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TJTAH JIEKIIII:
depMeHTaTUBHUI T1APOi3 JMiAIB y HUTYHKOBO-KHIIIKOBOMY TPaKTI.
TpancnopTHi hopmMu JTINONPOTETHIB.
Kara6omnizm xwupis. Jlinomis.
OxuceHHs TIiIepuHy 1 HOro 3B’S130K 3 IUIIKOJI30M.
OKUCHEHHS KUPHHUX KUCIIOT.
CuHTE3 TPUTTIIIEPH/TIB.

OOGMIH XOJIeCTEepHUHY.



DepMeHTATUBHMI TiAPOJIi3 JiliAiB YV HIUIYHKOBO-KHIIKOBOMY TPAKTI.
VY mporieci TpaBieHHs B HUTyHKOBO-KuIikoBomy TpakTti (LLIKT) mimigu 3a3HaroTh

(bepMEHTaTUBHOI'O TIJPOJIi3y [0 KOMIIOHEHTIB, SKIi MOXYTh BOUpATHUCS CTIHKOIO
KUIIKIBHUKA. Y POTOBIN MOPOXKHHUHI JIIMIAN HE MEPETPABIIOIOTHCS, OCKUJIBKH Y CIIHHI
BIJICYTHI BIAMOBIAHI (hepmMeHTH. B muTyHKY € minasa, sika KaTaui3ye TiApOIIi3 XKUPY 110
TIIIEPUHY 1 KUPHUX KUCIIOT, i€ BOHA MPAKTUYHO HEAKTUBHA Y MPU HU3bKUX 3HAUYCHHSIX
pH. Ontumansue 3HadeHss pH m1s il nutyHKoBoi jinasu — 5,5. Tomy po3smnaj xKupiB i
T €0 JIIMa3u MUTYHKA BIIOYBAETHCS Y NITEH TPYAHOTO BIKY, Y SKUX pH IITYHKOBOTO COKY
CcTaHOBUTH 01M3bKO 5,0. KpiM TOro jimnasa i€ Ha eMyJIbroBaH1 JKUPH, a KUPU MOJIOKA €
BUCOKOEMYJIbrOBaHUMHU. OCHOBHHMM MICIIEM TPaBJICHHsI KUPIB Ta 1HIIUX TPy JIMIAIB €
BEPXHI BIIUIM TOHKOI KUIIIKH.

VY ABaHaAUATUINIANY KHUIIKY BUILISETHCS JKOBY 1 CIK MIANUTYHKOBOI 3aj03u. Bonu
MarOTh CITA0KOIYKHY PEaKIIiIo 32 paXyHOK O1KapOOHATIB 1 HEUTPATI3yIOTh KUCIUH XIMYC
IIUTYHKA, 1[0 HAJXOIUTh Y ABAHAIIATUTIATY KUIIKY. [laHKpeaTnuHuii Cik MiCTUTH JIinazy
1 pocdomninasu, AKi KaTaidi3yroTh T1Ipoi3 KUpiB 1 GocdomimiiiB. AJe OCKIIBKHU KUPU Y
BOJIl HE PO34YMHHI, a (HepPMEHTH-O1JIKH HE PO3UMHHI Y KHP1, TO PEaKIIis T1POJIi3y MOJICKYI
XKUPY BIJIOYBA€THCS TUIBKKM HA MEXI PO3MOJAUTY MK JIMITHOK Kparjielo Ta BOJHOIO
¢dazoro. ToMy, UMM BUIIUKA CTYIMiHb €MYJIbI'YBaHHS JKHPY, TOOTO YUM MEHII OKpeMi
Kparuti )Kupy, TUM OUIbIIa BeIUYUHA TOCTYNHOI moBepxHi. OCHOBHY €MyNbIyIOUy Ail0
BUKOHYIOTH )KOBUHI KUCIIOTH (CHHTE3YIOThCS Y TICUIHII 3 XOJIeCTEPUHY). EMynbryBanHio
’KUPIB CIPUAIOTH TAKOXK MEPUCTATBTHKA KUILIKIBHUKA, 011KH, CO, 1 MOHOAIMITTILIEPUHHU.
Ha mnoBepxHi po3mOAily <GKHUP-BOJA» JKOBUHI KHCJIOTH OpPIEHTYIOTBCA Tak, IO
rigpodoOHa yacTHHA 3aHYPIOETHCSA B XKHUP, a rijipodiibHa — y BOAHY ¢aszy. 3aBasku
IIbOMY 3HWXKYETHCS TTOBEPXHEBUI HATAT KMPOBUX Kpameib i BOHU PO3MAJalOThCS Ha
npioH1 minenu. Jlimaza aacopOyeThCcss Ha MOBEPXHI MIIEI, /1€ 1 BIIOYBA€ETHCS T1APOII3
Mouiekyn kupy. Ilicns npuiiManus >xupHOi ki pH y BepXxHbOMY BiIIiIl KUIIKIBHUKA
nepedyBae y Mexax 6 — 7, o € onTUMaIbHUM 3HAYEHHSM JIJIs [Ti1 JTiasu.
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MonoauyuaraiuepuH I'rtuepun

ITix gac TpaBJIeHHS KMPHI KUCJIOTH BUBUIBHSIIOTHCS Y BUIJIAIL cotied. ['iapomni3 1o
BUIBHOTO TJIIEPUHY BiIOYBA€THCS HE3HAYHOIO MipO10. B pe3ynbTaTi yTBOPIOETHCS CyMIII



2-MOHOAIWITIILIEPUHIB, BITLHUX KUPHUX KHUCIIOT, IX HATPIEBHUX 1 KATIEBUX COJieh (Mu),
sIKa MOK€ BCMOKTYBATHCSI.

Y BCMOKTyBaHHI OepyTh ydYacTh >KOBYHI KHUCJIOTH. YTBOPIOIOTHCA MIIICIH
(XOJIETHOB1 KOMIUIEKCH) 3 JKOBUHMX KHCJIOT, MOHOAIMITJILEPUHIB, COJICH >KUPHHUX
KHCIIOT Ta 1H., SIK1 3/aTH1 HAJAXOAUTH y KJIITHHH CJIM30BOT 000JTOHKH KUIIKIBHUKA IIISIXOM
MIHOIUTO3Y. Y KIITHHAX XOJIETHOBI KOMILJIEKCH PO3MAJar0ThCs, a >KOBYHI KHUCJIOTH
HAJXOJATh Y KPOB 1 BUKOPUCTOBYIOTHCSI MIEUIHKOIO MMOBTOPHO IS YTBOPEHHS YKOBYI.
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3Mmimana mineAa (XoAeIHOBHI KOMIIAEKC).

INaponisz ¢pocdominiaip katanizyroTs Gocdoninazu Aj, Az, CiD.

ERTT A
H,C—O-~COR;
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:""' ------- © R;1 R, — 3aauwku XupHux Kucaom;
HZC_OLE"EO‘Re, R;— 3aAuWOK a30MOBMICHOI CROAYKU
OH (XOAIH, emaHOAGMIH 1 m.g.)

Edipu xonectepuny po3ILEIUIIOIOTECS MiA Ai€I0 (PepMEHTY XOJecTeposecTepasu.
BcMokTyBaHHS X0NeCTeprHY BiIOYBAETHCS Y CKIIA I TUX YK€ XOJIETHOBUX KOMILIEKCIB, 110
MICTSITh MK T1ApO(POOHUMU AUTSTHKAMU MILIEJIM HEBEIUKY KUTBKICTh XOJECTEPUHY.

['minepun, a30ToB1 OCHOBU 1 (hochopHa KHCIOTA € BOAOPOZUMHHUMU CITOITYKAMH 1
BIJIbHO BCMOKTYIOTHCS Y KHIIKIBHUKY. Tako)K JIETKO BCMOKTYIOTHCSI KUPHI KHUCJIOTH 3
KopoTkuM jaHIorom (Menme 10 atomi Kap6ony).

TpancnoptHi ¢opmMu JiNONPOTEIHIB.

