUIAKTUKY OTHAICHHBIX HeiipomaTuye-
CKHUX OCJIOXHEHMI 1 METa0OIMUECKOM TeKOMIICHCAIINH.

B Mupe cylecTByIOT pa3anuHble crielMaaiu3upoBaH-
HBIe TIPOAyKTH JedeoHoro nutanus (CITJIIT) mrs Ha-
3HAYCHUS ACTSIM, CTPadalOIINM 3a00JIeBaHUSIMM HaH-
Hoii Tpynmbl. JIns HoBopoxaeHHbix ¢ MTPD u LCHAD
npuMeHsioTcss HeckonbKo CITIIT (Monogen, SHS; Ba-
sic-f, Milupa) ¢ HU3KUM conepKaHUeM IJIMHHOLIeTIOUeY -
HBIX U BEICOKUM COAEPKaHUEM CPeTHEICTIOYSUHBIX TPUT-
munepunoB (MCT) . OmHAKO K 3TUM IIPOAYKTaM JIedeOHO-
ro MUTaHUs HEOOXOOUMO JOITOTHUTEILHOE T00aBIICHUE
HEe3aMEHMMBIX IJTMHHOLIETIOYEUHBIX SKUPHBIX KUCIIOT IS
TpeIoTBpallleHUs pa3BUTHS UX dedurura. detsam Oonee
CcTapIIero Bo3pacra TaKxKe Ha3zHAYaloT TUETOTEPATIHIO
u CITJIII, HO MOCTETTIEHHO BO3MOXKEH Mepexo] Ha HU3KO-
x)upoByto nuety 6e3 CITIII.

B3pociabiM marmeHTaM peKOMEHIyeTcsT n30eraTh I -
TebHBIX TOJIONAaHUM Y MHTEHCUBHBIX PU3NICCKUX HATPY-
30K, a BO BpeMsI (GU3NIEeCKUX YIIPaXKHEHUI TpeOyeTCsT 0-
nonHuTeNbHBIN TpueM MCT i1 obecrieueHUsT ageKBaT-
HOTO YHEPrOoCHAOXKEHUS MBIIIICUHON TKaHU.

V 6onpramHcTBa nanueHTos ¢ LCHADD unn MTPD
pa3BUBAIOTCSI MUTMEHTHAs IereHepalus ceTYaTKu u/
wii niepudepudeckas HeBponarus [6]. Juerorepanus
MOXET 3aTOPMO3UTh HAYaJIO U IIPOTPECCUPOBAHNE STUX
OCJIOXXHEHUI, XOTSI ¥ HEe TIO3BOJISET ITOJTHOCTBIO TIPEIOT-
BpatuTh ux pazsutue [7]. Tak, B ucciaenoBaHUU, POBeE-
JIEeHHOM B ABCTpUM, OBbLJIO MOKAa3aHO, YTO U3 14 maryeH-
ToB ¢ LCHADD ¢ oniHaKOBBIM TeHOTUIIOM (9 BEISIBIICHBI
MIpY HEOHATAJIBHOM CKPUHUHTE), ¥ 12 manreHToB Ha0JIIO-
JIaeTcss HopMaIbHOe (DU3NIECKOe W TICUXOMOTOPHOE pa3-
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Butue. MckioueHrne cocTaBUIv ABOE AeTel, POXKASHHBIX
HenoHoeHHbIMU) [8]. TTaeHThl ¢ YaCTUYHBIM JedUuL-
ToM VLCADD uacTto ocTtaroTcs 6eCCUMITOMHBIMU Ha MPo-
TSIKEHUM BCETo IETCTBA, @ MHOTA M Ha MIPOTSKEHUU BCei
xu3Hu. [To nanHbIM KimHMYeckoro peructpa VLCADD
13 06a3bl JaHHBIX HeoHaTaabHOro ckpuHuHra CIIIA noka-
3aHO, YTO OOJILIIMHCTBO HOBOPOXXIEHHBIX OCTalOTCs Oec-
CUMMNTOMHBIMU, KapAUOMUOIIATUSI BCTpevaeTcs: peako [9].

CriemyeT OTMETUTb, YTO B MUPE HET €NUHBIX KIMHUYE-
CKHX peKOMeHaLuii 1o BeaeHuto naimeHToB ¢ HMOKK.
Ha teppuropuu P® yrBep:kneHbl KITMHUYECKUE PEKOMEeHIa-
uu 1t Beet rpyninbl HMOJI2KK Tonbko B koHLe 2021 ro-
Jia, 10 3TOr0 ObLIU OMYOJIMKOBaHbI KTMHUYECKHE PEKOMEH-
naru 1o Tepar VLCADD [10]. CITJIIT B P® 6bim 3ape-
TUCTPUPOBaHbI TOJIbKO B 2021 romy, moaToMy Bpayam ObLIO
JIOBOJIBHO CJIOXKHO TOJTYYUTh OIIBIT 1O MPUMEHEHUIO, Ha3Ha-
yeHuto CITIIT npu 3THX peaxkux 3ad60neBaHMsIX.

