OBbMeH U DYHKLIUW
MNUaoB



BaxHeunwine nunuabl TKaHen YyenoBeka

XKupbl — Tprayunrnmueporsnsl (OCHOBHas Macca nmnuaos
opraHusma), crnyxawme doopmMon AeNOHNPOBAHNSA 3HEPTUN.
>Kupbl pacnonaratotcs NpemmyLiecTBeHHO B NMOAKOXHOM
XXMPOBOW TKAHW U BbIMOMHAKT Takke PyHKUUN
TENnon3onaAUMOHHON U MeXaHUYEeCKOW 3anNThbI;

docdonmnuabl — 60bLLIOW Kacc NMNnaos, NONyYnBLUUNA
CBO€E Ha3BaHWe n3-3a octaTtka PocdOPHON KUCIOThI,
npuaaroLero M ceomcTtea amcupunsHocTn. bnarogaps
aTOMYy cBoMCTBY bocchonunuabl QOPMUPYIOT BUCTIONHYIO
CTPYKTYPY MeMbpaH, B KOTOPYIO NOrpyxeH 0enku;

CTepounabl (XxonecTepors 1 ero Nnpon3BoaHbIe). X0NnecTepor
— BaXXHbIW KOMMOHEHT MeMOpaH 1 perynaTtop CBOUCTB
rmagpodobHoro cros. NponsBoaHblie xonecrepona
(>Ken4YHble KNCIOoTbl) HeObXoaANMbI ANs NepeBapnBaHUS
Xupos. CTepongHble rOPMOHbI, CUHTE3NPYEMbIE NX
X0recTepona, y4acTBYyOT B perynaunm 3HepreTu4eckoro,
BOHO-CONEBOro 0oMeHoB, NOM0BbIX QOYHKLMNA.




[luLieBble XUpbl. VIX nepeBapuBaHue U
BCachblBaHME

HMpel N
MepesapuBaHWe Kupos Conn <~ COO"
(aMynerwpoBasme, MMaponna) pH 7.8 WEMTYHIX KHCNOY
=3 SMYNErMPOBAEHHEM XWp
X NaHkpeaTuyeckan
S nunasa
* Konunaaa
NpoayxTe! MMaponwaa
g 2 OH =
5 Anaumnruuepon ‘{OH HMPHEIE KNCNOTH
- MomOaUMNIIMLEpON
é OGpasosaHue muuenn (80%)
¥ BCACHLIBAHME B CNUSHCTYIO e
= 0BON0UKY KHWE HMXA < 00(5
Coo~ g OH
. O COO"
2?‘@\ OH
£
CamewanHan Muuenna
I
= Pecwstea xupoa
g HC-OH 2aumn-KoA Hz?-O-COﬂ,
=
@ HC-O-CO-R, 5. H i?-O-CO-R,
F 3 H.C-OH HSKoA H,C-O-CO- R,
§ & Ynaxoexa xwpoe l
s B XMNOMHKPOH B
§ anoB-48
] XHNOMUKPONEI
S5 (wespenwe) Y
I
DOPMUPOBANNE IPAMLIX l
XMNOMUMXPOHOB
a anoCAll ———— anoC-ll anoB-48
é ancE e anck



PecuHTEe3 TpUaLumnnrnmuepona B CTEHKE

KULLEeYHNKd
0 'y
0 CH;OH 0 CH-; O-C-R O CH:-0O-C-R
a-d-o-tn —ROKA, o X oL RCO-KoA , péodH o
CH,;0H ‘ c’:H, OH ! CH; 0-C-R
HS-KoA HS-KoA

2-MoRoauANIMwUepon Auagunrnvuepon Tpsauunmuuepon
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JlnnonpoTtenHbl — TpaHCNOPTHLIE dOPMbI

nMnnnaoB B OpraHU3mMe 4erioBeKd

Tunst auno- XHIOMHKPOHB JIMOHN JHT JHIIHI JHIIBI
NPOTEHHOB (XM)
Cocran, %
benkn 2 10 I 22 50
@J1 3 I8 23 21 27
XC 2 7 N 8 4
IXC 3 10 30 42 16
TAI 85 55 26 7 3
POynxumn Ipancnopr Tpancnopr [Ipomemyrounan | Tpancnopr Yaunenne
THNHI0B K3 ITHINHI0B, dopma XOJCCTCpOna #30BITKA
KIETOK CHHTEIHPY- NpenpRIeHHs B TKAHH XONeCTepPOIa K
KHILUCHHHXA CMBIX B - JITTOHII & JIITHII KICTOK M APYTHX
(I IOTCHHBIX neYenH 102 neficTEHeM JAHNONPOTEHIOR
ANNHAOR) {MMAOTCHHBIX depmenTa Jowop
NHITHA0K) JITT-Annash ANONPOTEHHOE A,

C-11



Obpa3oBaHUe XUITOMUKPOHOB U TPAHCMNOPT
XXUPOB




iapyu_leHl/le nepesapmBaHnNd NN BCACbIBAHUA

XXKMPOB

[MpUYMHBI HapyLLEHUS NepeBapuUBaHUS N BCaCbIBaHUS XKNPOB:

HapYyLLEHNE CEKPELIMN XKEMNYN U3 XKEITYHOIo Ny3bIpsa Npu
MEXaHNYECKOM NMPENATCTBUN OTTOKY XKenyn. ATO COCTOAHUSA MOXKET
ObITb PE3YNLTATOM CY>XEHUSI XKENTYHOro NPOTOKa KAMHAMMN,
00Opa3syloLWMMUCS B XKENTYHOM My3bipe, UM caaBneHUEM XKeNYHOro
NPOTOKa ONyxorbto. YMEHbLLUEHWNE CEKPELIN XKendn NpMBoaUT K
HapPYLLEHUIO 3MYITbIMPOBAHUNA NULLEBBLIX XUPOB N K CHUXXEHUIO
CrnocobHOCTM NaHKpeaTU4YecKon nunasbl rMApPonmM3npoBaTh XUpbI;

HapylueHne cekpeuumn coka nomkenyao4yHom xenesbl 1
HeJocTaTo4Has cekpeLus naHkpeaTuyeckom nmnasbl NPUBOOAT K
CHUXXEHUIO MTMAPOsM3a KMUpPOB.

HapyweHune nepeBapuBasi 1 BCcacblBaHWUS XXUPOB NPMBOAUT K
YBENIMYEHUNIO KONTMYECTBA XUPOB B (pekanusix - BO3HMKAET CTETOPES
(>kupHbIn cTy”). B HOpMe cogepxaHue XnpoB B hekanunsax
coctaBnseT He 6onee 5%. Npwn cTeatopee HapyLiaeTcd
BCaCblBaHMeE XMUpopacTBOpUMbIX BUTamumHoB (A, D, E, K) n
HEe3aMEHMMbIX XXUPHbIX KUCIOT, MO3TOMY NPU OSINTENBHO TEKYLLEN
cTeaTopee pa3BMBaETCA HEQOCTAaTOMHOCTb 3TUX HE3AMEHUMbIX
dpakTopoB NUTAHUSA C COOTBETCTBYHOLLMMUN KINUHNYECKUMU
CUMNTOMaMW.




