Llenb: [1atb NnpeacraBneHme o katabonnyecknx n aHabonnyeckmx
NyTAX NpeBpaLleHne NMNnMaoB 1 Ux DNONOrM4YeCcKom pornm.

e OCHOBHbI BONPOChI:

« 1. CtpoeHune n bnonoruyeckne dyHKLMM nunuaoB. Pe3epBHbie 1
CTPYKTYpHble nunuabl. CocTas, CTPOEHUE U hr3nonornyeckas ponb
TPAHCMOPTHbIX NMMNOMNPOTENIO0B KPOBU

« 2.[NlepeBapuBaHue XMNPOB, BcacbiBaHME NPOAYKTOB r'Maponuaa, ponb
XXEMYHbIX KUcnoT. HapylieHne nepeBaprBaHus U BcacbiBaHUS NUNUAOB.

* 3.PecuHTes TpuaumnrnuuepuHOB B CTEHKE KULLIEYHUMKA.
* 4.0cobEHHOCTM BUOCUHTE3A XKNPOB B NEYEHN U XXNPOBOWN TKAHMW.

« 5.Pe3epBupoBaHue n Mmobunmnsaumsa xmnpos. Perynaumnsa n dumsmnonornyeckas
POnb pe3epBUpoOBaHMS U MObunmnsaumm xmnpos. HapyLueHne aTux
MPOLECCOB NPU OXXUPEHUMN.

* 6.06MeH XMNpHbIX KUCIOT. beTa-okucreHne kak cneymuunyeckun nyTb
KaTabornmama XUpHbIX KNCIOT. KapHUTUHOBLIN YENTHOYHbBIM MEXaHU3M.

» 7.CunHTES, ncnonb3oBaHUE K cbmsmonormquKoe 3Ha4YeHne KeTOHOBbIX Ten 8.
bunocuHTes XKXNPHbIX KUCI1O0T.

¢ 9.0MKO3aHOWUAbI N NX POSb B perynaumm metabonuama n omnsmonornyeckmx
doyHKUMW.
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bunonornyeckune pyHKLUMM NUNNA0B

Ilnnngbl AaBNAKOTCA 3HEPreTUYECKUM MaTepuanom, BbiNMoSHAKT
3allUTHbIE, NnacTu4eckme, TPaHCNOPTHLIE U PETryNATOPHbIE
dOYHKL M.

[1o pmsnonornyeckomy HasHa4yeHuo NMnuabl opraHM3ma
OENATCA Ha TPU rpynnbl: pe3epBHble NuMnuabl,
npoTtonsiasMmaTtnyeckme Unm CTPYKTypHble Nnunngbl U
TpaHCNOPTHbIE NUNKUAbLI (MMNONPOTENHDI).

PesepBHble Nnunnabl B OCHOBHOM NpeacTaBrieHb!
TpuauunrnuuepmHamu. OHM OenoHUPYOTCA B BONbLUNX
KONMYeCcTBax B XXUPOBbIX AEMNO 1 3aTEM NO Mepe
HeEODXOOMMOCTU NIErKO MOBUIN3YIOTCS U PacXoayrTCs Kak
9HepreTndeckun martepuman.

[Mpn nonHOM oKkucneHun 1 rpamma Xxupa BbicBoboxgaetcs 9,3
KKan aHeprum (38,9 KIX).

[lpoTonnasmatnveckne nunuabl NpeancTaBneHbl
docdonunugamm rnmuepmagaMmm n He rmuuepuaamm
(cdbuHrodbocdaTmnabl), rmukonMnuagamMmm n xonectepngamm. 3T1o
CTPYKTYPHbIE KOMMOHEHTbI KITETOYHLIX MEMOpPaH 1 NXx
cogepxaHne B opraHM3mMe NoCTOSAHHO.



TpaHcnopTHbIe NUNUAbI

TpaHCnOopTHbLIE NUNNALI - 3TO NUNNAbI, HAXOOALNECH B
KOMMeKce ¢ 6benkamn mn ocTtaBnsieMble
9KCTpaUentonApHbIMU XUOKOCTHbIMU cpegamMu (KpoBb,
numMmda) oT ogHOro opraHa K gpyromy. 4Hatle nx HasblBaroT
TpaHcnopTHbIMU nunonpoTtenHamu (J1I'1). Bce TpaHcnopTHbIE
NNNONPOTEUHBI MOCTPOEHBI NO TUNY MTMAPOGHOOHON MULIENBI U
COCTOAT N3 rmapodobHoro ssigpa, obpa3oBaHHOIO
TpUauunrnuuepuHamm n xonectepugamm, n rnapodPubHOro
crnosi, obpaszoBaHHOIro ANPUIbHLIMN MOSIEKYaMU
docdonunnaos, rMMKONMNMOOB U MOSieKynamn berka,
dopmupyowmnx rmapaTtHyo 000noyky. Pasnunyatot
creaywouime Tunbl TPaAHCNOPTHLIX JIMNONPOTEUHOB:

- XUNOMUKPOHBI (XM),

- nMnonpoTeunHsbl Beicokon nnoTtHocTtu (JIMNBI1),

- NIMNONPOTEUHbI 04eHb HU3KoW nroTHocTu (JIFNTOHI),
- nMnonpoTeunHbl HU3Kon nnoTtHocTtu (JIFTHIT).



XnnomumkpoHbl (XM)

XUNOMUKPOHBLI (XM) doopMUPYOTCA B CTEHKE KNLLEYHUKA U
OT/NINYalOTCA OT OAPYrUX TPAHCMOPTHBLIX IMNONPOTENHOB
CaMbIM BbICOKMM coAepXaHnem TpuauunrnmuepuHoB
(85-90%), HU3KMM coaepkaHNEeM XOnecTepuHa,
docdonunnaos n bernka (0,5-2,0%).

XUNOMUKPOHBI — 3TO rMaBHAasA TPaHCNOpPTHaA oopmMa
9K30reHHbIX, PECUHTE3UPOBAHHbLIX B CTEHKE KULLEYHUKA,
TpUayMnrnmMuepuHoB.

BcnepnctBue bonbluoro gnametpa vyactuu (d=100-500HMm),
XM He npoHuKatoT Yepes MeMbpaHbl AHAOTENNASIbHbIX
KINEeTOK KuULeYHNKa B KPOBAHbIE Kannnnapbl U XOpOLUO

ONPPYHONPYOT B UMY .

TokoM nNuMdbl OTTEKaOLEN OT KullevHnka, XM
OOCTaBNSATCA B rpyAHOU NUM@aTU4eCcKUn NpoToK U 3aTeM
TONLKO NnonagaroT B KPOBOTOK.

KoHueHTpauuna XM B KpoBM HaxoauTcs B npegenax ot 0 -
0,5 oo 2,0r/n.



JINOHM wnu npe-B-nUnonpoTenHbl

NMNOHIT nnu npe-B-nunonpoTenHsl, GOPMUPYIOTCHA B NEYEHU U
YACTUYHO B anuUTenmarbHbIX KNETKax TOHKOro KNLLIEYHKMKA.

JNNOHTIT otnnyatotes, kak 1 XM, BbICOKMM coaep)XaHUeMm
TpuauunrnmuepuHoB (64-80%), Ho B oTnnymne ot XM cogepxart
MHOro dpocconmnnaos (15-18%), xonectepmnaos (8-15%) n
benka (10-13%).

JNMMNOHIT saBnsa0TCA rMmaBHOU TPAHCMOPTHOW ddOpMOWN
CUTE3NPYEMBbIX SHOOMEHHbIX TPMaUMIrULEPUHOB.

B sHOooTenun KanunnspoB pas3rinyHbIX OpraHOB MMEETCH
dePMEHT NUNONPOTENHNINNA3a, CBA3aHHAs C
[MMKO3aMUHITIMKaHaMN BHYTPEHHEW MOBEPXHOCTU Kanunnsipos
N HENOCPEACTBEHHO KOHTAKTUPYET C KPOBLIO.

OTOT DEPMEHT MMEET LIEHTP CBA3bIBAHUS NTUMONPOTENHOB U
KaTanUTUYECKNI LIEeHTP AN rmgponni3a TpuaunnrimuepuHoB.

bnarogapsa atomy dpepmeHTy JINOHIT n XM, nocteneHHO
ocBObOOXaasiCb OT TPMaUMrMMUePUHOB, NpeBpaLLaloTCs B
JIIAHM, a Takxke, BeposTHO, 1 B JIINBI.