MeTtopgbl

Ha teppuropun P B nepnon nposeneHs JaHHOTO
nccienoBaHus He 0bu10 3apeructprupoBaHHbIx CPJITI, ko-
TOpPBIC OBl MOTJIM MPUMEHSITHCS ISl JICUCHUS TTallMeHTOB
C HapyIIEHUSIMA MUTOXOHIPUAIBHOTO O0eTa-OKUCICHMS
KUPHBIX KUCIOT. CMecH, YKa3aHHbIC B KITMHUYECKUX pe-
komeHgaumax M3 P®D o VLCAD, takxke ObUti He 3ape-
TUCTPUPOBAHBI, HA3HAYAJIMCH IO PEIICHUIO BpauyeOHOI KO-
MHccUU. B KauecTBe MCTOYHMKA CPETHEICTTIOYCUHBIX KU~
pPOB B OOJBIIMHCTBE ciaydyaeB npuMeHsieTcss Macio «MCT
0il 77%» wmm «MCT oil 100%». C Bo3pacta 1 rona BO3MOX-
HO npuMeHeHre Macia JJuksumkeH® (»50% MCT). B kaue-
CTBE MCTOYHMKA HE3aMEHUMBIX KUPHBIX KUCJIOT, KaK IIpa-
BWJIO, PEKOMEHIOBAaHO Ha3HAYCHME Macia TPEIIKOTo Opexa.

IMon HammM HaOMIOACHEM HAXOOWIOCH 5 MAIIMEHTOB
¢ monTBepxxaeHHbIM quarHo3oM LCHAD B Bo3pacte ot 2
10 6 JIeT, UCIOJIb3YIOLIMX B KAYECTBE CIeLMaTU3UPOBaH-
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Hol cMecu cMech Lipano® (Kanso, Mtanus). Bcem manyeH-
TaM IMarHo3 ObLT YCTAaHOBJICH HA OCHOBAaHWW KIIMHUYECKUX
CUMIITOMOB ¥ HAJIMYUSI CIELIM(UISCKUX OMOXMMUYECKUX
MapKepoB, a TAaKXe JAaHHBIX MOJIEKYJISIPHO-TEHETUYECKOTO
obcienoBanus (Tada. 1). MoJeKyasipHO-reHeTHIecKast -
arHOCTMKa MIPOBOIMIIACH B JTaOOPAaTOPUU HACIIEICTBEHHBIX
6osie3Heit oomena Bemects PT'BHY «MI'HII», Bce maiu-
€HTBI SIBJISTIMCh TOMO3UTOTaMM 110 YyacToit myTarimu. Cpeau
CUMIITOMOB 3a00JIeBaHUsI OTMEUYAIMCh TPYIHOCTH BCKapM-
nuBaHMs (5/5), MblliedHast tunoronust (4/5), cynoporu
(2/5), napyiienust cozHanust (2/5), runorukemus (5/5).
CHIDKeHUE YPOBHSI TJTIOKO3bl KPOBU OBLIO BhIPAXKEHHBIM,
1o 0,5%0,12 mmone/i (Hopma 3,3—5,5 mmoib/n). Y onHO-
ro pebeHKa TMarHoCTUpOBaHa KapAMOMUOIIATHSI.

JmTenbHOCTD UcciienoBaHus coctaBwia 9013 nHeid.
[MpexycmarpuBaivich TpY BU3UTA K Bpady (IOMOJIHUTEIb-
Hbl€ BU3WUThI HA3HAYAIKMCh 10 TTIOKAa3aHUSIM), BO BPEMSI KO-
TOPBIX MTPOBOAWIMCH cOOp MH(OPpMaIK (Kao0bl, aHAM-
He3, TaHHbIe (GU3MKaJIbHOTO OCMOTpA C OLIEHKOU (prsnye-
CKOTO pa3BUTHSI, aHAJIM3 METUITMHCKOM TOKYMEHTAIIUM ),
a Takxke onpeaeneHue kpeatuHdochokuHazsl (KPK),
MeYeHOUHbIX TpaHcaMuHa3 (ANAT, ACAT), aMUHOKUCJIOT
M allJIKAPHUTUHOB B KPOBM.

AHaJIN3 aMUHOKUCJIOT U allUJIKADHUTUHOB IPOBO-
Iuicst ¢ moMolbio Habopa «NeoGram Amino Acids and
Acylcarnitines Tandem Mass Spectrometry Kit» (Perkin
Elmer Life and Analytical Sciences, Wallac OY, Finland)
Ha KBaJIpYyIMoOJbHOM TaHIEMHOM Macc-crekrpomeTpe PE
Sciex API 2000 (PE Sciex, Ontapuo, Kanana) ¢ monoxu-
TeJbHOUM MOHM3AIMel B 3JIeKTpocIipee. 3HAYSHUST KOH-
LIEHTPaLMii aMUHOKUCIOT U allMJIKADHUTUHOB PacCUM-
THIBAJIMCh aBTOMAaTUYECKU C IPUMEHEHUEM BHYTPEHHUX
CTaHAapTOB ¢ MoMollibio mporpammbl NeoGram (Perkin
Elmer Life and Analytical Sciences, Wallac OY, Finland).

Cocras CITJIII Lipano® npuseneH B Tadu. 2. 1o Ha-
yajia MpuMeHeHust cMecu Lipano®, Bce malMeHThl MoJy-

Ta6bnuuya 1/ Table 1

Buoxumnueckne napameTpbl HA MOMEHT YCTaHOBJIEHVA AarHo3a 1 reHOTUN NaleHTOB, BKJ/IIOYeHHbIX B UcciefqoBaHne

Biochemical parameters at the time of diagnosis and genotype of patients included in the study