OBMEH XKUPHbIX KUCIOT

YKMpHbIe KNCOoTbl NOCTYNatoT C NULLEN UM CUHTE3UNPYIOTCA B
opraHuame (Kpome nosimeHoBbIX KncnoT).CybcTpatel, HeobxoamMmble
ONA CUHTE3a XMUPHbIX KUCIOT, obpa3sytoTcs npu katabonusme
[MIOKO3bl 1 TakuM 06pa3oMm, YacTb [MIOKO3bI MpeBpaLlaeTcs cHavana
B XXUPHbI€ KUCNOThbI, a 3aTeM B XUpPbl. XOTA cneundpuyeckun nyTb
KaTabosfimama XUpHbIX KUCITOT 3aKkaH4YMBaeTcsa obpasoBaHMe aLeTus-
KoA, cnyxawmm ncxogHolM cybcTpaTtom Ans CUHTE3A XUPHbIX
KWCIOT, NPOLLECChl CUHTE3a U OKUCIIEHUSA XUPHbIX KUCNOT
HeobpaTUMbl.OHM NPONCXOOAT B pa3HbIX KOMMAPTMEHTaX KNeTOK
(BnocuHTE3 NpoTeKkaeT B LNMTO3051Ee, a OKUCNEHNE — B
MUTOXOHOPUAX) U KaTannampyeTtcs pasHbiMn doepMeHTaMu.
OKUCNeHne XNUPHbIX KNCIOT KakK UCTOYHUK SHEPIUN YBENUYNBAETCH B
nocTtabcopObTMBHbLIN Nepunofd, Npu ronogaHum n dmnsmdeckon padore.
B 3TnX COCTOAHUSAX X KOHLIEHTPALUMA B KPOBU YBENMNYMBAETCS B
pesyrnsrate Mobunmnaaynmn U3 XXMpoBbIX Oeno, N OHU aKTUBHO
OKUCIIAKTCSA NEeYEHbI0, MblllUaMu U gpyrumm TkaHamu. Npu
rosiogaHnmn 4acTb XUPHbLIX KACIIOT B NEYEeHU NpeBpallaeTcs B gpyrme
«TOMSINBHbIE» MONEKYNbl — KETOHOBbIE Tena. [1pu ronogaHum u
annTenbHon donsmdeckom pabote KETOHOBbIE Tena cryXxaTt
NCTOYHWUKOM SHEPINU AN MbILUL, 1 HEKOTOPbIX APYrUX TKaHEN.



Peakuua aktuBaumm XXMPHOU KUCNOTbI
(pepmeHT — auunn-KoA-cmnHTeTasa)

RCOOH+HS-KoA+AT® — R-CO-SKoA+AM®+H4P207

MepeHOC XUPHbIX KUCIOT Yepe3 MeMOpaHbI

HapyxHasa membpaHa BHyTpeHHsa membpaHa
LinTozons MaTtpukc
R-C~KoA KapHUTuH <= ... -------- Y KapHuTuH R-C~KoA
{ 2/ \ & I
o) Y
| P 0
&
s
N T o W KapHuTHauun- g KapHutuHauun
TpaHcthepasa | ‘ 0 TpaHcpepasa
" K
A
3
HSKoA R-(lt KAPHUTUH - - - ------- -------- > R—E KAPHUTUH HSKoA

O O




Peakuun B-OKVICHGHVIH XNPHbIX KUCITOT

B o 9
- =»CH, ~~_CH, - CH, - CH2 - C~SKoA Aunn-KoA
/; = FAD Aunn-KoA-perunporeHass
i FAD-H, —=2ATP
i B °
i CH, ~~_ CH, - CH = CH - C~SKoA EHomn-KoA
t
H,0
} EHoun-KoA-ruppartaza
B-Okucnenue J ﬁOH
]
: CH,~~_ CH, - CH - CH, - C~SKoA B-Munpokcuaumn-KoA
: NAD* B-I'vuppokenaunn-KoA-
. nervaporerasa
| NADH + HY —> 3 ATP
|
: o} @
} I 1l
: CH;~~_ CH,-C - CH, - C~SKoA p-ketoalmn-KoA
I
I
; HSHgA i B-keToaunn-KoA-Tuonasa
I
\\ O O
N It I
~ = = --CH, ~~~_CH, - C~SKoA + CH, - C~SKoA
C=(n-2)

LUTK

CHs-(CH2)14-CO-SKoA+7OAA+H20+7HALQ*+7HSKOA —
— 8CH3-CO-SKoA+7OAQH2+7(HAOH+H™)



KeToHOBbIE Tena

[Mpn ronogaHun, OnNUTENbLHOM usndeckonm pabote M B crnyyvyasax, Korga
KIETKW He nosiydyarT LOCTAaTOMHOro KOfmnyecTBa [MHKO3bl, XUPHbIE KUCMOTbI
NCMNOMb3YKTCA MHOMMMU TKAHAMU KaKk OCHOBHOW UCTOYHUK 3Heprn. B otnnyume
OT Apyrnx TKaHen MO3r u apyrue oTaesibl HepPBHOW TKaHW MPaKTUYeCKU He
NCMNOMb3YIT XUPHbIE KUCMOTbl B KadeCTBe WCTOYHUKA 3Heprun. B nedveHu
4aCTb XMPHbLIX KUCMNOT nMpeBpallaeTcd B KETOHOBble Tesfia, KoTopble
OKUCNAKTCA MO3roM, HEPBHOW TKaHbtO, MbllLL MK, obecneynBasa 4OCTaTOMHOE
KOSIN4EeCTBO aHeprun ans cnHtesa ATO u ymeHbluasa notpebneHune rmnokosbl. K
KETOHOBbIM TefnamM OTHOCAT [-rugpokcmbyTtupat, auertoauetar U aueToH.
[lepBble OBe MOSIEKYnbl MOryT OKUCIATbCA B TKaHAX, obecrneymBasi CUMHTE3
AT®. AueToH obpasyeTcsi TONbKO MPU BbICOKMX KOHLIEHTPaUMAX KETOHOBbIX
Ten B KPOBWU W, BblOeENAsCb C MOYOW, BblOblXaeMblM BO3AYXOM U MOTOM,
No3BonsAeT opraHn3mMy n3bdaensaTbCs OT U3ObITKA KETOHOBBIX TEN.



CuHTE3 KETOHOBbIX TEI Npn roJoaaHnn

Kpose —» Moar E—
——p=  Ceopaue
Fmokosa = Mbium  —
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“o chan ey ' YT
; urK :
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4 Muroxomgpua
AMMHOKHCNOTEI
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menoTet ¥ £ TXarHh

Fmoxarom



CUHTE3 KETOHOBbLIX TEI

2 CH;,-&“'SKOA Auetwn-KoA
lTuonaaa
¢ 9
CHg—C—~CH,—C~SKoA Aueroausrun-KoA
O

CHgs C~SKOA MMIM-KoA-cunrasa

?H 0
1l
'ooc—cm-c-cnz-c-vsxm FMI-KoA

CH3—0~SK0A ‘_4 FMr-KoA-nwasa

CH3-C-CH3 -— CHg—C—CHz—COO Aueroauerar

Auerod o
NAD*

I
CH;—CH—CH,—COQO"~  -MnpokcuSyTtmpar



dusnonornyeckoe 3Ha4eHne CMHTEe3a
dleToauerard

[1pn ronogaHnun, gnutenbHoOW dunanyeckom padboTte n B
cnydagqax, Korga KneTku He nosiyvaroT 4OCTaTOYHOro
KOnn4yecTBa rMoKOo3bl, XXUPHbIE KNCMNOTbl UCMOMb3YHTCH
MHOIMMW TKAHAMM KaK OCHOBHOM UCTOYHUK 3Hepruun. B
OTNNYMe OT OPYrmx TKaHen MOo3r U gpyrue otaernol
HEPBHOW TKAHW NPaKTUYECKU HE UCMONb3YIOT XXUPHbIE
KMUCIMOTbI B KAYECTBE UCTOYHUKA 3Heprun. B neveHun
YAaCTb XXMPHbIX KUCNOT NpeBpallaeTcs B KETOHOBbIE
Tena, KOTopble OKUCIIAOTCA MO3roM, HEPBHOW TKaHbIO,
MbiLLLIAMMK, obecrne4YynBas 4OCTaTOMHOE KONMMYecTBO
9Heprum ansa cnHteda ATO 1 ymeHbLlasa notpebrneHne
rMoKO3bl. K KETOHOBLIM TeriaM OTHOCAT
rmapoKkcmbyTupart, auertoaueTtar n aueToH. AuetoauTar
MOXET OKUNATLCSA B TKaHAX, obecneynBas cuHtes ATO



icnonb3oBaHWE KETOHOBbLIX TEJT
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I'IepeHoc dUEeTUJIbHbIX OCTAaTKOB U3 MMTOXOH.D,pVIﬁ B LUMNTO30J1b

