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6.1.001mas XxapaKkTepuCcTUKA, KJIaccupuranms,
OuoJiorn4ecKasi poJib JUIHUI0B

JIunmuabl - OOMMPHBIN KJacc COEIUHEHUWH, BeChbMa Pa3HOOOPa3HBIX IO
CBOEMY XHMHUYECKOMY COCTaBy, (HU3UKO-XMMHYECKUM U OUOJIOTUYECKUM
CBOWCTBAM.

O0MMH_4YepTamMH, OOBEIUHSIONIMMH 3TH COEAMHEHHUS APYT C JIPYTOM,
SABJISIIOTCS:

- HaJU4We B CTPYKType JHMIHMIAOB CJIOKHO-3(UPHOW CBSI3HU, T.e. OCTATKOB
CIIMPTOB U OPraHUYeCKHUX KHCJIOT;

- ambudmiabHocTh (amphi -o6a, phyle - cpoacTBo) - coueranuwe B HX
MoOJIeKYJie NOJSAPHBIX (TrMAPOPUIBLHBIX) TPYNNMPOBOK U HEMOJISPHBIX
(ruapo¢o0HBIX) YYACTKOB

Pa3nuuHble COOTHOWIEHUST MEXAY TUIPOPUIbHBIMU W THUIPOPOOHBIMU
IpyNNUPOBKAMU HPUBOJAT JIMOO K TOJHOW HEPACTBOPUMOCTH OOJBIIMHCTBA
JUNUIOB B BOJE (TpUALMITIMLEPUHBI, CTEPHUIbI), JUOO OMNPENENIIOT HX
OFPaHUYEHHYIO pacTBOPUMOCTb M  00pa3oBaHME B  BOJHBIX CHCTEMax
cneruuyeckux Munesn (hochonunumab).

Haubonee pacnpoctpaneHHON KjaccuuKamueil JIUMUIOB SBISETCS HX
pa3aeneHrne Ha MPOCTHIE U CIIOKHBIE.

IIpocThie JUNMAbI, COAECPKAIIME B CBOEM COCTaBe ToJIbKO atoMbl H, C, O,
BKJIFOYAIOT TPUALIWIITIIULIEPUHBI, BOCKA U CTEPHUJbI; CJIOQKHbIE — COJCpPXKAIINE B
ceoemM coctaBe nomumo H, C, O Taxke N, P u S, pgemarcs Ha
rIMIepoPocPoIunuabl U CHUHTOTUITHUIBI.

Cdunromunuasl B CBOIO OYepelb MOAPA3ACISIOTCS Ha CHUHTOMUDIIUHBI U
TJIMKOJUITUBL.

Jivnnabl
IIpocthie CraoxHbIe
TpuanunriniepuHbl l l I'muniepodocdonunu bt
Crepusl CduHromumnuasl

[epuast (Bocku)

OnHako B HEKOTOpBIX  KIAcCU(UKAIUAX CTEPUABl OTHOCSTCS K TpymIe
CJIOXHBIX JIMIHUIOB, HWHOTJA CJIOXHBIE UMKl MoApa3aesaorces Ha (ocdo- u
TJIMKOJUIUBL.

K Hanbonee BaxxHbIM GyHKIMAM JTUITUI0B OTHOCSITCS:
- JHepreTuyecKasi - pean3yoT TPUALWITJIMIEPUHBI U TPOAYKTHI UX pacnaaa —
JKAPHBIE KUCIIOTHI U KETOHOBBIE TENA;




- CTPYKTYpPHasi — BBINOJHAIOT TJaBHBIM O0pa30oM XOJIECTEpWH, TIULEPO- U

C(OUHTOJTUTIN/IBI;
- IUIacTHYecKasi - TJIUIECPUH MOXKET YTHIM3HPOBAThCI Ha 0Opa3oBaHHE
TJIFOKO3bI, aMHUHOKHCJIOT;, XOJISCTCPUH — Ha CHHTE3 JKCTYHBIX KHCIIOT,

CTEpOUHBIX TOPMOHOB, BUTaMHuHa /l3;

- 3alMTHAasl - OTKJIAJBIBAsCh B IOJKOKHO-)KMPOBOM KIIETYATKE, ITPEAOXPAHSIOT
BHYTPEHHHME OpPraHbl OT yAApOB M IOBPEKICHUU. SIpKMM IpUMEPOM 3TOrO
ABJIAETCSL JIENO BBICOKOCIELMAIM3UPOBAHHBIX JHMOWAOB (cmepmarnera) y
KalllaJoTa, KOTOPOE MO3BOJISIOT €My HAHOCUTB TOJIOBOH yJapbl OOJIBIION CHJIBL.

[Tomumo BbIIIETIEpEUUCTCHHBIX (QYHKIUN JIMMUAIBl BBIIOJHAIOT U PSII

JPYTHX, CIEUU(PUUECKUX JIJIST KQXKIOTO U3 OTJEIBbHBIX KJIACCOB.

6.2.00MeH TPpUANWIITJIMIEPUHOB

6.2.1.Cmpyxkmypa mpuayunenuyepunos (TAI')

Tpuanuirnuuepunsl (TPUTITMUEPUABI, HEUTPATBHBIE )KUPbI) — CIOKHBIE 3PUPHI,
00pa30BaHHbBIE OCTATKAMU KUPHBIX KUCIOT
Y TJIMLEPUHA

O ZKupHble KHCJI0ThI, BXoasamue B coctaB TAIL,
CHZOC/— R coJiepKaT MPEUMYIIECTBEHHO YETHOE YHCIIO
| /O yraepoaubix atomMoB (14 — 24, vame
CHOC —/R2 16— 18) u uMeIOT HEPa3BETBICHHYIO YTJIEBO-
| ~ 0 JOPOJHYIO IIEIb.
CH,OC — R; Haubounee mmpoko pacnpocTpaHEHHBIMH KUPHBIMU

KHCJIO0TaMHU, BXOISIIUMHU B cocTaB TAI', sBistOTCSA:
- mnanemutuHOBass ~ CisH3COOH (16 : 0)*

- CTeapuHOBas C17H3sCOOH (18 : 0)
- OJIEMHOBAas C17H33COOH (18 : 1)
- JIMHOJIEBas C17H3,COOH (18 : 2)

JINHOJICHOBAas C17H29COOH (18 : 3)

apaxuJ0HOBas C19H3:COOH (20 : 4)

(mepBast nudpa 0003HAYACT YUCIIO YIIICPOAHBIX ATOMOB, BTOpAst — YUCIIO JTBOMHBIX
CBSI3€i)

B xupe yenoBeka conpepxutcs 10 70% 0JEeMHOBON KUCIIOTHI, IO3TOMY MpPH
Temmeparype Tena (37°C) OH XHAKHIL, B ero cocraBe oGHapyxeHs! (1o 10 %)
YKUPHBIE KUCJIOTHI C HEUETHBIM YUCIIOM YIJIEPOJIHBIX aTOMOB U C Pa3BETBICHHOU
IETIBIO.




6.2.2 @ynkyuu mpuayuneiuyeputos

- DHeprernyeckasi. Cpenu pas3inyHbIX OMOJIOTMYECKH aKTUBHBIX COCIUHEHUM B
OpraHusme
TPHALMJITJINIEPUHBI 3aHMMAIOT NMEPBOE MECTO 10 HANOOoJIbIIel
KOHIIEHTPALIMH B MX COCTABE MOTEHINAIbHON IHEPIUU

[Ipu oxkucineHun 1 r XUpPOB BBIAEISETCA B 2 € JIMIIHUM pa3a OoJiblie
DHEPTUH, YeM Mpu OKuciaeHuu yrieBoaoB (38,9 kJlx/r, wm 9,8 kkan/r, mpoTHUB
17,2 xJ/Ix, mma 4,1 xkan/r). OmHako, SBISISACH 00Jee BOCCTAaHOBICHHBIMH
COCIMHEHUSAMH, MO CKOPOCTH OCBOOOXIEHHSI JHEPIruH TPHANMJITIMLEPUHBI
3aHUMAIOT B OpraHu3Me JIMIIb BTOPOe MeCTO I0cJIe YIJIeBOAO0B;

- Tepmoperyasitopuasi. [Ipy okucaeHUN KUPHBIX KUCIOT, 00Opa3yIOIIUXCs TIPU
pacrajie Kupa, BBIIETSETCS YHEPTHS, KOTOpask YaCTUYHO PACCEUBAETCS B BUIE
tera. [lomuMo »Toro, uMMeromiascs B OpraHu3me Oypas KUpoOBas TKaHb
npeaHa3HavYeHa JJisl oAJIep KaHusl HOpMaJbHOUM TemMneparypsl Tena (¢cTp.79).

- TAI sBnsitoTcs MCTOYHUKOM 3JHJAOT€HHOM BOJAbI, 0oOpasyromiencs Mpu UxX
okucienuu (ripu okuciernuu 100 r xupa Boiaensercs 107 mit Boabl);

- TeIUIOM30JISIIHOHHAS

- 3alUTHAasd,

- IUIACTHYeCKasl.

6.2.3. Ponb mpuayunenuyepunos 6 RUmMaHuu

B3pociblii 4es10BeK 10JI2KeH M0JIy4aTh B CYTKH 0K0.10 90r sknuposB
’KMBOTHOTO U PACTUTEJIbHOI0 MIPOUCXOKICHUSA

B moxunom Bo3pacte, a TakKe NMpU HEOONbIINUX (PU3MYECKUX Harpys3Kax
MOTPEOHOCTh B KUpPaX CHUIKAETCS; MPU HUBKUX TEeMIepaTypax U MpHU TKEIOoN
¢du3nueckoil pabote, HA0OOPOT, MOBBIILIAETCA.

Bwmecte ¢ TAI' mocTynaroT B OpraHu3M >KHPOPACTBOPUMBIE BUTAMHHBI (A,
O, E, K), dochomunuasl, crepuabl, MOJMHEHACHIIICHHBIE >XUPHBIC KHUCIOTHI
(TuHONEBAas, TMHOJICHOBAS W apaxuJOHOBAas), HE CUHTE3UPYEMbI€ B OpPraHU3ME U
MOJYYMBIINE HA3BAHUE 3CCEHIMAIBHBIX, WM HE3aMEHUMBIX, >XUPHBIX KHUCJIOT
(ButamuH F). OnTumanbHasi TOTPEOHOCTh B TUX KUCTOTaxX 4 — 8§ T B CYyTKHU.

Y nereii nOTPEeOHOCTDH B ’KUPAX BbILIE, YeM Y B3POCJIbIX, M COCTABJISACT B
IePBOM MOJIYTOAUM KU3HU 6 — 6,5 I/Kr, MOCTENEeHHO MOHUKASACH C BO3PACTOM
10 2 r/kr (y nereii 14 jier u crapuie)

DTO CBS3aHO C TeM, YTO B TMepBbie JHU ku3HM dHeprus Ha 80-90%
oOpa3yeTcs 3a CYET OKUCIICHHSI JKUPOB.

[ToTpeOHOCTH, HOBOPOXACHHBIX B JKHPAX IMOJHOCTHIO YIIOBIETBOPSETCS 32
CYeT MOJIOKAa MaTe€pH, B KOTOPOM COJIepKaHHe Xupa 1oxoauT a0 3,5%. [Tomumo




TOTO B KEHCKOM MOJIOKE€ IO CPaBHEHHUIO C KOPOBBHM 3HAYHUTEIHHO BBIIIE
conepkanue (HpochonmnuaoB, MOJMHEHACHIIIEHHBIX KUPHBIX KUCTOT (B 4-7 pas),
ButamuHa E (B 4-10 pa3), imunmaser (B 15 -20 pa3); B To ke BpeMs B HeEM
CONCP)KUTCS ~ MEHBIIE  JIETYYMX  JKUPHBIX  KHCIOT,  HEOJarompusTHO
BO3/ICHCTBYIONINX HA CIM3UCTYIO 000JI0UYKY JKEITYJOUHO-KHIIIEYHOTO TPAKTA.

6.2.4. Ilepesapusanue u cacviganue mpuayuiiuyepuHos

B ciioHe oTCcyTCTBYIOT (hepMeHTHI, paciieruistroniiue TAT, u ycinoBust 1y ux
AMYJIBTUPOBaHMS, TO3TOMY B IOJIOCTH PTa OHU OCTatOTCA 0e3 u3MeHeHuil. O1HaKo
B HACTOSIEE BpeMs JIOKAa3aHa CEKpELHs CIU3UCTOM OO0OJIOYKOM KOpHS SI3bIKa
peOeHKa TaK HAa3bIBAEMOM J M HT B aJI b H 0 i JIMNA3bl, KOTOPAs BBIAEISIETCS B
OTBET HA COCATEJbHBIC JBHWKEHUS IMPU KOPMIIEHWU TpyAblo. OHa HE ycleBaeT
MPOSIBUTH CBOE JIEHCTBHUE B POTOBOM MOJIOCTH W y4acTBYeT B pacuieruieHun TAT
MOJIOKa B JKeJyAKe. Y B3pOCIbIX AKTUBHOCTb ATOro (EepMEHTa BBIpaKEHA
HE3HAYNUTEIBHO.

6.2.4.1. IlepeBapuBaHue :KUPOB B KeEJIyIKe

B :xenynouyHom coke couepxurcs TAI-nunasa, rugpoiau3yromas TOJbKO
AMYJIIUPOBAHHbIE KUPBI (KUPbI MOJIOKa). OIHAKO ee aKTUBHOCTb HEBEIIMKA, TaK
KaK KHUCJas peaklus >KEIyJIOYHOrO0 COKa B3pPOCIOr0 YeJIOBeKa HMHIUOUpyeT
dbepMeHT u He crocoOCTBYeT sMyabrupoBanuio TAI. B nerckom Bo3pacTe nurmasa
oOnagaer OoJbLIEH aKTUBHOCTBIO, Tak Kak pH »xemymoyHoro coka y peOeHKa
JeXUT B mpenenax 3,8 — 5.8, a ontumyM aeictBus 3Toro pepmenrta — npu pH —
5,5 —7,5. Kpome Toro, xenyno4yHas aumna3a akTUBUPYET OCOObIA JT1 M I O JI M T -
YyecKH Qakrop, coaepK aluiicss B MOJOKE MaTEPH, YTO TAKKE OUYEHb BaXKHO
JUIsl IEpEBapUBaHUS )KMUPOB B JIETCKOM BO3pacTe.

B KEITyaKe B3pPOCJIOTrO 4eJI0BeKa  YaCTUYHO  Pa3pyLIArTCs
JUMONPOTENHOBBIE KOMIUIEKCHI MeMOpaH KieTok muiy, uyto genaer TAI Oonee
JOCTYITHBIMU ISl TOCIEAYIOIIET0 BO3AEHCTBYS Ha HUX JIMIAa3bl HTAHKPEATUIECKOTO
coka. ITomuMo 3TOro naxke He3HauwTenbHOE pacuierienne TAIDT B xemynke
OPUBOJUT K  TOSIBJICHHUIO  CBOOOAHBIX  KHUPHBIX  KUCJIOT  (OCOOEHHO
KOPOTKOILICTIOYHBIX, MPEUMYIIECTBEHHO COIEpPXKAIIUXC B MOJOKE), KOTOpPbIE
NOCTYNAalOT B  KHILIEYHUK, TNPEBPAILAOTCS B MbUIA W CIHOCOOCTBYIOT
AMyJIbrupoBaHuio nuiieBbix TATL'.

6.2.4.2. IlepeBapuBaHue *KUPOB B KHUIIIEYHUKE

OcHoBHbIe npouecchl npespameHus TAI ocyuiecTBasirloTesi B KMILIEYHUKE

B xome mepeBapuBaHMs NpEXkAE BCETO NMpeoaoJeBaeTcss ruapododHoCTh
JKMPOB, 4YTO oOOecrneuyrBaeT BO3MOXKHOCTh MX JaJbHEHIIEro pacllerieHus
ITAHKPEATUYECKOM JINTIa301.

[Tockonbky TAI' HepacTBOpuMBI B BOJE, a JiMma3a TuaApoduibHa, HX
TUAPOJIU3 MOJ AecTBUEM (hepMeHTa BO3MOXKEH JIMIIb Ha MOBEPXHOCTH pasieia
¢a3, u, clieoBaTENbHO, CKOPOCTh PACILEIIICHUS KUPOB 3aBUCUT MIPEXK]IE BCETO OT
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TUIOMIAAN ATOW MOBEepXHOCTH. [[0ATOMY MEpBBIM 3TArioM NEpeBapUBaHUS JKHUPA B
KUILIEYHUKE SIBIISIETCS] €70 IMYJIbIMPOBAHHUE.

OmynbrupoBanuto TAI' criocoOCTBYIOT:
- pasJio:keHHe OMKAPOOHATOB MAHKPEATUYECKOIO COKa MOJI IEHCTBUEM COJISTHOM
KHUCIIOTHI, TMOMAaBIIeH B KUIIEUHUK ¢ nuiied. [Ipu 3ToM BbIAEISETCS YIIIEKUCIbIN
ra3, CIOCOOCTBYIOIIUMA XOPOILIEMY TEPEeMEIIMBAHUIO MHIIEBOM KallUIbl C
MUIIEBAPUTEIBHBIMUA COKAMU U SMYJIbTUPOBAHUIO KUPA;
- COJTH KOHBIOTHPOBAHHBIX JKEJTYHBIX KHCJIOT, SIBJISTFOTITECS
BBICOKOX(()EKTUBHBIMHU JIETEPTCHTAMH M PE3KO YMEHBINAIOIINE MMOBEPXHOCTHOE
HATSDKEHUE Ha TpaHWIle pa3zaena nByX ¢das - xxup/Bojga. OHU amcopOUpyrOTCsS Ha
KaresbKax JKApa B BUJIC TOHKOM TUICHKH, MPEMATCTBYIOMIEH nX ciausHuo. CBOUM
ruApohOOHBIM KOHIIOM JKEITYHBIC KHUCIOTHI MOTPYXKAIOTCS B JIMIMUIHYIO KaIUTio, a
TUAPOGUIBLHEIM OPUEHTHPYIOTCS CHApPYKH. DTO CHIDKACT TEHJCHIIMIO Karelb K
OOBEMHEHUIO, U OHU JIETKO pa30uBalOTCs Ha 0oJiee MEJIKHE C pa3MepOM YacTHII
0,5 MKM W MeHbIIE; TPU HTOM SKETYHBbIC KHUCJIOTHI CTAOWIU3UPYIOT YXKE
00pa30BaBIIIYIOCS IMYJIBCHIO.

6.2.4.2.1. Kenunvie kucnomut
Kemynple KHCIOTHI 00pa3ylOTCsi B TICYEHHM M3 XOJECTEpUHA IyTeM
rugpokcunupoBanuss ¢ ywdactuem HAJI®H, u MUKpPOCOMaIbHOW 3JIEKTPOH-
TPAHCIIOPTHOM CHUCTEMBI

HAI®H, HAD
HO — 7 - o - THAPOKCHUIIa3a -OH
OH
XonecrepuH 7- THOAPOKCHUXOJIECTEPUH

DTa peakius SBISETCS KIIOYEBOM CTaguell OMOCHMHTE3a JKEIIYHBIX KHUCIIOT.
AKTUBHOCTh 7-O-TUJIPOKCUJIA3bl PETYJIUPYETCA IO TUIY PETPOMHTHOMPOBAHUS
KETYHBIMU KHUCIIOTaMU; MOATOMY OHA SIBISETCS TOYKOW NPWIOKEHHS JEUCTBUS
HEKOTOPBIX JIGKAPCTBEHHBIX AHTUCKJIEPOTUYECKUX TpermapaTtoB (HAmpuUmep,
XOJIECTUPAMHHA), CBS3BIBAIOIINX M YCUJICHHO BBIBOMSIIUX >KETYHBIC KUCIOTHI U3
opranusMa. BcreacTBue 3TOro akTUBHOCTh  7-OL-THAPOKCHIIA3bl MOBBIIIAETCS,
XOJIECTEpPUH YCWJIEHHO MPEBPAIACTCS B KEIYHBIE KHUCIOTHI W BBIBOAUTCS U3
OpraHu3Ma — IPU 3TOM KOHIEHTPAIIKs €r0 B KPOBH YMEHBIIAETCS.

OOpazoBaBimiicss 7-0-TUAPOKCUXOJIECTEPUH TMOABEPTaeTCS IalbHEHIITIM
MpEeBpaIlleHUsIM, B pE3yjlbTaTe€ YEro YKOPAYMBACTCS U OKHUCIAETCS OOKOBOM
panukain B 17-M MOJIOKEHUH, a SAPO MOJTHOCThIO BOCCTaHaBiuBaercs. [Ipu s3tom
oOpazyercsi 3,7/-IMOKCHX0JIAHOBAsI (XE€HOJ€30KCUX0JeBasi) KHCJI0Ta, a IMpHU
BBEJICHUU JOMOJHUTEIbHONU TUAPOKCUIBLHON rpynmsl B 12-M mosoxenuun — 3, 7,
12- TPHOKCHX0JIAHOBAS (X0J1eBasi) KMCJI0TA - MEePBUYHbIE jKeTYHbIE KHCJIOThI.




Coeaunsisick € OCTaTKaMM TJMKOKOJA WIM TaypuHa, OHHM IHPEBPALLAIOTCA
COOTBETCTBEHHO B KOHBIOTMPOBAHHBIE TJIMKO- U TaypOXOJIEBbIE
(XeHOE30KCUXOJIEBbIE)  KUCIOTHI  (COOTHOIIEHHUE  MEXIy  I[JIMKO- U
TaypoXOJeBbIMU KucHoTamMu cocTaBisier 3:1). Ilpu 5ToM moBBIIAETCA HX
ruApOUIBLHOCTh U CHUYKAETCA TOKCUYHOCTb.

B kumeuyHuke 1moj BIUSHUEM (QEPMEHTOB MHUKPOQIIOPHI TEPBUYHBIC
KETUYHBIE KHUCJIOTHl JEKOHBIOTUPYIOTCS; M3 7-r0 mnosioxkeHus ypamsercs OH-
rpynmna, ¥ OHM MNPEBpalalOTCs BO BTOPHYHBbIE — 3.12 NMOKCHXO0JAHOBYIO
(1€30KCHX0JI€BYIO) H_3-OKCHXO0JAHOBYIO (JINTOXOJEBYIO) KHCIOTHI (puc.32),
KOTOPBIE BCACHIBAIOTCS B MOJIB3JOIIHOM KAIIKE U BO3BPAILAIOTCS B IEYEHb, OTKY1a
BHOBb ITIOCTYNAIOT B KEIYb.

XonecrepuH
7- o-TUApOKCHIIA3a HA/I®H,
ANlO
‘womnxonemep
XOJIeBasi KUCIOTa XCHOJIC30KCUXO0JIeBast KUCIIOTa
(3,7,12- TprnokcuXx0IaHOBAs ) (3,7- nnoxcuxonaHoBas)
TJTUKOKO
TaypHUH
v v
TJIUKO- TJIMKO-
XOJieBast XEHOJIE30KCUXO0JIeBast
Taypo- Taypo-

‘ > KHUILICYHUK < ‘

— T

JI€30KCUXOJIeBast JUTOXOJIEBas
(3,12- nuokcuxosaHOBas) (3- oxcuxoniaHoBas)

Puc. 32. Cxema obpazosarus scenuHvix KUCI0m

KeauHble KHCJI0THI INPUHUMAKOT YYaCTHEC B:
- OMYJBbI'HPOBAHHHU TPHANMJITIUINECPUHOB,
- BCaCbIBaAHMHU KMPHBIX KHCJIOT]
- BcCaCbIBaHMH X0JIECTECPUHA

6.2.4.2.2. I'uoponu3s xncupa

OMyJIbrUpPOBAaHHBIN JKUP TUJIPOJIU3YETCS IMOJ JECUCTBUEM MaHKPEATUUECKOM
Jaunasbl, KOTOpas SBISIETCS TIUKONPOTEMHOM U JnedctByer npu  pH 8-9.
CuuTaercs, 4YTO ¢ COKOM MOKETYI0YHOM Kee3bl BBIACISIETCS MPeaIeCTBEHHUK
JUNa3bl, aKTUBUPYIOIIUNCS B MPOCBETE IBEHAALATUIIEPCTHON  KUIIKH IyTEM
00pa30BaHUs KOMIUIEKCA ¢ OCOOBIM OEJIKOM K O JI M 1T A 3 0 i, aKTUBUPYIOLIUMCS
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TpuricikHOM.  OJHMM  KOHIIOM  KOJMIAa3a  CBA3BIBAETCS C  MOJIEKYJIOU
OMYJIBTUPOBAHHOTO XHUpa, & APYTUM - COCIMHSETCA C JIMMA30d U U3MEHSET €€
KoH(urypanuro, npudImKas akTUBHbIN 1IEeHTp PpepMenTa k mosekyne TATL.

OngHako cymecTByer W JApyras TOYKa 3pEHHS, COTJIACHO KOTOpOM
HEAaKTUBHAS JINIAa3a AKTUBUPYETCS COJIAIMU KOHBIOTUPOBAHHBIX KETYHBIX KUCIOT.

[TankpeaTrnueckas JuIasa azcopoupyercs Ha MTOBEPXHOCTH
SMYJIBTUPOBAHHBIX YACTHI] KUpa W OTLICIUIIET OT HETO BHAYale JBa OCTaTKa
YKUPHOM KUCIOTHI B o-nojioxkeHuu (1 u 3) ¢ oOpa3zoBaHMEM MOHOALMITIUIIEPUHOB
(MAT'), xoTopble B JIajbHEHIIEM pPACIHICTUIIOTCS Ha TUIMIEPUH M 3-H OCTaTOK
YKAPHOU KHUCIIOTHI.

O

Z
CH,0 - CZR, CH,OH CH,OH
| +0  RcooH | L |
CHO-C—R, »CHOC - R, » CHOH
| 40 | |
CH,0— C— Ry CH,OH CH,OH
R;COOH R,COOF
TPpHAIWJITIIUIOCPUH TIIMOCPUH

B-MOHOEIL[I/IJII‘JIHIIGiI/y

BCAaCbIBAHUC

Heo6xomuMo OTMETHTH, YTO B PACHICIUICHHUH >XHPOB YYACTBYET TaKkKe
KUIIEYHAs JINMNa3a, KOTopasi TUAPOJIN3YET B OCHOBHOM MOHOALWITIIMIEPUHBI U HE
pacmeruisier JJAl' u TAI', omHaKO aKTUBHOCTH €€ HEBBICOKA.

Takum o0pa3om B KHIIEYHHMKE NPH PACLICILVICHHMH KMPOB 00pa3yloTcs
JKMPHbIe KUCJIOTHI, TJIMIEPUH U MOHOALMJIIJIMUEPUHBI, KOTOPbIe BCTAIOT HA
IYTh BCACBIBAHUS

AKTUBUPYIOT TI€pEeBapUBAHUE >KUPOB TOPMOHBI — XOJICHIUCTOKHMHUH H
CEKPETHH.
6.2.4.3. BcacbiBaHMe TPHALIWITJIMIIEPUHOB

3a CYTKM B KEIIyJOYHO-KMIIEYHOM TpakTe BcacbiBaeTcss 90 — 100 r TATL,
(makcumanbHo — 10 300 T), MpUYeM BcachblBaHUE MPOUCXOIUT OUYEHb OBICTPO:
yepe3 10 — 30 MUHYT Karid BCOCABIIETOCS KHMpa OOHAPYKUBAIOTCS B SMUTENINN
KHILIEYHUKA.
MeTtonoM paiioakTUBHBIX U30TOMOB ObLJIO MOKA3aHO, YTO MPUOIU3UTEIBHO
40 % TAI, nocTynuBIIMX C MHILEW, THAPOIUZYETCA N0 TIUMLUEPUHA U KUPHBIX
kuciot, 40 — 50% pe3opOupyroTCs B BUIE MOHOAUMITIHIEPUHOB, a 3 — 10%
TAT', moniekynbl KOTOpbIX UMEIOT BenmuuHy oT 100 1o 500 M, BcacwiBatoTcst O€3
NpPEeABAapUTENLHOTO  THAPOJIM3a IMyTEM [HUHOLUUTO3a B  HEPACIICIUIEHHOM
COCTOSIHUH.