Maent CI180OH C18:10H C160H Tenomun
(Hopma 0-0,17 MmkM/n) | (Hopma 0,0-0,18 MkM/n) | (Hopma 0-0,2 MkM /1)
01 0,154 0,219 0,241 ¢.G1528C (p.Glu474Gln)/ c.G1528C (p.Glud74Gln)
02 0,275 0,063 0,209 ¢.G1528C (p.Glu474Gln)/ ¢.G1528C (p.Glud74Gln)
03 0,326 0,136 0,176 ¢.G1528C (p.Glud74GlIn)/ c.G1528C (p.Glu474Gln)
04 0,541 0,250 0,210 ¢.G1528C (p.Glu474Gln)/ c.G1528C (p.Glud74Gln)
05 0,541 0,393 0,398 ¢.G1528C (p.Glu474Gln)/ c.G1528C (p.Glud74Gln)
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Yyajau Ipyrue creuraJlu3upoBaHHbIE CMECH ISl TTallueH-
TOB, cTpafgatomux HacaenctBeHHbiMu HMOJIKK. Pacuer
HEoOXOIMMOro KOJMYECTBa CMECH MPOBOIUIICS WHIUBH -
IyaJlbHO C y4E€TOM Bo3pacTa U Beca. B kauecTBe mormoJi-
HUTEIbHBIX UCTOUHMKOB CPEIHEIEOYEYHbIX XXUPOB UC-
MOJIB30BAIUCH Maciio JINKBUIKeH® (4 maLreHTa) ¥ Macjio
«MCT oil 100%>» (1 nauueHT). JIOMOJIHUTETBHBIA KCTOU-
HUK HE3aMEHUMBIX XKMPHbBIX KUCJIOT HEe TPUMEHSIJICS B CBSI-
31 C UX HAUIMYMEM B COCTaBe UCIONIb3yeMoit cmecu. Bee
MaluMeHThl COOJIONAMN PEXUM YACThIX KOPMJIEHUM C Tie-
pepbIBaMU MeXIy KOPMJIEHUSIMU B 4—5 4acoB THEM U MaK-

Medical genetics 2022.Vol. 21. Issue 1

CUMAaJIbHbIM HOUHBIM MEPEPHIBOM OT 5 10 8 4acoB (B 3aBU-
CUMOCTHU OT BO3pacTa).

ITo ucreyeHuu Tpex MecsIIeB POIUTE/ISIM ITALIUEHTOB ObI-
JIO MPEIIOXKEHO 3aMOJTHUTh OTTPOCHMK, CONEPKAIIIMIA CIemyto-
1LIKe BOITPOCHI: JIETKOCTh MPUTOTOBJIEHUSI cMecH (3 — 3JIeMeH-
TapHO, 2 — MOTPeOOBATIOCh BPeMs1, UTOObI TIOHSITh, | — 10 cuX
MOp HeOOXOAMMAa MHCTPYKIIMSI ), BKYCOBBIE KauecTBa CMECH
(mo maTUOALTBHOM 111Kae), KoHcUcTeHuus (3 6auia — omn-
TUMaJIbHasl, 2 6aj1a — CJMILKOM rycTtas, | 6amt — CAMIIKOM
>KUaKas), 3anax cmecu (3 6ayuia — npusITHbBIN, 1 — He olry-
1aeTcst (HeHTpaabHbIi), TOOOUHbIE (P DEKTHI.

Ta6bnuya 2/ Table 2
CoctaB cmecum Lipano® (Kanso, Utanus)
Composition of the Lipano® mixture (Kanso, Italy)
100 rp 100 M 100 rp 100 ma
DHepreTudecKasi LeHHOCTb KJk/Kkan | CYXOH cMecu (15rp) DHepreTndeckast LeHHOCTb K[k /Kkan | CYXOM cMecn (15rp)
1957/466 294/70 1957/466 294/70
Kupbi 18r 2,61 Pu6odnasun B2 0,69mr 0,10mMr
HACBIIIEHHbIE XXUPHbIE KUCIOThI 15r 2,2r Huauux B3 3,50mr 0,53mr
xupsl MCT 13r 2,0r Buramun B6 0,43mr 0,06Mmr
MOHOHEHACBIIIEHHbIE XXUPHbIE 0,7r 0,Ir Donuesast KucioTa 77MKrT 12mMKr
KUCIOTEI Buramun B12 0,86MKr 0,13mMKr
MOJMHEHACHIIIEHHbBIE XKUPHbIE KUCIOThI 2,4r 0,4r Buotui BS 0,43MKr 0,06MKT
Jlunonesas kuciora (Omera-6) 1,7r 0,3r ManToTeHoBas KICTOTA Imr 0.45ur
JIunoneHosas kuciaora (Omera-3) 0,3r 0,045r Munepai
Jloko3zarekcaeHoBast kuciaora (DHA) 56mr 8.,4mr Kanii 386MT S8uT
ApaxugoHoBas kuciora (AHA) 70,0mr 10,0mr Xi10p 283t Inr
VrseBoabt 63r 9,4r Kanuuit 429mr 64ir
Caxap 8,Ir 1,2r Docdop 358mr Samr
MaibToneKCTpUH S1r 7,7r Marrmit 64mr 9.65ur
JlakTosa 3,7r 0,6r MHKpOS.IeMenTbI
Kaeryatka 3,51 0,5r Kenezo 4,89mr 0,73Mmr
Beaxn 13r 1,9r HuHk 4,29mr 0,64mr
Com 0,32r 0,05r Mers 0,30wr 0,05mr
Harpuii 130mr 19mr Mapranerr 0,21mr 0,03mr
Buramunbi CeneH 13MKT 1,94MKr
Butamun A (Re) 429MKT 64MKT MonubieH 11mKr 1,65MKkT
Burtamuu D 12MKT 1,78MKT Von 73MKT 11mKr
Butamun E (TE) 4,29mr 0,64mr Jlpyrue MHrpeauenTsbl
Butamun K 18mr 2,63Mr L-xkapHutun 6,43mr 0,96mr
Buramun C 69mr 10Mr XonnH 132mr 20mr
Tuamun Bl 0,34mr 0,05mr Hnosuron 53mr 7,92mr
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PesynbTaTbl MccnefoBaHUA 1 UX 06cyKaeHne

