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[ AMKOTeH

FTAMKO- + Ibed. -eenes MOPOXKAAOLLLNM
FI|§OM3BOAFILLI, TR h KanNBA >RA1'430¥'|"-||:|13’1)

— BbICOKOMOAEKYASIPHbIN MOAUCAXapUA, MOCTPOEHHbIN U3
OCTaTKOB FAIOKO3bl, B GOAbLUOM KOAUYECTBE
COAEP>KaLLLUUCA B MEYEHU U MbILLLLAX KaK pe3eps
YFTA€BOAOB B OPraHM3Me; Npu HapyLleHUsax obmeHa
FAMKOreHa pa3BMUBAIOTCA FAMKOreHo3bl.



[ AMKOreH - Pa3BETBAEHHbI FOMOMOAUMEP FAIOKO3bl, B

KOTOPOM OCTaTKM FAIOKO3bl COEAUHEHbI B AMHEMHBIX Y4aCcTKax
a-1,4-ramkosmnaHom ceasblo. B Toukax BeTBAEHUA MOHOMEpBbI
coeamHeHbl a-|,6-rAMKo3MAHBIMUK CBA3AMU. DTU cBA3M obpasyloTcs
MPUMEPHO C KaXKAbIM AECSITbIM OCTAaTKOM FAIOKO3bI.
CAeAOBaTEAbHO, TOUKM BETBAEHMUSI B TAMUKOreHe BCTPEYaloTCS
NMPUMEPHO Yepe3 KaXKAble AECATb OCTaTKOB FAIOKO3bI. TakK
BO3HMKaeT APeBOOOpa3Has CTPYKTYpPa C MOAEKYASIPHOM MacCOM
>]0’A, uto cooTeTcTBYET NpMbBAM3UTEAbHO 50 000 ocTaTKOB
FAIOKO3bl . TakMM 0Bpa3oM, B MOAEKYAE FAUKOFeHa MMeeTCs TOAbKO
OAHa cBobopHas aHoMmepHasa OH-rpynna u, cAepoBaTeAbHO,
TOABKO OAWH BOCCTAHABAMBAIOLLUM (PEAYLIUPYIOLLIUIA) KOHEL.,.
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A % CtpykKTypa

Uy
N0 0 FTAMUKOrreHa.
O 0
: :' .{" g H"Oﬁ/ A. CTpoeHne MOAEKYAbI
3 04 rAMKOreHa:
A4 °
)

| - ocTaTKU rAloKo3bl,

(-1 &mumamuagcoeAMHeHHue a- 1 ,4-
‘/ ot FAMIKO3UAHOI CBA3BIO; 2 -

OCTAaTKU IFAIOKO3bl,

0/7 COEeAUHEHHbIe a-1,6-
i 01 Aivo- FAMKO3UAHOWM CBA3bIO; 3 -
X000 0onon0tok =4 HOHeR CBRdp HepeAyuMpyioLLMe KOHLeBbIe
X ) 0“00.. CH:OH CH2 CH;OH MOHOMepbI; 4 -
Wy PEAYLMPYIOLLLUI KOHLLEBOM
MOHOMep.

B. CTpoeHue
o AbHOFO ¢parMeHTa
OAEKYAbl FAUKOT€eHa.
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OOMeH ramkoreHa B neyeHum
"
MbiLULLAX.

PUNSNOAOTIMMMECKOE SHAYEHUE TAMKOITEHOAUSA B NEYEHAU U B MbILLULLAX
PA3SAUYHO. MbILLEYHbIMA TAMKOTEH ABASSETCS MCTOYHUKOM FIOKO3bl
ANl CAMOMU KAVEJTKM. FAUKOTEH NEYEHUN NCINMOADb3YETCA TANABHbIM
OBPA30OM AAS MOAAEPXAHUA PUBUOAOTMYECKOMU KOHLLEHTPALLUMA
FAIOKO3bl B KPOBU. PASANYINA OBYCAOBAEHDbI TEM,HYTO B KAETKE NEYEHU
NMPUCYTCTBYET ®EPMEHT NN\lIOKO30-6-OOCDOATA3A, KATAAUSUPYIOLLLAA
OTLUEMNAEHUE ®OCDATHOM rPVYInbl Uu O6PA3OBAHUE CBOEOAHOM
FAIOKO3bI, NMOCAE HEIO AIOKO3A INOCTVYINAET B KPOBOTOK. B KAETKAX
MbILLULL HET 2TOIo ®EPMEHTA, U PACINAA TAMKOIFrEHA MAET TOABKO AO
OBPA3OBAHMUSA NINIOKO30-6-®OCDATA, KOTOPbIM 3ATEM UCMOAB3YETCSH B

KAETKE.