Lintosonb = MuTOXOHAPHS
FMoKo3a ———— - » [lupysar — Mupysat ———— Okcanoauetart
A
NADPH+H™

NADP™*

R

anaT +  Auetun-KoA Kpebeca
NADH+H™ /
v

OKcanoaueTaTT Lintpar < — Unrpart

Auetunn-KoA

BUOCUHTES3 BbICLUUX XKUPHbIX KUCINOT
[NpeBpalieHne auetnn-KoA B manoHun-KoA — nepeas peakuus
(bepmeHT aueTtun-KoA-kapbokcunasa, KodbepMeHT OUOTUH)

CH3-CO-SKoA + CO2 + AT® — HOOC-CH2-CO-SKoA + AQ® + H3PO4

[Mocneayrolime peakUuy CUHTE3a XKUPHbIX KUCMOT NpoucxoaaT Ha depmeHTe —
CMHTAa3a XXUPHbIX KACIOT (B YaCTHOCTU, NanbMUTaTMMHTa3a)



CUHTE3 NANIbMUTUHOBOM KI/IHgJ'IOTbI
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Q O

t i
CH3-C-S-E W HOOC-CH,-C-S-E
AueTun, CBA3aHHbIA MarnoHun, CEA3aHHbIW
¢ hepMeHTOM C hepMeHTOM

KoHueHcauus

BoccTaroRneHue

BocecTaHoBneHue

l
l
l fernpparaling
l

CH3-CH2-CH2-C-S-E Bytupun-E

31U peakUuv NOBTOPSATCA 7 pas, 8Cero wcnonbsyemﬂl
1 auetun-KoA n 7 manoHun-KoA, 4iobst obpazoears |
NanbLMUTUHOBYIO Kuenory (16:0)

OOwee ypaBHeHUe

CH3-CO-SKoA + 7THOOC-CH2-CO-SKoA + 14 (HAADH+H*) —
—, CH3-(CH2)14-COOH + HAJd* + 6H20 + 7CO2 + 8 HSKoA



Perynauns auetun-KoA-kapbokcunasbl

VHCYNUH
I

i H,PO, ®

®ocgarasa A LjutpaT
I
|
!
|
Auetun-KoA Auetvn-KoA
6okcunasa- P
RAPEORSINAEANG AueTtun-KoA-
HEeaKTuBHas
Kapbokcunasa

Y
ManoHun-KoA

MpoTenHKku+Hasa A

ManemuTonn-KoA

[MnokaroH @
AnpeHanuH



OBmeH XXnpoB

XKupbl — Hanbonee BbIroAHaa U OCHOBHasi popma AeNOHMPOBaHUS
9Heprnun. [lenoHnMpoBaHHbIN XXUP MOXET obecrnevynBaTb OpraHnU3m
9Hepruemn npu ronogaHnn B Te4eHne anmTernbHOro BpemMenn (oo 7-8
Hepenb) CMHTE3 XMPOB akTUBMpPYeTCS a abCcopOTUBHLIN rnepuoa v
NPONCXOANT B OCHOBHOM B XXUPOBOW TKaHW U revyeHun. [eveHb
BbIMOJSTHAET BaXHY0 pOsib NpeBpaLleHnst YacTu yrreBoados,
NOCTyNarLWmX C NULLEN, B XXUPbl, KOTOPbIE 3aTEM CEKPETUPYIOTCS B
KpoBb B coctaBe JINOHIT un goctaBnsatoTca B gpyrue tkaHn. CuHTE3
XXUPOB B MEYEHN U XXNPOBOWN TKAHU CTUMYINPYETCH UHCYIUHOM.
Mobunnsaums xmpa akTUBUPYETCH B TEX Crydasax, KOras rioKo3sbl
HeOoCTaTouHO Anga obecnevyeHnst SHepreTndHecknx noTpedbHocTemn
opraHu3ma: B noctabcopbTMBHbIN Nepuoa, npu ronogaHnn u
donsnyeckom pabdborte nog AENCTBUEM rOPMOHA IMOKaroHa,
agpeHanuHa, comatoTponuHa. JKUpHbie KACNOThI NOCTYNatoT B
KPOBb U UCMNOMb3YIOTCA TKAHAMU KaK UCTOYHUK SHEPTUN.



CuHres XXUPOB B NMevYyeHn " )KVIpOBOI7I TKaHW

Fnwoxosa

l

0A® mvuepnH

NADH+H>\ /<n.,, -
v Peaxywa wolt Tomuxo
NAD* - ' B XNETHAX NeYeHH




EMNOHMPOBAHMNE KNPOB B KMPOBOW TKAHW

Cresxa KpoBeHOCHOM
Kanmnnspa

nwoKko3a Fmokoaa TAr
@, 1
Mucy}lm DAD®
XuNOMUKDOMbI l
@D Mwuepon-3-poctar

NunonpoTenHnunasa 5 NunonpotenHnunasa

HKipHbe —5 RCOOH — RCO-SKoA
KHMCNOTIN
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nnMn MNeveHs

Kposb



Mobunmnaaums XXMpoB 13 XKNPOBOW TKaHW

AonnoumnTtbl (MECTO AENOHUPOBAHUS XKMPOB) pacronararTcs B
OCHOBHOM Nof Koxen, obpasysa NOAKOXKHbIN XXUPOBOW CrOU, U B
OptoLLHOM NnonocTn, obpasysa 6oMbLLIOK U Marblil CanbHUKMN.
Mobunusauusi XXMpos, T.e. r’Maponim3 Ao rmuuepona m XMpHblxX
KMCIIOT, MPOUCXOANT B NnocTabcopbTUBHBINM Nepuod, npu ronogaHnm
N akTUBHOU punsnyeckon padote. ['Maponns BHYTPUKNETOUYHOIO Xupa
npoucxoauT nog AencTenemMm oepmeHTa ropMOoHYyBCTBUTENBLHOM
nunasbl — TAl-nuMnasbl. ATOT PEPMEHT OTLLENNAET O4HY XXUPHYIO
KMCIOTY Y NEPBOro yrnepoaHoro atoma rnuueporsa ¢ obpasoBaHNEM
avauunrnuuepona, a 3atemMm gpyrue nunassl rugponnsyoT ero o
rmmuepona 1 XXMpHbIX KUCMOT, KOTOPbIE MNOCTYNatoT B KPOBb.

[ Mnuepon Kak BogopacTBOPMMOE BELLLECTBO TPAHCMOPTUPYETCH
KpOBbO B CBOOOAHOM BUAE, a XKUPHbIE KUCNOTbI (rnapodobHble
MOJEKYbl) B KOMNekce ¢ 6enkom nnasmbl — anbbyMnUHOM.



[opMOHanbLHag perynauma mobunusaumm
XXUPOB

MNpoTenmxnHasa AT®
HeaKTueHan

4——@— Mmioxaros (appeHanuH)

MNporewHkuHasa
AaKTHBHASR

|

*“TAM-NUNa3a ———————p= “TA -NUNasa

HEAKTWBHAR aAKTHBHAS
/ Fmuuepon mmuepon
TAIr X
Hunprme HKupHsie
KMCNOThI - Oxucnenme

8 APYrux
TKAHRX

ANWNOUNT Kpoes



Ponb pe3epBupoBaHusa 1 Mobunmsaumu
XXUPOB

« 3anacaHue X1poB B XXMPOBOW TKaHU — OCHOBHas doopma
OEeNOHUPOBaHUA UCTOMHUKOB 3HEPIK B OpraHn3me
YyenoBekKa. 3anachbl XXUpPoB B OpraHNU3Me 4YerioBeka
mMaccou 70kr coctaBnsgeT 10kr, HO Yy MHOTrUX nogeun
KONMYECTBO XXUPOB MOXET ObITb 3HAYNTENBHO DOOSbLLE;