I'nuuepun, odOpazoBaBmuiics B xoae ruaposunsa TAIL', a Takke :KUpPHbIe
KHCJIOTHI ¢ KOPOTKOM yriiepoaHoi uensio (10 10 atomoB yriiepoaa) cBo00OIHO
BCACHIBAKOTCS CJIU3UCTOH 000/104KO0 KUIIeYHUKA. Z/KMpHbIe KHCJIOTHI €
NJIMHHOM HEeNb 1 MOHOAIMJITJIMIEPUHBI Pe30pOMPYIOTCH € y4acTHEM
JKeJTYHBIX KHCJIOT

KupHbie KHCIOTBI 00pa3yloT B TMPOCBETE KUILIEYHUKA C COJISIMU
KOHBIOTMPOBAHHBIX JKEITYHBIX KUCIOT YCTOWYMBBIE B BOJHOM CpE/I€ MUILIEILIBI.
Aapo wmwunemn, cocrosimiee U3 TUAPO(YOOHBIX KOMIIOHEHTOB (KUPHbBIC
KHUCIJIOThI, MOHOAIWJITJIMIIEPUHBI U JIP.), OKpY>KaeTcsl TUAPOPUIbHON 0007I0YKON U3
KETUHbIX KUCIOT U (ochomunuao. Munemnst umeror B 100 pa3 MeHblue
pa3sMep, 4eM SMYJIbIMPOBAHHBIE >KUPOBBIC KaIUI; Ka)XJas W3 HUX BKJIIOYACT
IPUMEPHO 10 75 MOJEKYJI )KETYHBIX KUCIOT. B BUe MHIIEIT )KUPHBIE KUCIOTHI U
MOHOALWITJIMIIEPUHBI TIEPEHOCATCS OT MecTa THApPOJIM3a K BCAachIBAIOLIEH
MOBEPXHOCTH KHILIEYHOTO SIHUTEIUS W PaCIICIUIAIOTCS JHOO Ha IOBEPXHOCTH
BOPCUHOK, JUOO BHYTpHU HUX. OCBOOOKIAIOMIKECS MIPU 3TOM KEIUYHBIE KUCIOTHI
MOCTYIAOT B BOPOTHYIO BEHY M TNONAJal0T OOpaTHO B MEYEHb, OTKYJa BHOBb
BBIBOAATCS B 12-mepCTHYHO0 KUMIIKY. Takum 00pa3oM, MPOUCXOAMUT MOCTOSHHBIN
KpyrooOOpOT JKEIYHBIX KHUCIOT MEXKIYy IE€YEHbI0 U  KUIICYHUKOM —
JHTeporenaTuyeckas wUpkKyasuus. Ilo3ToMy OCHOBHYHO MacCy KEIIYHBIX
kucioT (85 — 90%) B cocTaBe KeMud COCTABJISIIOT UMEHHO T€ M3 HUX, KOTOpPbIE
peabcopOMpOBaAIUCh B KHUIIEYHUKE U TOBTOPHO CEKPETUPOBAIUCH C JKEIUbIO,
coBepiiast S — 8 000pPOTOB 3a CYTKH.
[ToTepst JKem4HBIX KHCIOT W3 OpPraHu3Ma B COCTaBE Kaja BeCbMa
HE3HAUUTEIbHA U COCTaBIsAET B CYyTKU OKoJi0 200 Mr (13 00IIero ux KoJn4ecTBa —

2,8-3,51).

6.2.4.4. Hapyumienue BcacblBaHMSI TPHALMJITJIHIEPHHOB

Hapymenue BcacsiBanusa TAI' MOXET HaCTyIIUTh NPH:

- OTCYTCTBMHM >KEITYHBIX KUCIOT (KEITUYHO-KaMEHHasl 00JIE3Hb);

- OTCYTCTBHH JIUMA3bl (XpOHUUECKUI MTAHKPEATHUT);

- JedekTax CIM3UCTON 000JIOUKH KUIIEUYHUKA (IHTEPUTHI, I3BEHHBIE TOPAKEHUS,
OITYXOJIN).

HapyiieHne BcacbIBaHMS POSIBIIETCS:

- ¢cTeaToRpeeil- BbBEICHUEM C SKCKPEMEHTaMH OOJBIIOTO KOJIMYECTBA
xupa. OOBIYHO CTeaTopess COMPOBOXKIACTCS TSHKEIION auapeel, Ipu KOTOPOH
OpraHu3M TEPSIET BOAY U DJIEKTPOJIUTHL;

- HapyluleHHeM BCAChIBAHMSA KUPOPACTBOPUMBIX BUTAMUHOB,

- KaXxekKCcH e i, pa3BUBAIOLIEHCA MPU JJIUTEIILHOM HapYyIIEHUH PE30pOLHH
xKupa.
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6.2.5. Pecunmez mpuayuneiuyepunos ¢ IHmepouume u
UX MPAHCHOPML 8 HCUPOBYIO MKAHD

N3 KUPHBIX KHCJIOT, INIMHEPUHA U MOHOAUWITJINIHECPUHOB,
BCOCABIIIMXCH B JHTEPOUHUT, PECHUHTEIUPYIOTCH HOBBIC TAF, cneum[mqm,le
AJIA JAHHOTO0 OpraHm3Ma

JJist GMOCHHTE3a UCTIONB3YIOTCS HE TOJIBKO BCOCABILIMECS, HO M DHAOTECHHBIE
KUPHBIE KHUCIIOThI, CHUHTE3UPOBAHHBIE B OPraHU3ME, a TaKXe JIMMUIbL,
CEKpPETUPYEMBIE CIM3UCTON 000JIOYKON KHUIIIEYHUKA W BBIICISAEMBIE C KHIICYHBIM
cokoM. OJTHaKO KOPOTKOIIETIOYHbIE KUPHBbIE KUCIOTHI (Cy4 - C1p), BcOcaBIIMECs U3
KHILIEYHUKA, HE y4acTBYIOT B pecuHTe3e TAI'. OHM MOCTYyarT B BOPOTHYIO BEHY,
CBSI3BIBAIOTCSA C ATbOYMHUHAMH U TIEPEHOCSTCS B TICUCHb.

PecunresupoBannubie TAI' BkItOUaroTCS B COCTaB XWJIOMHKPOHOB (XM).
Otn nmunonporenHsl UMeroT pazmep 150 — 200 Hm, HO MoryT mocturath U S00 HM.
B 1neHTpe XWIOMUKpOHAa HaxomsTcs HenoJsipHble gunuabl: TAL (84 - 87%),
a¢upsl xonectepuHa (4 - 7%). OkpykaeT sSapo TOHKask THAPOPMIbHAS 000JI0UKa,
cocTosimias u3 6enka (2%) u pochomunuao (10 7%).

OcHoBHBIM OenkoM XM sBisiercsi anoB-48. DToT Genok Has3bIBaeTCs Tak
MOTOMY, YTO B KUIIEYHUKE CUMUTHIBAETCA JIMIIb Ta HYKJICOTHIHAS
nocienoBareabHocTh UPHK, koTopas komupyer Tonbko 48% OT IiIuMHBI Oeika
anoB-100.Xu10MHKPOHBIL, €70 COJIEpHKAIIUE, HA3BIBAIOTCS HE3PeJIbIMH.

OcHoBHast PyHKUMSA XHWIOMHKPOHOB — TPAHCHOPT 3K30reHHbIX TAI u3
JHTEPOLMTOB B )KHPOBYI0 TKAHD

XUIOMUKPOHBI U3-3a JIOCTATOYHO OOJIBLIMX Pa3MEPOB HE MOTYT IPOHUKHYTh
4yepe3 JHAOTEIIMM KPOBEHOCHBIX KalWLIAPOB M IMOJTOMY BCaChIBAIOTCS B
muMmpatryeckyro cucteMy. Yepe3 TpyaHON JMM@aTHUYECKUH MNPOTOK (B yIiy
CIIMSIHUSL JIEBOM BHYTPEHHEW SPEMHOM M MOAKIOYMYHOM BeH) XM momajgaroT B
BEPXHIOIO TOJYK0 BEHY, a 3aTE€M B JIETKHE, TJE 4YacTh W3 HUX 3aJI€PKUBAECTCS
ME3EHXUMAJIbHBIMH 3JIeMeHTaMU. (Cle10BaTENbHO, JIETKUE BBINIOJIHSAIOT POJIb
cBoeoOpazHoro Oydepa, peryaupyromiero MnocTyljeHUe >XKUpa B apTePUATIBHYIO
KpoBb. Hapsimy ¢ stum, 3meck npoucxonut pacuerienne TAIDT mox BimsHMEM
JIIIa3bl, OKUCIISIIOTCS JKUPHBIE KUCJIOTHI M KETOHOBBIE TEJIA.

XUJTOMUKPOHBI, TIOCTYNUB B  OOJIBIION  Kpyr  KpOBOOOpAIICHUS,
OOyCIIOBJIIMBAIOT TOSBJICHUE AJIMMEHTAPHOM THUIEPIUIIEMUA U  BBIPAKEHHOU
OTAaJIECIICHIIUM CHIBOPOTKH KPOBH, MUK KOTOPOM HaOmromaercs uepe3 4-5 vacoB
nocyie mpueMa >KupHoW mumu. Y jgeteit XM TpoHHMKAIOT B KPOBBH OBICTpee
BCJICJICTBUE NOBBILIEHHON IPOHUIIAEMOCTH KHUILIEYHON CTEHKHU.

Onnako  yxke uepe3 10 — 12 wyacoB counepxanue TAI' B kpoBu
BO3BpPAlIa€TCA K HOPMAaJbHBIM BEJIIMYMHAM, OJTO IPOUCXOIUT IPEKIE BCETO
MOoTOMy, 4YTO B coctaB XM W3 JIMIIONPOTEUHOB BBICOKOM TUIOTHOCTH
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(JIBIT).nepenocstcs emie 2 Oenka - anoE u amoC-ll Tlpu 3TOM XHUIOMUKpPOHBI
IPEBPAILAIOTCS B 3 P € J bl €.

Hespeabie XM ——»  3peasie XM
(amoB48) (anoB48,amno-C ll,anoE)

JIBII
(anoC-ll,anoF)

Pacmerienne XM oCylIecTBIs€TCA NOJ BIHMSHAEM JMIIONPOTCHHOBOM
Junasbl_(JII-1una3el), CBI3aHHON ¢ renapaHcyab()aToM dHIOTENHS KaIIIpPOB
AnoC-Il, Bxonsamuiit B coctaB XM, akTUBHPYET 3TOT PepMeHT, a (pochonunuiasi
CBSA3BIBAIOT €ro C WX noBepxHOcThio. JIII-nmuma3za cuHTE3upyeTrcss B KIETKAX
JKUPOBOW TKaHW, & TAKKE B IEUEHHU, CEPACUYHON MBIIIIE, JIETKUX U HEKOTOPBIX
JpPYrUX OpraHax, OJHAKO AKTUBHOCTh €€ B aaunouurtax B 10 pa3 Bele, 4yeMm B
OpYTUX KIETKaX W MO3TOMY ruaposin3 XM NpouCcXOIuT IJIaBHBIM 00pa3oM B
KUPOBOU TKAHMU.

JIII-nuna3a ¥MeeT 1Ba aKTUBHBIX LIEHTpAa — LEHTP cBsA3biBaHUA XM u
LIEHTP TUAPOJIN3A KUPOB, B PE3YyJIbTAaTE YErO IIPOUCXOAUT HE TOJIBKO OTLIECIIIICHUE
TAI' u3 cocraBa XM, HO U THAPOIHU3 OTLIEIJIEHHOTO JKHpPAa C OCBOOOXIACHUEM
JKAPHBIX KHUCJIOT W rauuepuHa. JKUpHbBIE KUCIOTHI YaCTUYHO HCIIOJB3YIOTCS Ha
cunte3 TAI' B kieTkax >KMpOBOM TKaHU, a YACTHYHO CBA3BIBAIOTCS C aIbOYMHUHAMH
U TPAHCIOPTUPYIOTCA K APYTMM OpraHaMm. [ TMIIEpMH IOJHOCTBIO NEPEHOCUTCS
KPOBBIO K IIEYEHU U TTOYKAM.

B pesynprare peictBus JIII-mumasel XWIOMUKPOHBI TPEBPAIIAIOTCA B
peMHaHTHbIe (ocTaTo4yHble) XM, B COCTaB KOTOPBHIX BXOIAT (POCHOTUTIUIBI.
XOJIECTEPHH, KMPOPACTBOPUMBIE BUTaMUHBI, anioB-48 u anoE, koTopeie ¢ TOKOM
KPOBH TOCTYIAIOT B TICUSHb IJIe TIOJBEpraeTcs JalibHenIeMy ruaponusy (puc.33).
Amnomnporeun C-ll mepeHocuTcss 0OpaTHO B COCTaB JIMIOMPOTEHMHOB BBICOKOU
IIJIOTHOCTH.

XMJIOMUKPOHBI | KpoBb L TKAHH
JIII-nunaza @AF ‘ anbOYMUHBI
v N}kaHaH I_(I/ICJIOTal T
PEMHAHTHGIE l
XNJIOMHUKPOHBI YKAPOBasi TKaHb
v
IICYCHb

Puc.33. Memabonuzm XxunomMuxpoHoas.
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6.2.6. Ocobennocmu memadoaIUIMa HCUPOBOII MKAHU

XupoBas TkaHb, COCTOSIIAS U3 AIUIOIMTOB, aMOphHA M paclpe/ecHa Mo
BceMy opranusMmy. OHa JOKAIU3yeTcsl TMOJ KOXEW, BOKPYr TIyOOKO
PACIIONIOKEHHBIX COCYAOB, B OPIOIIHONW MOJIOCTH (OOJIBIION U MaJbli CaJIbHUK).
OO01Iee KOJIMYECTBO KUPOBOM TKAHH Y B3POCIOTO MOJIOJOTO MY>KYUHBI CPEIHETO
Beca cocTaniseT okosio 10 — 20% maccel Tena.

KupoBasi TkKaHb ABJIAETCA BHICOKOCTIENMATIN3MPOBAHHOM TKAHBIO,
npeaHA3ZHAYEHHOI 1JIs1 1eNOHUPOBaHMsl, CHHTEe3a M pacnaja
TPUHAIMJITJIUIEPUHOB

AJIATIONAT COAEPKUT HE TAK MHOIO IUTOIUIA3Mbl U MUTOXOHJIPHUHU, KAK
IICYCHOYHAsl KJIETKA, M MO3TOMY IIPOLIECC JIMIOTE€He3a B JKUPOBOM TKAHU B
3HAYUTEIBHON CTENEHU 3aBUCUT OT OOECIEUEHHUs €ro MpealeCTBEHHUKaMHU,
IIPOMEKYTOUYHBIMU MPOAYKTaMU U KOYEpMEHTAMHU.

Xup — ocHOBHas u Haubosee BbIrOHAA (popMa JETIOHUPOBAHUS SHEPIHMU.
Xota pe3epBHOM (yHKIMENH 00nafgaeT TakKe TJIIMKOTEH, OJHAKO €ro 3arachl B
neyeHu He npesbimatoT 300 r, © OH MOXKET 00ECHeunuTh YHEPTrUel OpraHu3M He
OoJee, yeM Ha OJTHU CYTKH. 3amachl )KUpa CIIOCOOHBI MOJIEPKATh SJHEPreTUUECKHE
HOTPEOHOCTH OpraHu3Ma B TeUeHUE 7-8 Helleb.

B :xMpoBOIl TKAHU HHTEHCUBHO MPOTEKAKT MPOLECCHI YIJIEBOTHOI0
o0meHna, moOmian3anuu u cuaTe3a TAI'. [lomruMo 3TOr0 KUPOBas TKAHb
BBIINIOJIHSIET JHAOKPHUHHYI0 QYHKIUIO

6.2.6.1. OcoO0eHHOCTH YIJIEBOAHOI0 00MEHA B 'KUPOBOM TKAHU

Cxopocts cunTe3a TAI onpeaesisiercst cogepkaHueM B 00bIYHOM
palMoHe He CTOJbKO JUIU/I0B, CKOJIbKO YIJIEBOI0B

HIMeHHO TITF0OK03a SBIISIETCSI TEM CYOCTPAaTOM, KOTOPBIN MOICPKUBACT
JUTIOTEHE3 B JKHUPOBON KJIIETKE, YeM U OOBSCHSETCS HAKOIUICHHWE JIUIHIOB B
KUPOBBIX JEMO MPU OOWIBHOM IMOCTYIJIEHUHM YTJIEBOAOB C MuIlei. B xupoBoit
TKAaHU WHTEHCHBHO TPOTEKAIOT MNPOIECCHhl AMOTOMHYECKOI0 OKHCJIEHUsI
TJIFOKO3BI (€CJIM B TICYCHHM COOTHOIIICHUE TIIMKOJIN3a U alTOTOMHYECKOTO OKUCIICHHSI
= 12 : 1, TO B XUPOBOM TKaHW OHO cocTaBiser 1:1), Omaromaps uemy
NOAJCP)KUBAETCA Ha BBICOKOM ypoBHe KoHueHTpauus HAJI®H, u CO,,
HEOOXOMMMBIX JIsl CHUHTE3a XUPHBIX KHUCIOT. C JOCTaTOYHOM CKOPOCTHIO B
aQIUMONUTAaX TMPOTEKAaeT W LJIMKOJM3, B XOJ€ KOTOpOro oOpasyercs
nrokcuanerondocdar, BOCCTaHABIMBAEMBIM 3areM B Timnepodocdar. 10
0COOEHHO Ba)KHO, TaK KaK KUPOBas TKaHb B OTJIMYUE OT MEYEHU M3-3a OTCYTCTBUS
TIIMIEPOKMHA3bl  HE  00JIajaeT  CHOCOOHOCTBIO  WCIIONIB30BaTh  TIIMIIEPHH,
ocBoOoAMBIIMIICS Npu pacnage XM.
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' JIFOKO3A] » AlIOTOMHUYECKOE OKUCIICHHE
M IIMKOJIU3 ™ ¥

JTMOKCHUALETOH} - - - - S[IMPYBAT——AIETUJI- CoA HAII®OH,
DOCPAT i

CJTALIEPODOCDAT] DKUPHBIE KUCJIOTHI CO,
>»TAT| < ‘

Puc. 34. Cxema nunozenesa uz enoko3vl
6.2.6.2.JIunoreHes B ;KUPOBOM TKAHU

JUist uened numnoreHe3a aguNoLMTHl MOJYYalOT KUPHBIE KUCIOTHI JUOO 3a
cuer cuHTe3a de NOVO, OO 3a cYeT WX OCBOOOXKIEHUS MpH pacraie XM wim
JUTIONPOTEMHOB oueHb HU3KOM TioTHOCTH (JIOHII), moctynaromux u3 neueHu.

[loBbIIIaeTCSI THTEHCUBHOCTH JIMIIOT€HE3a B MOCTa0COPOTUBHBIN NEPHOJ] 32
CYET MHCYJIMHA, KOTOPBI aKTUBUPYET TPAHCIIOPT IIFOKO3bl BHYTPh aAUIOLUTOB,
criocoOCcTBysl BbIxoay Glut-4 W3 HIWTO30MBHBIX BE3WKYNI W BKIIOUEHUIO HX B
MeMOpaHy aJIUIMOLUTOB, a TAKXKE MPOLECCHl AIOTOMUYECKOTO U TUXOTOMHYECKOTO
OKHCJIEHUS TJIIOK03bI, o0ecrieunBas cuHTe3 TAI' HE0OOXOAUMBIMU KOMIIOHEHTAMHU.

XKupsl, oOpasyrouecss B JKUPOBBIX JIENO, Kak MPaBUJIO, SBISIOTCS
HACHIICHHBIMU, TaK Kak (e NOVO CHHTE3UupyeTcss B KJIETKE MPEHMYIICCTBEHHO
NAaJIbMUTUHOBAs KHUCJIOTAa. TemM He MeHee, JXKUPbl YEJIOBEKa, IOJIy4arolIero
IIPOU3BOJIBHYIO JTMETY, XapaKTepU3YyHTC BBICOKOW CTENEHBIO HEHACBIIICHHOCTH:
0oJiee MOJOBUHBI KUPHBIX KHUCIOT MNPUXOAUTCS Ha JIOJNIO OJEMHOBOM WM
JUHOJIEBOM, M IIOATOMY JKHP 4YEJOBEKAa MMEET XapaKTEPHYK) Ma3eBUIHYIO
KOHCHUCTEHLHUIO.

Kuposasi TkaHb GOPMHUPYETCS JTUIITL HE3A0JIT0 10 POXKACHUS, ITO CBSI3aHO
C TEM, YTO B AHTEHATAJbHOM IIEPUOJAE PA3BUTHS IUIOJ ITOCTOSHHO NOJIy4aeT
HE00XO0AMMOE MUTAHKE Yepe3 IIAEHTY U3 KPOBU MaTEPH B OTIMYHUE OT B3POCIIOTO
OpraHr3Ma, KOTOPbIA MUTAETCSA BpeMs OT BpeMeHU. [[oaToMy 1o He HyKaaeTcs
B 3alace pe3epBHbIX JUIUAO0B Ha JJIMTENbHBIN CPOK, TEM 0oJiee, UTO OH JKUBET B
TEPMOPETYIUPYEMOM OKPYKEHUHU, XOPOLIO 3aIIUIIEH AMHUOTUYECKON KUIKOCTBIO
Y TKaHSAMHM MaTEPUHCKOIO OPraHU3Ma OT MEXaHWYECKHUX yIapOB.

HeoOxoaumo Takke OTMETHUTD, YTO Y YEJIOBEKa, KaK U Y MHOTHUX KUBOTHBIX,
OCOOCHHO Te€X, KOTOpbIE BMAJAIOT B CIAYKY, UMEETCS CHEeLMATU3UPOBAHHBIN THI
YKUPOBOH TKaHHW, Ha3bIBaCMbI OYpBIM kMpoM. EE€ Hanmune Hambojee XxapaKTepHO
JUIS. HOBOPOXKJEHHBIX, Y KOTOPBIX OHA PacCIiOaracTcsl Ha Ilee, B BEpXHEW 4acTh
rpyau U couHbl. L[Ber Oyporo »upa O0OYCJIOBJIEH HPHUCYTCTBHEM OOJIBIIOTO
KOJIMYEeCTBA MUTOXOHAPUM, OOraThiX IUTOXpoMaMHu. B Oypoil *UpOBOW TKaHU
HHEPIrHUs, BIACISIONIASACS IPU OKUCICHUH KUPHBIX KUCIOT, OCBOOOXKIAETCS B BUJIE
TEIUIa, @ HE UCNONIb3yeTCsd Ha cuHTe3 AT®. DT0 CBA3aHO C TEM, YTO BHYTPEHHSA
MeMOpaHa MUTOXOHJIpUH B OypoOil »KUPOBOW TKAHU MUMEET U30BITOK AbIXaTEIbHBIX
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dbepmenToB 1o cpaBHeHUI0O ¢ ATd-cuHTazoii. OHa comepkuT crenuduaeckue
TOpBI, Yepe3 KOTOpble OCYIIECTBIsETC nepeHoc HoHoB H' 13 MesxMeMOpaHHOro
IpoCTpaHCTBa (KyJa OHHM BBIKAYMBAIOTCS BO BpEMsSl TpaHCHOpPTa 3JIEKTPOHOB)
o0OpaTHO B MATPUKC MUTOXOHAPUN, MHHYS NPOTOHHBIE KaHaJbl, B WTOIE
HabIIoaeTcs “xonocTas’ HUPKYIsAus nonos H” He mpuBojsIias K 00pa3oBaHHIO
TPaAaHCMEMOPAHHOIO AIEKTPOXUMUYECKOTO MOTEHIMANA, a CJIeI0BATEIbHO, BMECTO
cuHTe3a AT® npoucxoauT BbIAEIECHUE YHEPTUM B BUJAE TeIUIa. ECiiM OpraHu3M He
Hy’K71aeTcsl B Teme, To H'— mopsl 3aKpBIBArOTCS, 1 MUTOXOHIPUH Oypoil AKUPOBOL
TKaHU BHOBb 00pa3ytoT AT®. Takum 00pa3om, >KHpoBas TKaHb MPUHUMAET
HEIMOCPEICTBEHHOE YYacTUE B TMOJJIEPKAHUHM IOCTOSIHHOW TeMIlepaTyphl Teja.
[Tomumo storo oxoso 10% Bcex OenkoB Oypoil >KMPOBOW TKaHHM MPUXOTUTCS Ha
0COOBII pa3o0mammMii OeTOK — TEPMOrE€HHH, O00JaTaoNuid CIOCOOHOCTHIO
NEPEHOCUTh AaHUOHBI JKUPHBIX KHCIOT BHYTPb MUTOXOHIPHIA.

6.2.6.3. MoOnaIn3anus ;KUpPa u3 ;KUPOBBIX €10

Hapsay ¢ npoueccamu JIMIIOreHe3a B sKHPOBBIX /1€10 MPOTEKAaeT
MoOuIM3anus xkupa - pacnajg TAI' Ha riIMUEPUH U )KUPHbIE KUCIOTHI

TAI' xupoBOM TKaHM, SBJSISICH WCTOYHUKAMHU DJHEPIMA B OpraHU3ME,
BBITIOJHSIOT POJIb, MOJAO0HYIO TJIMKOTEHY B MEYCHHU, a KUPHBIE KUCIOTHI MO CBOEH
HHEPreTUYECKON POJIM aHAJIOTMYHBI Tt0Ko3€e. OJIHAaKO Kup Oojee KOMIAKTeH (Tak
KaK CJIMBAETCS B KaIulM), 0oJiee JIETOK (TaK KaK COJEPXKUT OOJIbIlle KUCIOPOJa) U
MEHEee THUIPATUPOBaH MO CpPaBHEHHIO C TJIMKOreHoM. Ecim Obl Bcs sHEprus
aKKyMyJIMpOBaJIaCh TOJBKO B TIJIMKOT€HE, TO BCJIEJICTBUE €r0 TuApOPUIbHOCTH
Macca Tena JI0JbKHa Obiia Obl ObITH Oouibiiie Ha 14-15 Kr.

MoOunu3zanust KUpoOB MPOUCXOIUT THAPOIUTHUECKUM IYTEM IMPH y4acTHH
dbepmenToB: TAI-, JIAl'- 1 MATI -nmunassl. OCHOBHBIM PETYISTOPHBIM (DEPMEHTOM
apiusiercas T A I'- 1 m m a 3 a, akTuBHOCTh KoTOpoM B 10 pa3 Hmxke, uem JAI'-
nunassel, 4 B 100 pa3 Huxe aktuBHOCTU MAT -nunassel (puc. 35).