VY cCTiHII KHUIIKIBHUKA (EMITEeNIONUTaX) MILeId po3nafaloThCs 3 MOAAJIbIINM
PECHUHTE30M >KUPIB 3 YTBOPEHHSAM [W-, TPUALMITTIIEPUAIB, riinepodocdominiais. Y
KJIITUHAX CJM30BOi KHIIIKIBHUKA HOBOCHHTE30BaHI MOJIEKYJU KUPIB, (ochOmimiaiB 1
e(ipiB XOJIeCTEpUHY, 3’ €HYIOUNCH 3 ClIelU(pIYHUM OLIKOM YTBOPIOIOTH API1OHI Kparuii —




X1JIOMIKpOHU (JIMOMPOTEIHU), sIKI AUGYHAYIOTH Yy JIMGATHYHI CYAMHU KHIITKOBHUX
BOPCHUHOK. X1JIOMIKDOHH HaIXOMASTh, TOJJOBHUM YWHOM, y KHUPOBY TKaHUHY 1 MEUIHKY,
ajie TaKOX 1 B ceplie, JIereH1 Ta 1HI OpTraHH.
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byaoBa AimompoTelHiB.

KpiM XiIOMIKpPOHIB y KpOBI € W 1HIIN TpaHCIOPTHI ()OPMHU JIMOMPOTEIHIB, SKI
CIIYTYIOTh TPAHCHOPTHUMH 3ac00aMu JJisi TEPEHECEHHS KPOB’I0 HE PO3UMHHUX YH
MaJIOPO3YMHHUX Y BOJI KHUPIB, XoJecTepuHy 1 Horo edipiB. JIo OCHOBHUX KJaciB
JITOMPOTEIHIB KPOB1 HaJiekaTh: Jjinmonporeinu Bucokoi ryctunu (JIBIY), abo o-
JIMONPOTEiHU, JnonpoTeinn Hu3zbkoi ryctuau (JIHI'), abGo B-mimomporeinw,
JinonpoTeinu ayxe Huzbkoi ryctunu (JIAHI), abo npe-B-ninonporeinu, XiTOMIKpOHH.
OyHKIIS KOXKHOIO  KJacy JINOMmpoTeiHiB KpoBi  crenugiyHa. XiJTOMIKpOHH
TPAHCTIOPTYIOTh XKHUpH, (Pocdominmiau Big KAIMKIBHAKA A0 TKAHWH. [HII JMONpOoTeiHn
MEPEHOCATH 1X BiJl IEUIHKH JI0 PI3HUX OPTaHiB 1 TKAHWH Ta HABMAKH.
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Khracu AimonpoTelHiB KPOBi.
CoiBBIAHOIIEHHSI PO3MIipiB MOAEKYA
Ta IX CKNAAAOBHX KOMIIOHEHTIB:

Ir — mpuauuaraiuepuH, X — Xo-
aAecmepun, Pa — gpocgoainigu.



Kara0oJi3m xkupiB. JlinoJi3.

Kupu — myxe BaxiImMBe JHKEpeno eHeprii B opraHizmi moguHu. Cepen rolloBHUX
Xap4yoBUX PEYOBUMH BOHHM HaMOUIbI KanopikiHi — 39 kJIx / 1 r xupy. B kaiTHHAX XUpH
BIJIKJIQIAOThCSI PO 3amac y BWIJISAL JKMPOBHX KPAIUIMH, K1 CKJIQJalOThCS Maibke 3

YHCTOTO JKUPY 1 MOXKYTbh y JyX€ BEJIMKIM KUIBKOCTI HAKOMUYyBaTHUCS Ta 30epiraTucs y
KUPOBIN TKAaHUHI.