* B pesynerate Mobunmaaunm XXnMpoB KOHLUEHTpaLUA
XXUPHbIX KACIIOT B KPOBW YBENMNYMNBAETCHA
npmMbnn3nTenbHO B 2 pasa, ogHako abcorntoTHas
KOHLEHTPAaUNS XXNUPHbIX KUCNOT B KPOBM HEBENMKA Oaxe
B 9TOT nepwog. [epuon nonypacnaga XXUpHbIX KUCIOT B
KPOBU TOXE OYeHb Marsi (MeHee 5 MUH), YTO O3Ha4aeT
CyLLecTBOBaHME DbICTPOro NOToKa XXUPHbIX KUCIOT U3
XXMPOBOM TKaHU K APYyrnm opraHam.
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[MnepnunpoTenHeMUS

[ MnepnMnonpoTenHEMUA — NOBbLILLIEHHbIN
YPOBEHb B KPOBU NTUMMNOMNPOTENHOB (B OCHOBHOM,
NMOHI).ABnsieTca xapakTepHbIM NPU3HAKOM
caxapHoro anabeta. [pw
rMNeprmMnonpPoOTENHEMNN NULLIEBBLIE XUPbl HE
OEMNOHMPYIOTCS B XKMPOBOW TKaHW BCreacTBue
ocnabneHus nNpoLeccoB 3anacaHug, a
NOCTYNaKT B NEYEHb, A€ YaCTUYHO
npeBpaLlatTCa B TPUaLUITIINLEPONbI, KOTOPbIE
TPaHCNOPTUPYIOTCSH N3 NEYEHN B COCTaBe
NMNOHTT



HapylieHue cuHTesa n MobunuaaLum KMpos
[1PU OXKMPEHUU

N30bITOYHOE HaKoMSIEHME XMpa B agunoumnTax (OXXMpeHmne) LNpoKo
pacnpocTpaHeHo. Cpeau B3pOCNOro HaceneHnst HEKOToOPbIX CTPaH
okono 50% noaen ctpagaet oxkupeHmem. OXxXupeHue — BaxHENLLININ
doakTop pucka pasBuTUa MHapPKTa MMoOKapaa, MHCYIbTa, caxapHoro
avabeTa, apTepuaribHON rMNepTeH3nn N XXendyekameHHon 6oresHn.

OXxunpeHume — coctosiHue, korga macca tena npesbiiaeTt 20% oT
«ngeanbHoMy» Anga gaHHoro nHamemnayyma. ObpasoBaHue
aannoumnToB.

Buabl oXXupeHus:

e [lepBu4YHOE OXMpeHUe (pesynsTaT anMMeHTapHoro gucbanaHca —
N30bITOYHOW KaNTOPUMHOCTU NMUTAHUSA NO CPaBHEHMUIO C pacxodamu
aHeprnn).MpUYnHBI:

e [eHeTnyeckne HapyLleHuns;

e CocTaB 1 KONMMYECTBO NOTPEDBNSAEMON NULLIN, METO, MUTAHUSA B
CeMbE;

e YpoBeHb PN3NYECKOUN aKTUBHOCTU;
e [lcnxonoruveckme dpakTopeobl.

e BTOpuYHOE OXMPEHME — OXUPEHME, pa3BMNBatOLLEECH B pesyribTaTe
Kakoro-nmbo ocHoBHOro 3aboneBaHusi, Yalle BCEro 340KPUHHOIO
(rmnotepeos, cnHapom MueHko-KywuHra, rurnoroHagmnam)




OOmeH cTepougoB







Ctepouabl - NPoM3BOAHbIE BOCCTAHOBMNEHHbIX KOHAEHCUPOBAHHbIX
LIMKITUYECKNX CUCTEM - LIMKITONEHTaHneprnapodeHaHTPeHOB.

B opraHu3ame 4yenoBeka OCHOBHOW CTepoua - XOfecTteporn,
OCTanbHble cTepouabl - ero NPom3BoaHble. PacTeHus, rpndbl N apoxoKu
HE CUHTE3MPYIOT  XONecTeposrl, HO obpasyloT pasHoobpasHble
domnToCTEPONbI 1 MUKOCTEPOSbI, HE YCBanBaeMbl€ OPraHM3MOM YEnoBeKa.
BakTepun He cnOCOBHbI CMHTE3MPOBATL CTEPOUAbI.

XonecTtepon BXOAUT B COCTaB MeMOpaH M BMNUSET Ha CTPYKTYpy
bucnos, yBenuumBasi €€ XEcCTKOCTb. M3 xonecTepona CUHTE3NPYHTCS
)KENYHbIE KUCNOTbl, CTePOMAHbIE TOPMOHbI U BUTaMnH D3. HapylueHune
obMeHa xonecTtepona NpMBoaAMT K pasBUTUIO aTepoCKnepo3sa.



XonecTepuH KakK npegllecTBeHHUK
pafa opyrux ctepovaos.

XonecmepuH — BOCKOODpa3HOe XMPOPaCTBOPUMOE BELLECTBO, NPUCYTCTBYIOLLEE BO
BCEX TKAHAX OpraHuM3ama, — BaXkHeuwun B OBMONOrMyeckoMm OTHOLUEHUM npeacTtaBuTeSb
CTEPUHOB (LMKIIMYECKUX CAMPTOB Kracca cTepouaoB). YernoBeyecknin opraHm3m cnocobeH
Kak BblpabaTbliBaTb €ro CaMOCTOATENbHO, Tak U NnonyyaTb BMECTe C NULLEMN.

CuHTE3 xonecTtepuHa, BblipabaTbiBaEMOro caMmmm OPraHU3MoM, MPOUCXOOMUT rfaBHbLIM
obOpa3oMm B MneyeHun, B MeHbLUEN CTEMEHN — B HaAMOYeYHMKaX, KOXe, KULLIEYHUKE N OpYrnx
opraHax W BbINOSIHAET MHoroobpasHble uamonorndeckne yHkumm. OH BXOOUT B COCTaB
KNETOYHbIX MeMbpaH, ABNSETCA YacTbio PaCTBOPUMBbIX NIUMOMNPOTENHOB (OT rpedeckoro lipos
— Xnp). XonectepuH — npeaLllecTBEHHUK APYrMxX CTEPOUAOB, @ MMEHHO: KOPTUKOCTEPOMO 0B
— TOPMOHOB, BblpabaTbiBaeMbIX KOPOW HaAMNOYEYHWUKOB, perynmpyrowmx BOLHO-CONEBOMN,
OenkoBbIM U yrneBoAHbIN 0OMeEHbI; MOMNOBbLIX FOPMOHOB, DMOCUHTE3 KOTOPbLIX NpeacTaBnseT
cobon psig nocnefoBaTenbHbIX PEPMEHTATMBHbLIX MNPEBPALLEHNN XOSNIECTEPUHA; XKENYHbIX
KNCNOT — OpraHMYecKuUxX KUCIIOT, BXOASLUMX B COCTaB Xenuum u npeacrasnstowmx coboun
KOHEYHblIEe NPOAYKTbl OOMEeHa XoriecTepuHa W urparolme BaXHYH poSfib B npoueccax
nepeBapuBaHNA N BcacbiBaHUS XUPOB; BuTamnHa D — kanbuudepona, CUHTE3NPYIOLLErOCs
Takke N3 XorectepuHa, y4acTByOLLEro B noggep’kaHnm romeocTasa Kanbuusi B OpraHM3me U
BNUSAOLLEro Ha AndoepeHUNpPOBKY KINETOK anmTenmanbHON U KOCTHOW TKaHen, KpOBETBOPHOM
N UMMYHHOW CUCTEM.



doHAa xonecrtepumnHa B opraHmamMme " nytn ero
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CuHTe3 xXonecrtepona
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BbnocuHTes xonecrepuHa

1.JTaHocTepuH npeBpallaetTca B MembpaHax ['OlNP B xonectepuH.

MeTtunbHas rpynna npu C14 okucngerca, n obpasyetcs 14-
OECMETUSNAHOCTEPUH.

2. 3aTem yganswTcs ewe asa metuna npu C4, n obpasyetcd
3MMOCTEpPOr.

3. danee aBonHag cBa3b C8=C9 nepemeltaetca B nonoxeHne C8=C7
n obpasyetca A7,24-xonectaganeHon.

4. [1BonHas cBsA3b ganee nepemellaetca B nonoxeHne C5=Ce0,
obpasyeTcs 4ecMOoCTepor.