TPUALIMJITJIMIEPUH
HOH |_~» R,— COOH
TATI'-nunaza
TMAIUJITJIUIEPAH
HOH R, — COOH
JATI'-nunasza
MOHOANMJITJIUIEPHH|
HOH
MAT -nnmasa YKNPHASI KUCJIOTA| (R;COOH)
CJUIEPWH|
Puc.35. Mobunuzayus mpuayunenuyepunos

Axtuupyror TAIl'-nunaszy psj JUNOIUTUYECKHMX TOPMOHOB: aJIPCHAINH U
Hopaapenaiud, CTT, rmokaron, AKTI. x neiicTBue peanusyercst yepes3 Kackaj
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peakiui, BKIIOYAOMIMX AaKTUBALMIO aJCHUIATUUKIa3bl, cuHTe3 UAMO,
aKTHBAIIUIO COOTBETCTBYIOIIEH MNPOTEUHKHWHA3bl U (¢ochopuwirpoBanue TATI-
numnassl (prc.36).

Adr | akTuBaus oOpa3oBaHUe aKTUBAIHSA
Glu ageHwiaT- —— HAM®  ——> IpOTEUHKUHA3bI
LIUKJIa3bI + H3PO,
HEaKTHUBHas Y 3KTUBHaif
TAI'-nmumnaza TAI'-nuna3a

moommuzarnus TATI

Puc.36. Mexanuszm akmusayuu aunoausa.

[IoMMMO NEpPEUYHCICHHBIX TOPMOHOB  JIMIIOJIMTHYECKUM  JIEHCTBHEM
001a/1a10T TaKKe TOPMOHBI IIUTOBUTHOM JKeJIe3bl U IIIOKOKOPTUKOU/IBI.

Jlumonus, Tak € Kak M MOOWIM3alusl TJUKOI€Ha, YCUJIIMBAECTCS IpHU
rojiofanuy (Moj BJIMSHUEM TIJIFOKaroHa), MpU CTpecce, TSHKENoM (u3nuecKou
paboTe U OXJAXJECHUU OpraHu3Ma (MO BIUSHHUEM aJpeHanuHa). [Ipu sToM u3
JIBYX (POpM JEIOHUPOBAHHOI'O SHEPTETUYECKOI0 MaTeprala — MIIMKOTeHa U )KUPOB
— B IIEPBYIO OYEPE/lb HCIOIB3YIOTCA 3amachl IJIMKOreHa, a 3aTeéM IOCTENEHHO
HapacTaeT ckopocTh MobOwmm3auuu TAI. Tak, ecam KpaTKOBpEMEHHBIE
¢usnueckue Harpy3ku (Oer Ha 100-200 MeTpoB) HPAKTUYECKU MOITHOCTBHIO
o0ecrieunBalOTCsl PHEPrUe 3a cueT pacnaja I[NIMKOreHa, TO MPH JUINTEIbHbBIX
Harpyskax (IpoJoJKUTENbHBIA O€T) UCTIONb3YIOTCS U KUPBI.

TopMo3uTcsd JIMMONAU3 IMOJ BIWMSHUEM HWHCYJWHA, TaK KaK IOCJIEIHHUN, C
OJIHOM CTOPOHBI, aKTUBHUPYET (ocdarazy, OTIICIUIAIONIYI0 OCTaTOK (GochopHoit
KuCioThl oT TAI-nunasel, B pe3yJbTaTe Ye€ro OHa CTAHOBUTCS HEAKTUBHOM, a C
Jpyroil — akTuBUpyeT dochoaudcrepasy, paciemisionyo tAM®, npepriBas TeM
CaMbIM LIeNb NOCIEA0BATEIbHBIX PEAKINI aKTUBALIMH JIMITOJIHU3A.

[TopaBAstOT AMMNOAU3 TaKXKe MpocTarJaHavH E. .

6.2.6.4. JHAOKPUHHASA PYHKUMSA )KMPOBOH TKAHM

XKupoBasi TkaHb 00yagaeT HAOKPUHHOM (GyHKUMEH, Tak, B aaumonurax
oOHapy»XeHa aKTUBHOCTh apOMaTa3, y4acTBYIOUIMX B CHHTE3€ ICTPOTE€HOB.

B 1995r Obuio oOHapyXKeHO, YTO TOCie MNMpuéMa IMHINA B aTUTIONUATAX
BBIJICJISIETCS. TOPMOH JI € I T M _H (OT IpeyecKkoro — TOHKHM, XyJ0il), KOTOpPbIA
Ha3bIBAIOT «TOJIOCOM KUPOBOU TKAHW.

JlenTuH — IPOCTOM OEIJIOK, COCTOAIMMKA U3 167 aMUHOKHCIIOTHBIX OCTAaTKOB,
KOHTPOJMPYET Maccy KMPOBOMl TKaHU. [I[pOHMKHYB B runoTaiamyc, JENTUH Yepe3
JUMOMYECKYIO JIOJIF0 M CTBOP TOJOBHOTO MO3ra KOHTPOJUPYET MOTpebieHne
MWLM, T.K. TOHWXKAET MPOAYKIMIO HeWpomnenTtuaa Y, KOTOPBIA CTUMYJIHPYET
MOUCK U MOTpeOJIeHNE MTUILU Y )KUBOTHBIX.

16




MoxHO OBUTO OBl TIPEANOIOKUTh, YTO MPOIYKIHS JENTHHA MOHMKACTCS
Ipy OXUPEHUH, a €ro BBEJACHHE OOJBHBIM JIOJDKHO OKa3aTh IMOJOKUTEIbHBIH
abdexr. Opnako oxazanoch, 4to y 80% OONBHBIX OXKUPEHUEM MPOMYKIIHS
JIENTUHA MOBBIIIEHA B 4 pa3a Mo CPAaBHEHHUIO C HOPMOM, OJJHAKO OH HE OKa3bIBaeT
CBOETO JCUCTBUS M3-3a CHIIKEHHUS YYBCTBUTEIBHOCTH K HEMY PpELENTOPOB
rurnoTragamyca, T.. B 3TOM cllydyae pa3BUBAETCs JENTHHOBAs pe3UCTEHTHOCTD

6.2.8. Tkaneewvie npespawenusn eiuyepuna

['munepuH, OCBOOOAMBIIMICS TpU JIMIOJIU3E, B JKUPOBBIX KIETKaX,
HEIMOCPEJICTBEHHO HE UCIOJIb3yeTcs (U3-3a OTCYTCTBUS raunepodocdokrHaszbl); oH
MOCTYMaeT B KpPOBb, a 3aTEM IMOIJIOMIAETCS MPEUMYIECTBEHHO IE€YEHbIO U
MOYKaMHU.

[TpeBpaieHuss IIMLEpUHA BKIOYAIOT NEpBOHaYalbHOE (OCHOpPHINPOBAHUE
MOJIEKYJIbI TP y4acTuu rimiepodochokrHasbl ¢ 00paszoBanueM rimiepodocdara
17} OKHUCJICHUE MOCJIEAHETO npu y4acTuu HA/I-3aBucumoi
riunepodocdaraeruaporesassl (mpu 3tom obpazyercss 3 moisekyiasl AT®D) no
nuokcuanerondocdara, nzomepusyromierocs B 3-GpochorimiepuHOBBIN anbaerus,
KOTOPBII BKIIFOYACTCS B PEAKIIUHU TIMKOJIUTUICCKOTO pacmaia TiaroKo3sl (puc.37).

IIpn okucnenun raouuepuHa BelAEIAOTCA 23 MoneKyabl AT®, u3 KOTOphIX
OJlHa MOTpeOIsieTcs Ha NepBoi ctaguu (HochOpUIMPOBAHUS.

OO0umuii BHIX0J 3HEPTruM NMPHU OKUCIeHNH 1 MOJIeKy bl IJINIEePpUHA
cocrasiser 22 moua. AT

O
CH,OH AJ1® CH,OH CH,OH C-H
| ATD | {HAI[ ‘ Tpro3odocdar |
CHOH CHOH » C=0 wusomepasa ~CHOH
| | HAZTH, | "]
CH,OH CH,0 P | cmor CH,0 P
TJIMLEPUH o rmuepo-  asix.uens  JJOAD REO) AN
docdar il
220
3 AT®, H,O
uki Kpebca
3OIA-""-- *mupyBar —* anetui- CoA >CO, + H,O
3+2 ATO 3ATOD 12 ATD

Puc. 37. Tkanesoe okucnenue enuyepuna.
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6.2.8. Tkaneeswvie npespawienus HCUPHovIX KUCTIOM

JKupHbIe KHUCIIOTHI YK€ B KalMJIIApax >KUPOBOW TKaHU aJCOPOUPYIOTCS Ha
anpOymunax. Ilpu stom oOpasyercs komruiekc, coxaepxkammii 1 % wu Oomee
YKUPHBIX KUCJIOT, KOTOPBIA MPUHOCHUTCS K Pa3JIMUYHBIM OpraHam, rJe pacnagacTcs.
AnrOyMHHBI BO3BpPAIIAOTCS B KPOBEHOCHOE PYCIO, a KUPHBIC KHCIOTHI,
MPOHUKAIOUIME BHYTPb KJIETKH, BCTAIOT HA MyTh OKUCIICHHUS.

ConepxaHue >KUPHBIX KHUCIOT B KPOBH OTHOCUTEIBHO HEBEIUKO: Y
B3poCibIX 0HO cocTarisieT 0,3 — 0,6 MMOJIB/JT, y TeTei — HeCKOJLKO BhIlie. BMecTe
C TeM CKOpOCTb OOMEHa J>XUPHBIX KHCJIOT Be€ChbMa 3HAYWTEIbHA: IEPHUOJ HX
MoJTypaciiajia CoCTaBJISIET BCETO JIMIIb JIBE MUHYTHI.

OnHako MPHU CTPECCOBBIX CUTYaALMSIX YPOBEHb JKUPHBIX KHCIOT B KPOBHU
MOXET YBEJIUYUTHCS B 2 — 5 pa3, 4TO CBSA3AHO C MX MOBBIIMICHHOW MOOUIH3aIen
13 JKHPOBBIX JCTO, MPEBOCXOAIICH CKOPOCTh UX MOTPEOJICHHS TKaHAMHU.

Hau0osiee MHTEHCHUBHO KMPHbIE KHCJIOThl YTHIM3HPYIOTCH CEPACYHOM
MBILIEH: MOTpedIeHre UX NIeYeHbIO0 B 2,5 pa3a, a MbIIILIAaMH — B 8 pa3
MeHblIIe, YeM cepaueM. ['0J10BHOM MO3I He NOIVIOIIAECT KUPHbIE KUCI0ThI, TAK
KaK OHHU He MPOXOIAT Yepe3 reMatodHuedandeckuid oapoep.

B medeHn 4acTp KMpPHBIX KUCJIOT HCIOJb3yeTcs Ha cuHTe3 TAI, koTopbie
3ateM Bkitouarorcss B JITIOHII, a wacth okucisercs o anetui-CoA, KOTOPBIH
an60 mosHocThio pacnagaercs B LITK go CO, u H,O ¢ BeimeneHueM 3HEPTUH,
au00 TpeBpalaeTcs B KETOHOBBIC Teja. B cepiedHol M CKEJIETHOM MBIIIIax
JKUPHBIC KUCJIOThI TOJTHOCTHIO OKUCIISIFOTCS C BBIJCIICHUEM SHEPTHMU.

6.2.8.1. TkaHeBOe OKHCJICHUE )KUPHBIX KHCJIOT

OxuciieHHe KUPHBIX KUCJI0T 00ecre4YuBaeT CyTOYHYI0 YJHEPreTHYECKYI0
NMOTPEe0OHOCTH B3POCJIOro YeaoBeka Ha 60%.

OHu sBIAIOTCA caMOW MOOWJIBHOM M DHEPreTHYeCKH Haumboyiee MOITHOM
dbpakiueit, mpeobiagaroiieit B sHeproooecneyeHun pedeHKa paHHEro Bo3pacTa.

MexaHu3M OKHUCJICHHS JKUPHBIX KHCJIOT OBUT YCTAHOBJIEH Ojaromaps
uccienopanusiMm @ .Kuoomna, @.Jlunena, FO.Kennenu wu A.Jlenunmxepa. Bcee
pEeaKiui OKUCJICHUS JKUPHBIX KUCIOT MPOTEKAIOT B MUTOXOHIPHSIX U UIYT B P—
MIOJIO’KEHUH; TI0O3TOMY TIPOIIECC OKUCIICHUS KUPHBIX KUCIOT MOJIY4nsI Ha3BaHue [3-
okMcJIeHus Wik uukiaa Knoona-JIunena.

IIpe:xkne yeM BCTaTh HA MMYTh OKUCJICHUS dKMPHAS KUCJIOTA
akTuBupyercst npu ydactuu CoASH u AT® ¢ o6pazoBanuem anuia - CoA.
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/O + AT® + CoASH AL

R-C—-OH R —C~SCoA + AM® + P ~ P
anmi-CoA cuHTeTasa armi - CoA

Aunn-CoA — cuHTeTa3a, akTUBHPYIOIIAs KUPHBIE KUCIOTHI , COIEPKaIUe
or 12 nmo 20 aroMoB yriepoja, MPUCYTCTBYET JHIIb B LMUTOIUIa3ME B
HHOIIA3MATHYECKOW CETH U HAa HApYXKHOW MOBEPXHOCTH MUTOXOHPHIL; TOITOMY
oOpa3oBaBIluiica B Xo/1€ peakuuu ruapodoOnbiit anuin-CoA TpaHcnopTUpyeTcs B
MUTOXOHAPHUAIBHBI ~MaTPUKC C Y4yacTUEM TIEPEHOCUYMKAa - KapHUTHHA,
SIBJISIIOILIETOCS] IPOU3BOIHBIM Y-aMUHOMACIISTHOW KHUCIIOTHI.

(CH 3)s EN| ~ CH,- CH - CH, - COOH

OH
Kapautun (y-tpuMeTHiIaMuHO-B-0KCHOyTHpAaT)

OOpazoBaBIIMICA AIWJIKAPHUTHH NOPOXOJUT Yepe3 MEMOpaHy BHYTPb
MUTOXOHJIPHM, TJIe C y4acTHeM BHyTpuMHTOXOHApuanbHoro CoASH pacnagaercs
¢ ocBoOokaeHneM anmi-CoA. KapHuTrH Bo3Bpamaetces B IuToruiasmy (puc. 38).

OnHako XUpHBbIE KUCIOTHI CO cpelHed NIMHON yriieBogopogHon nenu (Cg—
Ci0) MOTYT MpPOHUKATh BHYTPh MHUTOXOHJApUN myTeM auddy3un 0e3 ydactus
KapHUTHHA W aKTUBHPOBAThCA B aiiii-COA HEMOCPEICTBEHHO B MATPHUKCE.

O
R - C ~SCoA + KapHI/ITI/IH
[{uTonnasma CoASH
aL[HJIKapHI/ITI/IHTpaH(l)CpaSa I
HI/ITI/IH
aIMIIKApHUATHH
O -C- R
KapHUTHH
MUTOXOHJIPHSI | O aIIIKApHUTHH
CoASH / \auHHKapHHTHHIpaHQ)epa:?.a I
R-— C/ SCoA KapHUTUH
anuin- CoA |

OH

Puc. 38. Ilepenoc axmusuposanuoul HcupHoU KUCI0mol yepes
MUMOXOHOPUATLHYIO MEMOPAH.
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B MmaTpukce MUTOXOHAPUI B X0/1e peaKIMid OKUCJICHUS MPOUCXOAUT
MOCTENEeHHOEe YKOPOUYECHHE YIJIEPOAHOI0 CKeJIeTa dKUPHOIl KMCJIOTHI IyTeM
OTHICIICHUS] OT KAPOOKCHJIBHOTO KOHLIA OTHOBPEMEHHO ABYX aTOMOB
yriepoja ¢ oopazoBanueM MoJiekyJ1 anetTuia - CoA (puc.39).

YKOpOUYCHHBIN B pe3yibTaTe MPUBEIACHHBIX PEaKIMi Ha 2 yIIepOoIdHBIX aToMa
arii-CoA  BHOBb MPOXOJUT BCE JTambl OKHCIEHUS C OTIICIUICHHEM HOBBIX
Moekyn aneTui-CoA U Tak mpoA0DKaeTCs 0 TeX Mop, MOKa BCS )KUpPHAs KUCIOTa
C “N” 4KCIIOM YTJIEPOAHBIX AaTOMOB HE MpeBpaTUTCS B N/2 Monekyn anetuna-CoA.

His  sroro morpedyercs (N/2-1) nHKIOB  [-OKHMCICHMS, TaK Kak
oOpa3oBaBmMiics B KoOHIE Iwkiaa Oytupun-CoA, cocrosimuii u3 4 aromMoB
yriepoaa, cpasdy e pacnaaaercs Ha 2 MoJieKybl areTiii- CoA.

O
R—-CH,-CH,—-C ~SCoA
armut CoA (n)
arm-CoA DA/
JETHIPOTeHAa3a AJlH, ——» papIxarenbHas Henb— 2 Op
P H,0, 2AT®
R—-CH=CH-C=SCoA
eHomn-CoA

CHOWJIrnaparasa

OH
| Oy
R—-CH-CH;-C ~ SCoA
B-oxcuanmin-CoA

B-oxcuanmmiCoA HAJI
JIEeTUAPOTEHAa3a HAJIH —»apixatenabHas HGHB—>1/202
H,0, 3AT®D

R-C-CH,-C~ SCoA
I
O
B-xetoarmi-CoA
CoASH
THOJIa3a

0]
CH;-C é)SCOA R—C ~SCoA
Anetmin- CoA a1 - CoA (n - 2)
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CJIG,Z[OBaTeJILHO, IMpru OKHCJICHUU OAJIEMUTAHOBOU KHUCIOTBI
(n=16), noBTopserca 7 UMKIOB OKucaeHus. OOmmil 6GanaHC OKHCIEHUS
nHajJbMuTaTa COCTABJIIACT:
0)
CisHz; — C ~SCoA +7 CDAI[ +7 HAI[ +7 H,0O + 7 CoASH E—
0)
8 CH; — C ~ SCoA + 7 ®AJTH, + 7 HAJIH,

Ammin-CoA armi-CoA arnut-CoA oyrupmia-CoA 2anetwir-CoA

(n=10) (n=8) (n=6)
5 5
ATD ATD ATO AT

anetii-CoA  anetrmir- CoA  ametui- CoA anetmii- CoA

12 l OTK 12 l OTK 12 LiTK 12 1TK
ATD ATD ATD ATD
CO,+H,0 CO,tH,0 CO,tH,0 CO,+H,0
17 ATO 17 ATO 17 ATO 17 ATO

Puc.40. Duepeemuueckas s¢hpghpexmusnocmo yuxna Knoona-Jlunena

B xaxngom mukie B-oxucienus anuia-CoA no oOpazoBanus anetuia-CoA
MPOUCXOIAT 2 peakuuu aeruapupoBanus ¢ yuactueM HAJ- nu ®AJl-3aBHUCUMBIX
JETUApOreHas3 u mo3ToMy Beiaensierca 5 Mmonekyn ATO.

OOpazoBaBiuecss MoOJIeKyJbl  aneTwi-CoA MOJBEpPraroTcs JaIbHEUIIUM
MPEBPAIICHUSIM B IUKJIE TPUKAPOOHOBBIX KHUCIOT C BbIFEICHHEM dHepruu (mo 12
Mosekya AT® Ha kaxayro MoJiekyiy auetuii-CoA).

IHodTomMy »3Heprernueckuii 3QQeKT OKHUCICHHUS KUPHOH KHCIOTHI

paccuuThIBaeTcs no popmy.ie:
Nn/2x17-6

r7e: N - YUCJI0 aTOMOB yIJiepoJia B MoJieKkyJie anmi-CoA;

17 — xonmuectBo MoJiekyn AT®, BbIICIUMBIIUXCS TPU OKUCICHUU
Ka)XJIOM Maphl YIIEPOIHBIX aTOMOB,;

6 — omna monekyna AT® wucmonb3yeTcss MpU aKTUBAIUU >KUPHON
KUCJIOTBI M 5 HE BBIACISIOTCS TpHU paciierieHnn Oytupmi-CoA Ha mocheaHen
craauu 1ukia (cMm. puc.40).

CkopocTh [} - OKHCIICHMS KUPHBIX KHUCJOT PEryJUpyeTcss MOTPeOHOCTIMU

KJIETKH B DHEPTUH, T.€. TEMH K€ MEXaHU3MaMH, Kak U oOIlero myTu KaTaboimn3ma,
T.¢. cooTHomeHUusIMU ATO/AI® u HAJI/HAJIH,
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6.2.8.2. Cynn0a oopa3zoBaBuierocsi anerus - CoA

[Tpouecc [ - OKMCIEHHMS >KUPHBIX KUCJIOT SIBJISIETCSI OCHOBHBIM IIyTEM,
NOCTaBJISIIOIMM B KieTKy aunetun - CoA (momumo 3toro, amertun - CoA
oOpa3yeTcss MpU OKHUCICHUHM TIJIIOKO3bl M HEKOTOPBIX aMHUHOKHUCIOT, OJIHAKO B
MEHBIIHUX KOJIMYECTBAX).

['maBHBIM HampaBJIeHHEM JalbHENIIMX mpeBpanieHuil anetun — CoA, kak
YKa3bIBAJIOCh BBILIE, SIBJIAETCS €r0 OKHUCIEHUE B I[UKJIE TPUKAPOOHOBBIX KHCIOT.
OHAaKO MOMHMMO 3TOTO OH MOXET OBbITh UCIIOJIB30BAaH B KJIETKE HA IJIACTUYECKUE
LEJM: HAa CHUHTE3 KETOHOBBIX TEJ, XOJECTEPUHA W JKUPHBIX KHCIOT, a TAKXKE
CTEPOHMIHBIX TOPMOHOB, arleTHiIxXonuHa (puc.41).

OKHCHGK/IG B I[TK

Anerin CoA|

| Cunres I
‘)KI/IpHBIX KI/ICHOT‘ ‘KCTOHOBBIX Ten‘ lXOJICCTepI/IHal

Puc.41. Ilymu ucnonvzosanus ayemun - CoA 6 knemkax

Opnako BriIoueHue anetTwi-CoA B IHHMKI TPUKAPOOHOBBIX KHCIIOT
BO3MOXXHO JIMIIIb NpPU HAJIMYMHM JOCTATOYHOI'O KOJMYECTBa Okcanarerarta. [lpu
YMEHBIIICHUHU €T0 KOHILIEHTpaluu ( B YaCTHOCTH, MPU CaxapHOM JuabeTe) aleTui-
CoA HakamnmBaeTcsa B KJEeTKe. To ke caMO€ OTMEUAETCsA W MPH TOJIOJIAHUU, TaK
KaK 3a CYET MHTEHCHBHOTO paclajia >KUPHBIX KUCJIOT MPOUCXOJUT YCUJIEHHOE
oOpa3zoBanue aunetun-CoA B KOJIMYECTBAX, 3HAYUTEIBHO MPEBBIIIAIOIINX
KOHLIEHTPAIMIO OKCcajoaleTara.

[lopToMy B yCIOBUSIX TOJOJAaHMS WM CaXxapHOro jAuabera pe3Ko
MOBBIIIAETCSA Y/IEJIbHBIA BEC PEAKIMil, B X0/I€ KOTOPBIX MPOUCXOAUT YTHUIU3ALMS
anetmin-CoA He B IMKIE TPUKAPOOHOBBIX KHUCJIOT, a IO JPYyrUM TMyTSIM, B
YaCTHOCTH, KETOT€HE3a.

6.2.8.3. Kerorenes
[Teuens mpeBpaiaeT 4acTh KUPHBIX KUCIOT (4yepe3 anetuwi-CoA) B Oonee
yIOOHBIE /IS TKAaHSH MCTOYHWKHU YHEPTHUH — KETOHOBBIC TEJIa, KOTOPBIC BBIXOJIAT B
KPOBb.

K KeTOHOBBIM TeJIaM OTHOCATCS ALETOYKCYCHAsI KHCJI0TA
(ameroaunerar), B-oxkcuMac/siHasi Kuca0Ta ( f-okcudyTHpaT) u aneToH

Kerorenes mnporekaeT B MUTOXOHApUSX medeHW. [l cuHTE3a OJHOMU
MOJIEKYJIBI arieToarieTata HeoOoXoauMbl 3 MoJiekyJibl anetusl CoA:
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a) anetmii- CoA + anmetnn-CoA ———— aneroanetiin-CoA
CoASH
b) ameroanermi- CoA + anetni-CoA B-okcu-B-metmiriayrapumin-CoA
CoASH (OMTI'- CoA)
C) [-okcu- B-metunrayrapun-CoA —— ameroanerar + aneruia-CoA
(OMTI- CoA)

OcBobosxnatomuiics B xone ketoreHeza CoASH MoCTOSTHHO MOMOJHSIET My
3TOTO COSAMHCHHS B TEMATOIMTAX, YTO OYCHH BAXKHO JJISl PA3IMYHBIX MPOIIECCOB,
MIPOTEKAIOITUX B MICUCHHU.

[Ipy  BoOccTaHOBIEHWW  ameToalnerara Mpd  y4acTUH  [3-OKCH-
oyrupatneruaporenazsl 1 HAJIH, oOpasyercs [-okcuOyrtupar. Areroarerart
TaKk)Ke MEIJICHHO JeKapOOKCHIMPYETCS B alleTOH, HO B HOpPME 3Ta peaklus
MPAKTUYECKA HE WJET, a aleTOH TOSBISICTCS JHIIb TPUA 3HAYATEIHHOM
HAKOIIJICHUU KETOHOBBIX TEJI MPH TOJO0JAHUN WM CaXapHOM JradeTe.

HA CH;
CH; CH; |
| | HAJIH, CHOH
c=0 * / C=0 = > |
| | -oxcubyrupar- CH;,
CHj;. CO, CH, JIETUIpOreHasa |
aneTon | COOH
COOH [B-oxcubGyrupar
areroarerar

N3 mMuTOXOHApPUN TieYeHH HTH BemiecTBa AUGGYHAUPYIOT B KpOBb U
pasHocsTCs K nepudepudeckuM opraHaMm U TkaHsMm. Hambosee MHTEHCHMBHO OHHU
YTWIA3UPYIOTCSI MUOKApJIOM M KOPKOBBIM CJIOEM IIOYEK, a TAKXKE CKEIETHBIMU
MbIamMu.  [lormomaroTcss KeTOHOBBIE Tejda W KJIETKaMU TOJIOBHOI'O MO3Ta B
YCIIOBUSIX TOJIOAAHUS M Aualdera, XOTs B HOPME OCHOBHBIM JHEPreTUYECKUM
cyOcTpaToM JIJIsl HUX SIBJISIETCS TIIFOKO3a.

[leuenp He MOTPeOIIAET KETOHOBBIE TEJA, XOTS MOCTOSIHHO X 00pa3yer. DTo
CBA3aHO C TEM, YTO B TeMaToUUTax OTCYTCTBYyeT kertoauui-CoA-TpaHcdepasa,
Y4YacTBYIOIIAsl B aKTUBAIMH alleTOAalleTaTa.