KoHueHTpauus JINOHI1 B kpoBu HaxoguTcs B npegenax 1,5-2,0
r/n.



JIMHN vnn B- nnnonpoTeuHbl

JTHM nnn B- nunonpoTtenHbl 0b6pa3syoTcs B
kKpoBu 13 JINOHIT n asnatotca rmaBHOM
TPaHCMOPTHOU POPMOUN XOSleCcTEPUHA U3 MEYEHN
BO BCE OpraHbl U TKaHW, Ha MNOBEPXHOCTMU KIETOK
KOTOPbIX UMEIOTCA peLenTopbl, cneymndunyHbie K
JMMHTIT, roe xonectepuH ncnonb3yeTca ang
MOCTPOEHUSI KNETOYHbIX MEMOpaH.

OcobeHHO Nerko NpoHUKatoT B-nunonpotenabl K
KIEeTKamM CTEHKM COCYyd0B, AOCTaBMAS B HAX
XONECTEPUH.

CopoepxaHune xonectepuHa B JIINHI1 coctaBnser
35-40 %, dbochonunuaos 21-25% u benka 25%.

KoHueHTpauwua JIINHI1 B kKpoBu 300poBoOro
yerioBeka cocrtasnset 3,0-4,5 r/n.



JINBI1 vnn a-nMnonpoTeuHbl

JINBIT nnn a-nunonpoTenHbl, POPMUPYIOTCA B renatouutax u
XapaKTepusyrTCHd BbLICOKMM codepXaHuem goocdonnunuaos (25-27%),
xonectepnaoB ( 17-20 %) v 6enka ( 45-49%) n ABNAKOTCA rMaBHOW
cuctemMou TpaHcnopTta docdonMnNmMaoB 13 NeYeHn B TKaHW.

Bcnegcrteune maneHbKkoro gnametpa vactuu (d = 10-151m) JIMNBI nerko
NPOHUKAIOT Yepe3 MeMOpaHbl KNETOK COCYOOB B COCYAUCTYH CTEHKY U
yoanarTca otTyaa nMMJQOTOKOM.

Mo aton npuunHe JIMNBIT ocywecTBNAT 00paTHbIN TPAHCMOPT
XonectepuHa U3 TKkaHeu B rneveHb 1 AoCcTaBKy docdonmnuaoB B TKAHW.

B JIMNBI1 nmeetca 6enok-cdepMeHT NeymnTUH-XONecTepuH-
auuntpaHcepasa (J1XAT), KoTopbin KaTann3npyeTt CUHTE3 3PNPOB
XorfiectepmnHa n ocBoboXXagaeT MONEKynbl IN3oneunTnHa.

ObpasyoLmnecs xonectepuabl Nerko nepemMeLLaroTcs B A4epHYI0
yacTb JIMBI1, ewe 6onbLie ynnoTHAS ero n ocsoboXxaas
nosepxHocTHbIN crion JIMNBI1 ot xonecTtepuHa.

Bce 510 obneryaeTt TpaHCNOPT XonecTepuHa oT KNeTok pasHbIX TKaHE! K
MEYEHU U K KALLIEYHUKY.

KoHueHTpaumsa anbda-nmnonpoTeNHOB B KPOBU COCTaBNSAET Y MY>XXYNH
1,25-4,25 1 /N, Yy )XeHLWMWH 2,5-6,5 r/ n.



Jinnnabl KOXuU yenoBeka

* bonbLloe KoNM4yecTBO Pa3BETBJIEHHDbLIX XXUPHbIX
KUCJIIOT, KakK CBO60,EI,HI:IX, TaK U CBA3aAHHbIX
NMPUCYTCTBYET Cpean MHOITOHYNCITEHHBIX NTUNMnA0B
KO>XW YeJliOBEKa.

* Cuuntaertcs, YTO pa3BeTBIIEHHbIE XUPHbIE
KMCIOTbl UrpatoT ornpeaeneHHyo posib B
nogaepkaHnum aKkonornvyeckoro banaHca cpeabl
On1st MUKPOOPraHn3mMoB, ODUTatoLLMX Ha KOXeE.

* Kpome Toro, MMeHHO 3TK coegnHeHUda npuaaroT
KaXgomMmy MHOUBUAOYYMY cneunduyecknm sanax,
CBOEro poaa XMMmn4yeckun "otneyaTok nanbLeB".



I'IepeBapMBaHMe N BCaCbiBaHMe NpPoAyKTOB nepesBapmnBaHnAa nmnnaos

CopaeprkaHne n pa3HOBUAHOCTb NMUNUAO0B B NMULLLE
3aBUCUT OT ynoTpedbnaembixX MULLEBBLIX MPOaYKTOB.

Bornblue Bcero 4yenoBek NCNOb3yeT B NULLLY
TPUaLUNIMULEPUHBbI PACTUTENBHOIO N )KUBOTHOIO
MPOUCXOXOEHUS, OTNMYaoLWMecsa apyr oT gpyra
COCTaBOM >XMPHbIX KUCIOT.

B nutatenbHOM OTHOLLUEHUN HANUDONbLLYIO
LLEeHHOCTb NPeacTaBnaloT XNOKNe XXnpbl
(pacTuTenbHble Macna), B MoJieKkyrnax KOTopbIX
coaepxaTtcsa HeHachbILWEeHHbIe XUPHble KUCIOTHI.

B opraHn3m yenoBeka C XXMBOTHbIMW NPOAYKTaMM
(MACO, MOMOKO, Macsio) NOCTYNaKT He TOSbKO
TpuayunrnmuepuHbl, HO U NUNonabl N cTepuasbl.

B an4yHoM xenTke, HanpumMep, NPUCYTCTBYIOT B
bonbLIOM KonmnyecTee ocdonunuabl
(NeunTUHLI).



Xen4yHble KUCNoThbI

ObGs3aTenbHbIM YCNOBMEM ANS NepeBapUBaHNSA XXNPOB
ABNSIETCHA NepeBoa NX dMYIbIMpoOBaHHOE COCTOSIHUE C
MOMOLLIbIO YKEMYHbIX KUCMOT.

XKenuHble KNCIoThl (XoneBas, 4e30Kcuxornenas,
nnMToxonesas - 3-OKcuxonaHoBas KucnoTta) aBnarTCs
NPOM3BOAHbLIMU XONaHOBOW KNCMNOTbI.

B cocTtaBe Xenuu XXenyHble KNCNOTbl KOHbIMpOoBaHbI NMM6B0 C
TaypnHoM (H2N-CH2-SO2-OH), nubo ¢ rnnkokonom (H2N-
CH2-COOH), obpa3sysa napHble KOMMIIEKCHI.

[TapHble XXen4yHble KUCMOThI (FMMKoXoneBas, TaypoxorneBas,
rMMKo4e30KCcuxoreBas, Taypoaesokcmxonesad n ap.)
obnagatT ampudnnbHbIMY CBONCTBaAMN, ABMSIKOTCS
NOBEPXHOCTHO aKTUBHLIMW BELLECTBAMU N MOITOMY
BbI3bIBAOT SMYNbrMpoBaHMe XNPOB.



XonaHoBas Kucnorta



HO cH, CH— CH,— CH— COOH

XoneBasa Kucnora

HO HO



XeHoae3oKcuxonesas Kucrnora

HO HO






NepeBapuBaHue TpnauunrnuuepuaoB

Ipuayunenuyepunel  TAIU  PA3PYLIAKOTCS MAHKPEATUYECKOM JIAMA30H,
KOTOpast MOCTYNAET B KMINGYHWK B HEAKTMBHOM BUAC. JlMmasa axTusupyercs
JKCTUHBIMA  KUCJIOTAMHA M KHIUGYHOTO TPOUCXOKASHUS - Komumaszod. [log
BO3ACHCTBUEM JIMMA3bl 3MYJIBIUPOBAHHBIC TPUALMITIALECPUHBI THIPOIUTHIECKHU
Pa3PYIIAKTCS A0 MOHOAUWITIMIEPUHA U KUPHBIX KUCIOT. MOHOAMITIHLEPHHBI
nanee pa3pymarTcs kKapOoKCHICTEpa3aMi KUIIEYHUKA U MAHKPEATHYECKOTO COKA
110 TIMLEPUHA W KUPHOM KUCTIOTHI.