OKOAO | % ramkoreHa,
0AHAKO Macca MbILLEYHOM
TKaHU 3HAYUTEAbHO 60AbLUIE
M No3ToMy obLee
KOAMYECTBO FAMKOreHa B
MbilLax B 2 pa3a 60AbLue,
yeM B nevyeHu. B opraHusme
MOXXET COAEpP>KaTbCA AO
450 r ramkoreHa. N'AukoreH
MbILLL, CAY>XMT pe3epBOM
rAIOKO3bl - UCTOYHMKA
SHEepruM rnpu MbilLEYHOM
cokpau,eHuU. MbiweyHbIN
FAMKOreH HE UCMOAb3yeTcs
AASl NOAAEP>KaHUA YPOBHSA
rAloKo3bl B KpoBu. Kak yxxe
YNOMMHAAOCH paHee, B
KA€TKaX MbILUL, HET
¢depmMeHTa rAloKo30-6-
docdarasbl, U o6pazoBaHue
cBO6OAHOMU FrAIOKO3bI
HeBO3MOXHo. Pacxoa,
FAMKOreHa B MbiLlLLaX
3aBUCUT B OCHOBHOM OT
du3nuecKom Harpyskm



NocAe npuéma nuwu, 6oraTom
YyrA€BOAAMM, 3aNacC FAMKOreHa B
neyeHU MoXKeT COCTAaBAATb
npumepHo 5% ot e€ macchbl.
Pacnaa raMKoreHa nevyeHu CAY>XUT
B OCHOBHOM AASA NMOAAEP>KaHUA
YPOBHS FAIOKO3bl B KPOBM B
nocrabcop6TMBHOM Nnepuoae.
NMo3ToMy copeprKkaHue FAMKOreHa
B NeYeHU u3MeHaeTcAa B
3aBMCMMOCTHU OT PpUTMA NUTAHMUA.
AMKOreH cuHTe3supyeTcsa B
nepuoa nuuieBapeHus (uepes |-2
4 NOCAEe NpPUEMA YTAEBOAHOMU
nuwn). CAepyeT oOTMETUTD, UTO
CMHTE3 rAMKOreHa, Kak u Alo6om
aHaboAMuYecKuM npouecc,
AIBAAIETCA DHAEProHUYECKUM, T.€.
TpeObylowmum 3aTpaT SHEpPrum.

U AAMTEABHOM FOAOAAHUU OHO
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Pacnaa rAMKOreHa
(rAMKOreHOoAM3)

PACIMNAA T'N"MKOIreHA AU ETO MOBUAUSALLNA TIPONCXOAAT B
OTBET HA lNOBbIWEHUNE NMOTPEBHOCTU OPTAHU3MA B T'AFOKO3E.
FAKOT'EH NEYEHU PACITAAAETCA B OCHOBHOM B MHTEPBAAAX
MEXXAY NMPUEMAMU MNMULLLU, KPOME TOI0, 3TOT NPOLLECC B
MEYEHU U MbILLLLAX YCKOPSIETCA BO BPEMAl ®U3UYECKOU
PABOTDI.

PACIMAA FIMUKOTEHA MPOUCXOAUT NYTEM
NMOCAEAOBATEAbBHOIO OTLWENAEHNA OCTATKOB AFOKO3bl B
BUAE T'NFOKO3O-1-OOCPATA.TAMKO3NAHAA CBA3b
PACLLUENAAETCA C MICTTIOAB3OBAHUEM HEOPTAHNYECKOIO
DOCPATA,NMOSTOMY INPOLLECC HA3BIBAETCA ®DOCDODOPOAU3ZOM,
A ®EPMEHT FAMKOTEH®OC®DOPUAA3OM.



