OBMEH nnmnaosB
MaTepuan K NeKumam

T.B. XABOPOHOK

npod. Kacbeapbl OUOXMMUN U MONEKYNAPHON
ononorun CnolrMy



NMEPEBAPUBAHWE U BCACbIBAHUE
nnnaoos

e ICTOUYHUK NMMnNuaoB:
XKNpHad pactuTersibHasd U XMBOTHaAasA NMuila.

* [loTpebHOCTL B3pOCNOro YenoBekKka B Xupe
80-100 r/cyT, N3 HUX B pacTUTEeNbHOM Macre
25-30 r. B pa3HbIX npoaykKrax coctaB U
COOTHOLUEeHMEe NMNUAOB pa3Hble, MO3TOMY
nuLla AOoSMKHA ObITb pa3HOOOpPa3HOM.

e lunnabl B Hopme obecneunBaroT Ao 40%

KanopunHocTtu ametbl: 3 80 r/lcyt—no 70 %
TAlL 10% — ®PJ1 n XC, He meHee 3% — NMHXK.



[Monoctb PTa — HeT ¢pepmMeHTOB ANA NepeBapuBaHuUS
nununaoB. Ponb A3bIYHOM nNuna3bl B NOSIOCTU PTa.

)Keny.qox — Y B3pOCHbIX B XXenyao4HOM COKe nunasbl
OYeHb Mario U XUpbl NPakTUYeCKN He nepeBapuUBalOTCA:

. B xxenyake pH = 1,5, a nunasa aktuBHa npu pH = 5,5-7,5
. aKTUBHOCTb Nuna3sbl nponopuvoHaribHa NOBEPXHOCTU
XUpoBoU pasbl, a XUPbI B XKeryake He 3MYIbrMpyroTCcA

. Y poeteun rpyaHoro Bo3pacta nepeBapuBaHuUIo NMNuaoB

B XenyAKe OTBOAUTCA BaXHas ponb:
pH = 5, XXnp Monoka BbICOKO3MYJIbIMpPOBaH,

nmnna3bl BbiaensdetTcsda MHOIo

TOHKUN KULLEYHUK — MecTO nepeBapuBaHuUs XXupa
B 12-nepCcTHYI0 KULLKY OTKPbIBAKOTCS:

. MPOTOK Nnoaxenyao4Hou xene3bl (hepMeHTbI U
cdakTopbl MHaKTUBaUUUN H+)
. XEJYHbIN NMPOTOK (XKEeN4Yb NneYyeHn ANA IMynNbrupoBaHUs

Xupa)



Porosasn
nonocTe

ToHKNIA
KULLEYHUK

B xposb

%

ity

——

NunonporenaHuie

KOMNNekKcol \

(numdoa) .

N L LT Lt STt Tt

MNopxenyanouHasn
weneaa

- - B - o —— -

Henydsle KMCNoTwl
n hbepMeHTh

coKa noaXenyaouHOoOW

xeneaol

¥

Mnuyepux

CsoboaHbie XUPHLIE

KUCNOTbl, 4aCTUYHO
rMAPONM3OBaHHbLIE
XUpbl, XOonecrepuH
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JTanbl NepeBapuBaHUA XUPOB

B TOHKOM KUWEe4YHUKe

1 3aTan — amynbrupoBaHue Xupa Xen4vbro

« JKenyb MmMeeT LEeno4vHyo peakumio.
Cyxon octaTtok — okono 3%, soga — 97%.
B cyxom ocTtaTke ABe rpynnbl BELWECTB:

1) nonasLwwwue croga nytemMm dounstpaumm ns kposu Na, K,
KpeaTunHuH, xonectepon (XC), ¢pochaTnannxonuu (SX)

2) aKTUBHO CEKpEeTUpyeMble rernatoumutamm onnmpyouH,
YKEeINYHble KUCNOThbI.

B HOopme cooTHOLLEHKE
Xen4yHble kucnotbl : ®X : XC paBHO 65:12:5.

* B cyTkn obpasyetca = 10 mn xeénum Ha 1 Kr maccel Tena,
Yy B3pOCroro 4yenoseka 310 coctaBnget 500-700 mn.
XKenyeobpasoBaHue NOET HEMNPEPLIBHO, HO UHTEHCUBHOCTb
Ha NPOTSXXEHUN CYTOK Pe3KOo Konebnetcs.



_Conu XxenyHbixX KUCnoT U docdonunuabl xénum

CNocoOCTBYHOT 0O0pa3oBaHNIO YCTOUUYUBLIX 3MYIbLCUM (3,7, 12).
Xen4yHble KNCNOTblI 0OpPa3yrTCA B Ne4YeHU U3
XorecTteporsa npu ydyactum uutoxpoma P4s50, O2, HAO®DH,
ButamuHa C. Ha ato upget 75-85% XC obpasyemoro ne4yeHbro
ﬂpeo6na.qamT KUCIOTbI:. XOJieBadsd., Ae30KCUuxorrsieBas
(HeT -OH y C7), xeHoae3okcuxoneBas (Het -OH y C12)

H,C
CH,
CH,
CH,
H,C
HO R HO

XKOJIECTEPO/ KOJIEBAA KUCJIOTA




XenyHbie KucnoTobl
KOHBIOTUPYIOT C
aMWUHOKUCIIOTaMM:
MULUUHOM UMK
TaypUHOM.

N3 xoneBou obpa3syroTcs
rmuKkoxosrieBasi U
TaypoxorneBas
KUCNOTbI
(B cooTHOLWEHUN 3:1)

X Ha3bIBaKOT
NapHbIMU KUCIIOTaMW

Taypoxonesas kucnora
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MexaHu3m .D,eﬁCTBMFI XXeN4YHbIX KUCIoOT

Pe3ko cCHMXaloT NnoBepXHOCTHOE HaTAXeHune
Ha NOBEepPXHOCTU pa3aena a3 xup/soaa,
Kannu XXupa apooaTca, a XXen4YHble KUCIOoTbl
o0pa3yroT rmapaTHY OOONOUKY U
CTaOUNU3UPYIOT XXUPOBYHO IMYJIbLCUIO.

B pe3ynkrate amynbrmpoBaHuUA pe3Ko
yBernu4uuBaeTcs nrnowaab CONPUKOCHOBEHMUSA

MenbYyanlluuX Kanernek XXupa ¢ BOAHbIM
pacTBOpPOM nunassbl,

n hepMeHT nyulle AeNCTBYeET.



PYHKUUU coren XKenYHbIX KUCNOT :

1) kak NnoBepXHOCTHO aKTUBHbIE BelecTBa, OHU
3MYNbrUMpPYIOT YacTULbI XXUpa,
2) aKTUBMPYIOT NaHKpeaTU4eCcKyro nunasy,
3) YCKOPSIOT BCacbiBaHWe XXuUpa n XXMpopacTBOPUMbIX
BUTaMMHOB 3a CYET oOpa3zoBaHUA MuLUenn
(pacTBOpPUMbLIX KOMMNJIEKCOB)

PYyHKUMU XKenuu, He 3aBUcCALLUE OT

COJieUN XEeNYHbIX KNCIOT

1) BMecTe ¢ naHKpeaTU4YeCKNM COKOM XKENYb HeUTpanuayeT
KACIbIA XUMYC, NOCTynarwLwmnm n3 xenyagka. KapboHarbl
B3anmogenctBytoT ¢ HCI, Boigengaetca CO2 u paspbixnaer
XUMyc, obneryasi nepeBapvBaHue.

2) JKCKpeuusa n3dbiTKka Xorectepona, Xen4YHblX MMrMeHToB,
KpeaTuHuHa, metannos (Zn,Cu,Hg), psaaa nekapcts. [nsa xone

cTepona Xenyb — eUHCTBEHHbIW NYTb BbiBeaeHud (1-2 r/cyT)



JTINTNa3d

 [TaHKpeaTnyeckas nunasa, ontumym pH=8,0-9,0.
B KnwevyHnK nocTtynaeTt B BuAe nponunasbl u
npeBpaLlaeTcs B akTUBHYO pbopMy npu ydactum
XXEN4YHbIX KNCNOT U Konnnasbl.

« Konunasa — 6enok, akTuBmpyemMbli TPUNCUHOM,
obpasyeT ¢ nnMnason KoMnekc (COOTHOLLEHME

1:1), AENCTBYOLMN HA SMYNbLIMPOBAHHbIE XNPbI
MULLN.

« [10 7 neT naHpeaTnyeckasi nmnasa mMmarno akTUBHa,
nocne 8-9 neT ee akKTMBHOCTb Pe3KO 1



2 3Tan - ruaponuns nunasamMmm noaxenyao4HoOM
XXene3bl, CIIN3UCTOU OOONMOYKM TOHKOro KuevyHuka

1) TpUrnuuepuHbl: akKTUBMPOBAHHAasA nunasa
rmaponusyet 3auUpHbIe CBA3U B IMYNbIMPOBaH-
HbIX XXMpax ¢ NpucoeanHeHnemM Boabl

OLHZIC—O-COR H,C-OH H,C-OH H?_?-OH
> I »> I
BHC-O-COR BOOCOR - ) HC-O-COR \ HC-OH
| R-COOH | R-COOH | R-COOH |
o H,C-O-COR H,C-O-COR H,C-OH H,C-OH
Tpmaumn‘m/[uepmn OL,B—HmauMJI— B—Monoaum.n— ['nmuuepon
rJIMLepun rauLepua

OcBoboxpaetcs: 1) 1M rnmuuepuH + 3M CXKK, nnu

2) 2M CXKK + 1M MATI. 2-n nyTb OCHOBHOM - %, 1-1 - Ya.
CBOOOAHbIN IMULEPUH XOPOLLUO pacTBOPUM B Boae,
NO3TOMY JIerko BCaCcbIBaeTCA B KULLEYHUKeE.



2) Pocchonunuabl: rmaposrina rnosIHOCTLIO UMK
YacTUYHO noa aenctemem pocdonmnas

CH,

®

dochonunasu

A1

A2 D| ##0

C 0=pP—0°
D H O«

®J1 nocTynaoT B TOHKNU KULLEYHUK
(~1-2 r/lcyTKkn c nuwen,

~10-12 r/cyTKM C XKen4bio),

roe Bce ®J1 nogsepratoTcs

pacLLennNeHnto N BCacblBaHUIO.

NMpoAayKTbl NONMHOro rmaponu3sa:

- IMIULUEPUH,

- BbICLLUME XNPHbIe KUCMNOThI,

- pocchopHan Kucnora,

- XOFfINH, CepUH u ap.

docohonmnasa A2 obpasyet
nusodopmbl nMNnaos. A4 3men —
B OCHOBHOM BbICOKOAKTUBHbIE
docchonunasbl



3) CTepouAabl B kuweynuke ruaponusyer

Xxoriectepasa nogXxenynodHou xernesbl. APuUpbl
cTeponaoB pacnagaroTcs Ha

XXUPHbIe KUCJTIOTbl U XONEeCTEepPUH.

Konbuo UMNMIF® nuwesaputenbHbiMU
dbepmeHTamMn He mMeHAETCH.

BonbLWKMHCTBO NPOAYKTOB rmaponusa
XupoB B XXKT HepacTBOpuMbI B BOoAe,
NO3TOMY ASif UX BCacbiBaHUSA oOpa3yroTcH

MULEennbl.