CH,-0-CO-CH2-R CH,-OH R'-CH,-COOH

| + 3 HOH |

CH-0-CO-CH2-R"'__ CH-OH + R"-CH,-COOH
| TTHTA3a |

CH,-0-CO-CH2-R™ CH,-OH R"*-CH,-COOH

TPUALMITIUIEPH [MLEPHH JKUPHBIE KHCJIOTBI



CH,-O-CO-CH -R' C‘Hz-OH R'-CH,-COOH

‘ +3HOH

CH-O-CO-CH,-R" - CH-OH + R“.CH.-COOH
‘ JIIias3a ‘ 2

CH,OH W
CH,-O-CO-CH,-R" 2 R"-CH,-COOH

TITUIIEPUH
TPHALMITIHLEPHT ep JKvpHbIE KUCIOTHI



NepeBapuBaHue occhonunnoos

Docghomunucdsr B KUIICUHHMKE THUPOJIM3YIOTCA ocoboil rpynmol ¢epMeHTOB

HasblBaeMbIX (Qocdonunazamu. CymecTBYET HECKoJIbKO THIOB ¢ocdoimas,
obozHauaeMblX kak A, B (A2), C, D.

CH; CH,OH
[+ |
CH3--N--CH,--CH> CH-OH + H3PO,4
| | | ocopuasd
CHs O CH,-OH KHCJIOTA
| «(D) TV PUH
R-CH,-CH=CH-CH,; CH;---O--P=0
| T \OH R-CH=CH-CH,-COOH
0O=C---O--CH (C) + 4HOH HEHACBHIIEHHAY KHUPHAsg KUCIIOTa
T >
(A) CH;-O--C=0  ¢ocdommaza R-CH,-CH,-COOH
T | (A.B,C.D) HACBIICHHAS KUPHAs KUCJIOTA
(B) CH; CHj;
| |
R'-CH,-CH; CH3--N-CH,-CH,-OH

JEUHUTHUH |
CH; XOJINH



[NepeBapuBaHue ccpuHropocarnooB

IlepeBapuBanue cunrodocdaTHIOB OCYVIIEC TRBIISIETCS depMeHTOM
KUIIIEUHU KA C(PUHIOMUEIIMHAZ0M, pa3pyluaroieil c(GUHTrOMUEIUH 0 c(PUHTO3HUHA,
YKUPHBIX KUCIIOT, XOJIMHA U (POcPOpHON KUCITIOTHI.

IIpu »ToM rugponus N-anWIbHONH CBsI3U B MoJekyie cunrodocdaTugioB U

JPYTUX cUHrOMUITUIAOB  (IJIMKOJIUIIMIAOB)  OCYINSCTBIICTCS  KHUINCYHOM
HEpaMUIa30M.

CHs; OH + 3 HOH R-CH,-CH,-COOH

[+ | < VSKIpHAas KICIIOTa

CH3--N-CH,-CH,-O--P=0O chuHrOMIIETIHA3A, IlepaMuIasa
| |
CHs3 O-CH; CH;-CH,-CH,-CH;,-R H3PO4
| | docdopnagz kucaora
CH-NH-C=0
|
HO-CH-CH=CH-(CH3)12-CH3
cpuHrOoMMIETTIH

CH3
|
CHj3--N-CH,-CH,; CH,;-OH
I | |
CHs; OH CH-NHz
XOJINH |
HO-CH-CH=CH-(CH3)12-CHj3



NepeBapuBaHne cmepudoe (xosiecmepuoos)

[lepeBapuBanue cmepuoos (xonecmepudos), KOTOPHIMH OOTATHI JKCITOK SHII,
CTMBOYHOC MAcio, PHIObS HMKpa W Ap. OCYIICCTBIACTCA MAHKPCATHICCKOM
XOJECTEPOIICTEPAZOH.

AXTHUBATOPOM 3TOTO ()ePMEHTA TAKKE SABIIFOTCS JKCTIHBIC KUCITOTHI.

CH;
—CH- CH,-CH,- CH,- CH-CH;
| |
CH; CH; CH;
N +HOH
> XOJIeCTepUH + KUPHAS KHCIIOTa
| acTepasa
C=0
XOJIECTEPHU]]

|
R



L O®P-xonvH

B mpomecce BCACHIBAHAA HEKOTOPIC KOMIOHCHTE! MIEL0B BBHTY
BIDUKCHROTO MX  MOCTHOTO — OHOTOTVYECKOTO H(QEKT3, ICTCPICRANOT
XHMHCCKYH)  MOTMQMKAVIO CBOGH CTDVKTYPb, TaK, HANDHMEP, XOWH B
[porieece Beachisaris mpespamaercd B L/1Q-xom:

ALl HyP;0s (mapogocqpar)
AT ! 101
XOmH ———  XonmE-focdar p LJ10-xommm

K30 TPaHC{epas



PecuHTe3 nunuaos

Pecunre3s HaumHaeTcss ¢ oOpa3oBaHMs IfdiepodocdaTra M CHHTE3A
AKTUBHBIX (POPM KUPHBIX KUCIOT - arpT-KoA

CH,-OH AJll® CH,-OH
| AT® T |
CH--OH > CH-OH
| TJTHIICPATKUHA3A |
CH,-OH CH,-O-POsH;
TJTUICPHH o-runepodocdat
R R
‘ AM® + H4P,0Os5 |
CH, T CH,
| HS-KoA + AT® |
CH, anuI-KoA cuHTETa3a > CH,
| |
COOH C=0
SKUPHAs \
KHCJIOTa S-KoA

anm-KoA



CH,-OH 2 HS- KoA lez'O-OC-R

o 2R-CH,-CO-S-KoA | CH-0-0C-R' 4 jon _
‘ CH,-O-PO.,H, docdaraza
anunTpancdepasza 2 3,
CH,-O-PO,H, docharnanas
KHUCJIOTA
R CH,-O-OC-R
e SO Y ro-ocr
\ R\\-CHz-Co-s-KoAT
CH-O-OC-R = CHz_O_Oc_R\\
‘ anuiaTpaHcdepasa
CE%CH{ TpUALWITIIALCPU ]

TAAAITITALIEPHUT



CuHte3 docchonununaos

JIMaluIIInIePHH UCTIONB3YETCsS | AT CHHTE3a (OCOIHUIHIOB,

HaTPUMED JNELUTHHA!

CH,-0-0OC-R

CH-O0-OC-R

CH,-OH
THALMT THUCPUH

[IM® CH,-0-0C-R

L[J1d-xomn T

TpaHcpepasa

>

CH-O-OC-R

CH,-0-PO-OH CH;

|
0-CHy-CH-N-CH;

memi - CH;



CUHTE3 NMNuA0B B XXMPOBOW TKaHU (pe3epBUpOBaHUe NUNuUaoB)

J[18 CUHTE3A TPHAWMITTHLEPUAOB B KHPOBO TKAHM MOIYT BOBICKATHCS
METa0OMHTH  VITICBOAHOTO O0MEHA, IZC BMECTO [IHUGPHHA HCTOMB3YETCA
(ocomokcnaneron, kotopsit B mpucyrereun HAJTH, BoccTanaBmiBacted B
[IAIEpodocar;

CHOH HAl  CH;-OH

| HATH, T |

C=0 , CH-OH

| pelykTasa |
CH2-0-PO:H, CH;-0-POsH,

(GocoauOKCHAETOH o-rmmepodocpar



MoOwunusauna nmnuaos.