I AMkoreHdocpopmuaasa

pacLuenAsieT TOAbKO a- | ,4-rankosmaHble cBsasu.[locaepoBaTeAbHOE OTLLENAEHME FTAIOKO3HbIX
OCTaTKOB MpeKpallaeTcs, Koraa A0 TOYKU BETBAEHUSI ocTaeTcsi 4 MOHoMepa.

AarbHennIM pacnaa ramkoreHa Tpebyet yyacTus AByx Apyrux ¢pepmeHToB. CHayaaa Tpu
OCTaBLUMXCS AO TOUKM BETBAEHMM FAIOKO3HBIX OCTAaTKa MEPEHOCATCS MPU y4acTUm
OAUrocaxapuATpaHcdepasbl Ha HEPEAYLIMPYIOLWLMIA KOHEL, COCEAHEN LLenu, YAAUHSIA €€ U TaKUM
obpasom co3aaBas YCAOBUA AAA AeMcTBUS docdopmraasbl. OCTaBLUMIMCA B TOYKE BETBAEHMUS
FAIOKO3HbIM OCTaTOK MTMAPOAUTUYECKM OTLLLEMNASIETCS C NoMoLbio a- |,6-rAloko3naassl B BUAE
cBOOOAHOM rAlOKO3bl (peakums 3), MOCAE Yero Hepa3BeTBAEHHbIM YHaCTOK FAMKOreHa MOXKET
BHOBb aTakoBaTbCs $PoCcHOpPMAAZON.

CuunTaloT, YTO NEPEHOC TPEX OCTATKOB FAIOKO3bl U YAAAEHME MOHOMEpPA M3 TOYKU BETBAEHMS)
KaTaAUM3UPYET OAUH U TOT >Ke hepMeHT, KOTOpPbIM 0bAaAaET ABYMSA pa3HbiMU pepMeHTaTUBHbBIMMU
aKTMBHOCTAIMM - TpaHcepasHOM U FAMKO3MAa3HOM. Ero HasbiBaoT "AeBeTBAWMUM" depMeHTOM
(oT aHrA, debranching enzyme).

[1poAYKT AencTBUA rAMKoreHpochopUuAasbl - FAOKo30- | -pocdat - 3aTem n3omepusyetcs B
FAIOKO30-6-pocdaT pocdoraokomyTason. Aaree raioko3o-6-pocdat BKAIOYaeTCA B NpoLLecc
KaTaboAM3Ma MAM Apyrue meTaboAanveckue nyTu. B neyeHn (Ho He B MbILILLAX) FAOKO30-6-
docPat MOXKET rMAPOAM30BATLCS C OOpa3OBaHUEM FAIOKO3bl, KOTOPasi BbIAEASIETCSA B KPOBb. DTY
PeaKLMIO KaTaAu3npyeT GepMeHT rAloko3o-6-pocdaTasa. Peakums npotekaeT B npocsete IP,
KyAa C MOMOLLbIO CrieLMaAbHOro 6eAka TpaHCNopTUpyeTcs FAloKo3o-6-bocdaT. DepmeHT
AOKaAM30BaH Ha MeMbpaHe TakMM 06pa3oMm, YTO ero akTUBHbIN LLeHTp obpallLEH B NpOCBeT .
[MpoAyKTBI TMAPOAM3A (TAIOKO3a M HeOpraHU4ecKn pocdaTt) BO3BPALLLAIOTCA B LLUTOMAA3ZMY
TaK>Xe C MOMOLLbIO TPAHCMOPTHBIX CUCTEM.
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HapyweHusa cuHTe3a u
pacw,enAeHna rAMKoreHa

CUHTE3 T'AUKOTI'EHA MOXXET USMEHATDBCA B CTOPOHY
MATOAOIMYECKOIO YCUAEHUNA AU CHNXKEHUA

YCUAEHUE PACITAAA TAUKOITEHA NMPOUCXOAMNT INPU BO3BYXXAEHUA
LLEHTPAAbHOMU HE5>BHOI:1 CUCTEMbI. UMIMYADBCbI MO CUMIMNATUYECKHUM
NnYyTaAM MAVYT K AEINO INUKOTEHA (NMEYEHDb, MbiLLLLbl) U AKTUBUPYIOT
ruAKOreHOAmMs 1 MObUAUSALLUNIO TAUKOITEHA. KPOME TOIo, B
PE3YAbTATE BO3BY>XAEHUA LEHTPAAbHOU HEPBHOU CUCTEMDI
NMOBLILWLAETCA ®YHKUUNA TMIMTODU3A, MO3IroBOIro CAOA
HAAMNOYEYHUKOB, LULUTOBUAHOM XKEAE3bl, FOPMOHbI KOTOPbIX
CTUMYAUPYIOT PACIAA TAUKOTEHA.