CocTaB Mmuuenn:

XXEenYHble KUCNOTbl U X COoriu (OCHOBHOWU KOMMOHEHT),
dochonununabl, xomnecrtepon, XXupopacreBopumMblie BUTa-
MMHbI 00pa3yroT 000NOYKU MULeNs, rae XxorecTtepon,
XXE€N4Hble KUCNOTbl — XBOCTaMu BHYTPb, CTabunmnanposa-
Hbl pocchonunuaamm, BOKpyr rmgpatHaa o60onouka.
BHYTpu muuenn — xXupHsole Kkucnotbl, MAI, xonecTtepon.

Pasmepbl myuenn B 100 pa3 MeHbLUE caMbIX MENKnX
AMYINbIMpPOBaHHbIX XXUPOBbIX Kanenek.

Mwuuennbl NPOHUKAOT BHYTPb KINETKN LESNTMKOM
1) nytem andopysumn 6e3 3atparbl IHEPrumn, 2) NMHOLMUTO30M

B aHTepouuTax Mmuuensnbl pacnagaroTcs.

NMpn 3TOM 0CBOOOXAOAlOTCA XKENMYHbIe KUCNOTbI:

1) oCHOBHas YacTb BCcacbIiBaeTCs B KPOBb BOPOTHOMU BEHbI
2) Mmanas YacTb BO3BpaLlaeTcs B NMNOMOCTb KULLIEYHUKA,

3) yacTtb BbiBoguTtcs ¢ Kanom (0,5-1,0 r/cyt xonectepona).




JHTeporenaTn4yeckasa peunpkynaums

| N |
e XEeJT4YHbIX
XonectepuH C o
XenyHbie
KUCNoTb! Peabcopbums,
90% ot Bcero
Konuyecrsa
XKENYHbIX KUCNoT
=P )KenyHble KUCNoTbl
————— s ~
Mogs3gowHas kuwka \
Bblaene*ue
0,5 rlcyr

Bonbliaa 4acTb XENM4YHbIX KUCNOT HEU3MEHHbIMU BCacbIiBaeTCcs B
KPOBb, NonagaeT B NeYeHb U BHOBb CEKPETUPYETCsl B COCTaBe XKEmNuMu.
3a cyTku 5-10 ob6opoToB. Becero 3-5 r XxényHbIX KNUCNOT o6ecne4ynBaroT
nepeBapuBaHue Bcex NMMNUAOB, NOCTYyNarwLwWmMX B Te4eHNe CYTOK.

anI HapyweHUn nocTtynieHusn XKEJTYU B KULLUEYHUK — cTeartopes.
anI HapylweHUNAX CUHTe3a XKEenum — o6pasoBaHMe XEN4YHbIX KaMHeun



3 3Tan — BcacbiBaHWe NPoOAYKTOB
ruaponusa

e B KneTkax Kuwe4yHon cteHKu — PeCUHTE3
HOBbIX TPUIMULUEPUHOB (HeNTparibHbIN XUp)
n chocchonunuoos, cneUundUYHbIX ans
AaHHOro opraHusma.

* B cocTaBe 3TMX NUNUOOB coaep KaTcH
apaxumaoHoBasi U FIMHONeHOBasA KUCHNOTbI
(U3 3anacoB opraHM3ama) paxe B TOM criy4ae,
€CJIu OHM OTCYTCTBYHT B NuLLe.




Aunn-KoA- 1. XupHas Kucnota

Q CMHTETa3a 0,
R—=C—OH R—C—S-KoA daKTUBMUPYETCA Hepel
; /-\ npucoeauHeHue
HS-koA AT® noidd KO3H3MMma A

2. O6paszoBaBwmnmncsa auun-S-KoA yyacrteyeTt B peakumax
CUHTEe3a TPMauunrnmueporsioB no 2-Mm BO3MOXHbIM NYTAM

1) 2-MOHOAUMATNNLUEPULOHDbIN NyTh: y4acTBYIOT 3K30reHHbIe

2-MAI 1 xupHble kucnotbl (aunn-S-KoA). B rmagkom MNP mynetu-
doepMEHTHbIU KOMMNEKC Tpurnuuepua-cuHTasa gopmupyet TAl

?HZ—OH HZ—OSC—FH ?HZ—O-C—R1
(I:H—og“c—nz clzn—og%—nz (fH—O%—Rz
CHo—OH CHo—OH CHp,—0—C—R3
2-MoHoauun- \ MAr-auun-T® 1,2-Avaumn- OAT-auun-T® Tpuauun-
rnuuepon rnuyepon rnuuepon

Q

R1—C—S-KoA HS-KoA R3$C—S-K0A HS-KoA



* 2 NnyTb rmuuepondgocdgaTHbLIN akTUBUpyeTCS
B wepoxosaTtom IlP npu otcytcTBum 2-MAI n
Harinium 60NbLLIOro KoriMyecTBa XUPHbIX KUCHIOT.

e MnweBon rNnueposn o4YeHb ObLICTPO YXOAUT U3
3HTEpPOLUUTOB B KPOBb U Aarnee B Nne4vyeHb, roe
rmyuuepornkunHasa ¢ nomouwbio AT® npeBpaljaeT
ero B rnmvuepondocdar.

B aHTepouuTe NCTOYHUKOM rinuuepon-3-cpocdara
CITY>KUT OKMUCIIeHWe rMKO3bil:

CHoOH Q
0 THz-OH CHz—&—m H2-O%C-R1 ?Hg-O-C—I'ﬁ

|
i AT f”‘°(‘%‘“2 cn-o(—%—nz CH-0-C-R,
i ; Chz=0~(F) Chp=0~(F) clzug-on CHa—0-C-R3

H Muuepon-3 docparuaHas
-T® ®ocdarasa M 1,2-[uaumn- \ AAr-aunn-T® Tpuauun-
MMioko3a -(hocpar auun Kucnora rnuLepon rnuuepon
Q N\ a

N
2R-C-SKoA o (P  Rg-C-5KoA HS-KoA



PecuHTe3 apyrux nmnnpooB
B 9HTepouuTax

 Peatepudukauma xonecrtepona

Xonectepon atepudunumnpyetca depmeHTom AXAT C
ncnonb3oBaHnemM aunn~SKoA.

PeaTepudukauna Hanpsamyo BrnMdeT Ha BcacbiBaHWe
XonecTeporsia B KpoBb. YYeHble ULLYT NyTH
NHIMOMPOBaHUA 3TON peakuun Onst CHUXKEHUS
KOHLEHTpaLumnn Xxornecrtepona B KpOBMW.

CDOCCbOHMnVI,D,bI PECUHTE3UPYIOTCA ABYMA NYyTAMMU
1) ¢ ucnonob3osaHnem MAI ona cuHTesa
doocaTngmnxonuHa unn pocgatTnannataHonammHa,

2) yepes pocdartnagHyro KUCMOTY NpPU CUHTE3E
doocatmannnHosuTona.



 XXupbl HepacTBOpPMMbI B BOAE U HE MOTyT
B CBOOOAHOM COCTOSIHUM HaXOOUTLCA B
BOAHOMU cpene KPOBU, MOCKONbKY MOTyT
obpa3oBaTb XXNPOBOU 3MOON - NPOOKY,
KOTOpasa CrnocoOHa 3aKpbITb NpOCBeT
cocyAa U Bbi3BaTb HEKPO3 (OMepTBeHUue)

TKaHW

* [Mlo3TOMY KUPLI NEPEHOCATCA B KPOBU
B COCTaBe crneunanbHbIX CIOXHbIX

o6pasosaHun - JIMMOMNPOTENHOB



KJIACCUOUKALINA
JIMNONPOTENHOB KPOBW

JlunonpoTtenHbl Ha3bIBaKOT MO MJIOTHOCTU nnun
(mo nonoxeHuro, KOTOPOE OHU 3aHMMAIOT Ha
aneKkTpodoperpamme):

XM - XUNTOMUKPOHbI (XMNOMUKPOHDI)
JINOHIT — nunonpoTeunHbl

O4YeHb HU3KoMu nriotHocTu (npe-6eta-JiMl)
JINHI — nmnonpoTenHbI
NPOMEXYTOYHOU NSIOTHOCTHU

JINHI — nmnonpoTenHbI

HU3KOW NJIOTHOCTH (6eTa-J1M)
MBI — nunonpoTenHbIl

BbICOKOMW NMOTHOCTU (anbdpa-Jii)



CocTaB nUMNonpoTenHOB:

Oenku (anonpoTeunHbl),
dochonunuabil,
HeuTpanbHble XUpbl,
3adpupbI Xonecrtepona,
cBOOOAHbLIN XOoNnecTepon.

 CHapyxu - BeLwlecTBa C NOSISAPHbIMU
rpynnupoBKkamu (ruppodpunbHblie).
bnaroaapa um J1I1 yaepxuBarTca B
PacTBOPEHHOM COCTOSHMU B NMJria3Mme KpOBM.

* B agpe JIl1 - HenonsapHble HepacTBOpUMbIe B
Boae nunuabl (rmapodobHbIe).



benku nmnonporenHoB

* bernku nMnonpoTeMHOB Ha3bIBAKOT anobdenkamm,
BblAensarT Heckornbko nx tunos — A, B, C, D, E.

* B Kaxkxgom Knacce nMnonpoTeMHOB HaxoOATCH
COOTBETCTBYIOLLME eMYy anobesiku, BbINOMNHAKOLWME
CTPYKTYPHYIO, PEPMEHTATUBHYIO N KOPAKTOPHYHO
doyHKUMN. benkn aBnaTCa MapkepamMmn CBOErO
knacca J1l'l, no KoTopbIM peuenTopHbIN annapart
TKaHen naeHTUudpununpyeT goctaBndaemMble
NUMONPOTENHBI.






JinnonporenHs — TpaHCNOPTHLIC (hOPMBI THNHAOB B OPraHHU3Me YejioBeKa

XWUnoMmuKpOHbI NnoHN nnn nHN nen
Cocras, %:
Genkn 2 10 1 22 50
on 3 18 23 21 27
XC 2 7 8 8 4
aIXC 3 10 30 42 16
TAI 85 55 26 7 3
DyHKUMA Tpaxcnopt nunuaos | Tpaxcnopr Mpomexyrounan | Tpancnopr Tpaxcnopt
U3 KNeToK nuNUAOs, popma XonecrepuHa B | xonecrepuHa m3
KULeYHUKa CUHTE3UPYeMbIX | npespaleHus TKaHu TKaHeih B NeYeHsb.
B NeYeHn NOHN 8 NHN Ynanenune mn3bbitka
xonecrepuHa us
xknetox. [JoHop
anonpoTenMHoB
Mecto obpasoBaHua | SNUTennid TOHKOH Knetku nevyenn | Kposb Mnasma xposun |B knertkax nevyexHn -
KMLLKH (w3 NNOHIN) ner-npepwecrsexHnil
MnoTHoCTL, r/Mn 0,92-0,98 0,96-1,00 -1,00-1,06 1,06-1,21
AwnameTtp yactuy, Hm Bonee 120 30-100 21-100 7-15
OcHoBHble B-48 B-100 B-100 B-100 A
anonunonpoTenHbl C-ll C-l E C-ll
E E E

Mpumevanne. XM — xunommukpossl; ®©f1 — pochonunuasl; XC — xonectepuH; 3XC — admpbl XonecrepuHa.
'@yHKUMK anonunonpoTtenHos: B-48 — ocxosHo 6enok XM; B-100 — ocHosHoi 6enox JTOHIM u NTHIM, esaumopeiicTeyeT ¢ peuenf
‘Topamu JTHIM; C-ll — aktueaTop nunonpoTenHnunassl, nepeHocutcs ¢ JIBIM Ha XM u JNTOHIN B kposeu; E — B3anmopencTeyer

peuentopamu JTHI.