B TtkaHsx  [-okcuOyTHpaT OKHUCISETCS B aleroalnerar, a IOCIeAHUM
npeBpaimaercs B aneroanetwyi-CoA (IIpu 3TOM OH aKTHBUPYETCSA) JUOO TMpu
B3aumonencTBun ¢ CoASH u AT® (kak mpu akTUBaIMM >KMPHBIX KUCIOT), JIUOO
(qame) mpu B3aumonaecTBuM c CyKUMHWI-CoA. OOpa3oBaBIIMMCS TPU STOM
aneroanetusi- CoA pacieriieTcsi THOJIMTUYECKAM MYTEM Ha 2 MOJIEKYJIbI alleTHII-
CoA, KOTOpBIE OKHUCISIOTCA B IUKIE TPUKAPOOHOBBIX KHUCJIOT C BBIACICHUEM
HHEPTUU.
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CH; cykmunar  CHj CH;

| CYKIMHMJI- CU | CoASH | O
C=0 =0 » C~SCoA
| Keroanmi- CoA Tpancgepasa | N&a
C|?H2 CH, (|3H3
O O
COOH & Zaon cZ SCoA
aleToareTar armeroanetuii- CoA

Taxkum 00pa3oM, B Bi/ie KETOHOBBIX TeJl TKAHHU MOJIY4Yal0T dorarblie
JHeprueii cydocTpaThl, KOTOPbIE MPU CBOEM pacnaje ObICTPO TA0T
A0CTATOYHBbIE KOJINYECTBA IHEPT U

Aueroanerar, CJIEI0BATEIBHO, MO>KHO paccMaTpHUBaTh KaK
BOJOPAaCTBOPUMYIO TPAHCIIOPTHYIO (POPMY alleTUIIbHBIX KOMIIOHEHTOB.

[loMuMO  SHEpPreTHYecKoW  poJiHM, KETOHOBBIE  Te€la  BBINOJHSAIOT
PeryJsiTopHyr0 ()yHKUMIO: [IPU BBICOKOM COJEpKAHUU alleToaleTrara B KPOBU
CHU)KAETCS] CKOPOCTD JIMIOJIU3A B )KUPOBOM TKaHHU.

IIpu caxapHom nuabeTe W TOJOJAaHUU OOpa30BaHUE AaIlETOHOBBIX TEN B
MEYEHU PE3KO TOBBIIIACTCS, B TO BpeMs KaK HX YyTWIM3AIUS B TKaHAX
YMEHBILIAETCS M3-3a OIPaHUYEHUsS] OOBEMHON MOIIHOCTH LIMKIJIA TPUKApOOHOBBIX
KUCTIOT. B pe3ynbrare OHM HaKarIMBalOTCS B OpraHu3Me, 00yCIIOBIMBAs pa3BUTHE
KeTOHEMHUM — PE3KOro yBEIMUYEHUE UX B KPOBU IO CpaBHEHMIO ¢ HopMoit (0,85 —
1,7 MMOJIB/1T), 4TO IPUBOJUT K PA3BUTHIO META0OJIMYECKOTO alluI03a.

Keronemust conpoBoxnaercs keroHypuei. [Ipy sKkCKkpenuu KETOHOBBIX TEl
C MOYOM TEpSIOTCS KaTUOHBI, IJaBHBIM 00pa3oM, HOHbI HaTpus. OJHOBPEMEHHO C
HUMU C MOYOM BBIBOAUTCS OOJIBIIOE KOJIMYECTBO KUJIKOCTH, YTO MOKET MPUBECTH
K 00€3BOKMBAHUIO OPraHU3Ma.

6.2.8.4. BuocuHTE3 JKMPHBIX KUCJIOT

buocuHTE3 MKUPHBIX KHUCIOT B OTJIMYME OT [3-OKUCJIEHHS MPOTEKAeT B
UTO30J€ KiIeTOK. CHHTE3 HJIeT MHTEHCUBHO B NEYEHU U KUPOBON TKAHU, IPUUYEM
AKTUBHPYETCS TPU HEAOCTATKE IKUPHBIX KHUCJIOT, W30BITKE TJIIOKO3Bl M
aMUHOKHCIO0T. Kpome TOro, OH NIpOTEKAET IOCTOSIHHO B CTEHKE KUIICYHMKA,
JIETOYHOM TKAaHU, MOYKAX, JAKTUPYIOLIEH MOJIOYHOM KEJE3€, a TAKXKE B KJIETKaX
rOJIOBHOTO MO3ra, KOTOPbIE HE MOTYT MOTJIOIIATh KUPHBIE KUCIOTHI U3 KPOBH, a
JHIIL CUHTE3WPYIOT ux de Novo mans oOpa3oBaHUs JIMIUAIOB MHAJIHHOBBIX
000JI0YEK.

J{i1si OMOCHHTE3 JKMPHBIX KMCJIOT HEO0X0AUMO HAJTUYHE:
- anermia - CoA;
-  MaJoHua - CoA;
- HAJA®H;;
- CHHTAa3bl )KUPHBIX KHUCJIOT
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1. Auernsa - CoA sBISETCAd UCTOYHUKOM CHHTE3a JKUPHBIX KHUCIOT M WUIPAET
poiib cBoeoOpa3HOW 3arpaBku d3Toro mpoiecca. Ilepenoc anerun-CoA,
00pa3oBaBIIETOCS B MUTOXOHJAPHUSAX MPHU [-OKUCICHUU WM B XOJI€ PEaAKIUU
OKUCJIMUTEIBHOIO  JEKapOOKCWJIMPOBAaHWSA  NUpyBara, B  LUTOILUIA3My

OCYIIECTBIISICTCS TPH TIOMOIIM CIENU(DPUISCKOTO YEITHOYHOTO MEXaHHW3Ma
(puc.42).

MUTOXOHAPUA LIUTOIIJIASMA
Anerun CoA Anernn CoA

>>_<::EMTPAT_____4HHTPAT__//’
[y CoASH CoAS
A

co, J

HAJID

-

HAI®H,

IMPYBAT] < IIPYBAT

Puc.42. Yennounwiii mexanuzm nepernoca ayemu - CoA u3 mumoxorHopuii 8
YUMONIazmy

2. Majgonua - CoA ob6pasyercss myreM KapOokcuiupoBanus anetui - CoA. Ora
peakuus (HeoOpaTumasi, IpOTEKarouas Mpu yd4acTud OMOTHHOBOro (hepMeHTa —
anetmin-CoA-kapOokcuiasbl) SBJSIETCHS KJIKYEBOH peakuueid B CHHTe3e
JKMPHBIX KMCJI0T ¥ JTHMHTHPYET CKOPOCTh BCEro NMPOLECCa B LEJIOM.

Auerun CoA-kapOokcuiaaza OTHOCUTCS K PETYJISATOPHBIM aJUIOCTEPUUYECKUM
dbepmenTaM u cymiecTByeT B 2 ¢opMax: JIu00 HUTEBUIHOTO MPOTOMEPA,
JUILEHHOTO (epMEHTATUBHOM AaKTHUBHOCTH, JUOO BOJOKHHCTOIO MOJUMEpa —
akTUBHOM (opMbl. OHA aKTUBUPYETCS WHCYJIMHOM M LUTPATOM, a MHTUOUpYETCs
KOHEYHbIM  MPOAYKTOM OuocuHTe3a — mnaabMuToun-CoA,  CcIBUTaIOIIUM
paBHOBECHE PEAKLIUU B CTOPOHY POTOMEpA.

A1® + H3PO,
$H3 @gg& AT?Q:~<ZDA fOOH
C @COA anernn-CoA kapbokcuiasa =CH2
anetni-CoA (ButamuH H) ‘ 20
C~SCoA
ManoHuI-CoA
AKTHUBHOCTH (pepMeHTa MOBBIIACTCS MpPHU OOraTod yrieBoJaMy MHILE U
MOJIABJISIETCS] Y TOJIOAAIOIINX KUBOTHBIX, @ TAKXKE MPU BBHICOKOM COJEPKAHUU
KUpa B IUETE.
OO6pazoBaBiIuiics ManmoHuI-CoA UHTUOUpYET AKTUBHOCTD
alMIIKapHUTUHTPaHC(epasbl U TEM CaMbIM MPEKpaIlaeT NOCTYIICHUE KUPHBIX
KHUCJIOT B MUTOXOH/IPUU.
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HAJI®H,. [TocraBmukamu 3TOro ko(epmeHTa SABIIAIOTCSA
neHro3odocharHpii  MyTh OKHUCIEHUS ToKo3bl U HAJID-3aBucumas
MajaTaeruaporeHasa aexkapookcuupyromas (“manuk” gepment). braarogaps
Y4acTHUIO TOCJEAHEH B OCYIIECTBICHUM YEITHOYHOTO MEXaHH3Ma IepeHoca
anetun-CoA W3 MHUTOXOHIpUN B MUTOIUIa3My (cM. puc.42), Ha KaXIylo
Mouiekyy anetusi- CoA, TpaHCIIOPTUPYEMYIO U3 MUTOXOHJIpUH, 0Opa3zyetcs 1
monekyina HAJI®H, Ilostomy u3 14 monexkyn HAJIDH,, HeoOX0aUMBIX IS
oOpa3oBaHMs MadbMUTaTa, 8§ 00pa3yloOTCA 3a CYET MallaTACTUAPOTECHA3HON
peaKinu, a OCTAIbHBIE 6 TEHEPUPYIOTCA B MMeHTO30(ochaTHOM ITHKITE.

i T4 HAJI®H,
MaJuK — EPMEHT neHTo30(pochaTHbI TyTh
(8) (6)

3. CHMHTa3a jKMPHBIX KHCJOT. DTO CIOXHBIM MYyJIbTU(QPEPMEHTHBIA KOMILIEKC,
KaXKJIbI U3 OTACIBbHBIX (PEPMEHTOB KOTOPOTO KAaTaU3UPYET OJAHY U3 PEaKIIHii
OuocuHTe3a  JKUpPHBIX  kuchnor. CuHTeTaza cCBsi3aHa C  OCOOBIM
arunepenocsuuM oeiakom (AIIB). ATIb — 6enok ¢ MmosnekynsipHoit maccoi 10
TBIC.; B CBOEM COCTaBE€ COJEPKUT JIBa CBOOOAHBIE SH Ipymiibl — 0/lHAa BXOAUT B
coctaB (ochomnaHToTeNHa, CBA3AHHOTO C OCTATKOM CEpUHA MOJUIEIITHHOM
LENU, COCTOSINEN u3 77 aMHUHOKUCIOTHBIX OCTaTKOB; BTOpAasl MPUHAIJICKUT
octaTky mucrenHa. B coctaB AIIb BxoauT 2 HIEHTUYHBIC CYyObEIMHUIIBI.
Oynkuus AlIb cBs3aHa ¢ mEpeHOCOM alMIIBHBIX OCTAaTKOB.

Oo0benunenre 6 (pepMEHTOB, KaTAIM3UPYIOIIUX  IOCJIEI0BATEIbHBIC
peaknuu OMOCUHTE3a KUPHBIX KUCIOT Ha €IMHOM OEJTKOBOM KapKace , MPUBOIUT K
TOMY, YTO TIPOMEKYTOYHBIC TPOIYKTHI PEAKIIMH OCTAIOTCS CBSI3aHHBIMH C
dbepMeHTOM uepe3 OCTaTOK MAHTOTEWHA, MEPEeMENIasich OT OJHOTO AKTHBHOTO
neHTpa K apyromy. I[lpm 3ToM WM HE HYXHO HAXOIUTh APYr Jpyra IMyTem
cnyyaiinon nuddysuu. Takum obpazom obecrneunBaeTcs BbICOKOAh(PEKTUBHBIIN
001Ut MEXaHU3M TOCJIEIOBATEILHOTO CHHTETHYECKOTO MPOoIecca.

IpyHUMII OMOCHHTE3A KUPHBIX KUCJI0T AHAJOTHYeH IPUHIIHITLY
pacnajaa: cTposilasics )KUPHAs KHCJI0TA MOCJeJ0BaATEIbHO YIIHHACTCSH C
KapO0OKCHJIbHOI0 KOHIIA HA 2 YIVIEPOAHBIX aTOMA 32 cueT MajioHWI - CoA

OkoHYaTeIbHBIM HPOAYKTOM, OO0Opa3yeMbIM CHHTa3HBIM KOMILIEKCOM,
ABJISIETCA NAJbMUTHHOBAs KHCJIOTA — UCTOYHUK BCEX JAPYIMX HACHIIIEHHBIX U
MOHOHEHACBIEHHBIX KUPHBIX KUCIIOT.

CHHTE3 )KMPHBIX KUCIOT HAYMHAETCS C TOrO, YTO alMJIbHBIE TPYIIIBI aleTHII-
CoA u wmanonun-CoA mnepeHocsatcss Ha cBoOoanble  SH-rpynmer Al u
COCUHSIIOTCS APYT C APYroM ¢ oOpazoBaHueM aietoareruia - Allb.

OOpaszoBaBUIMiics MPOIYKT BoccTaHaBiuBaercss B P-oxcuOytupuin Allb,
KOTOPBI 3aTeM Jeruapatupyercss B KpoToHWI-S-Allb; mnocnegHuii BHOBB
BOCCTaHaBNuBaeTcs B Oytupui - Allb — mpocTeiinnyto KUpHYIO KUCIOTY, T.€. BCE
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MOCJIEIOBATEIbHBIC PEAKIIMU OMOCHUHTE3a SBISIIOTCS OOpPaTHBIMH  [3-OKHCIIECHUIO
YKUPHBIX KUCJIOT.

1. Aunetun-CoA + HS -AIIB ----------- anerun ~S-Allb + CoASH
2. Manonmn-CoA + HS -AIlb ---------- manonmi ~S-Allb + CoASH
3. Manonuin- S-AlIlb + anerun- S~AIIb --------- aneroaneruin- S-AIlb + CO, +
AIIb
4. Aueroaneruin-S—AIlb+HAJI®H; -------- B-oxcuOytupun-S—AIlb + HAJI®
5. B—oxcubyrupun- S-Allb —---------- — kpotoHun -S— Allb
H,O
6. Kporonun - S-AIlb + HAJI®H, --------- oytupui - S-Allb + HAJ1®

O6pazoBaBmuiica Oytupun ~S—AlIb BcTymaeT Bo BTOPOM ITUKII 3JIOHTAIIUU
(YynnmuHEHHS) ¥ KOHACHCHPYETCS CO CIEAYIOIIeH MoeKkyon Mmamonun ~S-Allb. B
pe3yibTaTe psijia peakiui, MoJ00HBIX BBIIICONUCAHHBIM, Liellb OyTupui ~S-Allb
YIJIMHAETCS. Ha 2 yraepoaHbIX aroma. TakuM o0pa3oM MPOUCXOAUT MOCTEINEHHOE
HapalluBaHUE YIJIEPOJHOM LIETIOYKU J0 TeX MOp, MOKAa He 00pasyercs XKupHas
KucioTa ¢ 16 aromamm yriepoma — mambMmuTonma - S-Allb, T.e. Bce MMKIIBI
ITOBTOPSIIOTCS 7 pas.

ObpazoBaBmmiicss nmanbMUTOMI~S-AlID MHTHOMpyeT nalTbMUTAT-CHHTA3Y,
BbI3bIBas €€ JMCCOLMAIIMI0 Ha 2 HEaKTUBHBIX CcyObeauHuipl. [lpu ydactun
cnenuduyeckon aeanuiiaspl naabMuTaT otmemisercs ot AIlb u npeBpamaercs B
MaJIbMUTUHOBYIO KUCJIOTY.

O
Vi
CisHa1C ~ SAITb + HOH — > C15H3,COOH
naaemutonia- Allb AIIb - SH NaJILMUTUHOBAA K-Ta

Kak BuguMm, oOmmuii OanaHC peakiMu CHUHTE3a MNaJlbMUTaTa MOXHO
MPEACTAaBUTH CJICAYIOIINM 00pa3oMm:
Anetnn-CoA + 7 Manonun-CoA + 14 HAI®H, —
[Tanemurar+14 HAJI®+6 H,O + 7 CO, + 8 CoASH

JlanpHelee yIMHEHUE YTIIEPOJIHON LEMOYKH MPOTEKAET B MUTOXOHIPUSIX
unmi MukpocoMax. MuHKpocoMasibHas (epMEeHTHAs CUCTeMa, CBS3aHHAs C
meMOpanamu DIIP, karanu3upyeT yIIuHEHUE YTIIEBOJOPOIHON IEMOYKH 33 CUeT
npucoenuuenus ManoHun-CoA, Ho 6e3 yuactus Allb. Ilomumo storo
MUKPOCOMAJIbHBIE CHUCTEMbI KAaTAIM3UPYIOT TAKXKE BBEJICHHE IBOMHBIX CBSI3EH B
alUJIbHBIE TPOU3BOIHBIE KUPHBIX KUCJIOT C JJIMHHOMN LEMbIO.

B MUTOXOHAPHAX YIJIMHEHUE LENH HAET 3a CYET MPUCOCIUHEHHS HE
majgonmn-CoA, a anetun-CoA mnpu  ydacTHM  KOMIUIEKca  (DEPMEHTOB,
MOCJIEA0OBATEIBHO YNIUHSIOMUX 1Ieh paHee CUHTE3UPOBAHHBIX JKUPHBIX KHUCIIOT.
[IponykTaMu SIBISIFOTCS KHpHBIE KHCIOTHI ¢ 18,20,22 u 24 yrnepoaHbIMu
aTOMAaMH.

CHUHTE3UpPOBAHHBIC B TEYEHU MKXUPHBIE KUCIOTHI ACTEPUPUIMPYIOTCS U B
COCTaBE JMMIOMPOTEMHOB O4YeHb HU3KOM miotHoctu (JIIIOHII) mocrymator B
KUPOBYIO TKaHb. B yCIOBUSX K€ TOJIOJaHUs I€UYEHb MPEBpAIlAeT >XKUPHbBIC
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KHUCJIOTHI B alleTOHOBBIE Tesia. OCHOBHBIM PETYyJATOPOM, HAIMPABISIOUIUM HX IO
OJIHOMY M3 3THX IyTeH, siBisieTcs MaloHWI-COA, peryaupyromuii aKTUBHOCTh
alleTWIKapHUTUHTpaHCcPepasbl U TMPOHUKHOBEHHE JKUPHBIX KHUCIOT 4Yepes
MeMOpaHy MuUTOXOHIpui. Korma mMano sHepruu, KoOHIEHTpauus manoHuia-CoA
NajaeT, KUPHbIC KUCIOTHl MIPOHUKAIOT BHYTPh MUTOXOHPHI, T/Ie TPEBPAILIAIOTCS
B KETOHOBBIE TeJIa.

6.2.8.4.1. Hezamenumote (3ccenyuaibhvle) Hcuphvle Kuciomeol (6umamun F)

OmHako B TKaHSAX MIICKONHUTAIONMX M 4YeloBeKa HET (epMeHTOB,
KAaTAIM3MPYIOIINUX BBEICHUE JIBOWMHBIX CBA3EH nanee 9-ro yriepogHoro atoma, u
M03TOMY HE BCE >KMPHBIE KHCIOTHI MOTYT OBITh CHHTE3MpOBaHBI B opranusme. K
TaKUM KHCJIOTaM OTHOCATCSI JIMHOJEBAs M JIMHOJEHOBAs, KOTOPBIE MOJIYYHIIN
Ha3BaHWE HE3aMCHUMBIX, WJIH JCCEHIUAIBHBIX, KUPHBIX KUCIOT (BUTaMHH F).
OHM 10JKHBI 0043aTENBHO MOCTYIATh C MUILIEH.

CH3 — (CHz) 4 — CH=CH - CH2 —CH=CH - (CH2)7 — COOH
JInHOoIEBas KUCIIOTa (Clg : 2)

CHz - CH, - CH=CH - CH, - CH=CH - CH, - CH =CH - (CH,); -COOH
JInnonenoBas kuciota (Cig . 3)

Psin aBTOpOB K 3THM KHCIOTaM OTHOCHUT Tak)K€ apaxuJOHOBYIO KHCIIOTY
(Cy0:4), OTHAKO B OpTaHU3ME OHA MOXKET OBITH CUHTE3UPOBaHA U3 JINHOJIEBOM.

BuTtammuun F Obu Buepeeie onmican B 1939r. (fed - xupHblif) u
MIPEICTABIIIET CMECh CCEHIIMAIIBHBIX JKUPHBIX KUCIIOT. JIMHOIEBast U JIMHOJIEHOBAs
KHUCIIOTBI COJIEPKATCSI B PACTUTENBHBIX Maciax (KyKypy3HOM, IMOJCOJHEYHOM U
JIp.), ApaxuOHOBAS — B MACE U MEYEHHU.

[Tpu UCKITFOUEHHUH ATUX KUCIOT U3 PAIOHA Y )KUBOTHBIX OCTAaHABIIMBACTCS
poCT, TajaeT BEC, MOSBISIOTCS YelIyHyaTble IePMATUTHI, OHEMEHHWE KOHYHMKA
XBOCTa M HACTYIAET CMEPTEIIbHBIN UCXO]I.

K ocHOBHBIM OMoOIOrHYeCKUM (PyHKIIUSIM BUTaMHHA F oTHOCSTCS:

- o0ecrnieueHre HOPMAJIbHOTO COCTOSIHUSI KPOBEHOCHBIX COCYIOB (TIpH €ro
HEJI0CTATKE BO3HUKAET UX XPYNKOCTh, YBEIIMUYMBAETCS POHUIIAEMOCTH);

- TIOBBINICHUE YCTOMYMBOCTU OpraHu3Ma K HHGPEKIIMOHHBIM 3a00JICBaHUSIM U
PEHTIEHOBCKUM JTydam;

- yiIyd4lleHrue oOMeHa BEUIECTB B KOXKE;

- TOBBIIIEHHE PACTBOPUMOCTH XO0JIECTEPUHA;

- JIMIIOTPOITHOE JICWCTBHUE.

3HaYeHUE 3TUX KUCIOT B OpPraHU3MeE OINPEIEIAETCS TAKXKE U TeM, YTO OHHU
SIBJISTFOTCSI UICTOYHUKAMU OMOCHUHTE3a DMK03aHOUIOB.

6.2.8.4.2. Juxozanouowt

DMK03aHOM/IbI — OMOJIOTUYECKH aKTHBHBIE COSAMHEHMS, 00pa3yomuecs us3
AIK03aHOBBIX (cofepxkanux 20 yraepoaHbIX aTOMOB) HEHACHIIIIEHHBIX KUCIIOT.
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K HUM OTHOCATCS HPOCTAHOMBI (MIPOCTArNaHAUHBI, MPOCTAUKIUHBI H
TPOMOOKCAaHbI) U JI€HKOTPHEHBI.

OWKO3aHOUbl CUHTE3UPYIOTCSI B OCHOBHOM U3 apaxuJ0HOBOW KUCJIOTHI, HO
MOTYT 00pa30BaThCsl TAKKE U3 JIMHOJIEBOM U JINHOJIEHOBOM KUCIIOT, OIHAKO TOJIBKO
nociie ux npespaieHus B 20-yriaepoaHble TETPACHOBbIE KUCIOTHI.

ApaxuJoHOBasi KHCJIOTa OCBOOOXJAeTCs W3 COCTaBa MEMOpaHHBIX
docomunuoB U Noa AEUCTBUEM MO0 IUKIOOKCUT€HA3bI, TM00 JIMITOOKCUT€HA3bI
IpEeBpaIacTCs B MPOCTAHOUIBI U JIEHKOTPUEHHI (prc.43).

Memopanubie (hochoaunmuabl
y dochomumnasa A,
ApaxuaoHOBass KHCJI0TA

HI/IKHOOKCI/IFGHV Wﬂmaw
(HpOCT arJlaHAnHCUHTAa3 a)

npocmrnaﬂaml— bIeﬁKOTpI/IeHBI\
TPOMOOIIUTHI, H,, G, ¢TCHKA
TYYHBIC COCYJIOB
KJIETKH v
TPOMOOKCAHB] [POCTALHKIHHB

Y
HpOCTaFJIaHJ:[I/IHBI
E 21 F 2

Puc.43. Cxema obpazosanus 31iko3anoudos.

[Mukinookcurenaza — (epMeHT, BXOJSIIMN B COCTaB MYJIbTH(HEPMEHTHOTO
KOMIUJIEKCA — MPOCTArJIAHAMHCUHTA3bl, AKTUBHOCTH KOTOPOrO IOAABIISIETCSA
ACIIUPUHOM.

Ipocraraanaunbl (PQ) ObutH BriepBbie BhIACICHBI Y. JinepoM B 1957 r. u3
npejcTaTeILHOM Kemne3bl. B HacTosIee BpeMst U3BECTHO, YTO OHU CUHTE3UPYIOTCS
MPAKTUYECKU BO BCEX KJIETKAX OPraHU3Ma uejioBeka KpoMe SPUTPOLIUTOB.

PasnmuuaroT Heckosbko rpynn npoctaridanaubaoB (A, B, C, /1, E, F, G, H).
Bce oHu uMmeroT o011me 4epThl CTPOCHUS:

- coctoAt u3 20 yriiepoaHbIX aTOMOB;

- HUMEIOT B CBOEH CTPYKTYPE IIUKIIONIEHTAHOBOE KOJIBIIO;

- collepXkaT TMAPOKCUIIbHBIE WIN KETOTPYIIIIbL;

- SIBISIFOTCS. HEHACBIIICHHBIMM COCIMHEHUSIMU M HMMEIOT JIBOWHBIE CBS3U, B
3aBUCUMOCTH OT YMCJIAa KOTOPBIX Pa3JICNIAIOTCA HA OTJEIbHbIEC TPYHIbI, IPUYEM
KOJIMYECTBO JABOMHBIX CBs3el oTpakaeTcs B uHaekce (1, 2, 3), cTosiieM mocie
OyKkBeHHOT0 0003HaueHMs (Jarie Bcero — 2).

B xauecTBe npumepa NpuUBOAMM CTPYKTYpy IpocTariianansaa E,
1
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pocTaryiagavg E,

Ilo MexaHU3MY AeHCTBUS NPOCTATIAHAMHBI I0JO0HBI TOPMOHAM

- MPOSIBISIOT aKTUBHOCTH B HUYTOXHO MaJIbIX KOoHLeHTpanusix (1 — 10 Hr/min);

- OBICTPO pa3pylIalOTCA, B PE3YJIbTATE YETr0 UX JCHCTBUE KPATKOBPEMEHHO;

- peanmu3yroT 3(PpdekTsl yepe3 BTopuuHble MocpeaHuku (HAM®, ul’ M®, uoHb
KaJIBITHS );

- B TKaHSX IMPOUCXOJIUT UX CIIOHTAHHBIN BBHIOPOC, YCUITUBAIOIIMICS MPU HEPBHBIX
Y TYMOpPAJIbHBIX CTUMYJISIUSX.

buoJjiornueckasi poJib NPOCTArJIAHJIUHOB!

a) CruMyJaupyloT o0pa3oBaHue U BblJeJIeHHE TOPMOHOB (KaTE€XOJIAMHUHOB,

TUPEOTPOITHOTO TOPMOHA, MHCYJIMHA), MOBbIIIas ypoBeHb HAM® B 3HIOKPUHHBIX

opraHax. OgHako B JKMPOBOM TKAHW MPOCTArjJaHAWHbl E TOpMO3AT JIHMnonus,

MOHWXas cofepkanne TAMO;

b) IloBBIIIAKOT TOHYC IJIAJKUX MbIIIIL:

- YCUJIMBAIKOT COKpPAIIEHUE MATKH, IIPUBOJAT K PACCACBIBAHUIO JKEIITOrO TEIA,
CIIOoCOOCTBYIOT —MpepbiBaHHMI0 OepemeHHocTH. I[losTomy PgF, o6nagaer
POAOCTUMYJIMPYIOLIUM JIEHCTBUEM U UCIIOIB3YETCS B aKYLIEPCKOW MPAKTUKE;

- BBI3BIBAIOT COKpaileHue OpoHxoB (3a wuckimoueHueM PgE, koropsii,
HA000pOT, WX pacciuadisieT, B CBA3M C YE€M HCIOJIb3YyeTCs TMPU JICUCHUU
OpOHXHAJILHON aCTMBI);

- TIOBBINMIAIOT TOHYC KPOBEHOCHBIX COCYJOB W apTepuaibHOE JaBicHUE (3a
uckimoueHueM PQE, koTtopble MOBBILIAIOT 00bEM MOYM W BBIIEIEHUE C HEU
WOHOB HATPHs, YTO MPUBOJAUT K TOHUKEHUIO TOHYCA KPOBEHOCHBIX COCYIOB);

- YCUJIMBAIOT MOTOPHUKY KHILIEYHUKA M CEKPEIUIO KEITYJOYHOIO COKa (OJHAKO
PgE ee moHmkaeT M MOATOMY MNPEMATCTBYET PA3BUTHIO 3B B CIU3HCTOU
KETyIKa U KUIIICUHUKA).