Ha npotsxkenun 90 + 3 nHeit Bce malMeHThl TPUHU-
manu CIUII. Jucnencuyeckux siBIeHU, HapylIeHU
CTyJa, aJJIEPTMYEeCKUX PeaKkIiuii U IpYruxX HexkeraTelb-
HBIX SIBJICHUH B XOJI€ BCETO MCCIICIOBAHMS HE 3apETUCTPU -
POBaHO HU Yy ofHOTO pedeHKa. Co CTOPOHBI COMaTUIECKO-
IO ¥ HEBPOJIOTMIECKOTO CTaTyca YXYIIIeHW He BOBHUK-
J10. 3a BpeMsl HaOJIIOeHUS Y OTHOTO TMaIlMeHTa Pa3BUJICS
MeTaboIMIeCKil Kpu3 Ha (hoHE OCTPOI pecrImpaTopHOi
BUPYCHOI MHMeKIMY (TTOBBIIIEHUE TeMITepaTyphl 10 (e-
OpUJBbHBIX LU(p B TeueHue 2 cyToK). B cBsi3u ¢ Heobxo-
JIVMOCTBIO Ha3HAUEHUST 9KCTPEHHOM Tepaluvu Ha 5 qTHel
clielMaJIn3upoBaHHasl CMeCh OblJla OTMeHeHa. Y 4 Talm-
€HTOB 3MM300B YXYALIEHUSI COCTOSTHUSI HE OTMEYaJIoCh,
MepepbIBOB B IpUEMe CMECU He OBLIO, BCe KOHTPOIUPY-
eMBble TIoKa3aTeJ M HaxXOAWINCh B TIpeneiax HopMbl. KoH-
TPOJIbHBIE OMOXUMHWYECKHE TTOKA3aTeIM OBLTN B TIpeaeiax
HOpMaJIbHbIX 3HaYeHU (Tadu. 3, 4)

Ta6nuya 3/ Table 3

KoHTponbHble 3HaYeHNA aKTUBHOCTN ¢pepMeHTOB
y NaLeHTOB, BK/IIOYEHHbIX B MccrefoBaHue

Control values of enzyme activity
in patients included in the study

K®K AnAT AcAt
Mauunent/ (90-270E/xn) (0-41E/x) (0-31E/x)
BU3KUT

1 2 3 1 2 3 1 2 3
01 198 | 97 | 115 | 35 | 44 | 37 | 27 | 30 | 30
02 110 | 100 | 98 | 34 | 28 | 36 | 31 | 29 | 29
03 116 | 100 | 122 | 40 | 38 | 39 | 27 | 28 | 26
04 88 | 100 | 95 17 | 23 | 25 16 | 20 | 20
05 92 96 97 | 22|24 | 30 10 | 12 12

Medical genetics 2022.Vol. 21. Issue 1

ITpu ouenke CIIJIIT ceMbsiMU 1ErKOCTh MPUTOTOBJIE-
HUS BCE CEMbU OLIEHUJIN KaK «3JIeMEHTapHO», BKYCOBbIE
KayecTBa YEThIPe CEMbU OLIEHWIN Ha 5 6aJIOB, OHA CEMbs
— Ha 4, KOHCUCTEHLIMIO BCe OLIEHWIN Ha 3 Oaia (OnTu-
MaJibHasl), 3arax CMeCH YeThIpe CEMbU OLIEHWJIM KaK Heil-
TpaJbHbI, OJHA CEMbsl — KaK NMPUITHbIN. B Bune mobou-
Horo 3¢ deKTa y OJHOro NMalreHTa OTMeYeHa CKIOHHOCTh
K 3aropam, Y OJHOTO — KOXHBbIE BbICBITIAHUSI.

IMokazaHa xopoliast mrepeHOCUMOCTb cMecH Lipano® ma-
ueHtamu, crpagatromwinmu LCHAD. B ¢cBsi3u ¢ Hannurem
B COCTaBE CMECU JOCTaTOYHOIO KOJIMYECTBAa HE3aMEHUMBbIX
SKUPHBIX KUCJIOT He TpeOoBaiach NOMOTHUTEIbHAS TOTALIMS
MacJja TperKoro opexa, KaJJopuiHOCTb CMECU He TpeboBa-
Jla paclIMpeHus 00beMa KOPMJICHUI, 10O0aBIEHUS A0TI0-
HUTEJbHbBIX UICTOYHUKOB KaJIOPUI, BUTAMUHHBIX 100aBOK.
[Tpu KOHTPOIBHBIX OOC/IEIOBAHUSIX MALIMEHTOB HE OTMEYa-
JIOCh OTKJIOHEHUIA UCCIIeMyeMbIX ITOKa3aTeNeid.

Ha ocHOBaHMY TaHHBIX O COCTaBe, CMECh MOXET pac-
cMatpuBaThes Kak onuH u3 CITJITT manueHToB, cTpagato-
LIMX HACJIeCTBEHHBIMU HAPYIIEHUSIMU MUTOXOHIpHAb-
HOTO 6eTa-OKUCIEHUS KUPHBIX KUCIOT, HO B HEKOTOPBIX
CJydasix He UCKJII04aeT He0OXOAMMOCTU AOTOJHUTEIbHOM
notatuu MCT 1 He MOXeT UCITOJIb30BaThCS B MEPUO Me-
TabOJIMYECKOI JeKOMITEHCALlUU.