' MevyeHs ’ KuweyHuk - lMpoyue mikaHu U opaaHb!

lNpeep
O XUunomuKpoHs! O Ocmamkiu XUnNoMUKpoOHoe .ﬂOHn @® N ® AHN e nNBA —> nunon‘;‘g:r:f::oe

TNunuds:! CXK Ceob0dHbie XUpHbIe Kucrmomebt T Tpuanuuepudsi X XonecmepuH
——> TpaHcnopm nunudoe @n  Pocgponunudbt 3¢ X S¢pupbl xonecmepuHa

Anonunonpomeuns! A1, A2 B-48,B-100,C2,D.E —3 TpaHcnopm anonunonpomeuHoe

% @ Neyumurxonecmeponayunmparcgepasa @D Jlunonpomeurnunasa
epmeHmBs!

@M Meuérouras nunasa —> . Akmueayus gpepmeHma

Peyenmopse! @ Peyenmop anonunonpomeusa E Peyenmop JIHI1 (B-100)



XUWJTOMUKPOHDI

B SHTepouuTax pecuHTeanpoBaHHble TAT, ®Jl,
adpumpbl XC n noctynuBwunm XC coeanHAIOTCA C
anob6enkamum n oo6pasyroT XMNTOMUKPOHbI —

yactuubl aAnametpom 100-1000 HMm e

DYHKLMNA XM - TpaHCNOPT 3K30reHHOoro upar

B TKAHWM (xupoBas TKkaHb,neuyeHb,Jierkue,Mmokapa,Mmakpodary,
KOCTHbIW MO3TI,MOYKU,CeNne3eHKa,IaKTUpyoLasa MoOJIOYHas xenesg)

CocTaB:

S ATT03° X

x5 2% 6enok
=~ 80% Tpuauunrnuueposbl (HeNTpPasbHbIN XXUP)
= 7% cdocchonunuab! (OJ1)
~ 8% xonecrepon, ero apupbl
XM anchbhyHanpyroT B imMdaTUyecKme NpPpoToKHu, T.K. ;
60s1bLLMX pa3MepoB U HE MOryT Cpa3y NonNacTb B KPOBIx

P

0

TT BT YR



 Ecnu cpa3y nocne egbl B3AiTb KPOBb,
TO CbIBOpPOTKa OyAaeT MyTHas, Ha BUA
oenecas. Ee Ha3bIBalOT XUNe3HOU n3-3a
bonbLloro cogepxaHma B Heun XM.

e XM o4yeHb ObLICTPO UCYE3aKT U3 KPOBMU
(B OCHOBHOM B XUPOBYIO TKaHb — A0 80%
M B nevyeHb — 0o 20%)

e Ha noBepxHOCTU 3HOOTESNIMOLMUTOB,
BbICTUNAKOLWUX KanUNnsapbl OPraHoBs,
ecTb chepMeHT NIUMONpPoTenHNnnasa.
OH pacuwennseT XuUpbl XUNOMUKPOHOB,
T.e. ytunuanpyet us XM nunugbli (TAI)




AUNOMWKPOH

I'lvnonpoTenHnuMnasa

AnnnpDTEMH C-ll,
noctynawowui ns XM u INMNOHMN

"' ‘ MUKO3aMUHOIMMKAH

= Membpara
SHOOTENWANBHOW KNETKW

IlnnonpoTtenHnunasa MoXeT yopartb 40
90% TAI', Haxogawwmxcs B XM (unu JIFTOHTT)



JIN-NNA3A pacwennsier TAI B XM
c obpasoBaHMeM TeXx e NPoAYKTOB:
- rINuepon

- BbICLLUME YXUPHbIE KUC/OTbI

O6bIYHO IMNONPOTEUH/INNAa3a HeaKTUBHaA.

AKTUBUpYET eé rernapmH, KoTopbin
BbipabaTbiBalOT TyUYHble KNneTku. F'enapuH
- paKTOp NpPOCBET/IEHUA CbIBOPOTKM



XM nocne yxopa TAI ctaHoBATCA
xunopemMmHaHtamu ("peMHaHTbI" - OCTaTKM).
OcTtaTto4yHble XM norrnowaroTcs KrneTkamm
ne4vyeHu NyTem peuentop-onocpenoBaHHOro
nuHouuTto3a. PeuenTtop y3HaeT anobenku
Ha noBepxHocTn XM. N'enaTounTbl MOryT
yTunmsnpoBaTtb U uenbie XM.

XM npekpawaroT cBoe cyliecTBOBaHuMe.

Bce npanbHenwume npouecchbl TpaHCNopTa U
npespaLwieHn NMNMAOoB CBA3aHbI C
CUHTe30M Apyrux knaccos JiI1.



NIMNONPOTEUHbI OYEHb HU3KOW
NMNJIOTHOCTW

JINOHI o6pa3yroTca B neyeHun
CoctaB. 10% 6enok,

90% nunuabl: 55% - TAT
189% - ®J1
17% - XC,ero achmpbl
B JINOHI1 BCe »upbl SHAOrEHHOro NMPOUCXO0-
XXOEHUSA, T.€. UX CUHTE3NPYET CaMa NeyeHb
dyHkuma JINOHM - TpaHcnopT

QHAOINE€HHbLIX JIMNMNAO0B K TKAHAM




JINMOHI1 pasHocaTca n3 neyeHnum
B ApYyrve TKaHU C TOKOM KPOBM

KaTtabonuam JINOHI1 npeTt no takomy xe
MexaHu3smy, Kak pacnag XM - rmgponus
TAl ¢ nomowbio NMNonpoTenHunasbl.
OT JINOHI1 ocTaroTcA TakkKe peMHaHThI,
cocTosiwme u3 oenka, ®J1 n XC.

Ilanee n3 3aTux peMHaHTOB B TKaHAX
obpa3sytorca JIMHM



Xuposasa mkaHs,

XKupHble Aerkue, muokapg

KMCNOTEI

AnsByMUH+IKK
\ MNONPOTEMH-
nunaia
B-48
L
cXC

MevyeHp V )
OcTartouHelin
Tpraumnrnnueponsi XMNOMWKPOH
Xonectepon W ero adupol
AMWUHOKUCNOTLI

8

&

XWMNOMWKPOH

Mmiokoza

OcTtatoyHele
NNoOHMN

Tpwaumnrnuueponsi

XonectepuH

NMNOHN Tonkuil kuwe4yHuk



NINNONPOTENUHbBI HU3KOW

NMNJIOTHOCTU
JIMHMN obpasyrorca n3 octatkoB JINMOHIT:

OOnblUas 4YacTb B NEeYeHMU,
yacTb HernocpeAacTBEeHHO B Njia3mMme KpoBM,
YyacTb B KULLEeYHUKe.

CocTas JIMHIM: 25% 6enkw,
7% TAT,
22% ®I1,
octanbHble 46% — XC u ero achupbl
PyHKuuaA JIMHI1 — TpaHcnopT xonecrtepona

U3 NeYeHU K TKaHSIM: B HepBHYIO TKaHb, KOpY
HaAno4Ye4YHUKOB (C-3 CTepoOnAHbLIX FOPMOHOB),
KOXY (c-3 BuTammHa ) m T. n.




Pacnagpg JIIMHI1 po peMHaHTOB:

- B ne4yeHu okono 50%,
- BO BHene4YeHouYHbIX TKaHaX ewe 50%

PaspyuweHue JII1 B kneTtkax ne4yeHU, TKAHEW
NpPoncxoauT B JIn30CcoMax;:
- benkun otaenstoTcs ot JIMHIM,
- 3chnpbI XonecTepona pacwennarTca
Ha CXK n HeacTepudpmumpoBaHHbLIU
(cBOGOOHLIN) XONecTepon

« 3atem u3 octatkoB obpasytorca JI1BI1



NTINNMONPOTEUHbLI BbICOKOW
MNJIOTHOCTM

JINBI1 — cuHTe3UpyrOTCA B NeYeHu,
HO OKOHYaTeNlbHO (POPMUPYIOTCHA B KPOBM.

CocTaB: 50%6enok, 25%®I,
T%TATI, 5%XC n 13% acdmpbl XC

PYHKUUA: NepeHOCAT XonecTeporn
OT nepudepnyecKknx TKaHen K nevYeHu

Mpoucxoaut ato ¢ nomowbio pepmeHTa JIXAT
(neunTUH-xonecrtepon-auuntTpaHcdepasbl)
JNINBIM coepguHsarTtca ¢ JIXAT B KpoBU. 3aTeMm

3penble JIINBI1 c TokomMm KpOoBM UAYT K KNeTKam,
roe MHOro xorecTtepona.




Ha nosepxHocTtu JINBI1 pacnonoxeHs
dochonunuabl — neunTUHbLI(POoCHATUONIIXOSTNH)
PepmeHT JIXAT oTHUMaET XXKUPHYK KUCIOTY

OT NeuyuTUHa, NepeHoCUT Ha XoriecTeporn ¢
obpa3oBaHueM achbupa xonecreporia, KOTOpPbIN
noctynaeTt BO BHyTpeHHIo YacTtb JI[BI1.

JNIXAT, B otTnnume ot AXAT, ucnonb3yeT He
npocto aunn~KoA, a pacxoayet NHXK us3
cocTtaBa PX!

JIMNBI1, "HarpyXeHHble" xonecTteponom, uayT

B NeYyeHb ONA OKOH4YaTesNlbHOU Aerpagauuu.
JleunNTUH, NULLEHHbLIN XXNPHOU KNCNOTbI (Nn3orne-
LUTUH), NepPEeHOCUTCH Ha CbIBOPOTOUYHbIN anbOy-
MWH U TaKXe TPaHCNOPTUPYETCA B NEYEHb.



NXAT
DX + XC —pp nuzodX + adup XC

NunonpoteunH-
nunasa B-100
MeyeHoYHan

Cuntes de novo TAlM-nuna3sa

B NeYyeHu
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Mem6bpana \ ®ochonunuas l
XC

|
A \ KupHble K“C"OTb AMWHOKMCNOTbI

BuocuHTe3 TpaHckpunumsa
XC reda peuenrtopa




HAPYLUEHNA OBMEHA JIUNOMNPOTEMNHOB
KPOBU
JINOHM w JINHI cumuTaroTca "aTeporeHHbiMun",
TaK KaK OHUN MEPEHOCAT XO0JIeCTEPOJ1 K TKaHSAM
MU, UTO 0CO6EeHHO Ba)XHO, K KJ/1IeTKaM 3HAOoTeNus
COCyAaoB, rae n3bbITOK xosiecreposia MoXeT

Bbi3BaTb dTEPOCKIIEPO3.
JINBI1 cumTarotTcsa "aHTUMaTeporeHHbIMM", T.K.
ybuparoT n3bbITOK Xo0s1ecTeposia OT COCYy10B M

npeaoTBpaLLaloT pa3BuTHe aTepocK/ieposa

[1py 3aHATUAX CNOPTOM WU faXKe NPoCTo
(pU3KYyNbLTYPOU B KPOBU YBEJINUNBAETCA A0S
JINBI, BoT noueMy chm3muecKkumn Tpya nosieseH
B 60pbbe c aTepocksiepo30oM.




BHYTPUKINETOYHbIN OBMEH
JTAMOOB BKINKOYaer:

1) rmpgponus TAI — nunonus

2) B-okucneHue XK, pacnag rnmuepuHa
00 KOHeuYHbIX npoayktoB — CO2 n H20

3) cuHTe3 XK

4) cuHte3 TAI — nunoreHes
5) cuHTe3 PJI

6) CUHTE3 KETOHOBbLIX Ten
7) cuHTe3 XC
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NansmuTHoBas Peakimn cuHTE3a KUPHBIX KHCIOT



1) llvnonus

e Moounusauusa TAI us geno: rmaponus nunuaos o CXK
V MULLEPUHA, KOTOPbIE UCTOMNb3YIOTCH KaK MCTOYHUK 3HEPTUN.