VY cTaHi CIOKOIO Takl OpTraHu, SK ceplie, CKeJIeTHI M 531 1 MeYiHKa, OHA MOJIOBUHY
HEOOX1THOI €Heprii OTPUMYIOTh 3a PaxXyHOK OKUCHEHHs *)upiB. [Ipu dizuuniil podoTI 1
CTaHax oOpraHizMy, sKi NOTpeOyrOTh MiJBUIIEHUX EHEepro3arpar, a TaKOoX IpH
rOJIOAYBaHHI CIIOKUBAHHS TPUTITIIEPHUIIB )KUPOBOI TKAaHUHU 301IbITyEThCS. MO30K 1
HEpBOBa TKaHWHA HE MOXKYTh OKHCHIOBATHU JKUPHI KUCJIOTH, 3a0€3MeUeHHs iX €HEepriero
BiJI0YBA€THCS 32 PaXyHOK OKMCHEHHS BYIJIEBOJIB. T1IbKHU MPH TPUBAJIOMY T'OJIOTyBaHH1
Yy MO3KY BUKOPHCTOBYIOTBCS K JIXKEPEJIO eHeprii KeTOHOBI Tijia (alleTOOITOBA KHUCIOTa
abo ameroarerar, -oKCHMacisHa KUCJIOTa a0o0 [B-OKCMOyTHpaT, aleToH) — MPOIYKT
NEPETBOPEHDb KUPHUX KUCIOT, ajie He caMi KHUPHI KHCIOTH.

bnusbko 95 % Bciel 610J0T1YHO TOCTYMHOI €HEPrii y MOJIEKYJl TPUALUITIIILEPUIIB
MICTSITh Y CO01 3aJIMIIKA TPHOX KHUCJIOT 13 JJOBFUM BYIJICLIEBUM JIAHIIOTOM, 1 juiie 5 %
eHeprii npunanae Ha 4acTKy riinepuny. Crodarky TpHaLWINTILEPUIN PO3MaJatoThCs Ha
TJILIEPHUH 1 XKUpHI KUCIOTH. OO0uABa KOMIOHEHTH OKHUCHIOIOTHCS 10 CO, 1 HyO, mo
CYIIPOBO/IKYETHCS] BUALICHHSIM €Heprii.

Jinoniz (hepmenmamuenuii 2ioponiz) TPUAMITIINEPOIIB B aJUIMOIUTAX Ta
IHIIMX KJIITHHAX, A€ HAKOMUYYIOThCS HEUTPaJIbHI )KUPH, € (PI310JIOTTYHUM MEXaHI3MOM,
IO Ma€ CYTTEBE 3HAYECHHS SIK pE3EpBHE JKEpeno eHeprii, 0coOIMBO B yMOBax
BUYEPIAHHS BYTJIEBOIHUX PE3€PBiB Ta IPH CTPECOBUX cUTYyallisx. [Iporec posmenieHHs
TPUALIWITIIIEPOJIIB 13 BUBIJILHEHHSIM YKUPHUX KHUCIIOT, SIKI BUXOJSTh y KPOB, OTPUMAaB
Ha3BY MOOLTI3aLlli KUPHUX KUCIOT 13 )KUPOBOI TKAHUHHU.

BuyTpimnpoxmiTHHHNAN Hinoni3 Tpuaririinepodis (TT7) 3aificHioeThCs B 1EKUTbKA

CTadiii, TPOAyKTaMH SKUX € mlanuiriineponu  (aurmnepumgu  — ),
MOHOAMATIiepoau (MoHorainepuau — MI'), riinepos Ta BUIbHI KUPHI KUCIOTH:
@
CHy=0- Lo CHy~O—Crn CH,—OH CH,—OH
0 & 7 ® | 2 ® |
CH—O0-C 7 N CH-0-C~~ 7 N CH-0-C~~~7 N CH-OH
(I? H\ﬂ F(’ H I :\ﬂ RO00H | nlgn F,(‘{'Y\H |
CHy—0-Crmn CH,—OH ‘ CH)~OH "~ CH,—OH
iy ar MI
CymMmapHe pIBHSHHS JIIIOMI3Y:
I .//o
CH,—0—C-R; CH,—OH Ri—CT
CH—0-C : ~ R —c/’o
C—R; +3H,0 CH—OH ~C0n
I Y
CH,—0—C-R; CHy—OH R3—C