IIpocTanMKJIUHBI 00pa3yloTcsi B CTEHKAaX KpPOBEHOCHBIX COCYOB,
paccinabnsitoT UX TIAAKyto Myckynatypy (momobno PQE), a Takxke TopMo3sT
arperarmio TPOMOOIIMTOB M BBI3BIBAIOT (DUOPUHOIIH3.

TpomGokcanbl 00pa3yloTcss B TpoMOOIMTaX W TOCIE BBIXOAA B
KPOBEHOCHOE PYCIIO BBI3BIBAIOT CY)KEHHE COCYJOB M arperamui TPOMOOIIHMTOB,
npuBOIs K (GOPMHUPOBAHUIO TPOMOOB. BhipaGaThiBatoTCs TakKe B TOJTOBHOM MO3TE,
CelIe3eHKE, JICTKHX.

CooTHolIeHHE MPOCTAUMKIUHOB U TPOMOOKCAHOB BO MHOT'OM
onpejaessieT yCJI0BHS TPOMO00OPA30BAHUA HA TOBEPXHOCTH IHAOTEINS
COCY/10B
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JlelikOTpHEHbI B OTJIMYUE OT MPOCTAHOMJOB HE HMMEIOT LHMKIMYECKOU
CTPYKTYyphl. IX Ha3BaHHE MPOUCXOAUT OT JBYX CJIOB: “JEHKOIUTHI U “‘TPUEHBI
(Tak Kak TpHW JBOMHBIE CBSA3M M3 YETHIPEX SBISIOTCS KOHBIOTMPOBAHHBIMU).
OOpa3zyroTcss B JeMKOIMTaX, MOHOIUMTaAX M Makpodarax u3 apaxuI0HOBOU
KHUCIJIOTHI MTOJ1 IEUCTBUEM JIMTTOOKCUTEHA3BI.

OHu:
CIIOCOOCTBYIOT MUTPAIIUU JIEUKOITUTOB, UX MPUIIUIIAHUIO K CTEHKE COCYJIOB U
CKOIUICHHIO B MECTE BOCIIAJICHUS;
- BIIMSIOT Ha MPOSIBIICHUS aHA(DWIAKCUU U IPYTUE PEaKIMi UMMYHHOTO
OTBETA;

BBI3BIBAIOT COKpPAIICHUE MYCKYJIaTypbl OPOHXOB;

CIIOCOOCTBYIOT COKPAILIEHUIO KOPOHAPHBIX apTEPHUH.

PoJan »1K03aHOWI0B B NATOJOTHH
JleficTBUEM TIPOCTAHOWJJIOB W JICKKOTPUEHOB MOXKHO OOBSCHHUTH BCE
CHUMIITOMBI BOCITAJICHHS: TTIOKPACHEHHE, OTEK, ITOBBIIIICHUE TEMIIepaTyphl, 00JIb.

JMKO03aHOM/IBI SIBJIAIOTCA MeIMAaTOPAMH BOCIAJIUTENbHBIX U
AJLJIEPru4eCKUX peakuuu

[TongaBnenune nx oOpa3oBaHusl — Ba)KHOE MATOTEHETUYECKOE 3BEHO JIEHCTBHUS
psila TPOTHMBOBOCHAIMTENBHBIX IpernapaToB. Tak, acCHUPWH, WHAOMETAIUH U
JIpYrU€ HETOPMOHAIbHBIE TMPOTUBOBOCHATUTEIBHBIE CPEJACTBA  IMMOJABISIOT
aAKTUBHOCTb MPOCTATrJaHJUHCUHTA3bI, MPEMSATCTBYS CHUHTE3Y MPOCTarjaHANHOB,
IJIIOKOKOPTHKOUABI OJIOKUPYIOT (ocdonumnazy A, U CHUXKAIOT 00pa3zoBaHUE
MPOCTAaHOUIOB U  JICHKOTPUEHOB, PyTHH (ButamuH P)  wuHrHOUpYyeT
JUTIOOKCUTEHA3y, TOHWKACT CHHTE3 JICHKOTPUEHOB M, TEM CaMbIM, YMCHBIIIACT
MPU3HAKN BOCTIAJICHHUS.

Ha 3HadeHHWe COOTHOIICHUS MPOCTAIIMKINHBI/TPOMOOKCAHBI B TIATOTEHE3E
TPpOMOO30B YKa3bIBAJIOCH BHIIIIE.

6.2.9. buocunmes mpuayuiiuyepuHos

buocunTes TAI ocymiecTBisIeTCsl B IEYSHHU, CIUZUCTON 000I0UKE KHIIICUHHKA,
AKHUPOBOM TKaHM, JIETKUX, MOJIOYHOM KeJle3e U APYTUuX OpraHax U TKaHsX.

Hcnonb3yemble i1 OMOCUHTE3a KOMIIOHEHTHI - TNIMLUEPHUH U JKUPHBIE KUCIIOTHI
— JIOJDKHBI ITPEXKJIE BCETO AKTUBUPOBATHCS.

OcHOBHasi 4YacTh TJMLEPUHA CHUHTE3UPYETCS M3  TJIIOKO3bl WM
rekco30(ochaToB B MPOIECCE TIIMKOIU3A U MEHTO30(POCc(HATHOTO MyTH OKUCIICHUSI.
OOpazoBaBumiics B xone peakuuu JOA®D BoccTaHaBiIMBaeTCs MPU Y4ACTHH
rimtepodocdaraeruaporenassl B raunepodocdar. Ognako it cunresa TAIT B
pa3IMYHBIX TKaHSIX (KpOME HUPOBOWM) MOXET OBbITh  TakKe HCIOIb30BaH
IJIMLEPUH, OCBOOOJMBIIMICS B pe3yJbTaTe THApOJM3a CiauiepoaunuaoB. [lpu
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3TOM CBOOOJHBIN TJIMIEPUH AaKTHUBHpPYETCS MyTeM (ochopuianpoBaHus MpU
y4aCTUH TIUIEPOKUHA3bI (puc.44).

CH,OH
| !
CHOH CH,OH
CH,OH Cc=0
TJIMLIEPUH AJlD |
ATO = CH,0 P
IIMLEPOKHMHA3A - CH,OH JTOAD
CHOH raunepodocdar-
| + HAJIH, JIeruIporeHasa
CH,0 *

o-riunepodocpar  HAJL
Puc.44. Ilymu akmusayuu enuyepuna

s 6uocuaTe3a TAIT MCTIONB3YIOTCS KUPHBIE KHCIOTHI, CHHTE3UpOBaHHEIC de
NOVO WM OCBOOOKIEHHBIE B PE3yJbTaTe JUMOIN3a. AKTUBALMS UX HNPOUCXOAUT
nyteMm B3aumojieicTBus ¢ COASH u AT® (kak ripu [3-OKHCIIEHUN).

Cunre3 TAI nporekaer B 3 craauu:

1. Oopa3zoBanue ocharuaHoii kucjaorbl. DocharnaHas KUCIOTa BCTPEUACTCS
B KJIETKax JIMIIb B CJIEIOBBIX KOJMYECTBAX, OJHAKO SBJSETCS BaKHEUILIUM
POMEKYTOUYHBIM MPOAYKTOM OMOCHMHTE3a JTUIUAOB.

2. 'maponus ocharuanoii kucjaoTsl crenupudeckumu ¢docdaTtazamu  C
oOpa3oBaHUEM JUAIWITIIMLEPHHA.

3. Ilpucoennnenue 3-ro ocratka anui- CoA u oopaszopanue TAT.

O 0) O 0]
CH,OH R;C~SCoA CH,0C-R; CH,0OC-R; O CH,0C-R;
| 0 | O HOH| O+ RsC~SCoA | 0
CHOH + RzCNSCOF> CHOC—RZ CHOC—RZ—: CHOC—RZ
| / | | CoASH | 0
CH,OP 2CoASH* CH,0P HsPO, CH,OH CH,OC-R;
dbocharunnas IUaIHI- TpHUAIIHI-
KHCJIOTa TITUIEPUH 1 TITHIEPUH

cunte3 hochartumon
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6.3.0bMEH CTEPUJ10OB

6.3.1.Cmepuowt. Onpedenenue, kKnaccupuxayus

Crepubl — HUKJINYECKHE JUNHAbI, COCTOSIIUAE U3 IIUKJIUIECKOT0
CIIHPTA — CTEPOJIA M BHICOKOMOJIEKYJISIPHOM *KUPHOM KHCJIOTHI, CBA3aHHBIX
CJIOKHOI(PUPHBIM THUIIOM CBA3M

Creposl moapa3aearoTCs 0 CBOEMY IMTPOUCXOKICHHIO Ha!
300cTepoJIbI - CTEPOIIBI JKUBOTHOTO IPOUCXOKIACHUSA,
DUTOCTEPOABI — CTEPOJIBI PACTUTENBHOTO MTPOUCXOKICHUS
MuKOCTEpPOJIbI — CTEPOJIbI MPOCTEHINX (IPOFKIKEH, TPHOKOB)

Haubonee BaxkHOe 3HaUe€HHWE M IIUPOKOE PACIPOCTPAHCHHUE UMEIOT
300cTepoJibl. K HUM OTHOCSTCS:
- xoJsecTepHH (XojecTeH -5 oi- 3);
- 7-IeruapoxoyiecTepuH (XoJaecTaH TueH 5,7 om- 3) - sIBJIETCS HCTOYHHUKOM

BUTaMuHa [[3;

- KOIIPOCTEPHH - CiS -U30Mep AUTHIPOXOJICCTEPUHA;

®durocTeposibl (CHTOCTEPHH, CTHITMACTEPHH W JP.) CoOJIEpKarcsi B
pacTUTENbHBIX Oprann3max. Kak mpaBuiio, pUTOCTEPOIIbI, IOCTYNAIOUINE C MULIEH,
B JKEIYJOYHO-KHUILIEYHOM TPAKTE HE BCACBIBAIOTCS, HO MPEMATCTBYIOT pe30pOLun
300CTEPOJIOB.

MmukocTeposibl cofepxaTcs B Jpoxdokax, npocredmmx. [Ipumepom wux
SIBJIIETCS HPrOCTEPHH, U3 KOTOPOTO CUHTE3UPYyeTCs BUTaMuUH [l,.

6.3.2. Xonecmepun
6.3.2.1. Ctpykrypa, pusuko-xuMuYeCKHe CBOCTBA

XonectepuH ObUT BIEpBbIE BbIAENEH U3 kenmuu B 1814 rony Lllespenem, a

CHa, — ﬁH— (CH,)s — ﬁH— CH,

CH3; CH;
CH3

OH

3aTeM OOHapyXeH B CHIBOPOTKE KPOBH, Pa3JIMYHBIX TKAHSIX W opraHax. [lo cBoum
(u3MYECKUM CBOMCTBAM MpPEACTaBIsAET 0€l0e KPUCTAIIMYECKOE BEIIECTBO;
KPUCTAJUIBl XOJIECTEPUHA HMMEIOT XapaKTEepPHbIM >KUpHBIA Oyieck. OH XOpOIIOo
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pPacTBOPHUM B OPTAHMYECKUX PACTBOPUTENSX B 0COOCHHO — B XJjopodopme. B Bome
HEPaCTBOPUM, TaK KakK SBJISETCS TUIIMYHBIM THAPOPOOHBIM COCTUHEHUEM.
[IposiBiisier Bce cBoMcTBa cnupra. Tak, 3a CYET THAPOKCUIIBHOM TPYIIIBI
XOJIECTEPHUH C KUCJIOTaMU 00pa3yeT CIOXKHBIE dPUPHI — CTEPUAbL; TPH
B3aMMOJICUCTBUM C OEJIKaMU MPOSBIISIET aHTUTOKCUYECKOE JCUCTBUE, TaK KaK MpH
ATOM MPOUCXOJUT UHAKTUBALMA (PEPMEHTOB, CBS3bIBAHHE PA3NMUYHBIX TOKCHMHOB
(manmpumep, ¢ocdonaumnaspl, BHI3BIBAIONICH IeMOJIN3 S3PUTPOIIUTOB) U T. 1.
XoyecTepH B OpPraHM3ME 4YEJIOBEKAa BBITIOJNHSET CICAYIOUIME OCHOBHBIC
(byHKITIH:
- CTPYKTYPHVIO: BXOJIWT B COCTaB MeMOpaH, TOHIKAeT X TEKY4YeCTh;
YBEIMYHUBAET BSI3KOCTh M3MEHSA UX (DU3UKO-XMMHUYECKHE CBOMCTBA, YIaCTBYET B
PETYISAIUN TPOHUIIAEMOCTH MeMOpaH M (DYHKITMOHMPOBAHUS BCTPOCHHBIX B HHX
(GbepMEHTOB, PEIENTOPOB W TMEPEHOCUYMKOB. XOJIECTEPUH BXOIUT B COCTaB BCEX
mia3MaTUYeckux  MeMmOpaH, OJHAKO  MEMOpaHbl  SHOIIA3MAaTHYECKOTO
pPETUKYIyMa COJepKaT HEOObIIINE KOJIMYECTBA X0JIECTEPUHA, HEOCTATOUHbIE JIS
BBITIOJIHEHUSI UM CBOEH CTPYKTYpHOM poOJIM, a B BO BHYTPEHHEW MeMOpaHe
MUTOXOHJPUIA XOJIECTEPUH TOJIHOCTHIO OTCYTCTBYET;
- ILUIACTHYECKYK. M3 MOJIEKYJIbl XOJECTepUHA CHUHTE3UPYIOTCS B OpraHU3Me
JKETYHbIE KHUCJIOTHI, CTEPOUJHBIE TOPMOHBI (KOPTHUKOCTEPOUIbl U TOJIOBBIC
TOPMOHBI), 7-IETUIPOXOJIECTEPUH, SBISIOMIUNACS MPOBUTAMUHOM [l3;
- AHTUTOKCHYECKYI) (3AIMTHYIO): KaK YK€ YKa3bIBAJIOCh, XOJECTEPHH CIIOCOOCH
CBS3BIBAaTh TOKCHHBI MHKPOOPTAHHW3MOB, B YaCTHOCTH ITU(TEPUHHBIA TOKCHH.
CoeauHssCh C MYITMHOM CJIIOHBI, OH 3HAYNUTEIHHO MOBHIIIACT €ro OAKTEPHITHTHBIE
CBONCTBA.

6.3.2.2.Pacnpenesienne B Opranusme

B oprannzme B3pocnoro uenoBeka conepxkurcs 140-150 r xonecrepuna. Ox
OoOHapy>KHUBaeTCsl MPAKTUYECKH BO BCEX OpraHax M TKaHAX, HO HAaHUOOJBIIHNE €Tro
KOJIMYECTBA COJIEPHKATCSA B:

- 0eJIoM U CepoM BEILeCTBE TOJIOBHOTO MO3Ta;

- TICYCHU;

- HAJNOYEYHMKAX; IIPU pacueTe COoJAEpKaHUs XOJIECTEpUHA HAa 1T mMacchl opraHa
HaJIIMOYECYHUKH 3aHUMAIOT B OPraHU3ME MEPBOE MECTO;

- MBIIIIAX, MPUYEM B TPEHUPOBAHHBIX MBIIIIAX COACPKUTCS  OOJbIIE
X0JIECTEpHUHA, YEM B HETPEHUPOBAHHBIX;

- CTEHKE aOPThl U KPYITHBIX COCY/JIOB;

- KOXe€

B kpoBH comeprkaHue X0JIeCTEPHHA COCTABJISIET
ot 3,6 10 5.2 MMOJIB/J1,

IpyUYeM TakoW  Juamna3oH KoJjie0aHUM  3aBUCHUT OT Bo3pacta. Y MYyXYHH
COZEPKAHUE XOJIECTEPUHA HECKOJIBKO BBILIE, YEM Y HKEHILIUH.

B pa3nuuHbIX opraHax U B KPOBU XOJECTEPUH HAXOJUTCS KaK B CBOOOJAHOM,
TaK U B CBSI3aHHOM COCTOSIHUM B BHJI€ CTEPUIIOB. D(UPOCBI3AHHBIA XOJIECTEPUH
BBITNIOJIHSET TPAHCIOPTHYIO U pe3epBHYI0 (QyHKUMU. OJHAKO HA IJIACTUYECKUE
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IIEJTM UCIIOJIB3YETCsl JIUIIh CBOOOTIHBIN XxosecTepruH. OH CONEpKUTCS B MEMOpaHax
KJIETOK, B OQPUTPOIIUTAX, ATUIIOIIUTAX, BBIACIISIETCS C KETUBIO.

JdupocBsa3zaHHbId XoecTeprH (IXC) 10KaIN30BaH B [IUTOILIA3ME KJIECTOK
B BHJIC MEJIKUX KUPOBBIX Kamnenb. B opranmzme HOXC npeobaagaer Hag 3XC,
OJIHAKO B HAATIOYCYHUKAX COJICPKHUTCA MPEUMYIIECTBEHHO MocieaHuii. B kpoBu
Takke Ha 0Jir0 DXC npuxoautcs okono 70%.

6.3.2.3.00MeH xoJsiecTeprHa B OPraHu3Me

B opranusme mnopnep:KuBaeTcs IOCTOSHHBIM ITyJl XOJIECTEPHHA 34 CYET
cOaaHCHUPOBAHHBIX MPOIIECCOB €0 MOMOJIHCHUS U YTHIN3aIuu (puc.45).

[Mocrynienue ¢ nuiien Cunres u3 anetua CoA
(?K30TCHHBIN XOJIECTEPHH) (9HIOTEHHBIN XO0JIECTEPUH )

N ) oxono 11
N

Ob6uee conepsxkanue xonecrepuna (140r)
(oko10 90% B cocTaBe MIa3MaTUYECKUX MEMOpaH,
ok0J10 10% B KpOBHU U B KJIETKaxX)

Cunres Brinenenue Brinenenue Cunres Cunres
KETYHBIX C KaJIoM 4yepes BUTAMHHA
KUCJIOT (500 mr KOXY TOPMOHOB 3
(500 mr B CYTKH) (100 mr (40 mr) (10 mr)

B CYTKH) B CYTKH)

Puc.45. Ilyn xonecmepuna 6 opeanusme
6.3.2.3.1.1lepesapueanue u ecacvléanue xojiecmepuna

B opranusm nocrynaet okono 0,1 — 0,3 r xonectepuna B cyTku. OcoOEHHO
Ooratbl XOJIECTEPUHOM SIMYHBIC KEITKH, CIMBOYHOE MAcio, UKpa. XOJIECTEpUH
NOCTyNaeT Kak B CBOOOJHOM, TaK U B 3¢upocBsi3aHHOM cocTtosiHuM. [loa BiusiHueM
XOJIECTPOJIICTEPA3bl MAHKPEATUYECKOIO0 M KHIIEYHOTO COKOB IPOUCXOJUT
TUJIPOIN3 3(QUPOB XOJECTepUHa; OO0pa3yrolIuecss TPOIYKThl BCACBIBAIOTCS C
YYaCTHEM JKEITYHBIX KHCIIOT. B CTEHKE KMIIEYHMKAa OCHOBHAS YacTh XOJIECTEpUHA
screpuuuupyercss mnoa BiausHUeM (¢epmeHta —  ami-CoA-XonecTepuH-
anunTpancdepassl (AXAT).

AXAT
Xonecrepun + ammii- CoA - XonectepuH 3()UPOCBI3aHHBIN
(H3XC) (BXO)

OcrepuUMPOBAHHBIN XOJECTEPUH BKIIIOUAETCA B COCTaB XMJIOMUKPOHOB U
NOCTYIIAET B MI€YEHB, I1e ucnoib3yercd Ha cunre3 JIOHIT u JITIBIL.
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B kumeunuke BcacwsiBaeTcs JUIb 0KOJ0 30% MOCTYNHUBIIErO XOJECTEPUHA.
OcTanpHas 4acTh MPEBpaIIacTCs B KOPOCTEPHH U BHIBOJIUTCS C KAJIOM.

6.3.2.3.2. Buocunmes xonecmepuna

CuHTe3 XxoyiecTepuHA TPOUCXOJUT B TMEUEHH U CIM3UCTOW 000J0YKe
KHUIIIEYHUKA, KOXKe, MbIax. OcTajgbHble OpraHbl MOTEHIIMAIBHO CIIOCOOHBI K
OMOCHHTE3Y XOJIECTEpUHA, HO UCIIOIB3YIOT JI MOCTPOEHUSI KIIETOYHBIX MEMOpPaH
B OCHOBHOM TOT XOJIECTEPHUH, KOTOPBII JIOCTABIISIETCS CIOJIa U3 MIEYEHU B COCTaBE
JITTHIIL.

‘I/ICTO‘IHHKOM Oﬁpa3OBaHl/lﬂ X0JIECTEPUHA ABJACTCHA allCTUJI- COA‘

[Iyts cuHTE3a XOJiecTepuHa (MOJYYMBIIMNA Ha3BaHUE CKBAJECHOBOIO)
JIOCTAaTOYHO CJIOKEH, BKIIIOYAET 10 35 OTACHbHBIX (PEPMEHTATUBHBIX pEaKlUid U
MOKET OBITh MOJIPA3/ICJICH Ha 3 OCHOBHBIE CTA/IUH:

1) Auermia- CoA —>B-okcn B-mermirayrapua CoA — MeBaJOHOBask KHCJI0TA.
Ota cragusi NPOTEKAaeT aHAJOTMYHO KeToreHesy 1o oOpa3zoBaHus [okcu [3-
Metwirnytapuil CoA, KOTOpbIA 3aT€M HE pACIICIUISIETCS O aleroalerara, a
BoccTaHaBiuBaercs npu yuyactu HAJI®OH, B MeBaOHOBYIO KUCIIOTY.

COOH COOH

CH, +2 HAJI®H, CH,

|/CH3 ‘/CHg
C_OH \, \ C-OH

| CoASH 2 HAJI® |

v

CH, CH,
e |
C ~SCoA CH,OH
- okcu- B- metun- rnyrtapui - CoA MEBAJIOHOBAs! KMCJIOTA

OcHOBHOM (DepMEHT, JTUMUTHPYIOIINH CKOPOCTh BCEro IMpOoIlecca B IIEIIOM, —
HAJI®H - 3aBucumas oxcumetwiraytapun CoA-penykraza (OMIT — CoA-
peayKTasa). AKTUBHOCTb dbepmenTa UHTHOHUpYETCS TJIFOKaroHOM,
[NIFOKOKOPTUKOUAAMHU, OOJIBIIUMHU J03aMU HUKOTHHOBOW KHCJIOTBHI, a TakXKe IO
NPUHIUIY OOpaTHOM CBS3W CHUHTE3UPOBAHHBIM WJIM TOCTYNUBIIUM C TUIIEH
XOJICCTEPUHOM U €ro OKHCJICHHBIMM TPOU3BOJAHBIMU. WHruOupyercs 53TOT
dbepMeHT TakkKe U PAAOM JIEKQPCTBEHHBIX IMPENapaToB, IPUMEHSIEMBIX MpPHU
JICYEHUU aTepPOCKIIepo3a U TUMEPTOHUYECKOW OO0JIE3HM, HarpuMep, KIO(ETUHOM,
KJI0(hOpaToOM U PSIOM TaK Ha3bIBAEMbIX CTATUHOB.
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Opnako y yenoBeka uHrubupoBanue aktTuBHOocTH OMIT — CoA-penykTassl
HK30I'€HHBIM XOJIECTEPUHOM HE MMEET OOJBLIOro 3Ha4Y€HUs, U (PEpMEHT B MEUEHU
IPAKTUYECKU HE pearupyeT Ha U3MEHEHUE KOHIIEHTPAIMH XOJECTEPHUHA B KPOBH.

CuHTe3 XxoyleCTepUHAa B CIM3UCTOM 000JOYKE KHUIIEYHHKA TaKKe
perynupyercs 1o npuHuumny oopatHoi cesazu yepe3 OMI — CoA-penykrasy, HO He
XO0JIECTEPUHOM, a JKETYHBIMHU KUCIOTaMH.

2) MeBasioHoBasi KHCJOTa, COAep:KAIasi B CBOEM COCTaBe S5 YIJIEPOIHBIX

aTOMOB, IIpeBpalIaeTcsi B MOJIEKYJY CKBajleHa, cocrosulero u3z 30
YIJIEpOAHBIX aTOMOB (puc.47). DTa cTagus BechbMa CJOKHA, BKIIIOYACT P
peakiuii  GocPOpUIUPOBAHUS W KOHJEHCAIIMH, B KOTOPHIX YYacTBYIOT 6
MOJIEKYJI MEBAJIOHOBOM KUCIIOTHI.

3) CkBaJsieH, KOTOPBIii NpeacTaBiaseT co00il yrieBoI0poa, COCTOSILIUM

U3 6 M30NPEHOBBLIX eIMHHI 4Yepe3
Pl TNPOMEXKYTOYHBIX NPOAYKTOB
HHMKJIN3yeTcsl B XO0JIeCTEPHH. OTOT
nOpolecc MpoTeKaeT B MeMOpaHax
OIIP myreM TUIPOKCHIMPOBAHMS,
TpeOyeT TMPUCYTCTBUS KHUCIOPOAA,
OOJIBIIOTO KOJMYECTBA HHEPTrUU U
monekyn HAJI®OH,.

N

Puc.46. Venepoonwiii cxenem cksanena.

CnenoBarenbHO, Uil OMOCHHTE3a OJHOM  MOJIEKYJIBI  XOJIECTEpUHA
Tpedyetcs 18 monekyn aueruin- CoA.