KnpoBaga TKaHb — KOHLEHTPUPOBAHHLIN 3anac 3Heprum
(B cpeaHem =125 000 kkan, Ha OCHOBHOM OOMEH B NMOKoe
~2500 KKkan/cyTkn, 3anaca MOXeT XBaTuUTb =Ha 45-50 gHen).

« ®epMeHThI: ropMmoHYyBcTBUTENbHaA TAl-nunasa (perynaums
NHCYITMHOM (-); agpeHarnMHoM, rmoKaroHom (+)
No ageHnnaTyMkKnasHoMy MexaHnsmy),
OATl-nmnasa n MAl'-nuna3sa (MX akTUBHOCTb MOCTOSAHHA U
BbICOKA, B NOKOE He MPOosBIISIETCA, TaK Kak HET cybcTpaTtos).

o CXK BbIXOOAT U3 XKMPOBOW TKaHWU, CBA3bIBAIOTCSH
rmapodobHoM YacTbio ¢ anbdbymMmHoM Kposu (Hapyxxy COO-)
N OOCTaBNAKTCA K KneTkaMm. B uMTo3one KNeTku TpaHCnopT-Hble
benkn nepemewtator CXKK K MUTOXOHAOPUSIM.




2a) 3-OKUCneHue XUPHbIX KUCNOT

BnepBble mexaHn3m nsyyeH B 1904 r. KHonom

XK okucnsiercs no 3-atomy C:
oT XK otcoeauHsitotcs 2C-dpparmeHTbl B Buage Ac~KoA

* B-okucneHue naet B MUTOXOHOPUAX (neveHb,
Munokapga, nerkue...). Mem6pana MX HenpoHuuaema
ana anuHHbiX XK, npaxe B popme aumnn~KoA.

Ux nepeHocut kapHuUTuH. XK annHon go 8-10 atomosB
C noctynatoTt B MX 6e3 KapHUTUHA.
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L-KapHUTUH




HapysncHan mexncmembpanHoe 6HYMPEHHAS
Uumo3ono Mmembpana npocmparcmeo membpana mampukc

R-CO~S

R-CO~SKoA

KADHHTHH



1 aTan: aktuBauusa XK. ®epMeHT

auun-KoA-cuHTteta3sa (ATD)
RCOOH + HS-KoA+AT® — RCO~SKoA+AM®+®d+H20

R Aunn-KoA- R

| CMHTeTa3a b

cl:=o - HS-K0A7T> 3-0
)KupHag + D AUMH—S-KOA

Kucnorta

¥\

> o)



2 3TanN - cam npouecc ﬁ-OKMCJ’IEHMﬂ

R-CH2-CH2-CO~SKoA

il aumnKoA-permpporeHasa 2AT®
R-CH=CH-CO~SKoA

l H_ O rmgparasa

R-CHOH-CH2-CO~SKoA

il B-rmapokcwaunn-Or 3ATO
R-CO-CH2-CO~SKoA

| HS-KoA TUonasa
R-CO~SKoA + CH3-CO~SKoA

Ecnu nanbmutnHoBasa kucnorta: 16C = 14C+2C



JHeprern4yeckKkoe 3Ha44yeHue
B-okucneHus

° Y naribMUTUHOBOM KUcnotbl 16C 7 unknos
okucnenuua (PAOH2+ HAOH = 5 AT® 3a uukn)
O9x7=35ATP

e Ac~KoA — B obwme nytn katabonuama (UTK + AL
MX) ¢ pacnagom go H20 + CO2
n obpasoBaHuem 12 ATO

16C :2=8 Ac~KOA — 8x12=96 ATODO
e Bcero 35+96 =131 ATO
e Cyyétom1cragum 131-1=130 ATD?
129 AT®: va aktnBaumo CXKK nayt 2~ceazm ATO



OkucneHume HeHacCbILWEHHbIX
XUPHbIX KUCIOT

[1pn OKMUCNEeHUN HeHACbILWEHHbLIX XXUPHbIX
KWCNOT BO3HMKAET NOTPEOHOCTbL KINETKN B
OOMONMHUTENbLHbLIX pepMeHTax u3omMmepasax:
1) nepemellaloT ABOUHbIE CBA3M B OCTaTKaxX
XUPHbIX KNCNOT N3 Y- B 3-MOMNOXEHUE,

2) nepeBoasT NnpupogHblie ABOUHbIE CBSA3U U3
Uuuc- 8 mpaHc-rnosrioxxeHue.

Tak gBoMHasA CBA3b MOTOBUTCH K
[3-OKMUCIeHU0, B KOTOPOM MPOonycKaeT
nepsyto GALl-3aBUCMMYIO peaKkLUIO LUKNa.



OKuncneHume XUPHbIX KNCIOT C
He4YeTHbIM YNCJIOM aTOMOB yrnepoga

KVpHble KUCNOTbI C HEYETHBLIM YNCITOM
yrrnepoaoB NOoCTynatT B OPraHmnam C
pacTUTENbLHOWU NULLEN U MOpPEenpoayKTamu,
OKNCNAKTCA ODbLIYHLIM MYTEM A0 NOCNEOHEN
peakuuu, rae obpasyercsa nponmoHun~SKoA.
[Nanee nponnoHnn~SKoA kapbokcunupyeTcs
n nsomepusyetcs, obpasya cykumHmnn~SKoA.

B aTuX peakumax y4acTBYHOT:
BuTammH H (bMotnH) n ButamunH Biz.



20) PACNAQL NMWUEPONA
no CO2u H20

Ho—OH Tnauuepon- ?HZ—OH Fnuuepo-3-dpocoar- ?Hz-OH Tpuoaocboccbar-\:

KMHas3sa aAernaporeHasa - nwiomepasa -
C':H—OH > ?H—OH < >3 »(':—0 < - (l:H OH
CHo—OH ATC-\ CHo—0—(P) /\ CHoy—0—(P) CHy—0—(P)
HALQ
Muuepon AB®  rpuuepon-3 HABH  nyokcnauetoH- Muuepanbaerya-
-(hocepar docar docdar
PepMeHTDI

* rnuuepornkuHasa (-1ATD)
* rnuuepodocdaraerngporenasa (HAQ*—HAOH) (+3AT®)
e Tpunosodgpocarmsomepasa

Aanee oKMcrieHMe UAeT Ao nupyBaTta € UCMOSNb30BaHUEM
nyTu rmmkKkonunsa, aatem nmpyBat—ac~KoA (MAMkomnnekc)
MU nocrtynneHue B oowme nytn metabonuama (LUTK v AL)



JHepreTnyeckoe 3Ha4yeHue pacnapa
rnuepona o H20 n CO2

Oernpgporenasa (HAOQ*—HAOH) 3 ATO
3®I'A no Ac~KoA (2 pasa HAOQ*—HAOH) 6 AT®
cybcTpaTtHoe pochopunupoBaHmne 2 paza 2 ATO
pacnag Ac~KoA B LUTK 12 ATO

NTOIO: 12+2+6+3 =23 ATO
c yyetom 1 ctagumn 23-1 = 22 AT® u3 1 rnmuepona

TAI=1rnnuepon+3XK (16C nansmurar)
TAM(AT®)=22+(3x130 = 390) (Mnu 3x129=387)

UTOIO uz 1 TAI: 22+390 = 412 AT® (409ATD)



CyOcTpaTthbl - npeawecTBeHHUKH
ANns CUHTEe3a NMNuaoB

e JOAD (npomMeXyTO4YHbIN NPOAYKT rMUKonmsa) —
rnvueporn, ecnm obpasoBaHme NUNNOOB UOET U3
yrrneBsoaoB nnu 6enkos

° aLEeTUN~KOA — XUpHble KUCMNOTbI,XornecTepon

 CEP, MET, XONMUH, UHO3UTON, COUHIO3NH —
dochonunuabli

CuHTe3 nunmnaoB TpebyeT 60NbLINX IHeproTpar:
1) akTBauusa ncxogHbix sewectB (ATD),
2) BOCCTaHoBUTENbHbIe peakuun (HAODH)



ButamunH B3 (naHTOTEH) B cocTaBe
auunnepeHocsiwero 6esika 1 KoaH3uma A

cpoccbwre'reun

'— O— CH,—cepuH — 6es1ok

.

(Ko A-SH) OH OH

afgeHo3uHMOHOodocdaT




3) CUHTE3 XUPHbIX KUCIIOT

* [1pn cuHTE3€e HapalwmBarTca 2C-dpparMeHThbl
N 3aTeM BOocCTaHaBnmearwTca ¢ ydactuem HALDH.
PaboTtaet MynsTUPEPMEHTHBLIN KOMIMSIEKC
cuHTasa XK, nokannusoBaHHbLIW B LIUTONa3Me.

* OCHOBHOW NCTOYHUK cuHTE3a — Ac~KoA
obpasyetca B MX npu 3-okncnexHum XKK.

* [loaTtomy mexgy matpukcom MX u uutosonem
paboTarT NepeHOCUHYUKM.
OHun nepeHocaTt Ac~KoA B unTo30sb B BUAe uutparta,
roe nuasa, 3artpadmas ATO, pasnaraet uutpart Ha
Ac~KoA n OA(obpaTtHO — B BUAEe nupyeaTa)




1 aTan — obpasosaHne MmanoHun~KoA
CH3CO~KoA + CO2 - COOH-CH2CO~KoA

depmeHT Kapbokcusiasa (kodhepMeHT — GUOTUH)
ncrnonb3yet aHepruo AT ansa npucoeanHeHmns CO:2

2 3Tan — paborta komnnekca CUHMaasa KK
no cuHTesy xupHon kucnotsel (C16)

CuHTta3a XK nmeeT 2 dbyHKUMOHArNbHbIX LLeHTpa:
1) -SH rpynna uucteuHa

2) -SH rpynna aumnnnepeHocsero 6enka (AI'IE)



Unc-SH
CwuHrasa
KUPHBIX KUCNOT

ANB-®N-SH
Auwn-Tpancoepaaa
ManosHun-S-KoA

Aumn-
TpaHncdepasa A
-S-KoA 3-xeroaumn- 3-keroaumn-
Uue-SH Auemn: 9 Umnc—S ~ é—cus CHHTasa Unc-SH (pepmenT
0 — 0 0
- ] ; Long-L.
NB-®N-S~C—CHy~COOH ne-on- s~c’—cu2-coou ANB-®N-S~C~CHp—C~CH3
ManoHnn-pepmeHT ALMN-MANOHUN-DEDMENT
Momsropenne go ! HM@H 3-keroaunn-
nonyvexws C16 ! peaykrasa
| 5 HAL®
4
Unc-S~C~CHp=CHa—CH3 Unc-SH 3-ruapoxcuaumn-
thepment
aumn- epmenT
ANB-®N-SH /O
An5-¢n—S~CI—CH2—éH-CH3
Aumnn-
TpaHchepaza Mwpparasa
H20
Nocne 7-kpartHore Lue-SH 5::;‘:"“3 Lue-SH
NOBTOPBHMA ywkRa
> 0 ' 7 N\ é?
AND @n s-~c¢—cnz—cnz—cn;; HAGPH ANB @N $~C—CH=C—CH3
—~Lnc—SH n HAG®
A anbuura't : aumn- hepment 2,3-HEHACEILBHHBIA
Pepmen aumn- epmenT

Ans—an-s~60-(cuz)u-cu3
l Tuoacrepasa

MNaneMueTAHCBEN EXMCIOTa



npucoeanHsaeT CH3-CO-KoA kK SH-rp. umcrtenHa (SH-LI1C-)
* MaNoOHUN-MpaHcepasa

npucoeauHsiet COOH-CH2-CO-KoA no AlB-SH-rpynne

(06e aTn TpaHcdepasbl OTHOCAT K auunTpaHcgepaszam)
*CUHMa3a

nepeHocut COCH3 Ha mecto ygansemoro COO
epedykma3sa (HAO®PH—HAO®*) +2H no =CO Ha koHue Monekynbl
e2udpamas3sa ypansiet H20 no atomy xe atomy C
epedykma3sa (HAO®PH—HAO®*) +2H no «=» 3TOro xe atoma C
*mpaHcsioka3a (aumntpaHcdgepasa)

nepeHocut 4C-cpparmeHTt (-CO-CH2-CH2-CH3) Ha SH-UUC
 A[1B-SH-rpynna cBoboaHa gnsa cneaywowero MarioHuna

PepMeHT BCTyNaeT B crieqyroLWmMn LMK CUHTE3a,

HO €CJiIu CUHTE3 XUPHOU KUCNOTbI (C16) 3aKOHYEH,

OHa oTLlennaeTca muoacmepasou



4) CuvHTE3 Tpuauunrnuueponos

2 nyTn cuHTe3a TAI:
1) Ha OCHOBE MULEPUHA — B KULLIEYHUNKE U
noykax,
2) Ha ocHoBe [JOAD — B XXMPOBOWU TKaHW.