ITockonbky nanHoe CITJIIT mpumMeHsiioch BepBbie
B P®, Hamu TakKe MPOM3BeNeH pacyeT MEeIUIIMHCKKX 3a-
Tpat. VI3 nsTu maiueHToB, HaXOISIIMXCS MO HAIlIMM Ha-
OJII0ICHUEM, YETBEPO ObLIU BbISIBICHBI MIPU CEJIEKTUBHOM
CKPUHUHTIE B BO3pacTe OT 2 HeNeJb 10 3 MecsILIeB, OHA Ta-
LIMEHTKA OblIa TMarHOCTUPOBAHA B pe3yJbTaTe paclIMpeHHO-
ro HEOHATAJIbHOTO CKpUHUHTA. 111 pacyeTta MpsiMbIX 3aTpaT
Ha JieueHre TaHHOM IPYIIbI MalMEHTOB 32 BO3pacT Havaja
Tepanuu ¢ ucnojb3oBanuem CITJIIT 6bu1 mpUHSAT Bo3pacT
7 CYTOK XXU3HU.

Ha nepBom sTane aHanu3a 3aTpaT OCYILECTBISUICS pac-
YeT CTOMMOCTH BBISIBJIEHHOT'O CJyyasi (3aTpaThl HAa AUArHO-

Ta6bnuya 4/ Table 4

KOHTPOﬂbeIe 3Ha4YeHNA auNKapHNTUHOB Yy NaLeHTOB, BK/IIOYeHHbIX B nccnegoBaHne

Control values of acylcarnitines in patients included in the study

C16-OH (0-0,2) mkM/1n C18-OH (0-0,17) MkM/n C18:1-OH (0-0,18) MkM/n
IlanuenTt/Bu3nuT
1 2 3 1 2 3 1 2 3
01 0,163 0,162 0,089 0,131 0,121 0,122 0,144 0,132 0,155
02 0,161 0,133 0,125 0,181 0,122 0,131 0,140 0,152 0,122
03 0,200 0,149 0,191 0,143 0,141 0,118 0,166 0,141 0,180
04 0,102 0,145 0,123 0,139 0,132 0,144 0,133 0,171 0,122
05 0,100 0,111 0,177 0,111 0,139 0,121 0,123 0,149 0,181
48 MeouyuHckas 2zeHemuka [Medical genetics] 2022; 21(1)
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CTHUKY), 1ajiee IpoBeieHa OlleHKA CTOMMOCTH TUeToTepa-
MUY C YIETOM Macchl Tejla pebeHKa.

Pacuetr HeoOxonumoro koauuectBa CIIJIIT B ronx
(Taba. 5) TPOBOAMIICS C YUYETOM MPUHIIMIIOB IUETOTepa-
MU, ONYOJTMKOBAaHHBIX K JICWCTBYIONIMX KIMHUYECKUX Pe-
KoMeHaauusax M3 PO mist malmeHToB ¢ HaC/IeICTBEHHBIMU
HapyIIEeHUSIMU MUTOXOHIPUIILHOTO O€Ta-OKUCIEHHUS XKUP-
HbIX KUCIOT [12]. BpeMeHHOI ropu30HT ObLI B34T B 3 rO-
Jla B CBSI3U ¢ HauOoJiee akTUBHbBIM NpuMeHeHreMm CITJITT
B TOT BPEMEHHOI MPOMEXKYTOK. YUUTHIBAJIUCH TIPSIMbIE
M HeTIpsIMbIe 3aTpaThl (Ta0I. 6).

Pacuet croumocTu npsiMbIX 3aTpat (Tadu. 7):

— pacyeT CTOMMOCTH TUarHOCTUYECKHX TeCTOB ITPOBO-
JTAJICST, ICXOJISI M3 CTOMMOCTH IMarHOCTUUECKMX HaOOpOB Ha
caiite https://zakupki.gov.ru. [1pu 3TOM y4uTBHIBAJIOCH, YTO
¢ MpUMEeHEeHeM HabOpOB MPOBOAUTCS IMArHOCTUKA Cpasy
MHOXeCTBa 3a00JIeBaHUI1, CyMMapHasi 4acToTa KOTOPbIX CO-
crassieT npuMepHo 1:1000 HOBOPOXKIEHHBIX.

— croumocTb ogHoit 6anku CITJIIT Lipano®, cornacHo
JAHHBIM KOMITaHUU-TIpou3BoauTes coctanisieT 4800 pyo.;

— CTOMMOCTb MEIUILIMHCKOI ITOMOIIM aMOyJIaTOPHOI
M CTallMOHAPHOM pacCUMThIBAJIaCh, MCXO/s 13 TaprdoB De-
JepaibHOTO (hoHIa 00SI3aTEILHOTO MEAMIIMHCKOTO CTPax0-
BaHust (PDOMC) r. MockBbI (O1u1aTa 3aKOHYEHHOTO CJTy-
Yasi B CTallMOHAPEe TIPOM3BOAMIACH B COOTBETCTBUM CO CTO-
MMOCTBIO MeIUKO-3KOHOMUYecKoro cranaapta (MOC);

PacueT crouMoCT HEMpPSIMBIX 3aTpaT:

— pacyeT BBITUIAT JINCTKOB HETPYIOCIIOCOOHOCTH TIPOBO-
nuicst Ha ocHoBaHuY PenepanbHOro 3akoHa ot 20.12.2006
Ne 255-®3, ucxons U3 MaKCUMaJIbHOTO CPEIHETHEBHOTO
3apaboTKa [J1s1 pacyeTa Mmocoousi o 60IbHUYHOMY JIUCTY
B 2021 roay, yYMHOXEHHOTrO Ha 001llee KOJIUYECTBO AHEH
TOCITUTAIM3AIMY (CpeHee KOJIMIeCTBO KOMKO/MHEM B /-
Hy rocnuraausaiuto, coriacHo MOC coctabhser 8 nHelt);

— pacuet notepu BBII nmpoBoauicst UCXoas1 U3 JaHHbBIX
Poccrara o BBII Ha nymy HaceneHnus 3a 2021 r.;

— pacyeT BBIIUIAT, CBSI3aHHBIX C MHBAIMAM3AIMeH (BbI-
IJIAThI JIUIAM, YXaXXWBAIOIIUM 3a AeTbMU-UHBaIUIaMU +
BBITIJIATHI TICHCUIA 110 MHBAJIUIHOCTH) TIPOU3BOIMIICS, MC-
XO[IS1 M3 TaHHbBIX, TPUBEACHHBIX Ha caiiTe Www.sobyanin.ru
322021 r.