6.3.2.3.3. Bvleedenue xonecnmepuna u3 0p2anuma
OcHoOBHOI TyTh JAerpajanuu xoJjectepuHa B opranusme (mo 80%) -
00pa3oBaHKE KETIHBIX KUCIIOT (CM. cTp. 67).
BmecTe ¢ Kenublo B KHUIIIEYHHMK BBIJCISIETCS U CBOOOJHBIN XOJECTEPHH
(oxomo 500 Mr B cyTtku). OH COAEPIKUTCS B KEITYH B TPEX COCTOSHUAX:
a) B BHJIC CMCIIAHHBIX MHIICIUI, BKJIFOYAIOIINX JKEITYHBIC KMCIOThI, XOJICCTCPUH U
dbochomumnupr;
b) B BUC KUIKOKPUCTAUIMYCCKON POPMBI B BOJHOM OKPYKCHHH KEITUH;
C) B BHJE HEOOJIBIIOTO KOJUYECTBA TBEPIOKPUCTAIUIMYECKOTO XOJIECTEPHHA.
XonectepuH, TOCTYNUBIIMKA €  JKEIYbI0O B  KHUIICYHHUK, YaCTUIHO
BOCCTAHABJIMBACTCS W B BHUAC KOMPOCTEPHHA, a TAKKE OYCHb HEOOJBIIIOW YacTH
OKHUCJICHHBIX MPOAYKTOB (XOJECTEpOHA W JZIp.) BhIACHIETCS ¢ KajaoMm.OmaHAKO TPH
TUTEPXO0JICCTEPUHEMUN MUIICIUTBI, UMEIONTUECS B KEITUU, HECTIOCOOHBI BMECTHUTh
BECh XOJIECTEPUH, IKCKPETUPYEMBIN MEUEHBIO, B PE3yJIbTAaTe YETO YBEIMYUBACTCS
coJiep KaHNe TBEPIOKPUCTALTNYECKON (a3bl. XOJECTEPUH HAYMHACT OCAXKIATHCS
Ha KJIETKaxX CIYIIUBAIOMIETOCS AMUTENHS WU KOHTJIoMeparax OenkoB, oOpa3ys
Ipyu 3TOM XOJIECTEPUHOBBIE KaMHHU, HamOoJiee dYacTO BCTPEUAIONIUECS TMPHU
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KETIHOKaMeHHOU Oose3Hn. CrocoOCTBYIOT (OPMHUPOBAHMIO KaMHEW 3acTOd
YKETYU WIN BOCHAJIUTEIbHBIE U3MEHEHUS KETYHOTO My3bIpSl.

OO0pa3zoBaBIIMECs KAMHU BBI3BIBAIOT CIIa3Mbl JKEITIHOTO MY3bIPSl U TPOTOKOB,
KOTOpbIe OOJBLHOM ONIYIIAeT Kak MpUCTynbl 0oiau. KaMHu 3aTpynHSIOT, a HHOTA
MOJIHOCTBIO TEPEKPHIBAIOT OTTOK JKEYM Yepe3 MPOTOK, YTO MPHUBOJIUT K eIle
OOJIBIIIEMY YCKOPEHHIO UX POCTA.

Takum 00pa3zom, mpoiiecchl 00pa30BaHUs XO0JIECTEPUHA C OJJHOM CTOPOHBI U
IpOLIECChl  BBIBEJCHUS €ro U3 OpraHu3Ma JIOJDKHBl  OBITh  MOJHOCTBIO
cOaJlaHCUPOBAHBI.

Xosecrepun + Xosecrepun = XoJiecrepuH + 7ZKe4yHble KHCJIOTHI
1107011071 CHHT. IKCKP.

[Ipn wHapymenun cOaTaHCHPOBAHHOCTU HSTHUX MPOLIECCOB pa3BUBACTCA
TUTEPXO0JIECTEPUHEMHUS, COMTPOBOXKIAIONMIAS PSI/I TSHKEIBIX 3a007I€BaHUN U MPEXK/Ie
BCETO aTePOCKIIEPO3.

6.4. CJIOKHBIE JIMITUbI

6.4.1. Knaccudukanusa

Crnosxnble munuael, B coctaB koTopbix kpome H, C u O Bxoasar atomsr N, P
¥ S B 3aBHCHMOCTH OT XapakTepa CIupTa JesITCs Ha 2 rpynisl (puc.47):
- rauuepodocdOoTUuIbL;

- C(UHTOJIUIHU/IBI.
4/C.H(_)iﬁﬂme JIAIMJIBI

| Tnunepodochomumub]— ICunronumu sl

JICIUTHUHBI cuHro- TJIMKOJIATIHTBI
KehaaTuHbl «— MMAJIMHBI

dbocharuanicepunsl 1epeOpOo3uIbl | TAHTIMO3UIbI
dbochaTuANIMHO3UTOBI

KapJUOJIUITNHBI — Cyan)aTI/II[BI
MJ1a3MaJIOTEHbl <

Puc.47. Knaccugpuxayus crodxcHvix iunuoos
6.4.2.I'nmuuepodocdoaunuanl (pochaTuani)
6.4.2.1.011€e/1bHBIE TIPEICTABUTEH
['muniepodochomunuast SIBASIOTCS MPOU3BOIHBIMEU (HOCHATUIHON KUCITOTHI,

COJEpPIKAIMMH B CBOEM COCTAaBE MOJIEKYIy a30THCTOIO OCHOBaHUS WIN CIHPTA,
MPUCOEIMHEHHOTO K OCTaTKY (OCHOPHON KUCIOTHI CI0KHOA(DUPHOU CBA3BIO.
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P O
CH,0C—-R;

| ,0
CHOC - R;
P
CH,OP - O — a30THCTOE OCHOBAHHE
L \O ) CIHUPT
docharuada Kkucaora
B 3aBUCHUMOCTHU oT Xapakrepa a30THCTOTO OCHOBaHUS

rIIAIepooCHONUITHIBI ICTATCS Ha:
- dochaTuaUIX0JIUHBI (ICIUTHHBI), B COCTaB KOTOPHIX BXOJUT XOJIUH
+
N" - CH, - CH, - OH

(CHa)s
- docharuauasTaHogaMuHbl (KedaauHbl), coaepKaliie KoJaMuH (3TaHOJIaMUH)
CH; — CH,;NH,
OH

- (dochaTuanICceprHbl, BKIIIOYAIONINE aMUHOKHUCIOTY CEpUH
CH; - CH - COOH
OH NH;
- ($ochaTUAUINHO3UTONBI, COAEpPXKAIIUE IIECTUATOMHBIA IUKIMYECKUNH CHUPT
WUHO3UT

HOH
HOH CHOH
HOH CHOH

HOH

[Tomumo 3toro K rpymnmne pochaTuioB OTHOCATCA:
- ¢ochaTnaanbXoJuHb (aneTanb@ocdaTuabl), WK I1a3MaioreHsl. OCHOBHOE X
OTJIMYME OT OCTAIBHBIX MPEJACTABUTEICH 3aKIIOYaeTCs B TOM, YTO BMECTO
OJTHOTO OCTaTKa YKUPHOU KUCJIOTHI B UX COCTaB BXOJWUT aJlbJCTHI B €HOJBHOU

dbopwme.

O
R-CH,~-CZ H —— R-CH=CHOH
€HOJIbHAsI (hopMa
CH,-O-CH=CH-R;

| 40
CH-O-C-=R,
0

CH,-0-PZ0-
0
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- KapAMOJWMMHBI, COJEp’KalllhMe B CBOEM COCTaBe JABa ocTaTka (ocdaTHIHOMI
KHCJIOTBI, COeIMHEHHBIX APYT C JPYTOM MOJIEKYIIOH TIIMIEPUHA.

HeobxoaumMo OTMETUTh, YTO OTICIbHBIC MPEACTABUTEIN OJHOTO U TOTO Ke
kiacca gocdarrioB oTIMYAIOTCS APYT OT Apyra OCTaTKaMH >KUPHBIX KUCIOT (Ry 1
R,), mpuuem R, — Bceraa paaukan HEHACHIIIEHHON KUPHON KUCIOTHI.

6.4.2.2. PacipocTpaHeHue B OpraHusme

['munepodocomunuabl comepkaTcsi MPAaKTUYECKH BO BCEX OpraHax H
TKaHAX, OJHAKO COOTHOIIEHHE OTAENbHBIX KJIacCOB B HHUX pa3nuyHo. Tak,
HauOonpIIMe KojumuecTBa (ochaTtuaoB OOHApPYKUBAIOTCS B TOJOBHOM MO3TE,
npuueM 50% W3 HUX TPUXOIUTCS Ha JOMIO KeQalMHOB; B CEPICYHON MBIIIIE U
MOYKAX COJEPXKATCAd MPEUMYIIECTBEHHO JICIUTHHBI; B TEYEHH M MOYKax
OOHApYKMBAIOTCS MPUMEPHO paBHbIE KOJWYecTBa Ke(aauHOB M JIELUTUHOB, B
CKEJIETHON MBIIIIE M aopTe€ COACPKHUTCS MHOTO IJIa3MajoreHoB. B kpoBu ux
KOHLIEHTpauus JIeKUT B mpenenax 2,8 — 4,1 mmounw/n, npuyem 55% u3 3roro
KOJIMYECTBA COCTABJISIOT JICUUTUHBL, a 21% - KeasluHBbI.

6.4.2.3. OcHoBHBIE (DM3UKO-XUMHYECKHE CBOWCTBA

®docdaruasl  NpeAcCTaBIAIOT  COOOM  IUIOXO  KPUCTaLUIM3UPYIOIIHUECS
BOCKOOOpa3HbIE BEUIECTBA, KOTOPbIE HAa BO3JyXE€ M HAa CBETY OKHUCISIOTCS (IO
MECTY HEHACBILIEHHBIX CBA3€H B KUPHBIX KUCIOTAX).

B wux Monekyne BblIenseTcs MNOJNSApHAas TUIApOpUiIbHAs “TOJOBKA”,
oOpazoBaHHass (ocPopHON KHUCIOTOM U a30TUCTHIM OCHOBaHUEM, HecyIas
ANEKTPUYECKUI 3aps, U TUIPOPOOHBIE XBOCTHI (pagUKajbl >KHPHBIX KHUCIOT).
brnarogapst atomy rautiepodochonunuasl B otianure oT TAI u cTepuaoB uMerOT
CPOJICTBO K BOJE, XOTA B IejoM ruapodoOHbIE CBONCTBa MpeodiagaloT Hal
TUAPOPUIBHBIMH.

B BonmHO# cpene oHU crIOCOOHBI OOBEUHATHCS APYT C APYrom, oOpasys B
3aBHCHUMOCTH OT YCIIOBUH MOJIEKYJISIPHBIE MOHO- U OHCIIOM, KOTOPHIE B CBOIO
ouyepelb MOTYT 3aMbIKaThCs ¢ 00pa30BaHUEM C(PEpUUYECKUX CTPYKTYpP (MHILIEILIbI,
JIUTIOCOMBI). DTO CBOMCTBO camoopranuzanuu ¢GochaTUaoB JEKUT B OCHOBE
oOpa3oBaHUs OMOJIOTMYECKUX MEMOpaH U JIUTIOMPOTEUHOB.

6.4.2.4. buogornueckasi poJb

a) Dochoaunuibl _BbINOJHAKT _CTPYKTYPHYIO _dyHkumuw. Dochatuabt
SBIISIIOTCS  00SI3aTENIbHBIM KOMITOHEHTOM BCEX TUIa3MAaTHYECKUX MeMOpaH W
MeMOpaH KJIETOYHBIX OpraHeil (MUTOXOHAPUH, siapa, JU30COM U Ap.). bymyuu
amMm(puprIbHBIMU coeMHEHUsAMH, GochaTuapl 00pa3yloT B HHUX JIMIKAIHBIN
“oucmoit” — rtuapoOOHBIE XBOCTBHI pacloiaraloTcs BHYTPH MeMOpaHbI, a

rUIpO(UIBHBIE TOJIOBKH — CHAPYXH.
dochomunuasl 00€CIeUnBAIOT SJACTUYHOCTh MEMOpaH, YTO TO3BOJISIET
KJIETKE OCYIIECTBISATh Takue (PYHKIMHM KaK DSHJOLMTO3, OJarompusTCTBYIOT
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JEJICHUIO KJIETKHA, WIPAOT BAXHYK) POJIb B OCYUIECTBICHHH  TPaHCHOPTA
MeTaboIMTOB dYepe3 MemOpany. Hammume nBOWHBIX CBsi3el 00ycCIIOBIMBaET
TEKY4eCTh MEMOpaHbI, YTO CIOCOOCTBYET MHUTPAIMUN PEIENTOPOB U TOHUCKY
UMHU CHEIU(DUIECKUX PETYISTOPOB.

0) Pochoanunuibl OKa3bIBAKT BJIHAHHE  HAa 00MEH X0J1eCTEePUHA :
MOBBIIIAIOT €r0 PacTBOPUMOCTh M, BXoas B coctraB JIIIBII, cnocoOcTByrOT
MIEPEHOCY €ro B IEYEHb M IMPEBPAIICHUIO B JKEJIYHbIE KHUCIOTHL. Takum
o0pa3oM, Mpu JIOCTaTOYHOM COJIep)KaHUN (POCPOTUTUIOB B KPOBH CO3/IAIOTCS
HamOoJiee  OnarompusiTHbIE  YCJIOBUSL JUIsi  TpaHCHOpPTa  XOJecTepuHa |
nojaJiepkaHusi  cOaTaHCHUPOBAHHOCTH  MPOIIECCOB €ro  CHHTE3a W pacraja.
ITooTomy B 1a00OpaTOpHOM KIMHHYECKOM IPAKTHKE ONPEIEIAIOT
}xoneCTepHHOBHﬁ KOBCI)CI)I/IHI/I@HT‘ (B HOpPME OKOJO €AWHMIIbI), YMEHBIICHUE
KOTOPOT'O CBUJIETEILCTBYET O PUCKE 3a00JI€BaHUsI aTEPOCKIEPO30M.

B) Dochoaunuabl 00J2Ja10T JHIOOTPONHBLIM JAEHCTBHEM, TakK Kak
npenarcTByOT cuHTe3y TAI' B KieTKax MEYEeHW U MPEIyNnpexaatoT €€ KUPOBYIO
UHOUIBTPAIHIO.

6.4.2.5. buocunres pochoannuios

Haubosee MHTEHCUBHO NPOTEKAET B IIEUEHU, CTEHKE KUIICYHHUKA, MOJIOYHON
JkKele3e U Apyrux TkaHsAxX. OH HAaYMHAETCS C TEX K€ ITAnoB, yTo U cuHTe3 TAIL
(cMm. cTp.92). AKTUBHUPOBAHHBIN TIUIEPUH (B Bue raumepodocdara) coequHsIeTCs
C JABYMsS aKTHUBUPOBAHHBIMU OCTaTKaMU JKUPHBIX KHUCIOT C 0OOpa3oBaHHUEM
dochaTtuaHO KUCTOTHI, KOTOpas Aedochopuwiupyercs A0 IUAlWITIMLIEpPUHA.
[locneqnuii B3aMMOJEUCTBYET € MOJEKYJIOM AKTHBUPOBAHHOTO XOJIMHA WIH
ATaHOJIAMHUHA.

AKTHBaLUs a30TUCTBIX OCHOBaHUM OCyIIECTBISIETCS C ydacTueM ATD wu
T.

XOJIUH dbochoxonuH
+ ATO —>AHD+
ATaHOJaMUH dbochorTanonamMuH
dbochoxonun HD~xonuH
+ [[TD 4H4P267> -
dbocdhorTanoaMuH A®P->TaHOIaMUH
HAP~xonuH dbochaTuauIxonux
+ TUanIrInLIepyuH —>
H®P->TaHONnaMuH w dbochaTuauITaHOTAMIH
[IM®

Bo3mosken Takxke pyroit myTh cuHTe3a (HochaTUIUIXOIMHA TTyTeM TIepeHoca
METHUJIBHBIX ~ TPYNI ~ OT TPEeX  MOJEKYI S-aneHo3MIMETHOHMHA  Ha
dbochaTuamdTAaHOIAMIH.
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13 dochatuaumsTaHoIaMIHA IPU B3aUMOJICHCTBAN C CEPUHOM B IPUCYTCTBUU
noHoB Ca obOpa3zyercs u Tpetuit hocharun — pochaTuanicepux.

B3anMocBs3b, cuHTE3a pa3nnyHbX (GochaTHI0B MOXKHO MPEACTABUTH B BUIC
cxeMsl (puc.48).

rmanepodocdat| + farmn- CoAl

(bocharnanas kucord

yH3PO, ania-CoA
parpITInIepuH| > TPHALHITIHIEPHH

AP~ AP~

3TAHOJI- XOJIMH

aMHUH
| pochaTramn- > | pochaTuami-
ATaHOJAMHUH S~ageHo3Ws | XONWH
METHOHUH

0O, g_:eplxm
STaHOJaMUH
____bocharnanicepu

Puc.48. Bzaumocesse cunmesa enuyepoghocgorunuoos u TAI

CJIGIIOB&TGHBHO, B OpraHu3M< BO3MOZKHBI B3aMMOIIPCBPAIICHUA OTACIBHBIX
(bOC(bOJ'II/IHI/II[OB, O6GCH€‘-II/IBaIOHIHC TKaHH B Hy}I(HBIfI MOMCHT HCO6XOIII/IMI)IMI/I JIIA
HUX COCOANHCHUSAMMU.

6.4.2.6. JIMIOTPONHLIE BeIIeCTBA

OOmHOCTP HaYaNbHBIX ATanoB OuocuHTe3a Qocomunuaos u TATD
MO3BOJIIET OOBACHUTH JIMIIOTPOITHOE ACHCTBUE 3TUX COCTUHEHUI.

BemecrBa, cnocodcrByomue 6mocunTe3y GocdoaunuioB B Ne4eH U, TeM
CaMbIM, IPEAOTBPAIIAIOIIME €€ )KUPOBYI0 MHQUIbTPALUIO MOJYYHIH
Ha3BaHUe JHUIOTPONHBIX BelEeCTB

K HUM oTHOCSTCS:

- JIOHOPBI METWJIbHBIX TPYNN (METUOHUH, COACPKAUIUICS B COCTaBEe Ka3eMHOTeHa
— OCHOBHOTO 0eJIKa MOJIOKA ¥ MOJIOYHBIX MIPOAYKTOB, BUTAMHH Bis);

- KodepmeHTbl MeTuaTpancdepas (BUTamMuH Bi,, TeTparuapodosmeBas KuciaoTa);

- a30THUCTbIE OCHOBAHMS (XOJIUH, ’TAHOJAMUH);

- aMHMHOKHCIIOTHI (CEpUH, TIUIINH);

42




[Ipu HapymieHUn CHHTE3a XOJWHA WIM MPHU JUIUTEIHHOM €ro HEIOCTATKE B
nuiie (Kak 1 MEeTHOHUHA) CHUHTE3 (HOCHOTUNUAOB 3aTOPMAKHUBACTCS U B MEUCHU
HakammBatoTcss TAI', conepkaHue KOTOpbIX MOXKeT noctudb 45% ( B pacuere Ha
CyXyI0 Maccy) BMecTo 7-14% B HOpMe— pa3BUBaeTCs KUPOBask HHPUIbTPAIHSI.

6.4.2.7.Pacnan pocharuion

OH npoTeKaeT NMpu y4acTHUH OJHHMX U TeX k€ (PePMEHTOB KaK B KEITYJOUHO-
KHUILIIEYHOM TPAKTEe, TaK U B TKAHSX.

[lox BmusiHMeM docdonunassl A, OT MOJEKYIbl OTIHICIUIAETCS OCTaTOK
’KUPHON KUCIIOTHI BO BTOPOM MOJIOKEHUH; IPU 3TOM oOpa3zyeTcs au3odocdatus (B
YaCTHOCTH, JU30JCHHUTHH), 00Jadal0MNUi TOKCHYSCKMMU CBOMCTBaMH (CIOCOOCH
BBI3BIBAaTh TeMoau3). OmHako mu3odochaTiapl He HAKAIUIMBAIOTCS B OpTraHu3Me, a
MOJBEPTraloTCs JEUCTBUIO chaeayromero depmenTa — docdommmasel  Aj,
OTHICIUISIFOIIE BTOPOM OCTAaTOK >KUPHOW KHUCIOTHL. JlanbHenmias perpamganus
MOJIEKYJIBI OcyIecTBisieTcs npu ydactun pochommmnasz C u J1 (puc.49).

‘ﬂ)OC(l)aTI/IIl}/IJIXOJII/IH‘
R, COOH ‘\/lq)oc@ommzma
A,
Lﬂmo«boccbaTnzmnxo.]mH‘
R; COOH <_/l docdonmmaza
Ay
‘FJII/IHepI/IJI(l)OC(l)Opl/IJIXOJIHH‘
TIHIEpUH <«— _—% ¢ocdomumaza C
\(bocc])oggonnn\
H3PO, < dbocdonumaza /|

Puc.49. Cxema pacnaoa ¢pocchamuounxonuna
AkTHuBHasg Qocdonumnaza A, COOEPKUTCS B 1€ HEKOTOPBIX 3Mel (koOpsbl). [Ipu

YKYyCC 3MCI>1, CKOPIIMOHOB, ITYCJI B OPraHu3ME 4YCJIIOBCKAa PC3KO IMOBLIIIACTCA
KOHOCHTPAaOUWA JIU30JICIIUTHHA.

6.4.3. IlepexkncHoe OKHCJIECHUE JUITHI0B

OkucieHne  KHCJIOPOAOM  NMOJHMHEHACBIIIEHHBIX KUPHOKHMCJIOTHBIX
ocTaTKOB (ochounuaoB OHOJIOrMYECKHUX MeMOpaH IOJY4YHJI0 HA3BaHHUE
nepekucHoro okucjaenus sunuaos (ITOJI)

Temn IIOJI yBenumuuBaeTrcss C BO3pACTAHMEM YHCIIA JBOWHBIX CBSI3€U B
MOJIEKYJIaX KUCIOT U HOCUT LIEMTHOM XapakTep.

[lepexkncHoe OKHUCIIEHUE JTUITU0B OTHOCUTCA K OJJHOMY U3 OCHOBHBIX THUIIOB
OKHCIIUTENIbHBIX peakluuil (CM. 4acTh 1, riaBy 4) U UHUIUUPYETCS CYIIEPOKCUTHBIM
(O,), runpokcunbibiM (OH) 1 nepokcugnbiM (O;) KUCTOPOJHBIMU pajMKaiaMH,
00pa3yOIKUMHUCS TPU OJHOAIEKTPOHHOM BOCCTAHOBJIEHUU KHUCIOPO/Ia.
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I[IOJI — mpouecc, MOCTOSHHO MPOTEKAIOIIMKA B Pa3IMYHBIX KIETKAX MU
TKaHix. Ero 3HaueHue ompenensercs TeM, 4YTO NpPU STOM OCYIIECTBISETCS
perynanus MPOHUIIAEMOCTH MeMOpaH, oOecreurBaeTcs UX OOHOBJIEHHE, YTO
0COOCHHO Ba)KHO MPU MOJTOTOBKE KIETKHU K JCIICHUIO.

B nponecce I10JI obpazyeTcs psin npoayKTOB, 001aJal0IUX TOKCUYECKUMU
CBOMCTBAMM; K HUM OTHOCSITCSI:

- ROOH —nmunonepekucu;
- R - cBOOGOAHBIC paguKabL;

- Hy0y;
- MaJIOHOBBIM IMAIBIACTU/I, ABJISIOMIMNACSI KOHEUHBIM TpoaykToM [TOJI.
Jlumonepekucn - HEYCTOWYMBBIE COCIUHEHHS, MOTYT pa3pylaTbCs

He(DepMEHTATUBHBIM ITyTEM C OOpa30BaHWEM CBOOOIHBIX PaAIUKAIOB, KOTOPHIE
0OyCJIOBITMBAIOT IIEMHOW JIABHHOOOPA3HBIM XapaKTep MOCICAYIOIIETO OKUCICHUS
no manoHoBoro auanbaeruaa (MJIA). Ilocnennuii nerko B3auMOJEHCTBYET C
OeKkaMu, U3MEHSS UX (PYHKIIMOHAIBHYIO aKTUBHOCTh, YTO HAPANY C JECTPYKIIHUEH
MeMOpaH KJIETOK BCIEJCTBUE OKUCICHHUS (POCHONIUIUIOB B KOHEUHOM HTOTE
MPUBOJUT K CHIKEHUIO (PYHKIIMOHAIBHOM aKTUBHOCTH KJIETOK U TKaHEH.

Onnako B HOpMe uHTeHCUBHOCTH [1OJI noanepkuBaeTcs Ha ONpeIeICHHOM
MIOCTOSSHHOM YPOBHE, H€ NPHUBOJS K MATOJOTMYECKUM MOCIECACTBUSIM. OTOMY
CrocoOCTBYEeT aHTHOKCHAaHTHaA cuctema (AOC).

6.4.3.1. AHTHOKCHIAHTHAS CHCTEMA

Kommnonentsl AOC orpannunBarot uHTeHcMBHOCTH [1OJI, nmpepsiBas ero
LHEHHOM XapaKTep, a TAKKe CBA3BIBAIOT U 00€3BPE:KUBAKOT NMPOAYKTHI
MEePOKCHIALMH

K AOC otHOcATCH:
- (epMeHTHI:

-CYNEepOKCUAANCMYTa3a, KOTOpas CBS3BIBAET M pPa3pylIaeT CYNEPOKCHIHbIC
AHUOHBI, THULIMUPYIOILIHUE MEPEKUCHOE OKUCICHUE

CYIIEPOKCUI-
0, + 0, +2H" > H,0,
IHACMyTa3a
-KaTajnas3a, pa3pyuaromas o0pa3oBaBIIMiiCsI MEPOKCH]T BOAOPOIA
KaTtajia3a
2 H,0, >2 H,0 + O,

-TJIyTaTUOHTIEPOKCHUIAa3a, KOTOpas ¢ ydacTueM riyratnona —SH paspyinaer
MEPEKUCH JTUTUI0B

2 rnyraruon — SH

Ty TaTHOHIIEPOKCHU/Ia3a TITyTaTHOHPETyKTa3a
ROOH HAJI®H,
ROH, HAJID
H,O
lrmy— S-S -y
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OxucneHHbIH TpH  O00E3BPEKUBAHUU TMEPEKUCH JIMIHUIOB TIIYyTaTHUOH
BoccTaHaBnuBaerca 3a cuer HAJI®PH,, renepupyeMoro B xo/e OKUCIUTEIbHOU
CTaIMM AIIOTOMUYECKOT0 OKUCIIEHHSI TTIIOKO3BI;

- CeJIeH, KOTOPBI BXOJUT B COCTAB ITyTATHOHIIEPOKCUIA3BI;
- TOPMOHBI: 3CTPOTEHBI, AIPEHATINH, THPOKCHH;
- Buramunbl E, C, A, P.

OnHuM U3 OCHOBHBIX KOMIIOHEHTOB AHTHMOKCUIAHTHOW CHCTEMBI SIBIISCTCSA

BUTaMUH E
6.4.3.2. Buramun E
(Toxodepo.r)

W3BecTHO 7 MpUPOTHBIX COCTUHEHHH, 001 al0NMX aKTUBHOCTHIO BUTAMHUHA
E (a-, B-, y-, 0-Toxodepomnst u (o.-, B-, Y-TOKOTPUEHOJIIBI).

CTpyKTYpa U CBOMCTBA.

B ocHOBE CTPYKTypbl BCEX JTMX COCIMHEHUW JIEKHAT AApO TOKoJa. B
MOJIEKyJIE TOKO(EeposoB R-mpenenbHOE coeluHEHue, coaepxkaiiee 16 aToMoB
yriaepoaa, a y TOKOTpUEHOJIOB OokoBoil paaukan (R) comepkuT Tpu IBOMHBIX
CBSI3U (M30NPEHOUAHYIO OOKOBYIO 1I€Tib). Pa3nuuHble U30Mepbl OTIANYAIOTCS YT
OT Apyra 4UCIOM M PAacCHOJOKEHHUEM METUJIBHBIX TPYII B OCH30JIbHOM KOJIbLIE.
Haunbosiee axkTUBHBIM M3 HHUX SBIETCS OL-TOKO(QEPOJ, COIepKalluid Tpu
METWIBHBIX TPYIIIBI B 5, 7 U 8 MOJOKEHUSIX.