[leyeHb ncnonb3yet oba nytn 1) + 2)



Ho—OH Tnuuepon- Ho—OH CH20H
0
CH—OH K4nasa

| . ?H—OH —
CHo—OH /-\ CHy—0
2 o 2—0—(P) HO
AOQ® [muuepon-3 H
Muuepon -thocthar MMiokosa

2 Rc}C—S-KoA
> aumn-To
2 HS-KoA

Cﬂz—&—ﬂ1

CH—O(—%—Rz ®dochaTuaHan

Kucnora
CH2—O—®

Ho20
> ®ocdarasa

Ho—0—C—R{

P 1,2-Auaumn-
(H=0—C—h2 rnuuepon
CHo—OH

R3%C—S-K0A
> AAlr-aumn-T®
HS-KoA

H 2—030 -R1

e . Tpwaumn-
CH=0-L—R2 Suuepon

CHy—O—C—R3

O6|\/|eH YrNeBOaOB U

" 06meH TATl cBsizaHbl
OOHOCTOPOHHE:

1) N3 yrneBoaoB Xupbl
CUHTE3NPYIOTCH
(ACKOA 13 rmtoko3bl B
npucytctemn O2,
rmnuepuH n3 JOAQD,
HAOPH ana cunresa KK
obpasyetca B [1P[1),

2) N3 XXUPHbIX KNCNOT
[MoKO3a NpakTUYecku
He CUHTE3npyeTCH
(TONbKO M3 rmuuepona
[MOKOHEOoreHea)



CUHTE3 v AEMOHUPOBAHWE XXUPOB

XupHas
icnora =y CHHTES

TPHAUMITIHUEPOJIOB
Cuures ’ °
Mmiokosa AHPHBIX KHCJIIOT

ManoHun-S-KoA
\

Nukoauns

Cunres
Auetun-S-KoA =9 xouecrepoa

ﬂu;;aaT 4— Manar <= Okcanoauerar N

LluTpar
KeToreHHble
aMUHOKUCNOTHI
I'Impzaar e ALIETUN-S-KOA Lintpat
S -~
T == = = 9 Okcanoauerar WaouuTpar

nN36
LUTK T <= AT® w HABH



TpaHCnopT XXMPOB N3 NEYEHN

B neyeHn cnHTEe3npyeTcH OonbLUOE KONMIMYECTBO
pa3Nn4YHbIX BUAOB 3HOOreHHOro Xupa.

e XXup BbiBOgUTCA U3 nevyeHun B coctase JINOHIT:
= 55 % TAI (HenTpanbHbIN XUP),
= 18 % DI (hochonmunuanbl).
B coctaB ¢pocchonmnupooB ob6s3aTenbHO
BKTHOYAKOTCA HEHACbILWEHHbIe U
NOJINHEHACbILWEeHHbIe XXUPHbIEe KUCHOTbI
(0cob6eHHO BO BTOpOE NOJI0OXKeHUe rnuuepona).




5) CuHte3 dpochonunupos

[MepBbIN NYTb CUHTE3a (cxema fanee Ha cnaiine)
1. AKTMBauUMA N NEPEHOC a30TUCTbIX OCHOBaHUM.

XonuH/vnn ataHonamuH c 3atpaton ATO (TALP)

KnHasa doocopunupyet go dpocdoxonuHal/daa.
2. 3atem pabotaet LUT® n sctaer B Buge UMD (1PD)
k hochaty — UAPxonuH/LIdsa

3. ®docdraTtasa youpaet dpocdat oT doochaTtngHom
KNcnoTbl ¢ obpasoBaHnem OAT .

4. [OAI cedasbiBaetcd ¢ LODXoNMHOM C nonyyYeHnem
dochaTnamnnxonuHa n otwenneHnem LIMO.



lMepBbIn NyTb cuHTe3a PJ1 (nérkue, KNLLIEYHMK)

CH Xonuu- CH dochoxonuu- CH3
3 KMHa3a 3 uuTHaun-T® @—O—CHz—CHg—tlitCH3

| |
HO—CHo—CHo—N-CHg » (P)—0—CHy—CHy—NE-CHg > ,
| 4 o CHg
CH3 H3 NH2
AT® yro

|
XonuH ALD dochoxonuH Pores) ® X
o (A
LAD-xonuH
OH OH
JAlr
Dochoxonuu-

awauuwnrnnuepon-T®
?HZ—O&-FH UMD

('ZH—O— —R2 '
CHp—0—(P)—0—CHp—CHp—NH, ?Hz—&—m
dochaTMAMNATaHONAMUH DocatMaunxonuH  CH—0—Ct—Ry CH3

|
cu2—0—®—o—cuz—cuz—r|af—cn3
CH3




BTopou nyTb cuHTe3a ®Ji

» PocdhaTugHaa KMCNoTa — Kno4eBOU NPOaYKT
obmeHa nunugos. o dochaTngHon KUCNOThI
cuHTe3 Kak y TALI.

* [1lyTb MOeT 4Yepes obpasosaHmne UOD-AOAT.
LUOD-LAI - akTnBHaa doopma dpocdaTtuaHOM KUC-
notel; umesa HXK n INHXK, oHa npeBpallaeTcsa B
dochonunuabl (PU,OC OIA,OX, KapanonnnuH).

* [lyTb aKTMBEH B NETKUX, rae npuBoaUT K CUHTESY
®X, coageprkallero HacblLEHHbIE XXNUPHbIE KUCIMOTbI:
annanbMuToundgocdaTuannxosimHa — OCHOBHOIO
BelllecTBa cypdakTaHTa.

(BTopoii NyTb NpeacTaBneH ganee Ha obLei
cxeMe cuHTe3a ochonMnaos)



[TlyTn cuHTe3a poccponmnuaos

®ocaTnpHasn
Ure Ka)cnOTa
oty @
YHoauton
docarmaun- ®-0Ar 1,2-Avauun- Tpuauun-
WHO3UTON HH®-F — ruuepon ———— rnuuepon
epuh

UmMe AT®
Ly aro ) Ko
docthaTuauncepuH y/
(Wpuaokcanb- DocthoXonuH
CO2 pocgar YT
®dochaTmgunataHonammH je2le)
WieTioR S-afeHosu-
------------------- . METUOHUH LU](D-xonym
Metunkodanamme
Donuesas kucora,
[OMOLICTENH < fo%ﬁ’;ggg%

dochaTnaunxonuH

Bce aszotucTtble ocHoBaHMA poconunnaos MOryT NepexoanTb
Opyr B Apyra ¢ y4acTUeM JUMNOTPOMHbIX BELLECTB



Mmioko3a

TlMukonwna

l'i':EH 2—0H

|
C=0

(!‘.-H o= 0

duokcraueToH-
-thocar

HAOH

FrMMuuepon-3-cdocoar-
nernaporedHasa

HAL

MHA—=NH
Tnz Wi
?H—OH
CHo—0OH
AT r
ALD | nuuepon
?H2_OH Frnvuepon-
',‘i:H‘_ OH KMHa3a
CHa—0—(P)
Mmuuepon-3

-thocdhart



[Mpn Hanu4um 1) rmmuepon-3-dpocdarta u
2) aunn~S-KoA cuHTe3unpyeTtcs
dochaTngHan Kucnora.

“H,—OH CHE—CI%—FH
FrMuuepon-3-docdar-
tI:H-uH auan-To pong cn—o%b—nz
CHE—U P =Y I cug-u—.
Muuepon-3 ®ochaTrnaHas
-thocthaTt Q, KWcnoTa

2 R—C~5-KoA HS-KoA
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DochaTMaMnxXonuH



JinnoTponHble BelwecTBa

e JlInnoTrponHblie BewecTBa - CABUI CUHTE3a XXMPOoB
B CTOpPOHY dpoconunnaoB,orpaHnyeHne CMHTe3a

N HaKonJieHusA HeVITpaanOFO Xupa (TAIN) B nevyeHu
[1lpn HegocTaTke NUNOTPONMHLIX AKTOPOB HAYNMHAETCH
XupoBaga MHpunNsTpauna nedeHu. [inga cuHTesa gooconmnum-
0OB HYXXHO D0MbLUOE KONMMMYECTBO HE3aMEHUMbIX (0aKTOPOB.

e JlunoTponHblie hakTopbI:
« pochonununAabl, Tak Kak cogepxaTt B Ka4eCTBe CTPYKTYPHbIX
KOMMNOHEHTOB XOSIMH, MHO3UTOJ, 3TaHOoNaMuH, cepuH, NMHXK

¢ AMUHOKUCNOTbI — METUOHUH (HE3aMeHMMas) Kak JOHOP
METUIbHbIX rPynn Ansa cuHTe3a xonunHa, PX; cepnH 3aMeHnMm

« BATAMUHbI U BUTaMUHONOAOOOHbLIE BelwecTBa (B6 crocob-
cTByeT obpasoBaHuto PIA ns ¢C, B12 n bonmnesas kucnora

y4acTBYIOT B 0Opa3oBaHMM aKTUBHOM (OOPMbl METUOHUHA)
BUTaMnH F (NoriHeHacbIWeHHbIe XXUPHble KNCNOTbI 4115

BCTpPaMBaHUS B CTPYKTYPY Monekyn docdonnnuaos), XONnH
n ap.



Cyanbba dpocponnunmuaos

[ToCTpOEHMEe KNETOYHbIX MEMDOpPAH, aCUMMETPUSA
nokanusauun B Hapy>XHOM U BHYTPEHHEM crioe
nrasmartnyeckom memoparbl (PC cHapyXm — curHan K
anonTosy)

YyacTtue B NOCTPOEHUN MUENMHOBOW 0DOSTOYKM

YyacTue B opraHmsaumm dpoHTa MUHepanusauum amanm
N OpYrux TBEPAbIX TKaHEN

YyacTue B opraHusaumm TpaHCNOPTHbLIX NIMNONPOTENHOB
Cyoctpart JIXAT (®X, aHTUaTeporeHHbIn 3adpdeKT)

CybcTtpat cocponunasbl A, (apaxuaoHoBas kucnorta
ans cnHtesa bAIJl)

Yyactue B Ca-poconunugHom mexaHname nepeaaydu
ropmoHarnbsHoro curHana (PN, n pocgponunasa C)



Pacnaa doccdonunmnpos

BcnomHuTh gencteme docdonunas npm nueBapeHnn (BHELLIHUM OBMEH NUnnaoB).