ApeHaITHH——— 3/]PSHOPELEIITOP

aIeHIIATIIHKIIA3a

3
35 AMO €—ATD

HCAKTHBHAS ITPOTCHHKHUHA3A =P aKTHBHA IIPpO TCHHKHHA3a

AKTHBHAS TPHAIHUTITHMIICPUHITHIIAM— HCAKTHBHA TPHAITWIT ITHIICPHHIIHIIAasa

+ HOH
mpuayureIuyepun p Ouayurciuyepur -+ HCUPHAA KUCTOMA

+ HOH muanurmnepurinaiasa

MOHOAYUASIUYEPUH + HCUPHAA KUCTIOmA
+HO MOHOAIUT JIMI[SPUHIIHIIA3a
2AUYEPUH + HCUPHAA KUCTIOMA

Puc.8.1. AeHHMIIATIMKIIA3HBIN MEeXaHH3M MOOHIIM3al[MH JIMITHAOB




MeTabonutuieckme rnpeBpaLleHns CBOOOAHbLIX XXUPHbIX KUCMOT

« B knetkax Bce metabonutnyeckne npespalleHnsa CBOOOAHbBIX KNUPHbIX
KMCNOT HA4YMHAKTCS C NpoLecca X akTUBMPOBaHMA, T.e. 06pa3oBaHuS

aunn-KoA.
«  3TU peakuyun katanusnpytotca aunn-KoA-cuHTeTazamm:
. R R
. | AM® + H 4PZO7 |
. CH2 1 CH2
. | HS-KoA + AT® |
. CH2 aunn-KoA cuHTeTasa CH2
. | |
. COOH C=0
. XUpHagd \
. Kucrnorta S-KoA

. auunn-KoA



KapHUTUHOBbLIN YeNnHOK

KapautuH = Mcmonb3yeTcs A AOCTABKH JKMPHBIX KHUCTIOT M3 LUTO307Is B
MHTOXOHAPHUAX, Ta¢ amun-KoA moasepraetcss 0eTa-OKHUCICHHIO.

R CH,-N=(CHs); R
| HS-KoA |
CH, HO-CH /' CH;
| ¥ ,
C=0 CH, amwrrpanc(epasa C=0 CH,---N=(CH3);
\
S-KoA COOH \O---CH
an-KoA KapHUTHH
CH,
COOH

AIMIIKaPHUTHH



beTa-oKucneHue Xu PHbIX KUCITOT

B-okucIeHUE KUPHBIX KUCJIOT OCVIIECTBIIACTCS IIpUu ydacTuu HS-KoA u
MYJIbTUSH3UMHOTO KOMIUIEKCA U 3aBepIacTcs oOpa3zoBaHUEM aleTUI-KoA:

HOH+2ATOD HOH +3AT®
R T R R T
| OAIH,-—-=>1/2 O, | | HAJH,;-—->1/20,
CH, oAn T CH +HOH HO-c-H HAJAT
| » |l > | >
CH, ai-Ko A meruzaporeHasa CH rugpartaza CH; mermgporeHasa
| | |
C=0 C=0O C=0O
\ \ \
S-KoA S-KoA S-KoA
anmi-Ko A (Cn) eHOI-Ko A Oera-ruapokcuaniI-KoA
R R CH3
| | |
C=0 C=0 C=0
| \ + \
— CH, HS-KoA > S-KoA S-KoA
| THOJIa3a ar-Ko A areTHII-KoA
C=0 (Cn-2)

\
S-KoA
Oera-KetoaumiI-KoA (Cn)



[lanee oknucnsaeTca yKkopovyeHHaqa Ha ABa yrnepoLHbIX atoma
Mosiekyna aumn-KoA

Ha nmocmegneM stanie oOpasyeTcs paguKal KHACIOTHL, COAEPKAIIUIl YeThIpe
YIIIepOJHBIX aToMa - OyTupmi-KoA, KOTOPHIII OKUCISIETCSI ¢ OOpa3z0OBaHUEM JABYX

MOJIEKYNI aneTwi-KoA 1 BOABI, BBICBOOOXKIAaeMasl DHEPIMSI aKKyMYJIUPYETCS B S
MoeKkynax ATOD:

HOH+Z2ATD HOH +3AT®
CHs T CHs CHs T
| DOANH2--—->1/2 Oy | | HAJH2--->1/20,
CH, oAn T CH +HOH  HO-C-H HAQ T
| o || > I
CH-» aipui-KoA CH THApOTAza CH» THAPOKCcHAIUI- Ko A
| AEeTHAPOT€HAza | | AeTHAPOT €HAza
C=0 C=0 C=0
\ \ \
S-KoA S-KoA S-KoA
oytupmi-KoA (C4) KpoTOoHIWI-KOA oeTta-ruapoxkcuOyTupmwi-KoA
CHs CHs CHs
o &o &0
| HS-KoA \ + O\
— CH- > S-KoA S-KoA
| THOJIaza artetTwi-KoA anmeTi-KoA
C=0 (C2) (C2)

\
S-KoA
areroareTii-KoA



BunoaHepreTuka npouecca 6era-oKMcrneHus

buoaHepreTuka npolecca beTa-OKUCNEHUSRA XKXUPHbIX KNCIOT
CKnagblBaeTca 13 nponsBeaeHns Yncna LUnKkros beTa-
OKUCNEHNA Ha 4umcno monekyn ATO CUHTE3NPYEMbIX B KaXXO0M
uukne (5ATOP):

(Cn/2-1) 5= X (AT®)
Hanpumep, npn 6eTa-okMcneHnm cteapmHoBou KUCNoThl (Cn=18)
Bbixoa AT® paBeH: (18/2-1)5=40 ATO.

Bbixog aHeprun npuv nosIHOM OKUCIIEHNU XXUPHbBIX KUCNOT A0
YITEKNCIIOro ra3a 1 BoAbl CKNaablBaeTCcs U3 CyMMbl SHEpPrum
BblAeneHHou npu beta-okncrneHnm (Cn/2-1)5 n aHeprum
BbICBODOXJaeMom nNpu okMcreHnm B Luke Kpebca Bcex
Mornekyn auetusn-KoA, obpasoBaBLLUUXCS NMPpu DeTa-OKNCIIEHNN
OAHHOW XUpPHOU Kncnotbl (Cn/2)12:

(Cn/2-1)5 + (Cn/2) 12 = X ATD
Hanpumep, npy NONHOM OKUCIEHUN CTEAPUHOBOWN KUCIOTHI
(Cn=18) BbIxog AT® paBeH:
(18/2-1) 5 + (18/2)12= 40+108 = 148 AT®.



OKcuneHne HeHacCbILWEeHHbIX XUPHbIX KUCIOT

* [1lpupoaHble HEHACBILWEHHbIE XXUPHbIE KACTOTHI
MMEIOT LMNC-KOHJoUrypauuto, Torga Kak npu
OKUCITEHNUN HACbILLEHHbIX XXUPHbIX KUCNOT
obpasyoLmmncsa eHoun-KoA B HaxoanTCA B TpaHC-
KOHQoUrypauumu.

* B 3aTOon cBA3K, HEHACHILEHHbIE XXUPHbIE KUCMOTbI A0
MecCcTa PacronoXeHnsa ABOUHOWU CBA3U OKUCNAIOTCH
KaK HacCbILWEHHbIE.

« 3aTeM noa BO3OencTBueEM 4,3-Lunc-2,3-TpPaHc-
n3omMmepasbl ABONHAA CBA3b U3 MNOMOXeHus 3-4
nepemMeLlaeTcs B NoroxeHue 3-2 u npnobpeTtaet
TpaHc-dopMy, a ganee npouecc naet obbIYHbIM
nyTem.



XUMUN3M OKUCIIeHnesA HeHacCbILWeHHbIX XKXUPHbIX KUCIOT

R R R

| | | HOH +3AT®
4C-H CH, CH, !

| | | HATIH,—>1120;
3C-H » (.H HOH HO-CH  HAR?

| momepaa | < | g 11
2 CH H-C  rmgparasa  CH; ruppoxcranun-KoA
| | | TETHIPOTERA3a
1 C=0 C=0 C=0

\ \ \

S-KoA S-KoA S-KoA

3,4 muc-eromn-KoA 3.2 tpanc-enonn-KoA  Gera-rugpoxcranun-KoA



lNMpocTtarnaHauHbl (3MKo3aHOMALI)
U X ponb B perynsauum metabonusma

docdoraunepu bl

l Goconunaza A2

apaxuJcHOBasd KHCJIOTa

UUKTIOOKCUSERUZU / AUNCOKCUSERU3U

JITA (B, C, D, E)
[TH2

(JIEHKOTpHEHBI )

I'T2 (mpocTamukiuH I)

/

II'D2 }FEZ \ TXAZ2 (B,C.D,E) (tpoMGoKkcaHbl)
III'A2 III'F2a
II1'C2 IT'B2

Puc.8.2. Cxema cuHTE3a IPOCTATrJIaHIUHOB, JISHKOTPUEHOB H TPOMOOKCAHOB



CuHTEe3 npocTarnaHguHoB

ApaxmnaoHoBas KMCNOTAa KaK UCTOYHUK
npocTarnaHgMHoB NogBepraeTca OeUcTBUIo
doepMeHTa UMKIMOOKCUreHasbl, BXoasLlen B COCTaB
nonndpoepmMeHTHOro Komnnekca -
npocrtarnaHaAMHCUHTETA3bI.