3aKkno4yeHne

CIUIIT Lipano® siBnsieTcst IpOAYKTOM ITUTAHMS, TP~
MEHSIEMbIM ISl TTaTOreHETUYECKOI Tepanuu 3a001eBaHui
W3 TPYIIIBI HACTICACTBEHHBIX HAPYIIICHUIT MUTOXOHIPHUAIEHO-
T0 6eTa-OKMCIIEHUS XKUPHBIX KUCIIOT, B ToM urcie LCHADD.

HanHass cMeCch XOpOIIIO TTepeHOCUTCS MallueHTaMU,
npuMeHsieTcs ¢ poxaeHus1. CorracHO MPOBEACHHOMY

Medical genetics 2022.Vol. 21. Issue 1

OIPOCY pOAUTEsIei, UCTIOIb30BaHUE TaHHOM JIeueOHOM
CMECHU He BBI3bIBAJIO TPYJAHOCTEI.

CoriacHO HalIMM HaOJIIOAEHUSIM, COCTOSIHYE TalM-
€HTOB OCTaBaJOCh CTAOMIbHBIM Ha (hOHE MPUMEHEHUS
CI1JIIT Lipano®.

Ta6nuya 5/ Table 5

Pacuet Heo6xogumoro konuyectsa CMJIM B rog
Ansa nauymeHToB ¢ LCHAD pa3sHoro Bo3pacrta

Calculation of the required number of CPLP per year
for patients with LCHAD of different ages

Konuuectso CITJIIT KonuuectBo CITJII/ron
Bospacrt
T/CyTKH1 (YnakoBKH)
0—12 mec 100 73
2 rona 80 59
3 rona 60 44
Ta6nuya 6/ Table 6

Mpamble n HenpAMble 3aTpaTbl A4nA NeyeHna nauneHtTos clA |
Direct and indirect costs for the treatment of patients with GA |

[psimbie 3aTpaThbt Hermnpsimbie 3atpatsl

JlnarHocTuKa CBsi3aHHbBIEC C MHBAJIMIU3ALIUE

[uerorepanus Orutata JIMCTKOB HETPYIOCIIOCOOHOCTH

MenuuuHcKIe yeayru TTorepu BBIT

Ta6nuya 7 / Table 7

OueHKa 3aTpaT Ha 3 roga leueHnA OAHOIro NauueHTa
c LCHAD, BbifiBNeHHOro Mo pesynbraTam HeoHaTaJlbHOro
CKpPUWHUHra c ucnonb3osanuem CMJIM Lipano’

Estimated costs for 3 years of treatment of one patient
with LCHAD identified by neonatal screening using Lipano’

IIpsimMble 3aTpaThl CTouMocCTb, pyo.
Junarnoctuka merogoM TMC 741270
[MoarBepxaaroiast AMarHOCTUKA 20 300,00
Jnerorepanusi 844 800
MenuurHcKue yeiyru (ctallMoHapHasi TOMOILb) 147 000
MeauuumHckue ycayru (aMmoyaTopHbie 98 426
KOHCYJIbTALlUU TEHETHKA)
HenpsimMbie 3aTpaThl
CBsI3aHHbBIE C MHBAIUIA3ALAEN 0,00
OrutaTa JIMCTKOB HETPYIOCTIOCOOHOCTH™ 64438
(111 pOoIMTEJIS TTO YXOIy 32 peOeHKOM)
IMorepu BBIT 0,00
HUTOTO: 1916234
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Nutrition declaration 100ml

3HeprequeCKaﬂ
LEeHHOCTb

JKupbl
13 KOTOPbIX
HacblILLEHHblE
13 KoTopbix MCT
13 KOTOPbIX
MOHOHeHaChbILLEeHHbIE
13 KOTOPbIX
MOJIMHEHACHILLEHHbIE
U3 HUX NMHoeBast
kucnota (Omera 6)
13 KOTOPbIX
a-NMHoNeHoBast
kucnota (Omera 3)

Yrnesoabl
13 HUX caxapa

Knetuatka
Benok
XonecTtepuH

Conb

Hatpui

3367 kJ
819 kcal

91g

91g
91g

og
og

0g

0g

0g
0g

0g
0g
0g
0.10g

40 mg
(1.7 mmol)

AccopTtumeHT npoaykumm Kanso MCT - 3To BbICOKOKa4eCTBEHHbIE NPOAYKTHI,
coaepXKalime cpefHeLenodyeyHble Tpurnmuepuabl (CLLT), obnapatoime
pPa3sinyHbIMU npevMyliectsamMmun: OT/INYHbIMU BKYCOBbIMU Ka4eCTBaMU,
NpPaKTUYeCKNM NPYIMEHEHNEM U ABASIKOTCA NMOME3HbIM UCTOYHUKOM 3Heprn !

Kanso MCT oir 100%

Onucanune

Creunann3npoBaHHbIi NULLEBO NPOAYKT ANETUYECKOro nedyebHoro nutaHus Kanso
Macno pactutenbHoe 100% CLT (Kanso MCT oil 100%)

I'Ionxop,wr 019 NCNONIb30BaHUA C pOXXOeHUS.