B opraHusme pacnaa docdonmnuaooB OCyLUeCTBNAKOT
TKaHeBble pocchonunasbl. Ocobylo ponb urpatoT
doocdonunasbl A2 n C. BaxkHoe 3Ha4vyeHne y doepmeHTa JIXAT.

dPocdonnnasa A2 oTeNNSET OT rnuuepona
NOSIMHEHACBILLEHHbIE XXUPHbIE KNCNOTbI BO 2 NONMOXEHUH,
KOTOpble Aarnee UCnonb3yrTca Angd cuHmesa psioa
peayriamopHbIX 1Unuoo8 U mKaHea8bIx 20PMOHOS.

Pocdonunasa C npu BO3AeNCTBUU NTOPMOHA Ha peLenTop
(kanbyuu-gpocgbonunuoHbIl MexaHu3M delcmeusi 20PMOHa)
atakyet dpocdartnannuHosutonandgocdar (PUD2) B coctase
KIETOYHOM MeMBOpaHbI C Liefibio 00pa3oBaHUA BTOPUYHBIX
mecceHpkepos (DAl u 1,4,5-Nd3)

NleunTnHxonecteponauuntpaHcdepasa (JIXAT) nepeHocut
auun n3 2 nonoxeHunst X Ha XC, obpasya acoup XC u nnsodJl




Pocconunuabl rmagponmadyotca dpocdo-
nunasamu, Hanbonee BaxHbl ®J1A,(B) n ®JIC

CH,
HyC—2N— CH,
dochonunasu
A (CH,),
Ao DI #»0
c 0=p—0°
H O« |C

[MpoAayKTbl NONHOro rmaponusas:
- MWL EPUH,

- BbICLLUUE XUPHbIe KUCNOThI,

- (hochopHasa KUCnoTa,

- XOJIUH, CEpPVH U Op.

docdonunasa A2 o6pasyeT
nusodopmsbl poccdonmnuaoB u
ocBo6. NHXK ana cuHteza BAJl

docdonunasza C oueHb BaxHa
ana Ca-pocconunmgHoro
MexaHu3ma nepepgadv ropmo-
HarlbHOro cUrHana



MeTabonunim apaxmaoHoBOU
KUCIOThbI

[MpousBoaHbIe apaxMaoOHOBOWU KUCHIOTDI
3NnKo3aHouObl

OOpa3yeTcAa HECKOSIbKO KflacCOB BeLLECTB:
npoctarnaHAuHbI,
NPOCTAaLUKITUHBI,
TPOMOOKCaHBbI,
NIeNKOTPUEHbI



CxemMa cuHTe3a 3uMKo3aHoOu4oOB

GocgonunasaAz _ ApaxupoHosas
KNCNOTa

MeMm6paHHbIe ®J]

JlunooKcureHasa
HPOCTarﬂaHﬂ,MHbI neﬁKOTpMeHbl
(PGG2)
I'IpOCTarnaHp,VIHbI I'IpOCTarnaHp,Vlel Tp0M60KcaHbI

(PGlg) I (PGH2) I (TXA2, TXB 2)

|

MpocTarnaHAMH bl
(PGD2, PGE2, PGF2)



HesameHuMbie Fbocd)onnnun;
| KUPHBIE KNCNOTHI!
fuHoONesan (bocdonunasa ﬂ
T -
xm:fo a SEROeIMe e . rOPMOHBI K 1IpYTVe
B8 OMOCHHTES . 3 =~ ' CUrHanbHbIe Bewlecrsa
nMHONeHoBas INKO3aHONA0B \
| KM(inOTa I = nn3odochonunng
apaxuaoHoBan | ‘
KUCcnoT4a coo®
apaxmaoHoBsasn! . e e
NePOKCNAAIHEN KNCnorta | ;
ueuwip = —
apaxmaoHoBas KuCnoTa
remM —_
™~ npocTariaHauH-
7% CHHTA3a 9 NMNOKCUreHasa
= auyervwn-
‘ Sere- — — | CanuuMNoBan
- 7" xmenota
UIKNOOKCHY * S rmaponepokcuin U
reMashl rMAPOKCUNPOU3BDAMBIE
XUPHbIX KNCNOT
. :
|
\J \/
apaxvaoHoBas kmcnora npocrtarnasavH Hz NENKOTPHUEH



OCHOBHbIe NpPon3BoAHbIe
apaxunaoHOBOU KUCIOThLI

Ol W A §—Cys~Gy
. P " )
/'\’ 0og° A 5i8
S/\///\ AN | oM
Ui R 68 g CH
/ npocTarnananH Hp \eaxorpuen Dy
NPOCTAUMKNUH NPoCTarnaHANHLI TPOMOOKCAHb!

npocTaumnknuH Iy npocrarnaHaut Fo, TpoMBOKcaH By



INKo3aHouAabl

 CTpoeHume. B coctaBe MoneKkyn cogepxarcs:

uuknbl (M, TX MU, a y 1T nx HeT),
rMAPOKCUsibHbIE rpynnbl,
KpaTHble CBA3MN.

Hncno KpaTHbIX CBA3EeN yKa3biBaeTCAad HOMEPOM —

NOoACTPOYHbIN UHAEKC.

3aMecTuUTenu npu Lukne onpeaenstoT 0003Ha4aeMbIn

bykBOW Knacc. Hanpumep, TME1 TXA2

e MeTabonunim. 3riko3aHonabl NHAKTUBUPYIOTCS
B TeYEeHMe HECKOSbKMX CeKYH (3a cyeT
BOCCTAHOBNEHUSA OBOUHbIX CBA3EUN N OKUCIIEHUS
rMAPOKCUrpynn), No3ToMy AaribHOCTb OEUCTBUA Y HUX
orpaHu4yeHa. VckntovyeHmne — NnpocTauuKnmH, KOTOPbIN
CYLLECTBYET Oornblue (opraHmn3am cbeperaert €ero,
YUYUTbIBAA BaXXHOCTb BbINOSTHAEMbIX UM PYHKLIUN).



Buonornyeckas akTMUBHOCTb 3MKO3aHOUOOB

ANKo3aHoONAbI — NoKasribHbIE DNOPErynaTopbl, 4EUCTBYIOT
nyTeM CBSA3bIBAHNA C MEMBOpPaHHbLIMU peLenTopamu
B HENoCcpeaCcTBEHHOW BfIM30CTM OT MecTa CBOEro CUHTE3a:
aymoKPUHHO — Ha CUHTE3UPYLLNE KIETKWN, rNnapakKpuHHO — Ha COCEAHUE KINETKMN.

*  8MOPUYHbIE MECCEHOXEPhI TMAPOMPUIBbHBIX TOPMOHOB, B psae
cny4vaeB adpekT ankosaHomngos onocpenosaH UAM® n ylf Mo

*  KOHTPOSMUPYIOT COKPaLLEHUE rMaaKoOMbILLEYHOW TKaHU
(KPOBEHOCHbLIX COCyaoB, OPOHXOB, MaTKK),

*  YYacCTBYHT B BbICBODOXOEHNN NPOAYKTOB BHYTPUKIIETOYHOIO
CUHTE3a (CTepOoMaHbIE TOPMOHLI; NP CEKPELMN XKenyao4HOro
coka — HCI, mykonabl),

e BMAUAKT HA MeTabonnam KOCTHOM TKaHU, nepndeprn4eckyo
HEPBHYIO CUCTEMY, UMMYHHYIO CUCTEMY,

*  perynupyroT ABMXKEHNE U arperaumio KrneTok (JIeMKounToB r
TpomMoounToB),

*  Y4acCTBYIOT B pa3BUTUM BOCNANUTENbHbIX peakLuui,
*  3(pdeKkTUBHbIE NUraHabl 6OIEBbLIX PELIENTOPOB.
 MoryTt okasblBaTb NPOTUBOMNONOXHble adodpekThl: 1L n TX



MPOCTAITIAHOWHDbI

0 COOH

o CHs
HO PGEy OH

PyHKUUM (UCcnonb3yeMble ANA Tepanum) :
pacLUnpeHmne cocyagoB, CHUXKEHNE apTepuanbHOro AaBrieHUs
NHIMBUTOPLI TPOMOOOOpPa3oBaHUA

PgF2 npepbiBaeT 6epeMeHHOCTb MPakTUYECKN Ha JTtoOOM
CPOKe, He Bbl3blBad NOOOYHbIX 3PAEKTOB

ycnokaueatouwiee gencrteme Ha LUHC
cpeacTBa nevyeHnsi acTMbl

B xenyake npocTtarnaHanHbl CTUMYIMPYIOT BblaesrieHue
MYKOMAO0B, 3allMLLaoWmnX CNnM3ncTyro ob6osriouky oT 4ENCTBUS
depmeHToB U HCI (npn ractpuTtax)
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6) CuHTeE3
KeTOHOBbIX Ten

NPOUCXOOMNT TONBKO B NEYEHMN,
KITETKWU OCTarbHbIX TKAHEWN
(KpOME 3PUTPOLINTOB)

NULLb NOTPEDNAT UX

B Hopme o6pa3syetca = 40Mr
KETOHOBBbIX TeJS1 B CYTKM.

B kposu nx menee 0,01 r/n.
[1pn ronogaHnn — Bbille

B necatku pas (go 0,6 r/n),
npu anaderte | TMuna — Bbiwe

B coTHM pa3 (ao 4 r/n),
YTO BbI3blBAET KeTOaLMA03




YTunuiaumsa KeToHOBbIX Ten

* NOeT ¢ 0bxogom HeoObpaTMMOro atana Ux CUHTe3a: B
TpaHcdepasHoOM peakuun K auetoaleTary nepeHocuTca
0 0
Auetun-S-KoA CH3—(,(I~S-K0A CH3-Cy~S—KoA SKOA 3 cocTaBa

cykunHun~SKoA (13 LUTK)
f::;:g:emn-s-!(ol\- V' OCBO6OD,I/IBLLII/II7ICF|
HS-KoA

5 CYKUMHAT npogorkaeT
AueroaueTun-S-KoA @:@ ceou nyTb no LITK

9 30ecCb NnokasaHbi:
Auertoauerar CH3—C—CH>—COOH aBe obpartumblie
o
AR o peakuuun, mexay
3-ruapokcubyrupar-Ar cﬂg-c’—cug KOTOPbIMA U JTOKaJin-
HAOH

AusTOH 3yeTtcsa obxoaHad

3-rvapokcnbyTupar

| -

(cMm cxemy paree)




OOwasn cxema CMHTE3a U YTUITU3aL MM KETOHOBbIX Ten

fenamoyumai

0 0
/ /
Auetun-S-KoA CH3—C/~S—K0A cus—c’ ~S-KoA

Auetoauetun-S-KoA-
Tuonasa HS-KoA

V/, /
Auetoauetun-S-KoA CH3—C/—CH3—CI~S KoA
H3—C/~S ~KoA

FmapokcumeTrunrayrapun- Auetun-S-KoA

S-KoA-cuHTasa
HS-KoA

3-M'mppookcu-3-metnn- CH3—£:—CH2—C~S -KoA
rnytapun-S-KoA H2—COOH

FrwapoKCMMeETHArnyTapun- i
S-KoA-nua3sa CH3—C S-KoA
Auetun-S-KoA

KpoBb

Aerkue
Moyku
Ko/ka

Auetoauerar cua—c—cnz-coou

3- r
runpoxcuﬁympa‘r 1-1 CH3—C—CH3
AUETOH

3-ruppokcubyTtupar cﬂa_cﬂ_cﬂz_coou

Kaemku mkanel

Linkn 'l'pllKI\pﬁOHOBbIX KHCIIOT

/ Vi
CHz—C~S-KoA CHg—C~S-KoA Auetun-S-KoA

Auetoauetun-S-KoA-
TMOnasa
HS-KoA
0

4 Y,
CH3-C/-CH2-C/~S-K0A AuetoaueTun-S-KoA

CykumHar

Cykunuun-S-KoA-
auevoauetrun-KoA-T®
CykuunHun-S-KoA

0
> CH3-—({/—CH2—COOH Auetoauerar
HAL
3-ruapokcubyrupar-A4Ar
HAOH
OH

> cﬂa_(';ﬂ_cﬂz_cooﬂ 3-rugpokcubytupar




7) CUHTEI3 XOJIECTEPOIA

 XonecTtepon — crepoua, XapakTepHbIN TONbKO ANA

XNBOTHbIX OPraHN3MOB.
CopepxxaHue XC B opraHusme:

50% — B ne4yeHu, 20% — B KnweYyHUKe.