NMOBbLILLEHUE PACITAAA TAMKOTEHA NP OAHOBPEMEHHOM YBEAUNEHUU

NMOTPEBAEHUSA MbILLULLAMM FAKOKO3bl MPOUCXOAUT MPU TAXKEAOU



CHMIKeHHe CMHTEe3a rAMKoreHa

MPOUCXOAMUT NMPU BOCMAAUTEABHBIX MPOLLeccax B
neyYeHn — remnaTmTax, B XOAE KOTOPbIX
HapyLUaeTCcs ee rAMKoreH-obpasoBaTeAbHas
PyHKUMUS.

[1pn HepoCTaTKe rAMKOreHa TKaHeBas
SHEepreTMKa NepekAoYaeTCsa Ha XXMPOBOM U
6eAkoBbIit 06MeHbl. ObpasoBaHue 3HEpruM 3a

CYET OKMCAEHUSA XKupa TpebyeT

KUCAOPOAQ; B MPOTUBHOM CAyYae
HaKanAMBalOTCSA KETOHOBbIE TEAd
HToKcHKauusa. ObpasoBaHue e
cyeT BeAKOB BEAET K NoTepe MAACTUHECKOTO
MaTepuaAa.

[ AMKOreHo3s — HapylueHue obmMeHa FrAMKOreHa,
COMPOBOXKAAIOLLLEECs MAaTOAOTUYECKUM

HaKOMNMAEHUEM TAUKOIreHa B OpraHax.



buuoAormyeckoe sHaYeHue
oOMeHa rAMKoreHa B nedyeHu 1

MbILlLLaX




CpaBHEHUE 3TUX Nnpoueccos
NMO3BOAAET CAEAATDb CACAYyIOULLUNE
BblIBOADI.

I )CMHTE3 U PACIAA T'N"MKOTEHA NPOTEKAIOT INO PA3HbBIM

METABOANHECKMUMU MY TAM;

2)I'IE‘-IEHb 3ATNACAET 'AlOKO3Y B BUAE TAMKOTEHA HE CTOABKO AAA

COBCTBEHHbIX HY>XA, CKOABKO AAfl MOAAEPXAHMA MOCTOAHHOM
KOHLEHTPALLMU FAIOKO3bl B KPOBU, U, CAEAOBATEAbHO, OBECINEYUBAET
MNOCTYMNAEHUE FAIOKO3bl B APYIME TKAHWU. MPUCYTCTBMUE B NEYEHU
FAIOKO30-6-®OCDATA3bl OBYCAOBAUBAET 3TY NMABHYIO ®YHKLLUIO
NMEYEHU B OBMEHE IAMKOTEHA;

3 ) ®YHKLMA MBILUEYHOrO FAMKOTEHA 3AKAIOYAETCSl B OCBOBOXAEHUM

FAIOKO30-6-®DOCDATA, MOTPEBASEMOIO B CAMOM MbILLULLE AAS
OKHNCAEHNA U UCTTOABb3OBAHUNA DHEPIUNU;



4)CUHTE3 FAMKOTEHA - NMPOLLECC SHAEPIFOHMYECKUMA.

TAK HA BKAIOMEHUE OAHOIO OCTATKA TAIOKO3bI B
NMOAUNCAXAPUAHYIO LLEINMb UCTTOADBb3YETCA | MOAb ATO®
n© i MOADb YTO;

v

5)PACI'IAA FA\NKOTIEHA AO INAFOKO30O-6-OOCDATA HE

TPEBYET SHEPIUM;

6)HEOBPATMMOCTb NMPOLECCOB CMHTE3A U PACIAAA

FAUKOTEHA OBECMNEYMBAETCS UX PEFYAAILLUEU
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Cnacubo 3a BHuMaHue!!!!