NokasaHus
Macno MCT 100% npepHa3HayeHo Anst UCMofib30BaHUS B AMeToTepaniu npu
CTOVIKOW 3Munencum ¢ NprMeHeHNeM KeTOreHHOM ANEThI, CUHApoMa aeduumra
TpaHcnopTepa raokodbl 1 Tuna (GLUT 1) n gedmuuta nupysaToerngporeHasbl
(ON4) nnm npyn gpyrnx CoCTosHUAX, TPEBYOLLUMX COBNOAEHNE KETOrEHHOW ANETHI.
Macno MCT 100% Tak>Xe MOXXHO PEKOMEHAOBATL /151 ANETUYECKOIO KOHTPOJIS
NUTaHNS NPU CreyoLWmnX HapyLWeHNsX:

+ [etheKTbl OKMCNEHUS ANMHHOLIENOYEeYHbIX XUPHbIX KncnoT (FAOD)

» Mykosucunao3

* Manbabcopbuust Xrpa 1 HapyLueH1e NepeBaprBaHns 1 BCachbiBaHUS XXMPOB

J1031POBKA 1 AMETHYCCKUIA KOHTPONIb
,D,O3I/IpOBKa [OOJ/KHA onpefenaTbCcA BpaydoM U 3aBUCUT OT BO3pacTa, MaccChbl Tesia n
COCTOAHNA 3p,0p0Bb9| nauueHTa.

(noco6 npuMeHeHU

Macno MCT 100% Mo>HO 1Ucnosib30oBaThb B cocTase 6/to unm cMmelumsaTh ¢
HanmTkamu. OHO MOXKET BbITb Jierko aobaenieHo B roToBble 6toga. MoxxHO
MCnonb30BaTh B pa3peLleHHbIX peLenTax, KHAry ¢ pasHoobpa3HbiMU pelenTaMmu
MO>XHO cKayaTb Ha cante www.mct-oil.ru.

Macno MCT 100% cnepyeT BBOAUTb B paLMOH MEASIEHHO, MOCKOJIbKY OHO BbICTPO
ycBamBaeTcs npy 60MbLUIMX JO3UPOBKaxX MOXET BbI3BaTb PBOTY v amapeto. He
noaXxoauT A1 MPUrOTOBEHNS MULLM NMPU Harpese.

CocraB
100% Macno pacTUTENbHOrO MPOUCXOXKAEHUS (CpeQHeLenoYeUHble TpUrnuLepuapl
13 NaJIbMOBOIO 1 KOKOCOBOIO Maces B pasfiMyHbIX NPONopLUsX).

Mpochninb XXUPHbIX KNCNOT Ha 100 mn

XpaHeHue
Macno MCT 100% cnenyeTt xpaHuTb
B CYXOM MecCTe, 3aLUMLLEHHOM OT

o Kanpunosas kucnora (8: 0) 58.39 g
ST MEKC 20, TS Kanpmonan enora 10:0) 3826
y y JNaypuHoBas kucnora (12: 0) 0.25¢g

1-2 mecsueB.

NMUTaHUA.

-
BAXHOE 3AMEYAHUE

¢ CnenyeT ucnonb30BaTh TOMBKO Mog, CTPOrM
MeOMLMHCKM HabntoaeHeM.
¢ [logxoguT ¢ poXKAeHWS.

¢ He ucrnonb3oBaTb B Ka4eCTBE €QUHCTBEHHOMO CTOYHMKA

¢ Tonbko Anga 3HTepas/ibHOro NPUMEHEHUS.

MpoTBONOKA3aHNA

Macno MCT 100% He cnemyeT Mcnonb3oBark Npu

KeToaunpose / aumpose, eKOMNEHCUPOBAHHOM LMppo3e
neyeHy, Npy Nogo3pPEHNN Ha XPOHMYECKYHO 6ONIE3Hb MOYEK
VAN MeTabonnyYecKnx HapyLieHusx (oeuumt
cpepnHeuenoyevHon Aumn-KoA-pervaporeHassl (MCAD)




GOPMYNA

Kanso Lipano —

[MTATeNbHO MOMHOLIEHHaS, 00E3KMPEHHaS, NOPOLIKOBAS. Eg;g:ggggz i [%@:@]B] ;2[
¢Dngﬂa C HM3KMM COePXAHMEM AfIMHHOLIENOYEYHbIX &BQPMHOBBQ Kucnota [E]%UE] g g,gg r
npucTuroBag kucnota (C14: 02 1

XMPHBIX KUCNOT M C BbICOKMM COLePXaH/EM ﬂalngV{TMH[]Baq e (06 6) a6 r
EpE,D,HELlEHDL{EquIX )KMprD( KUCNOT. [TEapMHDBaQ KUCMoTa [UB; B] @‘j r
Onewnrosag kucnota (C18: 1) 101

[MTaHWe cneuwanbHOro MEAMULMHCKOr0 Ha3HAUeHMS. MuHonesag kucnora (C18: 2) 171
a-nnHonexosad kucnota (C18: 3) B3r