. B cyTtkun 0,3-0,4 r XC nocTtynaeT Cc nuLien,
0,8-1,0 r XC cuHTe3upyetcs

Bce AepPHble KJITIeTKN opraHn3ma Mmoryt CMHTe3npoBaTb XoJiectepon

CuHTe3 B opraHusme :
e 50% - B ne4yeHm,

e oKono 15% B Kuwle4yHuke,
° OCTaBLUAACA YacCTb B NOObLIX KNeTKax, He yTpaTUuBLUUX AAPO

NMpumepHo 1/4 yacTb Bcero xonecrteposia B opraHu3me
aTepudpmumpoBaHa NosfiIMHeHaCbIWEeHHbIMU XUPHbIMU KUCNOTaMM.

B nnasme KpoBM COOTHOLUEHUE
achupoB xonecrteporna K cBOOOAHOMY xonecTtepony

cocTtaBnser 2:1



e CuHTe3 XC naeTt B LUTO301€e KIeTOoK —

OAVNH U3 CaMbIX OJIMHHbIX MeTabofin4yecKux nyTeD'l.
PaclumgpoBan nocrnenoBaTenibHOCTL NyTH

KoHpan bnox B 40-e rogbl XX Beka

C NOMOLLbIKD MeYvYeHblX atomos C.

Tpwu 3tana cuHte3a XC

e | 3Tan — obpa3zoBaHue MeBarioHOBOU KUCSOThI.
2 Ac-KoA — auetoauetun-KoA + HSKoA
auetoaueTnn-KoA + Ac-KoA —
B-rngpokcn-B-metunrnytapun KoA + HSKoA
(OH MmoxeT nonTtn B MX Ha CMHTE3 KETOHOBLIX TEN),

[ MI'KoA-penykTtasa yganset HSKoA n npuncoegun-HaeT
npotoHbl oT HAO®PH — meBanoHoBas KMcnoTa
(3HATb XMMKU3M 06pa3oBaHNA MEBASTOHOBOW KUCMNOTHI)



1 P

0
Auetnn-S-KoA CH3—g~S-KoA CHz—C~S-KoA

Aucroauerun-S-KoA-

TMoONnasa HS-KoA
O O
/4
Aueroauetun-S-KoA cus—c{,-cuz-c/ ~S$~-KoA
0
&
CH3—C~S-KoA
Fuapokcumerunrayrapun- Q.
S-KoA-cuHTasa Auetun-S-KoA

3-I'vapookKcu-3-meTun-
rnytapun-S-KoA

Ffuapokcumerunranyrapun-
S-KoA-pepykrasa

OH

|
KuenoTa COOH—CHZ—?—CHQ-CHQOH
CHg3

MeganoHoBas

Obpas3oBaHune
MeBaJIOHOBOW
KNCNOTHI



Il 3aTan — meBanoHoBaA KUcnorTa
KOHOEeHCUpyeTcH B CKBasieH

« CHa4vana meBarnoHoBas kucnota Tepset CO2wu
npeBpallaeTca B nusoneHteHmnaudocdar (5 C)
CH3-C(=CHz2)-CH2-CH2-P-P (n3onpeHowun)

« 2 nsoneHtenmnandgocdgara (5C) coegmHAaOTCH B Mone-
Kyny repaHunagundocdara (10C), + ewe ogmH (5C) ¢
nonyyeHuem dapHesungudgocdgara (15 C).

 [1Be monekynbl 15C KOHOEHCUPYIOTCS OO0 CTPYKTYpPb
(30 C) — ckBaneH ( c yyactnem HALDH)

lll 3Tan — ckBaneH 3amMblKaeTcs B LUK flaHOCTepona
(30 C) (yyacteytor HAOPH, O2) un 4yepes 20 peakunn
npeobpasyetcsa B xonectepon (27 C)




MeBanoHoBasn cé

Kucnora e || 3Tan
ATD
CO» 4/1 CNHTEe3a
rpdnoIa: @8 XonecTtepona
2 W3oneHTeHun- Yepes ctaguo
avgocpar FepaHunaudocdara
(C10)
®apHesun-
nmgoccbar C15
1 ®apHeaun-
ougocoar
HAOQ®H
CkBaneH C30

O2

HAODH <

25
NaHoctepon  C30 ‘J 27
19

Xonectepon ca7

< 4
T
Q

®

S

>



Ml -penykTasa knro4yeBou hepMeHT CUHTe3a
XOriecTtepona, ero akTMuBHOCTb perynupyeTcs:

BbICOKMe KoHUeHTpauun XC 6rnoknpyoT cuHTe3 doepMeHTa B
neyeHn (Ha ypoBHE 3KCNpeccun reHa)

docdopunupoBaHue (HeakTmBHas doopma) -

aedcdocdopunupoBaHue (akTmBHas popma)

FOPMOHbI: aZpeHanuH 1 rKaroH MHrIMoupytoT, a
NHCYITNH aKkTUBUPYET hepMeHT

BcnoMmuHaem:

1) TpaHcnopT xonecTtepona u ero agomnpos

ocylwiectenaetca: JII'T HU3KOM NMOTHOCTU — K TKaHAM,
J1I'l BbICOKOWM NITOTHOCTU — N3 TKaHEeMn.

2) Npw penoHnpoBaHuu XC B TKaHAX NPOMCXOOANUT ero
atepudukauus, T.e. oopasyrorca acpupsl XC n XK.

3) B JIINBI'1 saxxHbI pepmeHT — JIXAT (neuyuTuH:xonectepon
aumnTpaHcdepasa) cnocodbecTryeT yaaneHnto XC U3 TKaHen

4) Ypanaetca u3 opranHmama XC c kanom 0,5-1,0 r/cyT




[lyTn xonecTtepona

* BcTpamBaHne B MeMbpaHbl KNETOK
 Ha CUHTES3bI:

-- XKEenN4YHbIX KNCIMOT

-- BUTamunHa D

-- 9(pnpoB xonectepona (dhepmeHTsl JIXAT,
AXAT)

-- CTepOMgHbIX TOPMOHOB - NosioBble FOPMOHbI
MY>XCKUE W KEHCKUE (rectareHbl, 3CTPOreHbl),
[MIOKOKOPTMKOUOLI 1 MUHEPANOKOPTUKOUAbI.



MeBanoHoBas

e |l aTan cuHTe3a
xonecrtepona

* MNPOMEXYTOYHbLIE
NpOAYKTbl CUHTE3a
- repaHun-repaHun u
- papHesun,

onuxon;PP a TaKXxe - gonuvxon,

2 WN3oneHTeHun-
audocoar i
i MOryT BbITb
dapHe o5 eRanun-pp (C10)

Kucnora Cé
7
CO» ‘4 AT
N3oneHTeHun- cs
augocoar
n"c%'u oc%are\_/
1 ®apHesun-
ougocoar
HAOQ®H
CkeaneH C30
O2
HAO®H
JlaHocTepon C30

l

Xonectepon

ca7

NCNOMNb30BaHbI
B KayecTBe
NUNUOHLIX «SIKOPEn»



Ucnonb3osaHue nunuaHeix axkopeu 8 TIP.
HauanbHeze stansr N- rnuxosunupoaal-lm

6enkos (cea3b Yepes ACH)

Cytosol

vor{J vor-{J

ER membrane

ER lumen

[] GleNAc

O Man
A Gle

- 2PopmuposaHue CNOXHOro
ONUrocaxapuaa, CBA3aHHOro ¢
meMbpaHoU Yepes «NUNUAHLIA
AKOpb» AONUXONNUPOPOCHAT

(6lc;Man GlcNACc,-P-P-dolichol)

CYTOSOL

ER LUMEN

growing
polypeptide chain

lipid-linked
oligosaccharide

PacnosHasaHue cauTa
rAIUKO3UNUPOBAHUA U
nepeHoC yrnesoaHOU Lenwu
C «NUNUAHOIO SIKOps»

Ha pacTylwmii nonunenTua




NunonpoTteuHsr ¢ C-KOHUEeBOU NUNUAHOU
rpynnuposkou. TTpeHunupoeaHue 6enkos

protein anchored
to membrane
by a prenyl group

S-npeHunuposaHue b6enkos -
npucoeauHeHue U3oNpeHOUAOB

K atomy cepbl B Cys, NOKaAnM30BaGHHOM
Ha C-koHue 6enka

Motue - CAAX, raoe C-Cys,
A-anugatudeckas ak (kpome Ala);
X- Ser, Met, Gln - npucoeauHeHune
(papHesunbHou rpynnupoekn (. C):

X-Leu - npucoeanHeHue repaHun-
repaHunbHou rpynnupoeku (,,C)

AAX - otwennsercs,
Kap6okcunbHas rpynna metunupyercs

TTpeumyuiecteseHHaa opueHTaums 6enkos:

(papHes3us - BHe KNeTKu,
repaHun-repaHun - BHYTpb KIeTKu

—O—CH,

thicether linkage
— between cysteine
and prenyl group

N3onpeHouna chapHesun
B Ka4yecTBe «AKOpPSA»

: N—CH,
farnesyl anchor
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3agkopuBaHne benkoB B MembpaHe

COOH

| MMpKC-

COOH
CH,OH

dapreaon

TMHOBAaR nansMm-
KMCNOTa tynosas

KMCHoTa

Benox

nepudepu-

AKTUBUPOBAHHBI HECKWIA

nMnua memOpanHbl

b <

| vHOINTY
M - mammno3a
. G :ranaxroaa
E ’

velelole cleleleele
sococoeet e el e mo@@@!
NUNUOHLIA AKOPL:
NANLBMUTHUHOBAA KNCNOTA, MAKO3INNN-
MHPHUCTUHOBAR KUCNOTA, POBAHHLIA
dapreson, docharnamn-
fePaHuNrepasnon nnoant (GPI)

| C : N-auetnn- @
w0
| |

FMOKO3aMMH

HN

3

é GPl-axops
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NansmuTHoBas Peakimn cuHTE3a KUPHBIX KHCIOT



OcHOBHbIe BUAabl naTonoruu
nunuaHoro oomeHa

* OXXUpEeHUe - N3GLITOYHOE OTMNOXEHME XMpa Yalle
anMMeHTapHOro, pexe 3HAOKPUHHOrO xapaktepa

1) camocTosaTenbHoe MHorodpakTopHoe 3aboneBaHue,

2) CMHApPOM, conpoBoXaarLwmn 3aborieBaHnsa 3HOOKPUHHOM
CUCTEMbI: CBAA3a@aHHbIE C KOPTU305OM, NENTUHOM, NUHCYINUHOM,
NN C rTnMrnoTMPEeO3omM, rmnoroHagn3mMom, npodriemamm c
rmnoTanamycom.