LiuknookcureHasa katanm3ampyeT 3TOT NpoLecc
TONbKO B NPUCYTCTBUM KUcnopoaa.

B pesynbrate obpasytoTcs OMOfIornyeckn akTUBHbIE
NPOMEXYTOYHbIE NPOAYKThI - 3HAONEePOKCUAbI
npocrtarnaHAuMHOB, Ha3biBaeMble TakKXe
npoctarnaHanHbl G2 n H2 (M2, NrH2).

B cTeHke cocynoB 13 aHpgonepokcuaa tuna [IMG2
CUHTesnpyetca npocmauyuknuH | ([1112) -
CUNbHEULLWWX NPUPOOHLIN UHTMOUTOP arperauum
TPOMOOLINTOB.



* B bonblunHcTBe TKaHen n3 NMrH2
CUHTEe3npyrTcsd npoctarnaHauHbl Tuna MNire2,
[MT'F2a, A2, [1'D2 n TpomboKcaHsbl. [pu
n3omMmepusaumm BOUHOMN CBA3N B
LuuknoneHTaHoBoM Konbue MNFA2 obpasyroTtcs
[rC2wulllB2.

* B nenkouymntax metabonmam apaxmagoHOBOW
KUCMOTbI UOET N0 NHOMY MYTMW.

* C yyactnem pepmMeHTa JIMNOOKCUreHasbl OHa
npeBpaLlaeTcs B HELMKIINYecKkne
HEeHAaCbILLEHHbIE NPON3BOAHbIE, KOTOPbIE
nony4yunun HassaHue sieukompueHos (J1T)
muna A,B,C,D,E (JITA, JITB, JITC, JITD,
JITE).



Bbuonornyeckoe gencreue npocrarnaHaMHoOB

NMoBbiwasa ypoBeHb ULAM® B aHAOKPUHHbIX
Xernes3ax, npocrarnaHanHbl CTUMYITUPYIOT
obpa3oBaHMe U CeKpeuntro ropMOHOB (CTepOUAHbIX
ropoMOHOB, MOOTUPOHUHOB, MHCYJINHA,
KaTexoflaMUHOB),

B XKMPOBOW TKaHW NpocTariaHanHbl CHMXKaloT YPOBEHb
LAM® 1 TopMO3AT NMNoNmM3 Nogo0OHO UHCYINHY.

[1T'F2a perynupytoTt cokpaLleHune rnaakou
MYCKynaTypbl MbILUL, MaTKW1, OPOHXOB U KULLEYHMKA,
aoencteya Yepes ul MO n noHsl Ca.

D2, INIrG2, NrH2, TXA2 n nenkotpuensl (J1T)
BbI3bIBAlOT COKpaLleHne 6poHxos, [NINE - nx
paccrabrneHue.

[1T'F2a n TpombOKcaH A2 cyXXatloT KpOBEHOCHbIE CcOoCyabl
M NOBLILLAKOT apTepuarnbHOe OaBreHune,



NMpoctauuknuuebl (I'2) u MNME2 BbI3bIBAtOT
cocygopacLUnpALWLnY 3aPdeKT 1 NnageHne aaBnexHuns,
yBENMYMBalT MOYEBbLIBEAEHNE U BbIBEOEHMNE C MOYeEN
HaTpUA.

NMpocTtarnaHanHbl U ocobeHHO [1I'F2a, ycunmeatoT
COKpalleHMe MaTK1, MaTOYHbIX TPYO 1 BbI3bIBAOT
paccacbIBaHMe XENToro Terna, TeM camMmbiM, obneryas
npepbiBaHNe bepeMeHHOCTH, OKa3bIBaOT
POAOCTUMYNMpPYIOLLIEEe OEUCTBME.

B aTton cBa3n npoctarnadguH 'l Fa2 (anHonpoctT,
9H30MPOCT F) MICNONb3YIOT B aKyLLepcTBe AN
npepbiBaHNs OepeMEHHOCTU M KaK
POOOCTUMYNUPYIOLLIEE CPEeaCTBO.

[1T'E TopMO3aT cekpeuunto xenygovHoro coka, a l'l'F2a -
ee yCUnuBator.



bunonorunyeckue ahpdektbl npocrarnaHoUHOB

Annepruyeckada u aHadounaktTndeckasa peakuum
opraHmama cBsi3aHbl C YCKOPEHHbIM 0bpa3oBaHUEM B
nerovyHou TkaHu npoctarnaHanHos ([M1'G2, NTTH2) n
TpombokcaHoB (TXA2) u cmecu nenkotpueHos (J1T).

ACNUpWH, HOOMETAUUH, guKnodoeHak u ap.,
MHIMOMPYS LMKNOOKCUreHasy, NpenaTCTBYIOT CUHTE3Y
npoctarnaHauHOB.

[ MtoKokopTMKouabl, brioknpysa doocconunasy A2,
CHMXaloT 0bpasoBaHWE npocTarrnaHanHoOB U
OKa3sblBalOT NpOoTUBOBOCNANUTENBbHbLIN 3 EKT.

[lpocTarnaHouH E2 npenaTtcTByeT pa3BUTUIO A3B
Xenyagka v kuwedHuka . [loatomy npenaparthbl
(0cOBEHHO rMIOKOKOPTMKONObI, aCMUPUH)
nogaenaroLwine bnocnHTes npocrarnaHguHoOB, MOTYT
Bbl3BaTb 0Opa3oBaHue S3B U XKenyao4HO-KULLEYHbIE
KPpOBOTEYEHMUS.



[MpocTtarnaHauH E2 (QMHONPOCTOH, NPOCTUH E2)
NPUMEHSAIOT A1 KYNMpOBaHMS MPUCTYIOB cra3ma
OPOHXOB, NMMNEPTOHNN N A3BEHHON BONE3HN.

NMpoctauuknuH (MI'2), HanpotuB, ABNSAETCH
CUNbHEWULLM NPUPOAHLIM UHTIMOUTOPOM arperawmm
TPOMOOOLMTOB U aHTUTPOMOOOPA3YIOLLIM BELLIECTBOM.

TpombokcaH A2 cnocobcTByeT 0bpasoBaHUIo
TPOMOOB B cOCyaax, Tak Kak Bbl3bIBAET CrMnaHune u
arperaumto TpoMmoboLUunTOB.

AHTUTPOMOUYECKUI 3PEKT acnmpmHa U
MHOOMETAaLUNHa OOBSICHAETCHA TEM, YTO OHU TOPMO3SAT
obpasoBaHMe TpoMOOKCaHa 1 NPenaTCTBYIOT
arperaymm TpoMmooLUTOB.



BrocuHTe3 XKu PHbIX KUCIIOT

MICTOYHUKOM ONA CUHTE3a XXUPHbIX KUCIOT CIYXXUT
mManoHunn-KoA, obpasytomnimncs ns auetun-KoA.

Auetun-KoA poctaBnaeTcsi K MECTY CUHTE3a XXUPHbIX
KMCNOT U3 MUTOXOHOPWW, rae oH obpasyetcs npm beTta-
OKNUCNEHUN XXUPHbIX KAUCIIOT.

[locTtaBka auetun-KoA ns MUToxoHapun B LIMTO30/Sb
OCyLLeCTBNAeTcH fIMdo KAPHUTUHOBBIM YENMHOYHbLIM
MEXaHU3MOM, MO0 ¢ NOMOLLbIO LmTpaTa.

B MutoxoHapuax ns auetun-KoA u LaBeneBo-
ykcycHoun kucnothbl (LLLYK) cuHTesnpyetca untpar,
KOTOPbIX NpU y4acTum cneundomnyeckon TpaHCcnoKkasbl
MUTOXOHOpPMarnbHOU MemMbpaHbl 4OCTaBAETCA B
LIMTO30/b.