5. lNocne 4yero B 6OKOBOM LIeNu BOCCTaHaBNMMBAETCH ABOMHAsA CBA3b, U
obpa3syeTcsa XonecTepuH.

(BoccTaHoBneHne ABOMHOM CBA3M B DOKOBOM LN MOXET, 0OHaKo,
NPONCXOAUTb U Ha NpeaLWeCcTBYOWMX cTaansax OMocmHTesa
xorecteporna.)
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Perynauuna cmHTe3a u akTUBHOCTHU
'MI'-peaykKTasbl
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MHrmbunpoBaHumne cuHTe3a
I'MI" KoOA-peoykrasbl

KoHeuYHbIW npoayKT meTabonnyeckoro nyTu (Xxonecreporn)
CHMXXaET CKOpOoCTb TpaHckpunuumn reHa ['MI-KoA-peaykrasbl,
nogaBnasi Takmm obpas3om COBCTBEHHbIM CUHTE3. B nedenu
aKTUBHO WAOET CUHTE3 XENYHbIX KUCMOT W3 XOonecTtepona,
NO3TOMY W >XEN4YHble KUCIOTbl (KakKk KOHEYHble NPOAYKTh
CUHTEe3a) nogaenaAlT akTuBHOCTb reHa ['MI-KoA-peaykrasbl
(puc. 8-67). Tak «kak wmonekyna [MI-KoA-peaykrasbl
CYLLECTBYET OKOMNO 3 4 MNOCMEe CUHTE3a, TO MHrMbupoBaHme
CMHTE3a  3Toro  doepMeHTa  KOHEYHbIM NPOAYKTOM
MeTaborim4eckoro nyTu (xonecTteponom) ABMNAeTCH
9 dpeKTUBHOU perynsumen.



[lpeBpalwleHne xonecrtepona B
Xen4yHble KUCIOThbI

Xonecrepon

0.
7--TMAPOKCHNA3a (O Kénuwibie sMcnoTH
H,oa: i

T-a-TMAPOKCHXONecCTepOn

§ Boccranosneune,
| MAPOXCHNUpOBaHNe

v
3-a, 7-a-nuon oo%y &a.?-an-a ~TpMOn
Oxucnenne

Soxo80# uenn

XenOne3oxCuxonasan xnenoTa Xonesan xucnoTa



BbiBegeHue xonecreporna U3 opraHmama

CTpyKTypHaa OCHOBa  Xofiecteposia —  Konbua
LMKNoneHTaHnepruapodeHaHTpeHa - He MOXET bbITb pacllenneHa o CO2
N BOObl, KaK Apyrme opraHn4eckue KOMMOHEHTLI, NocTynawwme C nuLlen
MW CUHTE3UPOBAHHbIE B oOpraHuame. [lo3ToMy OCHOBHOE KONMUYEeCTBO
X0fecTepona BbIBOOUTCS B BUAE XKEMNYHbIX KUCIOT.

HekoTopoe KONMMYeCTBO XENYHbIX KUCIOT BblOENAETCA B HEU3MEHEHHOM
BuAe, a YacTb NoaBepraeTcs AeUCcTBUO oepMeHTOB BakTeEPUN B KULLIEYHUKE.
[MpoayKTbl MX paspylleHns (B OCHOBHOM, BTOPUYHLIE KENYHbIE KUCIOTHI)
BbIBOOATCS U3 OpraHu3ma.

YacTb Mmonekyn xonecrteporna B KUWeYHUKe nog Aenctemem oepmMeHToB
bakTepunn BoccTaHaBMMBaETCS N0 ABOMHOW CBSI3N B KomnbLe B, B pesyneraTte
yero obpasylTpa 2 Tuna MOSIEKYNn - XOfecTaHosnl UM KONpOCTaHofl,
BblBOOUMbIEe C dpekanuamun. B cyTkm ns opraHuama sbiBogutca ot 1,0 r oo
1,3 I xonecrepona, OCHOBHas YacTb yaanaeTtcd ¢ doekanmamu.
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MexaHn3m 1M MapLIpyThl TpaHcnopTa

XUPOB N XOoJIleCTepunHa
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[MnepxonecrepuHeEMmA N ee NpudnHbI

KoHueHTpauns xorectepona B KPOBW B3POCSbIX JOAEN COCTaBnsieT
200£50 mr/an (5,2+1,2 mmonb/n) 1, Kak NnpaBuo, yBeENMYNBAETCHA C BO3PacTOM.
[MpeBblillEHNE HOPMAaribHOWM KOHUEHTpaUuW Xonecteporia B KpOBM Ha3sbiBaAKOT
rmnepxonecreponemMmnen.

[MnepxonecrteponeMmusi 4acto pasBMBAETCA BCNeAcTBME M3ObLITOYHOIO
NOCTYMNSIEHNUs XoJfiectepona C nuuen, a TakKe YrneBoO4OB W >XUPOB.
[MnepkanopumnHoe nNuTaHne - O AnH U3 PacrnpoCcTpPaHEHHbIX PaKTOPOB pa3BUTUS
MNEepXonecTeposieMnn, Tak Kak ONs CUHTEe3a XonecTteporia Heobxoaumebl
Tonbko auetun-KoA, AT® n NADPH. Bce atn cybectpartbl obpasytoTcst npu
OKUCNEHUWN TNIOKO3bl U XXUPHbIX KUCAOT, MNO3TOMY M30bITOYHOE MNOCTYMNSfIEHUE
9TUX KOMMOHEHTOB MWLM CNOCODCTBYET pasBUTUIO rMnepxonecteponemuun. B
HOpME MOCTYMNSIEHME XOonecTepona C NUWEN CHUXaeT CUHTE3 COOCTBEHHOrO
XonecTteposia B NneyYyeHn, o4HaKo C BO3pPacToM OPPEKTUBHOCTL perynaumm vy
MHOIMX JII0QEN CHMXKAETCA.

[lpaBuUnbHOE nNUTaHWE B TeYEHMEe BCEWN XU3HU - BaXHEULWNU aKkTop
npopunakTukn ranepxonecreponemun. [lokazaHa Koppensauus  mexay
yBeNMYEeHNEM KOHLIEHTPaLMM XorecTeporna B nina3me KpoBU U CMEPTHOCTLIO OT
3abonesaHnn CCC - mHdapkTa MuUoKapaa U WHCynbTa, pa3BMBalOLLMXCA B
pe3ynksrarte aTepocKrieposa




MexaHu3am BO3HUKHOBEHUSA XXendyekamMmeHHOW
6osie3HN (XONEeCTEPUHOBLIE KaMHW)

XKenyHokameHHast 6one3Hb - NaToNornM4YecKkmi npouecc, npun KOTopom B XEMNYHOM ny3bipe
o6pa3yr0TC$| KaMHWN, OCHOBY KOTOPbIX COCTaBlIAET XOJIeCTeporl.

Y 6onbLluMHCTBa 60MNbHbBIX XXENYHOKaMeHHON 6onesHblo akTBHOCTbL [TMIM-KoA-peaykTasbl
NoBbILLEHa, CriefoBaTeNbHO YBEIMYEH CUHTES XONecTepona, a akTMBHOCTb 7-0-rMapoKcunasbl,
y4acTBYHOLLEN B CUHTE3E XKENMYHbIX KUCMOT, CHUXEeHa. B pesynbrate CUHTE3 XonecTtepona yBernvyeH, a
CUHTE3 XKENYHbIX KNCMNOT U3 HEero 3aMeasieH, YTo NPUBOAUT K AUCNPONOpLMA KONMYeCTBa XonecTteporna
N KENYHBIX KUCIIOT," CEKpeTUPYEMbIX B XESYb.