MHFPEHMEHTN Apaxwnioosad kucrota (C20: 4) 007 1
MansTOIeKCTpH, PacTUTenbHbie Macra (Macno MCT, COpBOR MACND, aHTVOKCUIBHTDE HATUpanbiyii [lokosarecaenosas kucnota (Ce2: 6) 006 ¢

akCTpaKT, GoraThii ToKogeponom, ackopBWINANGMATAT), Ka3eMHaT KarbLyid, MaKkTo3a,
(pyKTOONATOCAXaPWID, MMKAMLLADOCAAT, TPA-LIMTPAT Karks, SMUYIbraTop: CORBbiA MELMTUH,
MOHO3(WDLI IMOHHOI KIACMOTbI W IAFIALIEPAb! KMPHLIX KICOT; [aNlaKTOOMATOCAXapIb! OPOXa,
rUApodoCaT HaTpus, XA0pUA Kanwsl, BUTapTpaT XonuHa, kapBoHaT Markus, BuTamitHbl (4, D, E, K, X
C, BI, B2, Hau, B6, (ormesast KACNOTa, NAHTOTEHOBAA KMCnoTa, BI2, B1oTuH), HaTpud xopup, « He 3abbiaiite cobiofath npasina rvrveHtl nonocTv pra.
macno w3 Mortierella alpina, Macno ¢ BuicokuM copiepatem DHA v EPA w3 MyKkpoBoopocredt

« Miobyio cvech, ocTaswyiocs B ByThinke yepes yac, cnepyet BuibpocuTb. He pasorpesaite.

Schizochytium sp,, L-LUCTUH, WHO3UTON, CYbiaT Kenesa, CYbGaT LHKA, L-KapHATUH, L-TapTpar, . . 100 mn
cynbar Mef, CYtbGaT MapraHLa, VoML Kanvsl, CeneruT Hatpug, MomvBaaT Hatpus. Tabnuua nuLeBoit LeHHOCTH: 1001 (15% pacreop)
1957 klIx 294 kI
- ~ JHepreTnyeckas LIeHHoCTb 466 Kkan 70Kkkan
OMMCAHVE MPOVKTA Koo 1751 261
113 KOTOPbIX HACHILLEHHbIE 143r 221
u3 Kotopoix MCT 13r 20r
o [l0nHOLEHHOR TMTARMe, C HU3KIM COfIepXaHKeM XUpa, /3 KOTOPbIX MOHOHEHACHILLEHHbIE 0.7r 01r
113 KOTOPbIX MOMMHEHACHILLEHHbIE 24r1 04r
MOpOLIKOB3F GophyTa ) ) W3 HuX MuHonesast kuenota (Omera 6) 171 03r
¢ [Inq MCronb30BaHua B Ka4ecTe MOMHOLEHHO HYTPUTVBHOI W3 KoTOpbiX a-NvHonerosas kucrora (Omera 3) 3%2 mr 43.2Mr
113 KOTOPbIX [JOKO3areKcaeHosas kucrora (DHAJ mr .4 MP
MOATEPKKA WA [IOMONHUTENBHOTO KOPMIEHNS s KUTUBle apaxnoHosast Kncnora (AR 70Mr 10.0 Mr
o Hi3Koe cofiepanre finmHHoLenodeuHbix Tpurmaueprios (LCT
Hep ! ! phEzATpie [T Yrnesopbl 629r1 941
¥ C BOICOKAM COIEPXKAHMEM CPE[HELENIOUeUHbIX 43 HuX caxap 81r 121
13 KOTOPbIX MarbTOAEKCTPMH 513r 111
Tpurnvueprnos (MCT) V3 HWX ﬁamaa 2 37r 061
« (oflepxuT BATAMMHDI, MIHEPANbl, MUKPO3MEMEHTDI, XIpHble Tm— 35T 05t
kucnotol Omera-3 v Omera-b.
benok 125t 191
- 7 - 032r 005r
u 130 mr 19 mr
) LR LB GAmmons) (0.8 MMosb)
[OKA3AHUG BuTamitHbi
Burammn A (RE) 429pr 64r
Buramny [ 12pr 178 ur
[Ingl AMETMYECKOrD COMPOBOXIEHNS: Buramnn E (16) 429Mmr 0.64 Mr
Ry 3 Barammt K 18pr 2.63 pr
o HapyUeHs OKVCIEHNS ATMHHOLIENOYEYHbIX KVPHDIX KUCIIOT S 6omr 0mr
« XuioTopakca Tnamnd Bl 343 pr 51pr
PubodnasuH B2 686 ur 103 pr
o Hapyluienys1 BeachiBatya xvpa 1 nviiesaperys (kuiieuHble Huauw B3 350Mr 053 Mr
TIAMOHTASKTA3MM, CAHEPOM KOPOTKOM Kitliki) EJT]}?/{%@;QBEMCHUH gg ﬂ{ ?gﬂl[
< [unepivnuieman | Tuia Baramuy BI2 0.86 pr 0.13 pr
brotuy B8 8.58r 129 pr
< MuKoB/CLAT03 [laHToTeHoBag kucnota Bh 3.00 mr 045 mr
MuHepanbl
Kanwii 386 Mr 58 mr
PEKOMEH,EI,IJEMOE Xnopu 283 Mr 42mr
KanbLyii 29 mr 64 mMr
pa3basnenue 15,0%: docgop 358mr S4r
MarHui 64 Mr 9.65 mr
hY
Kanse| p— Mukpo3nemenTb
) + O pr— Kenezo 489 mr 0.73 mr
LIPANO |_lI/IHK 429 mr 0.64 mr
Mefib 300 pr 45 pr
Mapratel| 14pr 32ur
Br - 90 wmn = 100 win Cenen 13pr 1.94ur
Lipano MMTbEBO/A BOfH! FOTOBO K Monubpen 1pr 1.65ur
’ yroTpebnenmo Vo Byr 1 pr
ﬂIEnge , ;
" Pexomeniyemas TemnepaTypa, KomQopTHas 4ng Manbiwa - okono 37 C XDK”aV[[JHHMTMH 6133 ml{ 0'28 m

WHo3uton 53 mr 7.92 mr