COOH COCH

| | HSKeA |
(= C=0  +HOH T CH,
\ + | > |
§-KoA CH, umrparcunrerasa HO- C-COOH
aerun-KoA |
COOH CH;
HIYK




CuHTe3 manoHun KoA

B 0MTO30M€ IMTPAT MOA BO3ACHCTBHEM LMTO30NBHOM LMTPATIMA3EI
PA3PYIIAcTCA K BHOBB 00pasyeTcs aueTii-KoA.

Jlance, mpu  yuacTHM OMOTHH-cofepkamero (epmenta (aueTn-KoA -
KapOOKCHNa3a) B SHAOMIA3MATHYECKOM PETHKYIYME 13 aueTHI-KoA 1 yrofbHOH
KHCITOTBI CUHTE3UPYETCA MATORMI-KOA:

COOH
CH;
| (Mg™) CH,
C=0 +H,CO;+ ATD > + AI[(D + Hi;POy
\ onotnn-pepment  C=0
S-KoA
aleTHI-K0A S-KoA

MATOHHI-KOA



COCH

| ~ HS-KoA CO, CHs
CHz 4+ CH3 : HAI.[(D
| =, o T
C=0 C=0Q cuuTeTaza HAID H,
\ \ CH, >
S5-KoA S-KoA penyKTasa
MaioHmI-KoA anernin-KoA C=0
: X
S-KoA
arietoaucTun-KoA
CH; CH, CH;
| HAIO |
H-C-OH HOH C-H T CH;
1 |  HAIOH, |
*  CH; » C-H » CH:
THAPOOKCHAMI |  eHOWIpeXyKTaza |
C=0 nerugparaza C=0 - C=0
\ \ \
S-KoA S-KoA S5-KoA

TUApOKCHOYTHPHI-KOA

KpoToHWI-KoA

6ytupuwi-KoA



CHy
CH,
CH,

C=0

5-KoA
Oyrupan-KoA

COOH

|
CH;

HS-KoA CO0,
T 1

C=0
\
S-KoA

CHHTCTA3a

MaToHui-KoA

CH;

|

CH, HAJ®
| !
CH, HAJOH,
| %
C=0 penyxrasa
|

CH,

|

C=0

\

S5-KoA



CuHTEe3 NnanbMUTUHOBOU KUCHNOTLI

[1na cuHTe3a nanbMUTUHOBOW KUCMOTbI HY>KHO
CEMb TaKMX LMKNOB, COOTBETCTBEHHO TpebyeTcs
CEeMb OCTATKOB MarioHurna u oauH aueTtun.

CuHTesn POBaHHAA NnaryiibMMTUHOBAA KUCI10Ta

coeanHsaeTca ¢ KoA n obpasyerca nanbMUTOUI-
KoA.

CWUHTE3 XXNPHbIX KACMOT C YUCITIOM YrIepoaHbIX
aTOMOB bonbLUE YeM Y NanNnbMUTUHOBOW KNCMNOTbI
MOXET UATU B MUTOXOHAPUSX N B LLUTO30rE.

B mMutoxoHOpuax onsg aTux ueneu K nansMmMToun-
KoA npucoenuHaetca auetmn-KoA npu yyactum
COOTBETCTBYOLMNX pepMeEHTOB, a B LUTO305E
ncnonb3yerca manoHmn-KoA.



CuHTEe3 KeTOHOBbLIX Ten

[1To Mmepe HakonneHua XUPHbIX KUCNOT, aueTunn-KoA pacxogyertcs ans
CUHTE3a KETOHOBbIX TEn.

K KeTOHOBbIM Tenam OTHOCHATCS aueToaleTaT 1 6eTa-ruapokcmbytmpar
(aueToykcycHasa u beta-okcMmacnsiHHasi KUCMOThl).

CWHTE3 KETOHOBBIX TEN MMEET MECTO TOSTbKO B MEYEHU, B APYrMX OpraHax
OH He naer.

CUHTE3 KETOHOBbLIX TEST HAYMHAETCS ¢ 0bpa3oBaHus aleToaueTun-KoA ns
OByx monekyn auetun-KoA npu yyactun auetusn-KoA-

aueTunnTpaHcdepasbl:
CH3
CH3 CH3 HS-KoA |
| | ! C=0
C=0 + C=0 | .
\ \ aueTunTpaHcdepasa CH2
S-KoA S-KoA |
auetun-KoA auetun-KoA C=0
\
S-KoA

auetoaueTun-KoA



HNanee nog Boszgencteuem B-rugpokcu B-metun rnytapun KoA
CUHTEeTa3bl NPU UCNOSNIb30BaHNN eLle oaAHON MoneKynbl aueTusn-KoA
obpa3yetcsa B-rugpokcu B-metunrnytapun KoA , KoTopbl nnasomn

pa3pyLllaeTcH C 06pa3OBaHMeM auemoauemama - ogHoro "3 KeToOHOBbIX
Ten

CH; . COOH
CH; + I

C=0  HS-KoA CH,
(=0 \ T COOH

S-KoA y, HO-C-CHj s
CH, PB-B-IMI-KoAcunrerasa | maza CH, CH;
, . CH, + l
(=0 | | | C0 C=0
\ C=0 \
$KoA \ CH; S-KoA
ueroaeTrI-KoA S-KoA aneroamerar  auetwi-KoA

B-ruppokcy- f-MeruaryTapui-KoA



BoccTaHOBneHue auyetoaueTaTa npMBoAUT K 06pa3oBaHunIo
BTOPOro KeToHooro tena B-audpokcubymupama. B cny4vae
n3bbITKa aueToaueTaTa B TKAHAX BO3MOXHO CMOHTAHHOE
AeKapbokcunupoBaHue aueToaueTa U obpa3oBaHue auemoHa

COOH  HAL  COOH COOH
| T l 00
CH,  HADH, CH, cw, T CH

T | |
(=0 mermgporenasa CH-OH C=0 C=0

l \ | |
CH CH CH CH

AlCTORLETAT 6€Iﬁ-l‘Hﬂp0KCH6yTHp3T aliCTOALCTAT aliCTOH



Ucnonb3oBaHMe KEeTOHOBbIX Ter

* B cepoeyHoun mbillLe aLleToaleTaT
obmeHunBaeTcs ¢ cykunHun-KoA Ha HS-KoA n,
obpasyolimecs auetoaueTmun-KoA v cykuymHat
BKIOYaKOTCA B 00OLLMe nyTn Katabonmama Kak
HenocpeacTBEHHbIE NCTOYHUKN SHEPTNN

CH; COOH CH; COOH
|
C= | CH2 C=O CH2
+ > + |
CHz CHz TpaHC(bepam CHz CHg
| | | |
COOH C=0 C=0 COCH
aleToaleTar \ \ CYKUMHAT
S-KoA S-KoA

cykuuHMI-KoA  aneroanetun-KoA



B Hopme B KpOBU YPOBEHb
KETOHOBbIX Ten 0,1-0,6 MMorb/n.

* [loBbILLEHNE UX YPOBHSA (TMNepKkeToHeEMUS)
HabnogaeTcs Npu caxapHoMm gmnabeTe n npu
ONNTENbLHOM ronogaHunm (2 n 3 gasbl
ronoga), korga UMeeT MeCTO YCUITEHHbIU
NPOLIECC OKUCIIEHNA XXUPHBLIX KUCIOT.

* [lossBNeHmne KeTOHOBbLIX TEN B MOYe
Ha3bIBaeTCs KETOHYpUS. [NMybokas
KETOHEMUA NPUBOAOSAT K METADONTMYECKOMY

aumngoasy.



Tema Ne7: ObmeH nununaos.

Lenb: [1aTb npeacraBneHne o katabonnyeckmnx n aHabonmnyeckmx

nyT4ax rnpespaiwleHne nmnonaoB n nX bnonormnyeckom POJIN

e OCHOBHbIE BOMPOCHI fTIeKuum:

1.006meH cTeponaos. [peactaBneHne o OUOCMHTE3E
XOnecTepuHa, perynauuns atoro npouecca. BkrioyeHune
xonectepuHa B JINOHTIT.

2.CnHTES3 XKEN4HbIX KNCNOT. BbiBeaeHmne XornecrtepumHa
XKEeJTMHHbIX KNCI1O0T U3 OpraHn3mMma.