Ecnu a3t nponopumn HapyLLEHbI, TO XONEeCcTepos Ha4YMHAET OCaXaaTbCH B XKEMYHOM My3bipe,
obpasys BHauarne BA3KNIN 0CadoK, KOTOPbIN NOCTENEHHO cTaHOBUTCSA Bonee TBEpAbIM. MIHOorga oH
nponuTbiBaeTca bunnpybruHoM - NPOAYyKTOM pacnaga Tema, 6enkamm n consaMmm kanbumsi. KamHn,
obpasyloLmnecs B XXENYHOM My3bIpe, MOryT COCTOATb TOSMbLKO M3 Xoriectepona (XornecTepuHoBbIe
KaMHW) UM n3 cMecun xonectepona, bunnpybuHa, 6enkoB 1 Kanbumnsa. XonecTepuHoOBLIE KaMHU
06bl4HO 6enoro uBeTa, a CMeLLaHHbIE KaMHU - KOPUYHEBOTO LiBETA Pa3HbIX OTTEHKOB. [TPUYNH,
NpUBOAALLMX K U3SMEHEHWNIO COOTHOLLIEHUS XENYHbIX KMCNOT N XONeCcTeposia, B XXENYM MHOIO: NuLLa,
Bboratasi XxonecTepornomM, rmnepkanopnunHoe NMTaHMe, 3aCTON XKENYM B XKENYHOM My3blpe, HapyLLUEHNE
9HTEeporenaTn4ecKon LUMPKYNSaUum, HapyLLEHNS CUHTE3a XENYHbIX KACMOT, MH(PEKLUNN XKENMYHOTO
ny3bIpsi.

Ecnn KamMHM HaYyMHaOT NnepemeLLaTbCa U3 XXEMYHOro NMy3bIps B XXENYHbIE NPOTOKU, TO OHU
BbI3bIBAIOT Crasm XEYHOro ny3bIps U MPOTOKOB, YTO BOMBHOM OLWYyLAET Kak MPUCTyn cuibHom 6onu.
Ecnn kameHb nepekpbIBaeT NPOTOK HEKOTOPOE BpeMS, TO HapyLlaeTCsl MOCTYNIIEHNE XEN4n B
KNLLIEYHMK, XEMNYHbIE MMIMEHTbI NPOXoAAT Yepe3 meMbpaHbl renaTtounToB B CTOPOHY CUHYCOMAO0B U
nonagatoT B KPOBb, YTO NPMBOAUT K Pa3BUTUIO 0O-TypauUMOHHON (MOANEYEHOUHON XENTYXN).




[IpmMeHeHne XxeHoOe30KCUXONEBOWN KUCOThI
ans neyvyeHus xxendyekameHHom 6onesHu

B HayanbHOW cTagumn obpa3oBaHNs KAMHEW MOXHO MPUMEHSTb B Ka4ecTBe
nekapctBa XeHOOe30KCUXorneByto KUCIOTY. [lonagas B XENMYHbIWM My3blpb, 3Ta
XENYHaAA  Kucrnota  MNOCTENEHHO  pPacCTBOPSIET  OCadoOK  xonecTtepona

(XonecTepuHOBbIE KaMHM), OOHAKO 3TO MeAJIeHHbIA Mnpouecc, Tpebytowwmi
HEeCKOIbKNUX MecsLEeB.



buoxumma atepockneposa

HapyweHnss obmeHa xonectepona dYawe Bcero npuBogsaT K
rMnepxoriecTeporieMmMnm WM nocneayrLwemy pasBuUTUIO atepockreposa. [lpu
aTepocknepose npoucxoaut obpasoBaHMe Ha CTEeHKax apTepun Tak
Ha3blBAEMbIX aTepOCKNepoTUYECKUX Onsawek, npeacraBndawwmx cobon B
OCHOBHOM  OTMIOXEeHus1  xorectepona. ATepocknepoTunyeckne  GnsiLKu
paspyLalrT KNeTkM 3HOOTENUA COCYOOB, U B TakKMX MeCTax 4yacto obpasyloTcs
TpoMObI. ATepocknepo3 - nonureHHoe 3aboneBaHne. OgHa M3 OCHOBHbIX
NPUYMH pas3BUTUSA aTepocKeposa - HapyleHne 6anaHca mexay nocTynneHnem
Xonectepona Cc nNULIEN, €ero CUHTE30M W BbIBEOEHMEM W3 OpraHu3ma.
BoiBegeHue xonecteporia orpaHudeHo, He npesblwaer 1,2-1,5 r/cyt, a
NOCTYMNEHNE C NUWEN NPU HENPABUSIbBHOM MUTAHUN MOXET MPEBbLICUTL 3TOT
bapbep, MNO3TOMYy C BO3pPacTOM MOCTEMNEHHO MNPOUCXOAUT HaKoMfeHue
Xonecrteposia B opraHu3amMe. BaxHbiM akTopoMm pa3BUTUS aTepocKneposa
SBNAIOTCA reHeTuyeckme aedekTtbl 6enkoB u (pepmMeHToB, y4acTBYHOLLUMX B
obmeHe xornecTtepona.



HopmansbHan cTeHKka aprepyn

DOPMUPOBAKNE XUPOBHIX NONOCOK.

"MexucToie kNeT", conepxawue Gonbluce
KONMU4ECTBO XONBcTepona, NPOXoAsT NoA CNon
aupoTenun. MNospexaeHne IHAOTENUA NPOUCXO-
AMT He Beeraa.

Mponuepaumna ¥ MUrpaumMs KneTox ragkoi
Myckynarypbl 8 o6nacTe 6nsawkw. SHgoTenui
NOBPEXAAATCA, SKTUBUPYSTCR arperaums
TpomGoumTos,

O6pa3osanme pnBposroi Gnswm, Knetku

B GnAlLKke HAKaNNMBaIOTCA OMEPTBEBLIME TKaHW,

nponuTanHbie xonecreponom, MpoucxoanT
xansumdukaums Gnsawxm,

MexaHn3m

obpa3oBaHUS
aTepocknepo
TUYECKUX
bnsLiek




[OncnunonporenHeMuu

Twun n HasBaHue
ancnmnonpoTenHeMmum

[eHeTn4eckun gedexr

N3ameHeHunsa nunngHoro oobmeHa

Tun | (HacneacTeeHHad
HepocTaTodHocTb JIMM1-
nunasbl)

HedekT cTpyktypbl JT-
nunasbl dedgekT
CcTpyKTypbl anoC-I1

T B kpoBn XM u JIMNOHT1, HeT pucka
aTepockneposa, rmnepTpurnuueponemms

Tun Il (cemenHas
rmnepxosiecteponemusi)

[edeKkT peuentopoB
JIFIHT nnn myTtauma reHa
anoB-100

T KOHUeHTpaumn JIMNHI,
rmnepxonecreponemMusi, paHHum
aTepoCKrepos, KCaHTO-MaTo3

Tun Il (cemenHas
KOMOMHMpPOBaHHas
rmnepnunuaemMms,
HapyLLleHe yoaneHus
OCTaTOYHbIX
NMNONPOTENHOB U3
KpoBW)

Tun Il (cemenHagq
KOMBMHUpPOBaHHas
rmnepnunuaemMms,
HapyLLeHMe yoaneHus
OCTaTOYHbIX
NMNONPOTENHOB N3 KPOBK)

1 KOHUEHTpaummn octatovHbix XM,
NOOHTM, A, JrHmM
[MnepxonecTteponemums,
rMnepTpuUrnMueporieMms, paHHun
aTepocKnepos, KcaHToMaTo3

Tunbl IV n V (cemenHasa
rmnepTpurnnueponemMm
2)

[eHeTMYeckn reteporeHHas
rpynna sabonesaHunin.
N30bITOUYHas NpoayKuus
JINOHTT kak pesynstaT
rMNepPUHCYNMHEMUM

T kKoHUeHTpaumn JINOHT, JTINHIM,
rMNepTpUrnMueponemMmsi, yMepeHHas
rMnNepxonecreponemus