« Macca Ttena Bbilwe HopMbl Ha 20% v bornee.
« MHpekc macchl Tena = macca Tena/poct? MMT>30 kr/m?

* «UEHTpanbHOEe», ECIN MHOEKC 00LEM Tanun«ueHTpanbHoe,
ecnn nHaekc oobem Tanun/obosLem beaep Boiwe 0,8 Ans
XXEeHLMH(Q), Bbiwe 0,95 ana myx4nH(J)

« BO3: npn 06bEME Tanum >94 cmy &, >80 cm y @ pacTéT puck
Pa3BUTUSA COMYTCTBYIOLLNX OXUPEHUIO 3aboneBaHni




OCnoOXHEHUSI OXUPEHUS

3aboneBaHne 3HOOKPUHHOW CUCTEMbBI — AAET OCMNOX-
HEHWUSA cpa3y Ha HECKONbKO CUCTEM OpraHn3amMa

HapyLieHus xenyao4Ho-KMLLIEeYHOoro TpakTa (4acTo CBsA3b C
MOCTYNSIEHNEM KUCMNOro COAEPKMMOTO Xenyaka B NULLEBOoA)

Pa3BuTtne caxapHoro gunaberta BTOpoOro tmna

MeTabonnyecknm cuHapom nNpm cepaevyHo-cocyancTbIX
3aborieBaHUAX, CONPSKEHHbIX C HENEPEHOCUMOCTbIO
TKaHAMU nHcynuHa npu CL-

MHapKT MnoKapaa B pesynbraTte aTepocKieposa cocynoB
N NeMmnm

NHcynbT BcneacTBme HapyLUleHust KpoBoobpalleHns mo3sra

Xoneunuctut (BocnasrieHne XenvyeBblBOASLWMX NMYTEN U
XKENYHOro ny3blps);

OHKOSOrn4yeckne OCrioXXHeEHUs (Npn «MeTabonnyecku
300POBOM» OXUPEHUU, NpoTeKatoLeM 0e3 cTaHOapPTHLIX
anst «06bIMHOIrO» OXUPEHUA UBMEHEHUI TUMA NHCYNUHOpPE-
3UCTEHTHOCTU K Ap.)



OcHOBHbIe BUAbI naTonoruu
nunuaHoro oomeHa

e XXenyekamMeHHasn 6one3Hb
XonecTtepon ABNAETCA KOMMNOHEHTOM XeJ4HbIX
KUCJIOT U MOXKET HaXxoAuTbCH B BUAe
KpUCTanmnoB, KOTOPble CMNOCOOHLI CrnnnaTbCA

ApPYr ¢ ApyromM, 4YTo NpMBOAUT K 0OpasoBaHUIO
KaMHeWn (CM criang Huxe).



KaMHU XXen4yHbIX NyTen

MN30bITOYHEIN N3BbITOYHOE
CUHTES3 notpebneHue y
xonectepona xonectepona XpoHu4eckoe 3acTon xenyu
00e3BOXWBaHWE B XeNn4yHOM nNy3blpe
N36bITOK \ /
xonecrtepona B ne4veHw CF}\’I.IJIEHHB »endu

1 |

lNepeHaceiwexne KpucTannel xonecTepona B

HKenywu . |
XONECTeponom KEeNnYyeBbIBOOAWMX NYyTAX
T Bunupy6uH
Kansuwi

CHwxeHne konwuyectea
thocaTngunxonuHa B XKen4u

KamneobpazosaHvwe B
KENYEBbIBOAAWMX NYTHAX




OcCHOBHbIe BUAbLI NAaTONOruun
nunuaHoro oomeHa

 lucnunonporenHeMumn — MOryT ObITb KakK
HacrneacTBeHHbIMU, TakK U NPUODPETEHHBLIMU
3aboneBaHUAMMN.
ConpoBoXgarTcs ogHUM U3 HapyLLIEHUN:
- pedektamum cTpykrypbl JiI1,
- naTtonoruveu peuentopoB K JII1,
- HapylleHUueM yaaneHusa octatouyHbix XM,
- HapyweHuem perynsauum oopasosanHus Jil
(MHCYNUH)



HapyweHusa obmeHa pasHbix JII

MOXHO npuoobpecTu npu paae s3abonesaHun
(caxapHbIn anabeT, ankoronmsm, CHUXXeHue
byHKUMN LLUTOBUOHOU XKerle3bl, 001e3HN NnoYvek)

KoHueHTpauua JII1 B KpoBn

MEeHSsIeTCA B 3aBUCUMOCTMU OT: 1) npuema nuwium,
2) aktuBHoctu Jll-nunas,
3) HEKOTOPbIX APYrMX MOMEHTOB.

 [Mpu 3aboneBaHusax koHUueHTpauus JIIN B KpoBU
MOXeT ObITb NOBbILWEHa fAaxe Yyepe3 HECKONbKO
yacoB nocre npmema nuwn. Takoe coCTosiHUe

HasbiBaloT FrUreprunonporenHemMmus
(BapuaHT gUucnunonpoTteMHeMunmu)



TUnbl ANCANNONPOTENHEMUN

I TMN: NoBbilleHa KOHLUeHTpauua XM
NMpn HacheacTBEHHOU HEAOCTAaTOYHOCTMU
JIMM-nuna3bl XM He nc4ye3aroT gaxe
yepe3 14 yacoB u bornee nocne egbl.
[locTaTo4yHO peokun Tun. BecTpeyvaeTcs
y>Xe B paHHeM Bo3pacTe, MHOraa npu
caxapHoM aunadeTte, ankoronumime.



Il TNn: noBbIiweHO coaepxaHue JINMHI
unu cymmapHo JINMOHI + JINHN

* [lpyynHa B HegocCcTaTKe UNIN OTCYTCTBUM
peuentopoB ang JII1 Ha KneTkax

* B utore JINHIN He moryT yTunusunpoBaTbCH
KNneTKaMu U oCTaloTCA B NOBbILLEHHOM KONnu4yecTBe
B KpOBW. Y TaKnx OOSfbHbIX pa3BUBaeTCcs paHHUN
TSHXKenbiu aTepoCKNepos.

lll Tun: HapyweHo npeBpaweHune JINOHI B JIMHI.
B kpoBu — aHoManbHble npe-B-J1N n XM.

* [MposiBnsieTcA TAXeNbIM aTepPOCKIIepo30M.
Y OOrbHbIX HapyLWeH CUHTe3 DefIkoBOU 4YacTu
JINOHI1 B ne4yeHn, Xunp 04.n1s1I0X0 BbLIBOAUTCA U3
ne4vyeHu, U pasBMBaeTCsA ee Xuposas auctpodus.



* [V T1n. B KpoBu noBbILLEHO coaepXaHue
NINOHM, XC, TAT.
JTO XapaKTepHO AnsA caxapHoro aunabera ll
TUNa, NTMNoPyHKUUM LLIUTOBNAHOMU Xene3bl
(runoTupeos), ankoronnama, OXUpeHwus.
Y BceX 3TUX KaTeropun naumeHToB TAXEnbIn
aTepoCKrnepos.

e V Tvn: noBbiweHo konndyectso XM m JIMNMOHII.
KoHueHTpauusa JINHIM v JINBI o6bI14HO
CHMXXEeHa.

JTO penkasa coopma, NPUYMNHBbI OO0 KOHLIA He
N3YYeHbl.

CyuwecTBYyIOT U agpyrue hopMbl
AncnunonpoTenHeMun



OcHOBHbIe BUAbI naTonoruu
nunuaHoro oomeHa

* ATepocKnepos

[MpuynHON aTepocknepo3a MoXeT ObITb HapyLue-
HUe KaK CUHTe3a, Tak U TpaHCcnopTa Xonecrepona,
YTO NPUBOAUT K rMNnepxonecrteporieMmu.
bonbLloe 3Ha4YeHUe B pa3BUTUU aTepPoCKepo3a
nmeet gucoananc JIl1 pa3nnu4HOM NNIOTHOCTU B
CbIBOPOTKE KPOBM.

UHpekc aTteporeHHocTu = oTHoweHue XC B JIMHI
XC B JINBI




CunHTE3 xonecTepora, 9K30reHHbI XxornecTeporn
MULLK 1 NYTU TpaHcNopTa xonectepona

Breakdown



PopmMmumpoBaHUue aTepocKrieposa

* [1pu noBpexaeHun saHpotenus JIlN npoHukaroT B
COCYyAMUCTYHO CTEHKY, nornowarTcs dparoumtamMmu.
Bce nx coctaBHble YacTu paspyLiaroTcs
depmeHTamu, kpome achmnpoB xonectepona (y
¢darounToB HeT cooTBeTCTBYHOLWUX PepMeHTOB).
AhUpbl XonecTtepona MHKanCcynmpyrTCS
coeAUHNTEeNbHON TKaHbIO, TyAa OTKNaAbIBalOTCA
COJiIN, BO3HUKAET aTepocKnepoTnyeckas onsLikKa,
CcBepXxy HacrauBarTCA TPOMOOTMYECKMEe MacCChl,
B HUX NpoAoKaeT NOCTynaTb XofecTepon...
CyXaeTcsl npocBeT cocyaa, yxyallaeTcsi KpoBoO-
CHabXeHune — runokcusa n atpoduna opraHa.




* XON1eCTePUHOBbLIN KO3(PPNLUMNEHT aTepOreHHOCTHU

k = XC obw, — XC JIMNBI1
XC — KOHUeHTpaunsa obulero xonecrepona,
XC JIMNBI1 — koHueHTpauua XC B JIMNBI1.

 [lokasartenb ngeaneH y HoBOPOXAEHHbIX (<1);
20-30 net 2,0-2,9 egunuu; ctapwe 30 net 3,0-3,5
(Y KEHLLUMH ODbIYHO HUXKE, YEM Y MYXKUYUH); NpU
nwemmnyeckon obonesHun cepaua 4,0-5,0—6,0 m BbliLLE.

« KoadppumuneHT — bonee 4yBCTBUTESBbHbLIN dpakTop
pa3BUTUA aTepockneposa, Yyem XC-rneunTnHoOBbIN
nokasaTesib (OTHOLWEHNE KOHLUEHTpaLUKUn XonecrTe-
pona K KOHLUEeHTpauun neumuTmHa B nnasme KpoBu ),
KOTOPbIX paHblUe LLUMPOKO NPUMEHSANN B KITUHUKE.



NMpoayKThl, B KOTOPLIX XOoOnecrepmHa
MHOIrO: ‘ Mano:




e Bce ocCHOBHbIE BUAbI
naTtonorMm nMNMgHoro oomMeHa
TaK U MHavYe B3anMoOCBSA3aHbl



CopepxaHne OCHOBHbIX
nunuaoB B nria3mMme YyenoBeka:

e TAI =0,5-2,3 Mmmonb/n

e OXC =3,9 -6,5 mmonb/n

e HOIXKK =0,4 - 0,8 mmonb/n
e IXKK=7,1-159 mmonb/n
e PJ1 =14 -3,7 mmonb/n