CH;
HO CH; CH; CH;
(CHp)3 — JH — (CHy)3 — éH — (CHy); CH — CH3
CH;
CHj
Butamun E — OecuBeTHas MacisHUCTash >KHUJIKOCTh, yCTOWMYMBasg K

HarpeBaHMIo, HO paspymaromascsa nox aerncresuem LDJL.

HcTounnku Butamuia E 1 moTrpeOHOCTD

Butamua E mupoko pacnpocTpaHeH B NOPUPOJE: COAEPKUTCA B
PACTUTENBHBIX Macjax, CEMEHaX 3J1aKOB, MSCE, SMYHOM JKEJITKE, CIMBOYHOM
MacJe, Kalycre, cajare.

Cyrouynass moTpeOHOCT, B BuUTamMHMHe E TOYHO He omnpeaeneHa: oHa
COCTaBJISICT IO Pa3HbIM JaHHBIM OT 5 710 30 MT; MOBBIMIAETCS MOTPEOHOCTH MPHU
OCpEeMEHHOCTH, YBEIIMUYCHUH IMOCTYIJICHUS B OPTaHU3M HEHACHIIICHHBIX JKUPHBIX
KHCJIOT, HEJJOCTaTKe OeJIKa.

buoJjornyeckasi pojb
Touku pusIoKeHUs AeHCTBU BUTaMHHA E B KileTKe — MeMOpaHbI U SpO.
Buramus E:
1)  sABJASETCS OCHOBHBIM AHTHOKCHIAHTOM, CTAOUIM3UPYET KICTOYHBIC
U CyOKJeTOYHbIE MeMOpaHbl, TMpeaoXpaHssi OT  OKHUCJICHUs
IOJIMHEHACHILLIEHHBIE )XUPHbIEC KUCIIOTHI;
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2) TOPMO3HT __ CBOOOIHO-PATHMKAJbHbIE _ MPOIECCHl _ OKHMCJIEHH,
npephiBas UX LEMHOM XapakTep Oiaroaapsi IEpeHOCy aTomMa BOoJ0poa
¢ OH-rpynmei, BXOASIIEH B €ro cocTaB, Ha OOpa3yIOIMUNUCS B XOJ€
OKHUCIICHUS IEPOKCUHBIN paiuKal, CBA3bIBas €ro:

ROO + TocOH — 3 ROOH + TocO

MEPOKCUAHBIN TOoKO(Eepon

panukan

OOpazoBaBmmiics npu 3ToM TocO He SBISETCS TOKCUYECKUM, OH 3aTEM
CBSI3bIBAETCS B IIEUEHU C IIIIOKYPOHOBOW KHUCJIOTOM U BBIAEISAETCS U3 OpraHu3Ma.

3) yuyacTByeT B _0oOMEHe ceJieHa, KOTOPBIA BXOJUT B COCTaB
[IyTaTUOHIEPOKCHUIA3bl, Pa3pyIlIaAOIIEl IEPEKUCH JTUITUI0B

4)  3alMIIAeT _OT OKHCJIEHHSl BHTAMHH A B (HOTOpEUIEnTOPHBIX
MeMOpaHax;

5) akTuBHpYeT cuHTe3 ()epMEHTOB, YYAaCTBYIOIIUX B 0OOpa30BaHUU
rema,

6) HMHrUOMpPYET CHHTE3 X0JIeCTEPHHA.

IIposiBjieHHs] HEAOCTATOYHOCTH.
Haubosnee momHo HeoCTaTOYHOCTH BUTaMUHA E mM3ydeHa B SKCIIepUMEHTaX
Ha KUBOTHBIX. OCHOBHBIMH €€ MPOSBICHUSIMU SIBIISTFOTCSL:

- [JereHepaTHBHbIe HM3MEHEHHS PeNpPOIYKTHBHBIX OPraHOB: y CaMOK
nopakaercs ~ IUIalleHTa,  OEpeMEHHOCTb  NPEpPBIBACTCA,  ILUIOJ
paccachIBaeTCs; y CaMIlOB MPOUCXOTUT aTpousi TOJOBBIX Keles,
NPUBOASIIAS K CTCPUIBHOCTH. DTH U3MEHEHHS OOYCJIOBICHBI TEM, YTO
HapyleHUusT MEMOpPaHHBIX CTPYKTYp HauOoJiee CUIIbHO OTpa)XaroTcs Ha
(YHKIIMU TIOJIOBBIX KJIETOK W 3MOPHUOHATBHBIX TKAHEH HAXOMSIIMXCS B
COCTOSIHUM WHTEHCUBHOTO MHTO3a. [loaTomMy ButamuH E u ObuT Ha3BaH
TokodeposioMm (tokos-motomcTBO, phero-uecy);

- MbllleYHble JAUCTPOGUM: B MBIIIAX ITOHIKACTCS COJICpKAHUE
kpeatuHdocdara, mMuo3uHa, kaausi, MarHus U Qocdopa. CrnencrBuem
U3MEHEHHI MBI SBISIETCS PE3KOe OTrPaHHYCHHE TOABMKHOCTH
YKUBOTHBIX, MHOT/Ia Mape3bl U TTapaTuyH.

VY yenoBeka HEIOCTATOYHOCTh BUTaMUHa E mpakTudecku He BCTpeyaeTcs.

6.4.3.Chuaroannuanl

ChuHronunuasl OTIMYAIOTCS OT TIHMLEPOPOCHOIUNUIOB TEM, YTO B HX
COCTaB BMECTO IJIMIIEPUHA BXOIUT HEMpeAeSbHbI aMUHOCHUPT — C(UHTO3UH,
coaepkauui 18 yriepoHbIX aTOMOB.

CH; — (CHp);,— CH=CH — ‘CH _ TZH — CH,OH
OH NH,
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Bce chunromumuapl gemsTcs Ha 2 TPyNmbl:  COUHTOMHDIIUHBI |
TJIMKOJIUTTABI.
6.4.3.1.ChbMHTOMHUIJINHBI

COZIEPKAT B CBOEM COCTaBe C()MHIO3MH, OCTATKH KUPHOM ¥ (POCHOPHOM KUCIOT U
a30THUCTOE OCHOBaHHE (YaIlle BCErO XOJIHUH).
O y
CH3z - (CHy);, — CH=CH — CH — CH — CH,0P — O — xoauH
O_ o
OH NH-C-R

OHu comepxaT TIOJSIPHYIO TOJIOBKY, TMPEIACTaBICHHYI) OCTaTKaMu
dbochopHON KHCIOTBI W XOJWHA, W JIBa HEMOJSIPHBIX XBOCTa (paJHUKaIIbI
Cc(hUHTO3WHA U YKUPHOU KHUCIIOTHI).

OcHoBHas (¢yHKIUA — cTpyKTypHas. COUHTOMUAIMHBI BXOJSIT B COCTaB
MeMOpaH (TJIaBHBIM 00pa30M B HEPBHBIX KJIETKAX).

6.4.3.2. THKOJIUITNILI

[ MUKOMUTIUARI  TIPEACTABISIIOT  COOOM  CIIOKHBIC — YTIICBOM-JIAITHAIHBIC
KOMIUTeKChl. OHM MOApa3IeSIOTCs Ha TP Kiacca — HepeOpO3nIbl, TAaHTITHO3HU Bl U
cynbdaTubl (epedpo3ucyabdarsl).

6.4.3.2.1. Ilepedpo3udbr COCTOAT W3 OCTAaTKOB CQUHIO3MHA, >KUPHON
KHCJIOTBI ¥ T€KCO3bI (00bIUHO-/[-ranmakTo3sl). JKupHas KUCIOTa NPUCOEAUHSIETCS K
aMUHOIpyIIe crnupTa ¢ oopasoBaHueM N—aluIbHOTO MPOU3BOJHOIO — LIEpaMHa,
a OCTaTOK TajakTo3bl — K THJIPOKCWIBbHOM rpynne c¢unrosuHa. llostomy
epeOpo3uIbl MOKHO pacCMaTpUBaTh KaK TIIMKO3MILIEpaMUIbI.

(dunrosun - |O - rekcosa

NH

O=C-R

OCTAaTOK KUPHOU KUCIIOTHI

Hepamun
[lepeOpo3uabl OTAMYAIOTCS JPYr OT Jpyra OCTaTKaMH >KUPHBIX KHUCIOT.
Cpenu HuX HanboJjiee 4acTO BCTPEUAIOTCS KUCIOTHI, COCTOSIIME M3 24 aTOMOB
yriiepoga — JIMTHOIMPHUHOBAsS, HEPBOHOBAs U IepeOPOHOBAs, B COOTBETCTBUU C
KOTOPBIMH BBIACIISIOT KEPa3UHbI, HEPBOHBI U IIEPEOPOHEI.

6.4.3.2.2. T'an2nuo3udbl OTIMYAIOTCS OT 1EepeOpO3UIOB  OOIBIINM
KOJIMYECTBOM YTJIEBOJIHBIX OCTaTKOB (710 20-30), a Takke TeM, 4YTO B UX COCTaB,
Kak mpaBuiio, BXxoguT N-anerunHeripaMrHoOBasi (CMaioBasi) KUCI0Ta, 3aHUMAIOIIAst
KOHEUYHOE TMOJ0KEHUE B MOJIEKYJIE.
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Ccunrozun - O - onMrocaxapuj —CHaJIoBas KUCJIOTa

i
O0=C-R - OCTATOK KHUPHOM KHCIIOTHI
1epaMu/I
6.4.3.2.3. Ilepedpozudcyrbhambt - TIPOU3BOJIHBIC IIEpPeOPO3UIOB -

XapaKTEepU3yIOTCsl HAJIMYUEM OCTaTKa CEpPHOM KHCIOTHI, MPUCOECTUHEHHOTO K
TPEThEMY YTIEPOJHOMY aTOMY Tekco3bl. X copepkaHue B MO3re HAMHOTO HMKE,
4yeM 11epeOpo3uI0B.

6.4.3.2.4. Pacnpocmpanenue 6 op2anuzme u 0uo102ueckasn pojib

XapakTepHOl 0COOEHHOCTBIO TJIMKOJIMIIUIOB, TaK K€ Kak U gocdaTuaos,
apigercss ux ampuuibHOCTh. ['MApo(OOHBI KOHEL MOJIEKYJIbl COCTaBJISIOT
YTIEBOJAOPOJHBIC PAIUKAIbl JKHUPHBIX KHCIOT W C(OUHTO3WHA: OH 3aHUMET
OOJIBIIIYI0O YacTh JUIMHBI MOJIeKYNbl (10 %4). T'uapodusibHas roJioBKa
TJIMKOJUITMIOB IIPEACTABICHA YTIIEBOJIHONW YaCThIO MOJIEKYIBI. BenencrBue cBoen
aM(PpubUIBHOCTA TIUKOJUIIKUIBI B BOJAHOM cpele Tak ke, kKak u (ochomumnuibl,
o0pa3yloT MUIEIUIb: TUAPOGOOHBIE YaCTU BBITECHSIIOTCS M3 BOJHON cpeabl U
B3aMMOJICUCTBYIOT JIpyr C JPYroMm, a TUAPOPUIbHBIE YacCTH KOHTAKTHUPYIOT C
BOZIOM U THApatupyroTcs. [loaToMy 3TU coeAMHEHUS B OCHOBHOM BBIMIOJHSIIOT
CTPYKTYPHYI0 (YHKIIUIO — BXOJAT B COCTaB OMOJOTMYECKHUX MEeMOpaH, 00pa3ys
OMMOJNIEKYIISIPHBIN CI0M Hapsay ¢ hochonunumaamu.

Oco0EHHO BEIHMKO COJEp)KAHWE TIMKOJMINIAOB B MEMOpaHax HEPBHBIX
KJIETOK (B MMAIMHOBON oOonouke). Llepebposunsl u  1epedpo3uacyibdars
coJiep KaTcsl B OCHOBHOM B OCJIOM BEIIIECTBE TOJIOBHOTO MO3Ta; TaHTJIMO3HUIBI — B
CEpOM W COCPEIOTOYCHBI TJIABHBIM OOpa30M B TIUIa3MaTHYECKUX MeMOpaHax
HEPBHBIX W TIHANTBHBIX KJIETOK. [[OMHMO 3TOTO TJIMKOJWIHILI COACPIKATCA B
cocTaBe MeMOpaH W JIPyruX KIETOK, B YaCTHOCTH, T'E€MaTOIMTOB, CIUICHOIIUTOB,
SPUTPOIUTOB H JIP.

[ToMmuMO CTPYKTYpHOU (DYHKIMH TIMKOJHMIHIBI WTPAIOT BAKHYIO POJIb B
mpoliieccax, MPOTEKAIOIMUX B HEPBHBIX KIETKaX. 3a CYET OCTATKOB CHUAJIOBBIX
KHUCIIOT OHHM CO3JaI0T OTPHUIIATENIbHBIN 3apsii MEMOPAHBI, CBSI3bIBAIOT HOHBI HATPHS
U Kaig U TakuM o0pa3oM H3MEHSIOT UX paclpeneseHue B MO3TOBOM TKaHHU.
CrocoOHBI TaK)Ke 00paTUMO CBS3bIBATh M HOHBI KAJIBITHSI.

[MuKOMUIIUABL OMPENENSTIOT MEXKKIETOUYHbIE B3aWMOJCHCTBUS, MPOILIECCHI
muhPepeHIUPOBKH  HEPBHBIX  KJIETOK, BOCCTAHABJIMBAIOT  DJECKTPUUYECKYIO
BO30YJIMMOCTH TOJIOBHOTO MO3T'a, BEITIOJHSIOT PELENTOPHYIO (DYHKITHIO, CBSA3BIBAS
HEHpPOMEIUaTopbl, BUPYChl, TOKCHHBI (B YAaCTHOCTH, CTOJIOHSAYHBIN). Bce 3T0
XapaKTEPHU3yeT UX BAKHYIO POJIb B (DYHKIIMOHUPOBAHUN HEPBHOM CHCTEMBI.

6.4.3.2.5. Hapywienus oomena 2iuKoaunuooe
[ TUKOMUTIUABI TTOCTOSTHHO OOHOBJISIFOTCS: PacIia] MX OCYIISCTBIISETCS TPH
ydqacTud crenuduuecknx TIWKo3uaa3 (1epedpo3nia3 Wiau TeKCOAMUHHIIA3),
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OTIIETUISIONINX OCTATKH CHAJIOBBIX KUCIOT. [Ipn HacneaCcTBEHHBIX 3a00JE€BaHUSX,
CBSI3aHHBIX C HAPYIIEHUEM CHHTE3a 3TUX (DEPMEHTOB, COJEPKaHNE TIIMKOIUITUIOB
B OpraHax pe3KO YyBEIMYUBACTCS U BO3HMKAIOT TaK Ha3bIBA€MbIC JIMIH]IO3bI,
OTHOCSIIHECS K Oosie3HsiM HakoruieHus. Haubonee pacnpocTpaHeHHBIMU
JIUITHAA03aMHU ABJISIOTCS 00J1e3Hb ['ome u 6onesns Teii-Cakca.

boae3nb I'ome xapakTepuszyeTrcsi pPE3KUM YBEIWUYCHUEM COJIepKaHUs
1epeOpo3u 0B B TMEUEHH U celie3eHke (10 6% Macchl opraHa). XapaKTepHbI
BBIPAKCHHAS TE€NAaTO- U CIUICHOMETalus, JOCTUTAIOIIME 3HAYUTEILHON CTEICHU.
[TopaxkaroTcst Tak)K€ KOCTHBIM MO3T, IOYKH, PA3BUBACTCS aHEMHUS.

boae3snb  Teii-Cakca —  ceMmeillHas  amMaBpOTHYeCKass  MIUOTHS,
XapaKTEePHU3yeTcsl HapylieHneM oOMeHa TaHTIno3uA0B. OCHOBHBIM CHMIITOMOM
ABJISICTCS TOPAXKEHHUE 3PUTEIBHOTO HEPBA, IMPUBOAAIIEE K IIOJHOW CJEINOTEe, a
Tak)ke TMporpeccupytomee ciraboymue. Habmromaercs mepepokaeHue ceTdyaTou
CyOCTaHIIMM TOJIOBHOTO MO3Ta: KJIETKH TOJOBHOTO MO3ra TEPETOTHSIIOTCS
TaHTJIMO3UaMU, HACTYNAeT JAEMUAIMHU3AIMS HEPBHBIX BOJIOKOH, MpoJsddeparius
TJIMO3HBIX JIEMEHTOB.

Otu 3a005€BaHUsl BCTPEUAIOTCS HE YACTO, MPOTHO3 MX HEOIAronpHUsTHBIN:
OOJIbHBIC IETH YMHUPAIOT K KOHITY BTOPOTO — Hadaly TPEThEro I'ojia KU3HHU.

6.5.JIMINOINNPOTENHLI I1JIAZMbI KPOBHU

Jlunonporenns! (JIII) — cioxxHbie OETKHU, B COCTaB MPOCTETUYECKON TPy
KOTOPBIX BXOJAT JIUIUBI.

‘OCHOBHaSI ¢pyuxkums JII — TpaHCH()pTHaH‘

KauecTBeHHBINI COCTaB MPOCTETHMYECKON TPYOIBI OJHOPOJECH M BKIIIOYAECT
TAT, dochomumunel, xonectepud Hedctepudunupoanusiii (HOXC) wu
aupocszanapiii  (OXC). OnHAKO COOTHOIIEHHWE OTICIbHBIX  JIMITHIHBIX
KOMIIOHEHTOB B pa3inuHbIX kjaccax JIIT ornuuaercs apyr ot apyra.

beakoBasi yacts JIII nonyunna HazBaHue anonumonporenHa. B HacTosee
BpeMs BBIJICJICHO HECKOJIbKO (0kojo 10)  OTHEenbHBIX  amOJUTMIONPOTEHHOB,
o003HauaeMbIX OyKBaMM JIATHHCKOTO ayidaBuTa, CTPYKTypa U KOHIICHTPALIUS
KOTOPBIX B KPOBU HAXOJUTCS TOJI TEHETUUECKUM KOHTPOJIEM.

OcHoBHbIE GYHKIIUU ANIQJIUIIONIPOTEHHOB:
- o0ecnmeyeHHe TPAHCIIOPTA JHUIIHIOB B TOKe KPOBHM OT MeCTa X OMOCHHTE3a
K KJIeTKaM nepugepudecKuX TKAHEH;
- BBINOJHEHHe (PYHKUMH JUrasaos Bo B3aumopencrsuu JIII  co
cnenupuYecKMMH pelenToOpaMM Ha KJIeTOYHbIX MeMOpaHax;
- yyacTue B PperyJsiiud AaKTHBHOCTH (EepMEHTOB JHMIHUIHOIO OO0OMeHa
(JIXAT, JILJI u ap.)

6.5.1. MakpocTpyKTYypa
Bce mmnonpoTrenHbl MOCTPOEHBI IO €IMHOM cxeMme. Mosekyina uMmeer
chepuueckyto popmy. B ientpe e€ pacnonaraercs ruipo@oOHOe Sapo, KOTOPOE B
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ocHoBHOM cocTouT u3 TAI' u OKC, a Ha TOBEepXHOCTU HAXOIATCSA (HOCHOTUITHIBI
u Oenku, KIATopble (OPMUPYIOT MOBEPXHOCTHBIN ruApodUIbHBIN cioil (puc. 51).

HOXC B HEOONBIIOM KOMMYECTBE BXOAUT B COCTaB siipa, a OONbIIAs €ro
4acTh PAacIoyiaraeTcsi B HapY)KHOM CJIOE, YTO 00JierdaeT BO3MOXKHOCTH IEpexo/ia
H3XC u3 cocraa ognoro JIII B gpyrue.

6.5.2. Knaccupukanus
CymiecTByeT  HECKOJBKO  MPHUHIIMIIOB,  TIOJOKEHHBIX B OCHOBY
knaccudukarnmu JIIT.

a) HambOonee mmpokoe pacmpocTtpaHeHne nonydwia kiaccupukamus JII,
OCHOBaHHAas Ha PA3JIMYUH UX MIOTHOCTHU, KOTOPAsl B CBOIO OYepeb 3aBUCHUT OT
COOTHOUICHHS JTUMUAHBIX KOMIIOHEHTOB M OenkoB. Uem Oobllie copepikaHue
JUTUAJIOB, TeM Hmke IuioTHocTh JIII u HaobopoT. B coorBeTcTBHM ¢ 3TOMU
kiaccudukanuent JII1 pazaenstorces Ha:

- XHJIOMHUKPOHBI,
- JITII ouennb Hu3koii miaornoctu (JIIIOHII),

- JITII nu3koit muornoctu (JIITHIT),

- JIII BoIcOKOiI muioTHOCTH (JITIBIT)

- KOMILIEKC AJIbOYMUHOB € KUPHBIMH KHCJI0TAMU

b) B ocHoBy paznenenus JII1 Ha a-, B-, ipe B- 1 Y- ppakIuK MOJTOKEHO pa3TUIHC
BEJIMYMHBl HUX OJJIEKTPUYECKOTO 3apsijia, OOYCIOBIMBAIOIIEE  HEOJUHAKOBYIO
ckopocTb nepenprkenus JII1 B anekTpruyeckom mnoiie.

[loMuMoO 3TOro CymIECTBYIOT KJIacCHU(PUKAUUKA JUIONPOTEUHOB IO
pa3IMYHOM CKOpPOCTH WX (uioTauMyd TpH  yIbTPAUEHTPU(YTHPOBAHUU, TIO
XapaKTepy anoJIMIONPOTENHOB U AP.

6.5.3. Metoasbl pa3jejieHus

5.3.1. Meroa _yabrpaneHtpudyrupoBanus. Ilpu ynbTpaneHTpupoBaHUU
CBIBOPOTKHU KPOBHU B TUIOTHBIX pacTBoputelsix JIIT ¢pmotupyrot (T.€. BCIIIBIBAIOT HA
MOBEPXHOCTH) C PA3IUYHON CKOpocThio. [Ipm aTOM dem Gonbire miaoTHOCTH JIIT
(T.€. BBIIIE COJIEPIKAHKE OCIIKOB), TEM MEIJICHHEE OHU (UIOTUPYIOT U Hao0opoT. B
3aBUCUMOCTH OT TOTO MOKa3aTelsl, BRIpaxaeMoro B ocoObix enuauiax Ceendoepra
(Sf), JIII nensatcs Ha 4 ¢pakuuu. BronHe NOHATHO, YTO aTEPOTCHHBIMH
CBOMCTBaMH OyAyT 00J1a/1aTh JIMIOMPOTEHHBI, UMEIOIIKE 0OJbIyI0 BenuuuHy Sf,
c mpeobOimamanueM  “‘nerkux”’ KoMroHeHTOB — TAI' m xomecrepuna. Ilpum
W3MEHEHUH COOTHOLIEHUS B CTOPOHY THAPOPUIBHBIX COCTaBISAIOMMX (Oenka u
dbochonumnuioB) OyaeT COOTBETCTBEHHO MOBHIMIAThCS U Bec JIII, a ciemoBarenbHo,
OHM OYyIyT BCIUIBIBaTh MeasieHHee. [[oaToMy 3TUM METOAOM MOXKHO JOCTAaTOYHO
TOYHO OINpPEACIUTh COOTHOIIEHUE MEXIYy aTepPOTr€HHBIMU U AHTUATEPOTE€HHBIMU
dbpakiusiMi B KpPOBH 0OCJIEIyeMOro W MPOTHO3UPOBATH BO3MOXKHOCTh PHUCKA
Pa3BUTHS aTEPOCKIIEPO3a.

5.3.2. Metoa daexTpodope3a Ha Oymare.
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5.3.3. Metoxa djaekrpodopesa B MOJHAKPUJIAMUIHOM reJie.

6.5.4. XapakTepHuCcTHKA OTAEJbHBLIX KJIACCOB
6.5.4.1. XHJIOMHKPOHBI _ (COOTBETCTBYIOT y-JIII _mpu_ sjaekrpodopese  Ha
oymare).OcHoBHast (DYHKITUSA — TPAHCIIOPT 2 K 3 0 2 ¢ H H bl X TAI' u3 snurenus
TOHKOTO KHWIIIEYHHKA MPEUMYIIECTBEHHO K >KUpPOBOM TkaHu. [lox BiausiHuEeM
JMITONIPOTEMHOBOM JIMnasbl npoucxoauT ormerieHue ot XM monekyn TAIL. Tlpu
ATOM 00pa3yroTCs peMHaHTHBIE (0cTaTouHbIe) XM, KOTOphIE TIOCTYNAIOT B TICUYCHbD,

rae pacuerusitotress u Bkmouatores B coctas JITIOHIT u JIIIBII (mogpobHo cwm.
cTp.72).

6.5.4.2. JlunonporenHsbl 04YeHb HU3KOM miuoTHoctu (JIITOHII) oOpa3syroTcs B
NeYeHU U 00eCTIeUnBaIOT TPAHCIIOPT 2 H 0 0 2 e H H vt X TAI riaBHbIM 00pa3oM B
xupoByto Tkanb. Yacte JIIIOHII moxxer oOpa3oBaThbcs B CIMU3UCTOM 0000YKE
KHIIICYHHKA.

CootBetcTBYyIOT (ppakiuu mpe-B-JII1, BoiaensieMpix npu saexTpodopese Ha
Oymare.

Oco6ennoctsamu ctpykTypsl JITTOHII siBasitoTcst Beicokoe coaepkanue TAID
(50 — 70%) m OTHOCHTEIILHO HHU3KOE COJCpX)aHWEe TUAPO(UIHHBIX KOMIIOHCHTOB
(6enka - 1o 12% u dochomunuaoB — g0 20%) (tadin.3.), BCIEACTBUE YErO OHU
MaJI0O YCTOMYMBBI B KPOBEHOCHBIX COCYJAaX M CKJIOHHBI K OCaXJCHUIO Ha HX
crenkax. [Tpu satom JITIOHII oueHs MeAIeHHO MOABEPrarOTCs pacnaay v ModTOMY
OTHOCSITCSI K TaK Ha3bIBAEMbIM ATE€POr¢€HHBIM JIMIONPOTEHHAM.

[Ton peiicteuem JlI-nmuna3zslt y uwactu JIIOHII Tak ke, kak u y
XUIOMHUKPOHOB, otmiemisieTcs: TAI'. ITpu atom JITTOHII npeBpamatorcs B JITTHIT.

6.5.4.3. JIunonporennbl Hu3koil _miiorHoctu _ (JIITHIL) oOpasyrorcs B
KpPOBEHOCHOM pycie mnon aercrBueM JIlI-nunassl U3 CEKpeTHpyEMBIX IEUYEHBIO
JITIOHII. Onnako B mociieaHue roabl MOSBWINCH NOKA3aTEIHLCTBA BO3ZMOKHOCTH
npsmoit cexkpenuu JITTHIT neyensto. ¥YcranosieHo, yto ata ¢ppakuus JII sBasercs
reTeporeHHo u moxket ObITh pasiaenena Ha JIITHIIL, (umu JIIT mpomexyTouHOM
miotHoctd) u  JIIIHII,, xoTopble COOCTBEHHO M NPEACTABISIOT — KJIacc
JIMITONTPOTEMHOB HU3KOM IIJIOTHOCTH.

| OcHOBHASI PYHKIHSI — TEPEHOC X0JECTEPHHA OT NeYeHH K TKAHSM|

B crpykrype JIIHIT npeobnamaer xojecrepun (mo 45 — 48%).
['iapopuinbHBIX KOMIIOHEHTOB HECKOJIbKO Ooubliiie, yeM B coctaBe JIOHII (Oenka —
10 25%, dochonunuaos g0 — 30%) (Tabdin.3), omHAKO BCE ke HEIOCTATOYHO IS
crabunuzanuu tux JIII. TTostomy JIITHIT Tak e, kak u JITIOHII, otHOCsSTCS K
ATEePOreHHbIM JINNONPOTEMHAM.