ATepocknepos, CHUXeHne ToNepaHTHOCTU
K rMoKo3e, KcaHToMaTo3




bunoxmmmnyeckne OCHOBbI _NEYEHUS
rmoepxoriecrepndHeMnin U atepocKriepo3d

K ne4yebHbIM 1 npodmnakTnyeckum dakrtopam OoTHOCAT oboraweHne nULnM NorIMEeHOBbLIMUN XUPHBIMU KNCIOTaMn
cemMencTBa w-3, yMeHbLlUaLWnuMm puck TpomboobpasoBaHms. HeHachIWEHHbIE XXMPHbIE KACOThI cCnocobcTBytoT 6onee
ObICTPOMY BbIBEAEHMIO XOrlecTeporia u3 opraHmMama, XOTs MeXaHM3M 3TOro SIBMEeHMsI A0 KOHLA He BbIACHEH. B To xe
BpeMS QOKa3aHOo, YTO MOSIMEHOBLIE KUCIOTbl NOAABMAT CMHTE3 TpoMboumTapHOro daktopa pocTa u Takum obpasom
3amMeansoT pasBnUTUE aTepoCcKNepoTUYECKon ALK,

Butammuel C, E, A, obnagawowme aHTUOKCUMOAHTHBIMW  CBOWCTBaAMMW, MHIMOMPYHOT  MNEepeEKNCHoe
(cBobogHOpaankansHoe) okncnenne nunuaos B JINHIM n nogaepkmeatoT HopManbHYy0 CTpykTypy nunugos JITTHI n nx
meTabonmam. OgnH 13 NPUHLMNOB NEYEHNS - "pasMblkaHne" Uukna aHTeporenaTtnyeCckon LMPKYNALUM XXENYHbIX KUCHOT.
[ns aTOro Mcnonb3yrT fekapcTBa TUNa XornectTupaMmmnHa - nonnmMepa, KoTopbii B KULWLEYHUKE aacopbupyeT XEenyHble
KMCNOTbI, BbIOENAETCA C hekanmamMm n Takmm obpa3oM yMeHbLUaeT BO3BPAT XKEMYHbIX KACIOT B NeYeHb. B neyeHu
yBENMYMBAETCA 3axBaT XOrecTepora 13 KpoBuM AN CUHTE3a HOBbIX XENMYHbIX KUCNOT. [NMpenapatbl TMna xonectnpamMmmHa
Ha3bIBaOT CEKBECTPAHTAMM XENMYHbIX KACIIOT.

Haunbonee apdekTmBHble Npenapatbl, NPUMEHAEMbIE NPU NIEYEHUN aTepockneposa, - nHrmbutopbl MIM-KoA-
peayktasbl. QT npenapatbl - aHTUOMOTMKK, HAaNPUMeEpP MeBAKOP, B NeYeHU TPaHCOPMUPYIOTCA B aKTUBHYHO hopMy Wt
3PPEKTUBHO MHIMOMPYIOT PErynaTopHbin oepMeHT BMOCUHTE3a xonecTepona. TakMe npenapartbl MOryT MpakTUYecku
NOSMHOCTbLIO NOAABUTbL CUHTE3 CODCTBEHHOIO X0ecTepona B opraHnamMe. B aTux ycnoBusix nedeHb yBeNnn4MBaeT 3axsar
xonecTtepona ua Kposu. [1na aToro B KrneTkax nevyeHu NoyTu BABOe yBennumBaeTcs cuHTes 6enkos-peuentopos J1 MHI
N, COOTBETCTBEHHO, yBenuumBaetcs 3axsaT JIMHI 13 kposu. Takmm obBpasom KOHUEHTpaLuuMsi XornecTteposia B KpoBu
Aaxe y 60MbHbIX C reTepo3nMroTHON hopMOon CEMENHON rMNePXornecTeporieMmm MoxXeT bbiTb AOBeAEHA NPaKTUYECKN 40
HOPMBb!.

JlekapcTBeHHble npenapatbl - ubpatbl (knodpubpart, deHodpubpar) - yckopsoT katabonuam JIMOHIT,
aktuBupys JlM-nunasy. 3Tn npenapaTbl TakKe akTUBUPYKOT OKUCIIEHWE XXUPHbIX KACAOT B MEYEHWU, yMeHbLlas TeM
caMbiM CMHTE3 TpuauunrnmueponoB un 3dupoB xonectepona W, kak cneacteue, cekpeumto JINOHIT nedveHbto.
Knodmbpat nuagyumpyer cmHTe3 OepMeHTOB MEPOKCUCOM, CMOCOOHBLIX OKUCHIATL XUPHbIE KUCNOTbl. PnbpaTbl 06bIYHO
NPUMEHSIIOT MNPU  COMETaHUW TUNepPTPUrNUMUeponemMmMm n runepxonecteponemmn. [Ona addEKTUBHOIO neYyeHus
aTepockreposa NPUMEHSIIOT, Kak NpaBuIio, KOMBMHMPOBAHHOE BO3OENCTBME HECKOSTbKMX NIEKAPCTBEHHbIX NpenapaTos.
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OYHKLINK TNMNKOCHOUHIONUNUIOB

B3anmogencreme mexay:

*KI1IeTKaMu;

*KITETKAMUN N MEXKITETOYHBIM MaTPUKCOM;
*KIIETKAMN N MUKpobamu.

Moaynauma:
*aKTUBHOCTU NPOTEUHKNHAS3;
*aKTUBHOCTU peuenTopa dakTtopa pocTa;

*aHTUNponNudepaTnBHOro AencTeus (anonTto3a, KNeTOYHOro
LuKna).

Obecne4veHue:
*CTPYKTYPHOM XXECTKOCTU MeMBpaH;
*KOH(popMaLum benkoB MemMopaH.



CdouHronnnuaosol

[eHeTuyeckne agedekTbl  JIM30COMHbIX  PEepMEHTOB  Katabonunama
rmukocdunHronunuaos. B Hopme cuHTE3 M kaTabonuam rMUKOCHOUHIoONMNNA0B
cbanaHcupoBaHbl TakMM 00OpasoM, YTO KOMMYECTBO 3TUX KOMMOHEHTOB B
MemMbpaHax MOCTOSIHHO. Ecnu umeeTcsa reHeTundecknin gedekT Kakoro-nmodo
NIM30COMHOro (pepMeHTa, y4yacTByoWEro B kKatabonmame rnnkocuHronunmnaa,
TO B JIN30COMAaxX HaKanmnumBaeTcs He-AenofIMMeEpU3oBaHHbIM cybcTpart, Tak
Ha3blBaeMble "OCTaTO4YHble Tesnbua", pasmepbl JIM30COM YBENUYMBAOTCHA, WX
MembpaHa MOXET paspyLllaTtbcs, EePMEHTbI BbIXOAAT B LUTO30Mb, U (PYHKUMNK
KNEeTOK HapylwatoTcs. [eHeTndeckne 3aboneBaHna BcreacTeme gedekra Kakoro-
nméo mn3  depmMeHToB Katabonuama  rMUKOCOUHIONMNMOOB  HAa3bIBAKOT
chuHronunmnaoosa-mm, Unm NM30COMHbIMKN BonesHamMn. T 3aboneBaHnsa peakn,
HO cpeau HEKOTOpbIX MonynauMn rngen MxX 4YactoTa ovYeHb BbICOKa. Tak,
bonesHb [owe BcneacTBne gedekra pepmeHTa B-rnokp3naassl (puc. 8-64) y
eBpeeB BcTpedaeTca ¢ vactoton 166:100 000, 6one3Hb Tes-Cakca (goedekT
depmeHTa B-rekcozammHmgasbl) - ¢ Yactoron 33:100 000. CcuHronnnmaosel
0bObIMHO MPUBOAAT K CMEPTU B PaHHEM BO3pacTe, TakK Kak MpoucxoauT
nopaxeHue KIETOK HEPBHOW TKaHW, roe CKOHLUEHTPUPOBaHbI
rmukocpuHronunnabl. OgHako npu 6onesHax Mowe n ®abpu GorbHbIE XUBYT,
OTHOCUTESNbHO AOMrO.