3.'MnepxonectepuHeMus, NpU4NHbI €€ BO3SHUMKHOBEHUA.
BHyTpucocyancTtbiv nMnonms.

4.bnoxummnsa atepockneposa. MexaHnU3m pa3BuUTUS
XXen4YHOKaMeHHOoU 6onesHu.

5.[pencTtaBrieHmne o bMocnHTE3E N KaTabonmame
dochonunnaoos n rMUKONUNNAOB.

6.loHATNE 0 cUHronunuao3sax.



BbunocuHTe3s xonecrepuHa

K cTtepongam OoTHOCATCA yrneBoaopoabl Npomn3BoAdHbIE
LMKIONeHTaH-neprngpo-deHaHTpeHa, METUNMPOBAHHbLIE B
nonoXxeHun 13 (acTpaH) Unu B nonoXxeHmax 10 n 13 (aHapoCcTaH)

MHormne creponabl UMEOT B NONOXEHNN 17 BOKOBYIO LEnb.

[1o cTpOEHMIO 3TON DOKOBOW LIENW pa3nnyatoT YeTbIpe rpynnbl
CTEepOVOOB:

- CTEPUHbI (XONEeCcTepuH) - BoCcbMUyrnepoaHasa bokosas Lenb,
- )KEN4Hble KUCMOThbI - NATUYrnepogHas bokosasi Lienb,

- KOPTUKOCTEPOUAbI N NPOrecTepoH - ABYYrnepoaHasa uenb,

- 3CTPOreHbl N aHAporeHbl - B NONOXXEeHUN 17 Lenu HeT



M KJTOTI €HTaH- 3CTpaH aHIPOCTaH
nepruapodeHaHTpeH




[MaBHbLIM UCTOYHUKOM ANA CUHTe3a XoriecTtepuHa
aBnaetca auetun-KoA, n po cragum obpasoBaHua 3-
ruapokcu-pB-metunrnytapun-KoA (FMIr-KoA) cuxres
naeT TeM e MexaHM3MOM, YTO U CUHTE3 KEeTOHOBbIX Tern

CH, COOH COOH
CHy, + | | HS-KoA |
(=0  HS-KoA CH, HAI® CH,
(=0 \ /' | HAffoH, |
S-KoA . H O-C-CH; »HO-C-CH;
CH, p-B-I'MI-KoAcunrerasa | penyKTa3a |  Tma
| CH; CH;
C=0 | ]
\ C=0 CH,OH
5-KoA Vo
groaneTi-KoA S-KoA MEBANOHOBAL KHCIOTA

B-ruppoxcu- f-merwrmyraprn-KoA



[log Bo3oencTesnemMm MegasioHam KuUHa3bl C UICNOMNb30BaHUEM OBYX
moriekyn AT® obpasyetcs meBanoHunnupodocdar, npu
aekapboKkcUnmMpoBaHnUmM KOTOPOro obpasyercs
usloneHmusnnupogocgam v garee
oduMemunannunnupogocgham:

Alld COOH CH, CH;
T | HO+CO | |
1AT® CH, C-CH; — C-CH;
> L | H30Mepa3a [
HO-C-CH; CH; CH,
| | |
CH, | CH,-O-Py-0O-Pu CH,-0-Pu-O-Pu
| wionentiwiHpodochar  muMeriranmmpodocdar (C5)
CH;0-Pu-O-Pu

MeBanoguHpodocdat



2{naMeTHNALTIATHpOodocdhaT) repaswmmHpodgocdar (C 10)

TAMeTwiIaiurnspodocdar —» H.,P2O4
(C5) T~

Q)apﬂesmnapo(pocq; aT
(C15)

\

dbapuesmwnmpodocdar
(C15) T 2(H,P-07 )
' HAOQPH, —»HAID

v
mHaBcoecTepHH(C30) = cxBaneH{C30)

3 HAJI®OH, IHAJD HOH

—»3 CO-,
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CuHte3 hocchonunmnaoBs n rnmkonunmnaos

 [1na cuHTesa doocdonmnnaos u
[MUKONMUMNAOB - IMaBHbIX CTPYKTYPHbIX
KOMMNOHEHTOB MeMOpaH KNeTKu, Kpome
TUMNYHbIX KOMMNOHEHTOB NMUMNAOB
(rmmnuepodocdaT M XKXUPHbIE KUCNOTbI)
HeEoOXoAMMbl CCPUHIO3UH, XOJSIUH UMK
KOrflaMWH, cuarioBble KUCNOTbI U gpyrue
Npon3BoAHbLIe yrneBoabl

« KonamuH u XOJ/IUH CUHTE3UPYIOTCH
N3 aMUHOKMUCIIOTbI CepPUH.



[N OHaTOPOM MEeTUNbHbIX FPYNN NPU CUHTE3€e XONIMHA CNYXXUT METUOHMUH,
NPUCYTCTBYIOLWUN B KneTkax B oopme
S-adeHOo3UJIMEeMUOHUHaA:

S-AMEHOBHTOMOLHCTEHH
0, I
(H-CHCOOH 1 CHy-CH; S-anenosumvernonn CHy-CH,
| | ey | | gy ] ]

OHNH;  moxapbokeunaze  OH  NH, wemmpancdepasa OH Ne (CHy)
CEpHH KOTAMHH KON



KonamuH nog Bo3gencTBnemM KoammH goocPoKmMHasb!
aKTuBunpyetcs obpasysi kosr1aMuH ¢pocgham

AJID
CH,-CH, AT® T CH,-CH,
l i I
OH NH, xunasa > O NH;
KONaMHuH
HO-P=0

| xonmamundocar
OH



CH,-CH; mupodocdar

|
O N=(CHs); UT®

- I IP-x0onHH

HO-P=0 CHHTCTa3a
OH IMD
dochoxonun - CH»-0O-OC-R T CH,-O-OC-R
| L AD-xonunH | '
CH-O-OC-R° » CH-O-OC-R
| NeLuTHHA3A | -
CH»-OH CH,-O-PO;H

I
(CH3)3EN-CH2-CH2-O
AeRUMUH



AHanorn4yHo obpa3syetca chochoxonuH v garnee ero
aKkTuBHas TpaHcnopTHaa cpopma LUOP-xonuH, KoTopbin

oOpa3ys NneunTuH:

CH,-CH, mupodocdar

O N=(CH3)» LT

- 1 D-x0onuH

neuMTUHaA30M NPUCOEANHAETCS K agurnuuepuay

HO-P=0 CHUHTCTa3a
OH IMD
docdoxonuu - CH»-0-OC-R T CH>-0-OC-R
| L OD-xonus | ‘
CH-O-OC-R° » CH-O-OC-R
| JTeLHUTHHA3A ] -
CH,»-OH CH,-O-PO;H

|

(CH3)3EN-CH2-CH2-O

AeHUMHH



CuHTE3 rmmkonmnuaos

CUHTE3 MUKoNMnmMaoB nget Ha membpaHax
9HJoMNa3MaTNYecKoro peTukynyma,

ObpaszoBaBLUMECS MUKONUNUAbLI Pa3MeLLaroTcs Ha
NOBEPXHOCTU MeMbpaHbl, BbICTUMAKOLLEN LIMCTEPHDI
9HAoNNasMaTU4YEeCKOro peTUKynyma.

OTctoga oHM TpaHCNopTUPYLoTCSA B annapaT [onbaku u,
BKINIOYasICb B COCTaB Hapy>XHOW NOBEPXHOCTU
nnasmaTn4eckmon MembpaHsbl, BbIXOOAT U3 KNETKU.

CuHTE3 cgbuH203UHa, TNaBHOIO CTPYKTYPHOro
KOMMOHeHTa cdomHrogocaTtuaoB U MUKONUNUOOB,
Takke B OCHOBHOM WAET B NeYeHW.