[Tonolins k MemOpaHe KJeToK pa3inuuHbix opranos, JITTHIT B3aumonelcTBytoT co
cnenuuueckuMu perentopamu. OOLIee YUCIO PELENTOpOB, MpUXOAsIeecs Ha
OJIHYy KJETKy, Konebnercs oT 15 go 70 teic. OHU pacmonaratorcss B 00JacTu
CHEeIUaIbHBIX 00pa30BaHU MEeMOpaHbl — “OKaWMIIEHHBIX SIMKax’’, 3aHUMAFOIINX
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okono 2% wmemOpanHOW moBepxHOocTU. CoenuHuBIIUCH ¢ penentopom, JITTHII
NPOHUKAIOT MyTEeM MHUHOLMTO3a B IUTOIIa3My, TJle MOJABEPraloTcs pacrangy MoJ

NEHCTBUEM JTU30COMAJIbHBIX (PEPMEHTOB.

Tabauua 3.
OcHogHble paznuyus MedxHcoy Kiaccamu JUnonpomeuHos
XM JITIOHII JITTHIT JITIBII
MonekynsipHas macca 1-10 mupg | 5-100 muiH 2-4 mn | 200-400 ThIC
ITnoTHOCTSH (T/MIT) 0,93 0,95-1,00 1,00-1,06 1,06-1,21
Huametp (HM) 100 25-75 19-23 6-12
ANOJMIONPOTEHHBI Amo B,C Amno B, E Amo A,C
Conepxanne 6emnka (%) 1-2 5-12 20-25 45-55
Cona. obmero XCT (%) 0,5-3 15-17 45-50 20-37
[Tporent 3XC 46 57 70 78
Con. DJI (%) 3-9 13-20 20-30 24-40
Con. TAT (%) 80-95 50-70 5-10 3-5
Mecto 00pa3oBaHusl | SHTEPOILMTHI IIeYCHb COCYJIbI IIeYCHb

OcBoOOMBIINICA MPU 3TOM PELENTOP BO3BPAIIAETCA B IUIA3MAaTUYECKYIO

MeMOpaHy M BHOBb BCTpauWBaeTCsl B Hee. Bpems peuukiuzanud peuentopa
coctaBisier okoyio 20 MHUH., a mepuo] Xu3HU 1 — 2 cyTok (3a 3TO BpeMsl OH
coepmaer A0 150 wnwukioB). benkoas wacte JIIIHIT pacmenmnsercs 1o
amuHokucnor, TAI' u ®DJI rugpomusyrorcss nunazamM, a OCBOOOJMBIIMICS
XOJIECTEPUH OKa3bIBAET Ha KJIETKY MHOTOCTOPOHHEE BIUSHUE:

yraetaeT akTuBHOCTb OMI'- CoA peayKTasbl U TEM CaMbIM MOJABISET CUHTE3
B KJIETKE COOCTBEHHOTO XOJIECTEPHUHA,
YIHETAeT CHUHTE3 HOBBIX pPELENTOPOB, YTO NPUBOJUT K YMEHBIICHUIO
WHTEHCUBHOCTH 3axBaTa HOBBIX yactull JIITHII knetkoii;
aktupupyeT AXAT, screpuduiupyromnyo XoJdecTepuH, W TEM CaMbIM
CIIOCOOCTBYET JEMOHUPOBAHUIO XOJIECTEPUHA B IUTOIUIA3ME B BUEC MEJKHUX
kanenb. [lpu HeoOXoIUMOCTH KiEeTKa ocymecTBiasieT ruaponus IXC, u
ocBobouHiics HOXC ucnonb3yercs AJisi BKIOUEHUS] B MeMOpaHbl, CUHTE3a
TOPMOHOB U T.[I.

B xieTke 0qHOBPEMEHHO MPOUCXOAUT NepedcTepuUKaIns X0JeCTepruHa —

muHosiear XC mpeBpamiaeTcss B 0JieaT, KOTOPBIM U CIYKUT pe3epBHOU (opmoi
XpaHEeHMs, TaK Kak 0ojiee yCTOMUMB K IEPEKUCHOMY OKHUCIICHHUIO, YEM JIMHOJIEaT.

6.5.4.4. Jlunonporennbl Bbicokoil mi1oTHOCTH (JITIBII) coorBeTcTBYtoT o-JIII,

MoJIy4yaeMbIM METOJIOM 3JIeKTpodopesa Ha Oymare.
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Oo0pasosanue JITIBII nporcxoaut AByMs My TSAMHU:

- B renarouuTax W SHTEPOLMTAX U3 MPEAIIECTBEHHUKOB B BUJE TaK Ha3bIBAEMbIX
“pacuentHeix” JIIT B ¢popme muckor. B mumazme kpoBu nox BiausiHueM JIXAT
OoHHM mpruodpeTarT chepudeckyio hopmy;

- B TOKe KpoBH B npoiiecce karadonuszma JIITOHIT u XM

JIIIBII pe3ko OTJMYAKTCA IO CBOEMY CTPOEHHMI0 U OHMOJIOTHYeCKOM
PoJiM OT OCcTAIBHBIX KJIaccos JIII. B ux cocrase npeodaagawt ruapoguibHbie
KOMIIOHeHTHI (0esnka copep:xkurcs A0 45 - 50%, dochoaunuao — g0 40%).
OHM UMET HAMMEHBIIYIO CPpeaH APYrux (ppakuuil BeJuduny (6 - 12 um). Bee
3TO0 00YCJI0OBJIMBAET UX 3HAYHUTEJIBbHYI0 YCTOHYUBOCTH B KPOBEHOCHOM pycJie U
M03BOJIsIeT OTHECTH MX K AHTHATEPOreHHBbIM paKkuuaM

JINIBIT crocoOHBI M3BIEKAaTh W3 KIETOK HW30BITOYHBIN XOJIECTEPUH H
MEPEHOCUTh €ro K IMEYeHH. B TMOBEPXHOCTHOM HUX CJIO€ JIOKAJIU30BaH OCOOBIN
dbepMeHT — nenuTuH-xonectepuH-anunTpanchepasza (JIXAT), ocyiiecTBasOnnin,
KaK MOKa3bIBa€T CaMO Ha3BaHUE, 3CTEpU(DUKALMIO XOJECTEPUHA 32 CUET MEpEeHoca
Ha €ro MOJIEKYJy OCTaTKa >XUPHOM KHUCIOThl U3 [3-TIOJOKEHUS JICIUTHUHA.
OOpazoBaBIIMICS TMPU HSTOM JIM3OJCIUTHUH CBS3bIBACTCA C aJbOYMHUHOM H
YHOCHUTCSI TOKOM KPOBH, a XOJECTEPUH ICTEPUPUIIMPYETCS U TIOTPYIKAETCS BHYTPb

YaCTHUIIBL.
HOXC EeuHTHH

=

X bIHSOHCHHTHH‘

©)
a

B pesynbrare konuenTpaius HOXC B mOBEpXHOCTHOM CJIO€ YMEHbBIIIAETCH,
OCBOOOXK/Ia€TCS MECTO IS TMOCTYIUICHHUSI XOJIECTEPHUHA C TOBEPXHOCTH JAPYTHUX
JUTIOTIPOTEUHOB, a TAaKXKe C TIa3MaTUYECKUX MEMOpaH KJIETOK mnepudepruyeckux
Tkane. Harpyxennsie xonecrepurom JIIIBII 3arem ynamsarorcs u3 KpOBOTOKa
MyTEM SHOIMTO3a KJIETKaMH MEYeHU U KUIlIeUHUKA. Takum oOpazom,

JIIIBII ocymecTB/isieT TaK Ha3bIBaeMblii 00PATHBINA TPAHCIIOPT
X0JIECTEPMHA U NMPeA0TBPAIIAeT €ro HAKOIJIEeHHEe B KJIeTKaX

Opnnako antuareporeHHbii s dext JIIIBII oOycnoBineHn Takke U psaoMm
JIPYTUX CTOPOH UX JEHCTBUSI, HAlIPaBJICHHBIX HA HOPMAJIM3ALKMI0 O0OMEHA JIUIH]IOB:
- JIIBII jerko  mpoxXoAsT BHYTPb WHTHUMBI, HPUCOCAUHSIOT U BBIBOIAT

M30BITOYHBIE BHEKJIETOUHBIE OTJIOKEHHUS XOJIeCTEpUHa, 00pasyroliuecs Mpu
IIPOHUKHOBEHUH B HEE ATEPOTE€HHBIX JIMIONPOTENHOB;
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- JIIIBII mnoBeiuaror ckopocts aunoiausa JIIIOHII, T.x. mpu 3TOM dYacTh
MOBEPXHOCTHO pacmoiokeHHbIx yumunoB (HOXC, pochomunuaor) nepexonaut
Ha JIIIBII;

- JIIBII 3agepxuBaioT oOpa3oBaHue mnepekucHo-moauduiuposannbix JIITHII,
ctabunusupyrot JIITHII, 3amuinas ux oT pa3auyHbIX MOIA(PUKAIIHIA;

- JIIBIT ctumynupyroT oOpa3oBaHHE MPOCTAIUKIMHOB |, CJEI0BATEILHO,
MPENATCTBYIOT arperamuy TpPOMOOIIUTOB;

- JIIIBII yrueTaroT CUHTE3 I1aJIKOMBIIICYHBIMU KJIETKAMU apTEPUATbHON CTEHKHU
TIMKO3aMHUHOIINKAHOB, CIIOCOOHKBIX cBsA3bIBaTh JITTHII.

[TosToMy

yMeHblieHue coaep:kanus JIIIBII u caBur cooTHoeHust
JIMMIONPOTEUHOB B CTOPOHY ATEPOreHHbIX (paKkuuii IBJIsIeTCH OTHUM U3
BeAyIIUX (PAKTOPOB PUCKA Pa3BUTHUA aTePOCKIIEPO3a

OnHAKO COOTHOIIEHME MEXJy AaTepOreHHbIMU U AHTHUATEPOr€HHBIMU
¢pakuusMH Yy UelOBEeKa CMEUIEHO B CTOpPOHY IHepBbIX. Tak, yxke y
HOBOPOXKIEHHOTO peOeHKa OHO cocTaBisieT 57 : 43, a ¢ BO3pacTOM IOBBIIIAETCS
eme B Oonbmieii crerenn (B 35 — 45 ner — 70 : 30; B 45 — 65 ner — 75 : 23).
[ToaTOMy pucK 3a00J€BaHUs aT€POCKIEPO30M BO3PACTAET MO MEPE YBEIUUYECHUS
POAODKUTEIHLHOCTH JKU3HH.

B oTinuune ot 4enoBeKka y HEKOTOPBIX JKUBOTHBIX (Hampumep, co0ak, KpbIC)
3TO COOTHOIICHHWE CIABHHYTO B CTOPOHY AaHTHATEPOTCHHBIX (paKiuii, dTO
MO3BOJIACT OOBSCHUTH HEBO3MOXKHOCTH IKCHEPUMEHTAIHHOTO BOCIPOU3BEACHUS
aTepOCKJIepO3a y 3TUX KUBOTHBIX. 11 HA000POT, y KPOJIMKOB OHO Takoe ke, KaK y
YeJI0BeKa, U MOITOMY KPOJIMKHU MPEACTaBIAIOT cOO0l Hambosee yao0HbIH O0OBEKT
JUISL U3YYEHUsI pa3JIMUYHbIX CTOPOH MAaTOre€He3a U KIMHUKHU aTepOCKIIepo3a.

Ho nomuMo caBura COOTHOILIEHUS AaTEPOre€HHBIX W aHTUATEPOTr€HHBIX
¢dpaxiuii Oonblas pojb B MATOTEHE3€ aTEPOCKIIep03a MPUHAICKUT MOSIBICHUIO B
KPOBH TaK Ha3bIBA€MbIX MOAU(DUIIMPOBAHHBIX JUIOIPOTEUHOB.

6.5.5.MoaudpuuupoBaHHbie JTUIONPOTEHHBI
MopaudunupoBannsie JIII oOpa3ytorcs B opraHusme (TOKE KpOBH,
MEXKJIETOUYHBIX ~ MPOCTPAHCTBAX) M3  HOPMAJIbHO  CHUHTE3UPOBAHHBIX U
CEKPETUPYEMBIX JIUITOTPOTEUHOB.
OnucaHo ceMb BO3MOXKHBIX MoauduuupoBaHHbix GopMm JIII, HO Hauboee
pacnpoCTpaHEHHbIMH W3 HUX SBISIIOTCA TJUMKO3WJIMPOBAaHHBIE U TEPEKHCHO-
Moudurupoanubie JIIT.

6.5.5.1. I'nuko3unupoBannbie JIII 00pa3yroTcss myTeM NPUCOCIUHCHUS
TJIFOKO3bl K €-aMUHOTPYINE JU3UHA. [ JMKO3WIMPOBAHUIO TOABEPTarOTCS BCE
kiaccel JII, Ho HanGonbimas goss npuxoautcs Ha JITTHIT u JITIBII. B ne6onbmiom
KOJIMYECTBE OHU COJEp)Karcd B KPOBUM Yy 3J0POBBIX JIIOAEH, HO PE3KO
YBEJIMYUBAIOTCS MIPU CaXapHOM Juadere.

I'mukosunmuposanue JIIIHII npuBogur K uU3MEHEHMIO UX 3apsana, a
clieoBaTeIbHO, W  KOH(popManuu Oenka, YTO HapyImaeT BO3MOXKHOCTh
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B3aumogencTeusa dtux JIII ¢ knerounsiMu penentopamu. [ JIMKO3WIMPOBaHHBIE
JIIIHII nakannuBaroTCA B KPOBHM — pPa3BUBAETCS T'MIEPIMIIONPOTEHHEMUS H
runiepxosiecrepuemus. [ nukosumnuposanue xe JIIIBII npuBoaut X yCKOpEeHUIO
UX KaTa0O0JM3Ma U YMEHBLIEHUIO COACPKAHUS.

B ortBer Ha mnosBieHue rauko3wianpoBaHHbIX JIII B kpoBu oOpa3zyroTcs
aHTuTeNa; GopMUpOBaHUE AyTOUMMYHHOI'O KOMIUIEKCA “TIMKO3MIMpoBaHHbIN JIIT
- AHTUTEJIO  MOXET COIPOBOXKAATHCS IIOBPEKACHUEM COCYIHCTOM CTEHKU H
IPOHUKHOBEHUEM B HEE ATOrO KOMILIEKCAa ¢ OOpa3oBaHMEM ‘‘TIEHHCTBIX KIIETOK,
SBJISFOLLUXCSI OCHOBOM aT€pOCKIEPOTUYECKOM OJISIIKH.

6.5.5.2. IlepexkucHo-moanduuuposannbie JIII 00pa3yroTcs BCIEICTBHE
HakorieHus: npoxaykros I1OJI B JIII, ocobenno B JIITHII. B nHawane 80-x romos
ObLJIa YCTAHOBJICHA KOPPEIALMS MExXIy coaepxkanuem npoaykros [1OJI B JITITHIT
Y IUIOIIAJbI0 TOPaXXCHUS KOPOHAPHBIX apTepuu arepockiepo3oM. llocTossHHO
BO3HMKAIOIIME B OPraHu3Me CBOOOJIHBIE KHUCJIOPOJHBIE PAAUKaIbl MPHUBOIAT K
00pa30BaHUIO THUJIPOTIEPEKHCEN HEHACBIIIEHHBIX YXUPHBIX KHUCIOT, BXOISAIIMX B
cocra JIITHII; mnocnegnue B3aMMOJEHCTBYIOT € aMHUHOIPyNIaMu OEJKOB,
U3MEHSIOT MX 3apsA] W HapylmaloT BO3MOXHOCTH B3ammozeuctsus JIII c
peuentopamu. Takue JIII oGoraimieHbl JU30JI€LHUTUHOM, UMEIOT 00Jiee BBICOKYIO
IUIOTHOCTh U MOA0OHO riuko3wnupoBaHHbIM JIII  oOnmamaroT  BhICOKOM
aTEpPOre€HHOCTHIO.

6.5.5.3. Ynanenne moanmdunupoBannbix JIII W3 KpoBEHOCHOro pycia

OCYILIECTBJISIETCS TMyTEM MX B3aUMOACHCTBHS C OCOOBIMU “CKIBEHIKEP”-

peuentopaMu (“‘CKIBEHIKEP—IIyTh  — MYTh YOOpPKM Mycopa). OTH PpPEeLenTopbl

Jokanu3oBaHbl B kieTkax POC: Makpodarax, KynpepoBCKUX KIETKax MEYEHH,

PETUKYJISIPHBIX KJIETKaX CEJIE3€HKU, YHAOTEINN KPOBEHOCHBIX COCY/I0OB.

OCHOBHBIE OTINYHS CKIBEHKEP-PELENITOPOB OT OOBIUYHBIX 3aKIIOYAOTCS B

TOM, YTO:

- mnocrymieHnne JIII B KIETKM ¢ MOMOIIBIO CKIBEHKEP-PELEHTOPOB HE
peryaupyeTcss 10  TNPUHOHMIY oOpaTHOM  cBs3u  (T..  XOJICCTEPHH,
OCBOOOKAAIOMIMNCA W3 MX COCTaBa, HE MOJABISET CUHTE3 PELENTOPOB, KaK B
OOBIYHBIX KJIETKaX);

- MMM MOTYT 3axBaTbeiBaThCs U HOpManbHble JIITHIIL, u JITIBII;

- HakomieHne OXC OBICTPO TPHUBOIUT K TMPEBPAIICHUIO MakpodaraabHOM
KJIETKH B TICHUCTYIO0, “‘HaapiinpoBaHHYIO” JUMHUTHBIMU BaKyOJISIMH.

6.6. PEI'YJIALIUA JUIINIHOI'O OBMEHA

Bce  daxtopel, perymupyromue oOMEH — JMOWIOB, JAENIATCS  Ha
JUINOJUTHYECKHE, YCUITUBAIOIINE PACTIa]l )KUPa U MOOMIH3AIUIO JKUPHBIX KUCIOT
Y3 KAPOBOW TKAaHWU, U JUIOTEHETHYECKHEe, YCUIIMBAIOIIUE IPOLECChl CHUHTE3a
TAT'.

JIMIOJIUTHYECKAs CHCTEMA BKJIIOYAET CUMITATUYECKYI0 HEPBHYIO CUCTEMY,
KaTeXO0JIaMUHBI, TJIFOKaroH, TUPOKCUH, TiokokopTukouasl, CTT', AKTT". [elicTBue
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3THX (DaKTOPOB HAINpaBICHO HA AaKTUBALMIO WM HHIYKIUUIO cuHTe3a TAI-
JUNa3kI.

JIumoreHeTrnyeckasi CHMCTeMa BKIIOYAET NAapaCUMIATHYECKYH0 HEPBHYIO
CUCTEMY U UHCYJIHH.

NHCcyJuH __ yrHeTraer  JIMNOJAM3, AaKTUBUPYd C OJHOM  CTOPOHBI
dochomamdcrepasy, pacmemisomyo HAM® wu, Takum o00pa3oMm mnpepbiBas
KACKaJHbII MEXaHW3M JICWCTBUS JIMMOJUTUYECKUX TOPMOHOB, a C JIpyrou,
MOBBINIAs aKTUBHOCTH (ocdaraspl, mnepeBonsdmied axTuBHyto TAIl-numnazy B
HEaKTUBHYIO (GOpMY.

[ToMumo 3TOr0 MHCYNMH akTUBHpYyeT ameTus - CoA-kapOokcuiasy u
CHHTA3Y KUPHBIX KUCJIOT, CTUMYJIUPYs TEM caMbIM cuHTEe3 TAT'.

W HakoHEl, HHCYJIHH CIOCO0CTBYeT NpeBpalleHusiM yriaesoaos B TAT

KoHTpoOJIbHBIE BONPOCHI

N3 npensioxkeHHBbIX O0TBETOB Bbl0epHUTE OAUH NMPABUIbHBIN

1. depMeHTOM, JUMHUTHPYHIIUM CKOPOCTh CHHTE3a KMPHBIX KHCJIOT H
AKTHBHPYIOLIUM ero (pakTop, siBJsieTcs
a) TAI'-nunasa, agpeHanuH
0) TAI'-numnasa, UHCYIUH
B) anetui CoA kapOoKcuiiasa, HHCYJIUH
I') KapHUTHHALMITpaHc(epasa, MHCYJIUH
2. IlpoTuBOpeYAaT HCTHHE CJIeAylollee HIKeNPUBeIeHHOE M0JI0OKEeHHe!
a) CUHTE3 )KHUPHBIX KUCJIOT MPOTEKAET B [IUTOIIA3ME KIETOK
0) 1 CUHTE3a )KUPHBIX KUcaoT HeoOxoaum HAJIOH,
B) B IIPOIIECCE CUHTE3a )KUPHBIX KUCJIOT oOpasyeTcst naabmMuTomi- CoA
I') CUHTE3 )KMPHBIX KUCJIOT aKTUBUPYETCS aAPEHATMHOM
3. Mectom pacnajga XuJIOMHKPOHOB SIBJISIETCS
a) DHTEPOIUT
0) KpOBb
B) 1uMpa
I) JerKue
4. Tlpn cHMKEHNH AKTHBHOCTH JHIONPOTENHIUNA3BI HA0II01aeTCA
a) HapyllIeHHE NePEBAPUBAHMS )KUPOB
0) TUMEPXUITOMUKPOHEMHUS
B) TUIEPX0JIECTEPUHEMUS
I') HapyllIeHHe MOOMIIN3AIuU KUPOB
5. OCHOBHBIM MeXaHHM3MOM BJIMSIHUSI AJpPEHAIMHA Ha KHUPOBOIl 00MeH
SIBJISIETCS
a) aKTUBALMSI TPUALMIITIIMLIEPUHINTIA3bI
0) MHrUOMPOBAHNE TPUAITUITIUIIEPUHIINATIA3BI
B) aKTUBAIUS JIUTTONPOTEHHIUIA3bI
I') aKTUBALMA JUALWITIINLIEPUHIUIA3bI
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6. KoiruuectBo mosekyn AT®, oOpasywomuxcss MNpH  OKHCJIEHUH
NaJIbMHUTHHOBOH KHCJI0THI PABHO
a) 147
6) 130
B) 22
r) 38
7. KeToHOBBIE TeJ1a CHHTE3UPYIOTCS B
a) MeYCHH U TTOYKax
0) moukax
B) IICUCHHU
T') CKEeJIETHBIX MBIIIIIaX
8. McTOYHMKOM U OCHOBHBIM THIIOM pPeaKIMH CHHTE3a KeTYHBIX KUCJIOT
SIBJISIFOTCS
a) XOJIECTepHH, PEaKLUs THAPOKCUIUPOBAHUS
0) auun - CoA, peakuusi THAPOKCHINPOBAHUS
B) XOJICCTEPHH, PEAKINs KOHBIOTUPOBAHUS
T') TaypyH, peakuus JeTUIPUPOBAHUS
9. HapyuieHnue 1enOHNPOBAHUS KUPOB HAOIIOAaeTCHA PU THIIOCEKPeNH
a) UHCYJIMHA
0) rrokarona
B) TJIIOKOKOPTHUKOUJIOB
T) aJpeHaIMHA

10.¥310BbIM MeTa6G0IHTOM KeToreHe3a siBJIsIeTCsI
a) areroarerar
0) 6era-okcu-0era-mMerunriayrapuin-CoA
B)0eTa-OKCUOyTHUpaT
r) anieroanetun-CoA

11.MpornBopeunT ncTHHE cenyiomee U3 HUKENPHBEICHHBIX  NOJI0KEHMIL;
a) JKUPHBIE KUCJIOTHI YTHIN3UPYIOTCS CEPACUHOMN MBIIIIIEH
0) >KUpHBIC KUCIIOTHI IEPEHOCITCS AThOYMUHAMHU
B) KUPHBIE KUCIIOTHI IEPEHOCSTCS MO KPOBU C YUaCTUEM KapHUTUHA
I') )KUPHBIE KUCJIOTHl YyTHJIM3UPYIOTCSI CKEJIETHBIMU MBIIIIIAMHU
12.CunTe3 :KUPHBIX KUCJIOT He MOKET MPOTEKATh OJTHOBPEMEHHO
C X pacnajoM MOTOMY, 4TO
a) majoHWI-CoA TopMo3uT nepeHoc anuia-CoA B MUTOXOHJIpUHU
0) 151 CUHTE3a U pacnaja *KUPHBIX KUCIOT HEOOXOAUMBI OJTHU U TE Ke
Ko(epMeHThI
B) okucieHue ami- CoA HeBO3MOXKHO B IpucyTcTBUH (Pocdo-maHTeTenHa
I') CUHTE3UpYyromuiica nanbMUTUI-COoA SBIIsI€TCS KOHKYPEHTHBIM
uHrnouTopoMm auia-CoA- geruaporeHasbl
13.KeToHOBBIe Tejla B KayecTBe DJHEPreTHYECKOr0 MaTepuUaja He
HCIOJIB3YITCS
a) MoYKaMu
0) cepaem
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B) MBIIIIIIAMH
I) JIETKUMU
14 JITTHII o6pa3ywTcs B:
a) IeYEHU
0) mia3mMe KpoBH
B) DHTEPOIUTE
r) numde
15.JIXAT ocymecTBiisieT 06MeH MeKIY
a) JIITHII u xonecrepuHOM TKaHEN
6) JIIIBII u xonecTepHOM TKaHE;
B) JIHIOHII u xonecTepuHOM KpOBH
I') XUJIOMUKPOHAMH U XOJIECTEPUHOM TKaHEH
16.I'unoxoJiectepuHeMUsi MOKeT HAOJIIOAATHCS NPH
a) TOJI0JIaHUH, TUTIEPTUPEO3E
0) aTepocKiiepo3e, TUIIEPTUPEO3E
B) TUIIEPTUPEO3€E, CaXapHOM JihuadeTe
') caxapHOM JuadeTe, THIOTHPE03e
17. 11 OMOCMHTe3a OJHOW MOJIEeKYJIbI XoJiecTepuHAa HeoOxoaum ameTmii-CoA
B KOJIMYeCTBe
a) 3 MOJIEKYT
0) 6 Momekyn
B)12 mMonekyn
r)18 Monekyn

18. Oco0eHHOCTBIO “CKIBEH/IKEP”— peleNTOPOB ABJISETCS:
a) HAJIMYME BO BCEX OPraHax M TKaHSX;
0) perynsiusi ux oOpa3oBaHUs YTUIU3UPOBAHHBIM XOJIECTEPUHOM;
B) CUHTE3, HE3aBUCUMBII OT yTHJIN3UPOBAHHOIO XOJIECTEPUHA;
T) 3aBUCUMOCTh (DYHKIIMOHUPOBAHHS OT KOJMYECTBA XOJIECTEPHHA B KPOBH.

OTBETHI:

1B, 2r, 30, 40, 5a, 60, 78, 8a, 9a, 100, 118, 123, 13a, 146, 150, 16a, 17r, 18B.
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