XapaKTepPUCTUKU NUNUOHOIO CocTaBa

OVETbI N NOTPEOHOCTU B NUNUaax AETEN

pa3HOro BO3pacTa

MpoBogmmoe
BMeLLaTeNnbCTBO

Konn4yecTtBo xonectepona u
Xupos

MCTOYHUKM NUTaHUS

CHwxeHne notpebneHns
obLero KonmMyecTsa XnpoB
CHWXeHNe HacbILEHHbIX
XXMpoB

<30% cyTo4HOM 3HEprum
<7-10%

YMeHbLUUTb NoTpebrneHne
macna, MaprapuHa, LenbHoro
MOJ10Ka, MOPOXXEHOTO,
XXUPHbIX CbIPOB, XKUPHOTO
Msica, Wwokonaaa

Mcnonb3oBaHue nNuLin ¢
BbICOKMM coaepXaHnem
benka

Pbi6a, ubinnata u nHaenka
(6e3 LWKypKKM), TENATUHA

Mcnonb3oBaHme CNOXHbIX
yrneBoaoB, KrneTyartku,
cogepxaliencs Bo (ppyktax u
oBoLax

~ 35-40 r/cyT kneTyaTkn n
NEKTMHOB pacTeHNN

®pykTbl, 0BOLWM, 606LI 1 COS,
HEeOYULLEHHbIE 3€PHOBLIE
NpOAYKThI

CHWKeHune xonecTepuHa B
nuwe

<300 mr/peHb

He Gonee 2 auy, B Hegento,
neyeHb 2 pasa B Mecsy,

YMepeHHoe yBenuyeHune
MCrnonb30BaHWs Macen,
coaepaLlmx nofiMeHoBbIe
XXVPHbIE KUCIOThI

MoHoHeHacbIweHHble (10-1
5% aHeprun)
MonuHenacsbiweHHble (7-10%
3Heprun)

MopconHeyHoe, KyKypy3Hoe,
ONMBKOBOE Macro




bypaga XmpoBaga TKaHb

Bypble XWpoBble KIETKM Yy4vacTBylOT B oObpasoBaHuu 6ypou
XUPOBOM TKaHW. ITU KNETKM WUMEKT MNOoMUroHasnbHyto dqopMy W
cogepxat HebonblUne KanernbKn Xupa, paccesiHHble Mo uuToniasme.
AQpo  KMEeTKM pacrnonoXeHo 9KcueHTpuyHo. Knetka OykBanbHO
HanMykaHa MUTOXOHOPUAMU, N3-3a HUX XKUpPOoBas TKaHb NpuobpeTaeT
Oypbin UBET. bypbl XUP KN3BECTEH KaK «KUP HOBOPOXOEHHOIo
pebeHKay, Tak Kak JONnroe BpPeMSA CYMTaNoCb, YTO OH MPUCYTCTBYET
TONbKO Y ManeHbKnx geten. ATOT XUP y4acTBYET B TENIONPOLYKLNM,
a HOBOPOXOEHHLIM MOMOraeT aganTUpoBaTbCA K HOBbIM YCITOBUSIM
XXU3HN yXe Be3 CBA3U C MaTEPUHCKUM OPraHnU3MOM.



DyYHKLIMK BOYPOU XKNPOBOW TKAHWU

[mMaBHaa yHKUMA ee - Tennonpoaykuusa. bypas
XNpoBas TKaHb NOAOEPXKMBAET TeMNepaTypy Tesia XXNBOTHbIX
BO BPEMS CMAYKN U TeMnepaTypy HOBOPOXAEHHbIX AETEN.

[loaBnsAlTCA BCe HOBblE OaHHble O TOM, YTO 3Ta TKaHb

BHOCWUT ornpeaeneHHblA BKNaa B yCUNeHue TennonpoaykLmm
nog JencTBMeM KaTexornamMuHOB.



OcobeHHOCT NPOoLIEeCCOB
nepeBapnBaHUAa 1 BcacblBaHUA NUNUAOB
B NOCTHaATanbHOM nepuoae

Y rpyoHblX geten n geten mnagllero Bo3pacTa OCHOBHOW MULLEN CRYXWUT
MOJ10KO. MOMOKO COOEPXUT XMPbl, B COCTAaB KOTOPLIX BXOOAAT B OCHOBHOM XUPHbIE
KMCIOTbl C KOPOTKOW W cpegHen AnuHon anudpartmdeckux uenen (4-12 atomos
yrrnepoga). Kupbl B COCTaBe MOJIOKa HaxoOATCA YXe B 9MYNbrmpoOBaHHOM,
CMELWlaHHOM C BOAOM BMAE, NMO3TOMY OHW cpasy Xe AOCTYMHbl Ans rmaponuvsa
depmeHTamMun. Ha Xupbl Mofioka B Xenyaoke OeTen OencTByeT nunasa, KoTtopas
CUHTE3UPYETCH B Xemnesax fA3blka (nMnasa s3bika). Kpome Toro, B Xenyaoke OeTeu
rPygHOro M mMnaglwero Bo3pacTta BblpabaTbiBaeTcs XenyaodHasi nunasa, KoTopas
aKTUBHa Npu HenTpanbHOM 3HadeHuun pH, xapakTepHOM ANA Xenyao4yHOro coka
OeTen, n He aKkTuBHa Yy B3pocrbix (pH »kenygodyHoro coka -~1,5). OTa nunasa
rMOPONU3YET XUPbI, OTWENMAS, B OCHOBHOM, XUPHbIE KMUCMOTbl Y TPETbero artoma
yrrnepoga rnvuepona. anee rugponns XXUpoB MoroKa rnpoaosiKaeTca B KULLEYHUKE
noa AencTBMeM NaHkpeaTnyeckom nunasbl. XKUpHbIE KUCNOTbI C KOPOTKOW LIENLLO, KaK
BOOPACTBOPUMbIE, BCACbIBAKOTCA YaCTUYHO YyXe B Xenyake. OcTanbHble XUPHblEe
KMCIOTbl BCacCbIBAlOTCA B TOHKOM KuweyHuke. [ns Oeten rpyoHoro Bo3pacTta
OCHOBHbIM WUCTOYHUKOM 3HEPrnn SABMSATCA XUPbl, B TO BPEMS KaK Yy B3POCIbIX
niogen npu HopmManbHOM NUTAHUN OCHOBHBLIM UCTOYHUKOM 3HEPTUU CNYXUT IHOKO3a.
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KeToaunaos

B HOpMe KOHLEHTpaums KeTOHOBbLIX TEN B KPoBM cocTtasnseT 1-3 mr/an (go
0,2 MM/n), HO npu ronogaHUn 3HAYUTENbHO YBENUYMBAETCH. YBENMYEHue
KOHLUEHTPALUMMN KETOHOBbIX TeNn B KPOBM Ha3biBAlOT KETOHEMWEW, BblOereHue
KETOHOBbLIX Te€Nn C MOYOW - KETOHYpuen. HakonneHne KETOHOBbLIX Ten B OpraHu3me
npmMBOaNT K KeToaumgoasy: YMEHbLUEHNIO LLLETOYHOro pesepsa
(KOMNEeHCUPOBaAHHOMY auMao3y), a B TSKEnbIX cnyvaax - kK casury pH
(HEKOMMNEHCUPOBAHHOMY auuaoady), Tak Kak KeToHOBble Terna (Kpome aueTtoHa)
SABNAOTCA BO4OPaCTBOPUMbLIMU OpraHn4ecKumm Kucrotamm (pK~3,5),
CNOCOBHbLIMU K AnccounaLnm:

CH3-CO-CH2-COOH < CH3-CO-CH2-COO- + H+.

Aumaoos OocTuraeT onacHbIX BENMUYMH NpUM caxapHoM auaberte, Tak Kak
KOHUEHTpaUNS KETOHOBbLIX Ten npu 3ToM 3aboneBaHuM MOXET OoXoAuTb A0
400-500 mr/gn. Taxénas oopmMa aumagosa - ogHa U3 OCHOBHbLIX MPUYMH CMEPTU
Npu caxapHoM gmnabeTte. HakonneHne npoTOHOB B KPOBW HapyLlaeT CBA3bIBAHUE
Kncriopoga remornobuHom, BIMAET Ha MoHM3auuio YHKUMOHAIbHbBIX pynn
6enkos, HapyLwasa ux KOH-popMaLmio 1 QYHKLNIO.