MICTOYHWUKOM CIY>XUT aMUHOKMCNOTA CEPUH U
nanbmutTonn-KoA



CO,
CH;3-(CH;),-CH,-CH,-CO-SKoA HOOC-CH-CH,-OH PII-CH=0 T
namMaTOnI-KoA  + |

NH, (Mn++)
CEPUH
HAJIP |
T HS-KoA ®AJl H,
HAKX®H, T CH;«(CH,)i»-CH,-CH,-CH-CH-CH,-OH @A T
> | | »
OH NH, JAErHfporeHasa
JUCHAPOCHUHTO3UH

CH;-(CHy)1-CH=CH-CH-CH-CH,-OH

| ]
> OH NH,

cpunzozun




Moo Bozpgencteuem chepmeHTa CChUHro3nH-
auunTpaHcdepasbl K CPUHIo3nHY NenTUOHOU CBA3bLHIO
npucoeauHAETCH XUPHasA KUCIoTa obopa3yeTcs uepamMuo:

CHi(CH,)y,-CH=CH-CH-CH-CH,-OH HS-KoA
] ~

OH Nt, — R{LOSKoA
Conerosa COMRTO3HHAIMNTpaHCepase

4

— el CH3{CH;)IZ-CH=CH-(|3H-(iHJCH2-OH

OH NH-OCR yepanud



[anee Kk uepamuay npucoeanHAeTca qoCcdOXOosnH
obpasyetcsa cpuHrosnHdocdatng cghuH2OMUESTUH:

MO
CHy(CHy)y-CH=CH-CH-CH-CH;-OH /
| L{i-xomm
OH NH-OCR — - 4
Kepamuo

0
II

CH;-(CHy)iz-CH=CH-CH-CH-CH,-0~-P-0-CHyCHyN'= (CHy )3
|| |

- OH NH-OC-R OH
cCQunzomMuennu



CuHTe3 rmukonuMnmnaos

* CMHTES3 MUKoNuUnuaoB TakXke NponucxoanT C
Mcnosrb3oBaHWEM LiepaMnios.

* [1pn cnMHTE3€E LEPEDPO3NAOB K LepamMmuay
NpUcoegnHSATCS MUKO3NOHOU CBA3bIO
MOHOcaxapuabl (FKo3a NN ranaxkTosa)
noctasngemble B Buae YIAD-rnoKko3bl Unu
Y®-ranatossbl:

° yepamuo + Yl®-anroko3a Hepebposupg + Yo



L{epebpo3udbl MOryT CUHTE3MPOBATLCA MO
anbTepHaTMBaHOMY NYTH.

« BHavyane obpa3syeTcs npon3BogHoe
COMHIO3MHa U ranakTo3bl Ha3biBaeMoe

NMCUXO3UNH:.
CUH203UH + Y[]®-2anakmo3a —fCUXO3UH + Y[P

» 3aTeM MCUXO3UH auEeTUNMMPYETCSH Kakon-rnnbdo
XUPHOW KNCNoTom n obpasyetcsa uepebposna;:
ncuxo3uH + R-CO-S-KoA —uepebpo3ud + HS-KoA



CuHme3s 2aHa1uo3udoe

» [[@H2/1U03UOBI - TMNKONUNUAbI MEMOpPaH
HEWPOHOB CUHTE3NPYIOTCS NNDO

* N3 LiepaMmnaoBs, K KOTOPbIM
nocnegoBaTeribHO NPUCOEAUNHAIOTCH

OCTaTKU ranakTo3bl, rMOKO3bl U
obs13aTenbHO cManoBble KUCMOTHI,

* TNOO - N3 NCUXO3UHA.



CunarnoBble KNCNOTbl NMOAroTaBnNMBalOTCA AONs1 peakunn CUHTEe3a
raHrnMo3mnaos nytem obpasoBaHuda LIM®-cuanoBas kucnora,
KoTopas npucoeguHsietrca uepamugy. OqHOBpEMEHHO
NPUCOEONHSAETCS ranakTosa, goctasnaemas B coctaseYd-
ranakTo3bl, 0bpasyeTcsi 2aH2/1u03ud

([T + cummosas xucioma ———y  L[MO-cuaosas kuctoma + nupodocam

Vi
Vo |
yepanud + LIMO-cuanosas vucroma .y canenwoand + LM



KaTtabonuam rmmkonununaoB - c¢buH20/1Uunudo3bi

KaTtabonuam rmukonmnuaoB obecnedmBaeTca rpynnoun cneyngpuyeckmnx
doepMEHTOB HaxoasILLUXCS B In30CcOMax. ITO COUHroMnenmnHasa, berta-
[MOKTO3naas3a, beta-ranakrosnnrngponasa, anbda-ranakro3naasa,
rekcosamugmHasa A u B n gpyrue.

CyLuecTByeT OKONMO AecsTka cneundunyeckmnx NMM30CoOMHbIX BornesHemn
HaKoMNeHusa - cgbuH201uNuUA0308 (211UKoUNUA0308).

OaHum 13 cmHronnunnao3o. siBnseTcst boneHb Mowe (Gaucher),
Hacnegyemas no ayToCoOMHO-PELLECCUBHOMY TUMY.

[Mpn 3TOM 3ab0NeBaHUN NPOUCXOAUT HAKONMNEHUE B KNETKax NeYeHu
cerneseHkun, nerkux u ap. rnwokosunuepammaa (uepebposnga)
BCNeACcTBMeE NoBpexaeHnsa pepmeHTa beTa-rnoko3naassi,
paspyLUlaloLLEero aToT MUKONMNUA Ha Koy 1 Lepamua,.

JTO NPUBOAUT K YBEJIMYEHUIO Ne4YeHU U cerie3eHKU B 4-5 pa3 no
cpaBHeHuu ¢ Hopmoun. PasBuBaeTcsi aHeMus, 3agepxKxmBaeTcs
YMCTBEHHOEe pa3BuTue, Hepeaku sABfieHNns remopparmyeckoro
Aunaresa, ocTeonopos.

B cBsAi3u ¢ MHpUNLTPpaumen nerkux Knetkamm Fowe noaABNAKOTCA
NpPU3HaKu abixaTesibHOU HeJoCTaToO4YHOCTU. PeHTreHonorn4yeckue
U3MEHEeHUS B NNerknx HaNnoOMUHaKT MUNUaAPHbLIN TyOepKynes.
NMporHo3 He 6raronpuaTeH.



mMukonunnaosbl

[Mpn 6one3Hn @adpwu (Fabri) uMeeT mecTo AedeKT cuenneHHoro ¢ X-

XPOMOCOMOW reHa, TpaHCKpuoupytowero cuHtesa dpepmeHTta anbda-

ranakto3maasbl. B pesynbsrate B TKaHsIX HakanmBaeTcs

Fpmrnmownuepamm,q. KnuHuka 6onesnn ®abpu HanommHaeT 60nesHb
oLue.

CduHronnnnaos Ten-Cakca (amaBpoTuieCcKkum nanotnam, 6ornesHb
Tay-Sachs). 310 3aborieBaHNe CONPOBOXAAETCHA NEPEPOXKAEHNEM
ceTyaTon cybcTaHunM Mo3ra, AeMUNESNTMHN3aUnen HEPBHbIX BOJTOKOH,
crenoTon, cnaboymuem, napannyom. 3aborneBaHne CBA3aHO C
oTCcyTCcTBMEM DEpPMEHTA rekco3zammanHasel A, obecnevnsatomn
KaTabonmam raHrnmo3naoB Tuna GM2, KoTopble HakannmMBarTCH B
NepBYyO0 OMeEpPEeab B raHrmMnsX 1 rImanbHbIX KIeTkax Mmoara.

NMpun 6one3Hn HumaHa-lNuka (Niemann-Hick) Bcrieactene oTcyTCTBUS
doepmMeHTa cOUHroMmnenuHasbl, paspyluatouero COUHroMMenmnHbl, OHU
HaKananMBalTCA B KNeTKax pPeTUKynosHaoTennanbHOW CUCTEMLI, B
KIeTKkax HEPBHOM TKaHW, YTO BEAET K PE3KOMY OTCTaBaHMIO pebeHKa B
HEPBHO-MCUXNUYECKOM PasBUTUN, NOABIIEHUU IMYXOTbl U CIENOThI

Tepanunsa cchrHronnnao3oB BBEAEHNEM HEAOCTAIOLLUX NN30COMarbHbIX
dbepMeHTOB MOXET ObITb OraronpUATHON, €Cnn Ha4YaTb NeYEeHne C OYeHb
PaHHEero JeTCKOoro Bo3pacrTa.



Thanks for attention

vk.com/clubinfomed