3a3HAUCHHUI CTYNMEHEBHM MpPOIIEC JIMOJi3y, IO BiIOYBA€TbCS B aATUIOLUTAX
KUPOBOI TKAaHWHHM, KaTai3yeTbcs TphoMa (hepMEeHTaMH — TPUTIIIEPUI-, TUTITIIEPU/I-
Ta MOHOTUTIIEPHJTINAa3010. AKTUBHICTB ABOX ocTaHHIX (pepmenTiB (E2 ta E3) B nekisibka
JIECATKIB pa3iB MepeBulllye akTUBHICTH mepiioro ¢gepmenty (E1). 3BuuaitHo 3arajibHa
HIBUJAKICTh 0araToCTyNeHEBOTO METAa0OJIYHOIO JIAHIIOTA KOHTPOJIOETHCS AKTHUBHICTIO
bepmenTty, 1110 KaTajizye HaiOUTbII OBUIBHY (JIIMITYIOUY) CTaii0 mpouecy. ToMy Takuii
(bepMEeHT € PEeryJsITOPHUM, 1, TICHO, aKTUBHICTh TKaHWHHOI Tpuriainepupmmnazu (T -
Jinasu) peryiseTbesi OaraTbMa TOPMOHAMH, 30KpeMa aJpeHATiHOM, TIIOKaroHOM,
IHCYJIIHOM, COMAaTOTPOIMHOM. MOJEeKyJIpHOi OCHOBOK  PEryJsiii aKTUBHOCTI
TPUTTILEPUTINA3K aIUIOLUTIB € 11 KOBaJeHTHA MOoAu(iKails MHUIIXoM 0OEpHEHOTO
dhochopumoBanus — aedochopusiroBaHHS.

AnpeHaniH
I'mroxaron
ATO @ AM®D
ATD ] AJlD
\
E,
TI - mimasa TT - mimasa
HEaKTHBHA AKTHBHA
D, H,0

CxeMa RACKATHOI pery.Islil AKTHBHOCTI
TPHLTUEPHLTINASH ATHIIONHUTIB.

E1 — adeninamyuxnasa, E2 — npomein-
KiHasa, E3 — npomeingocgamasa.

KonrenTpariiis BUIBHUX >KUPHUX KHCIOT Y IJIa3Ml KpoBi HeBenuka — 640 — 880
MKMOJIB/J, TII0 CTAaHOBUTh O01u3bKO 1 — 3 % Big BMicTy mimiaiB KpoBi. [IoTik >KupHUX
KHUCJIOT B1JI )KMPOBOI TKAHUHU JI0 OpraHiB-CIOKUBAYiB IMIPOXOIUTH JAYyKe MBUIKO. Tak, 3a
2 — 4 XB TKaHWHH 3aXOIUTIOIOTH TIOJIOBMHY XKHPHUX KHUCIOT IjIa3Mu KpoBi. Bucoxa
HIBUKICTB LIOTO MOTOKY HABITh MPU HU3bKIM KOHLIEHTpALIl] )KUPHUX KHCIOT 3a0e3medye
MEPEHECEHHs 3HaYHO1 iX KiJIbKOCTI — O6mu3bko 160 r 3a 100y.

OxucjaeHHd rJIHepUHY i HOro 3B’ A30K 3 IJIIKO0JI30M.

['minepuH 3aXOIUTIOETHCS MEPEBAXKHO MEUIHKO. TyT M Ai€10 TIIEepONIKIHA3K BIH
NepPETBOPIOEThCS Y riinepodocdar, KUl OKUCHIOEThCS 0 AuokcuarieToHdocdary
riineposadocdataeriiporeHasoro:



HZC[—OH ATO A HZ?—OH HAD®  HADH+H* Hzﬁ—OH
HCl:—OH N A H(.f—OH A c|:=o
H,C—OH H,C—OPO3H, H,C—OPO3H,

Jnokcuanerondocdar — npoOMi>KHUN TPOIYKT TIIIKOII3Y Ta TITIOKOHEOTCHE3Y, TOMY
MOXe a00 OKHUCHIOBATHCS B pEaKIAX TIIKOMI3Y 1 Jalli MO 3arajbHOMY IUISAXY
karabomnizmy 10 CO; 1 H>O (uepe3 nukit IMMOHHOT KHCIIOTH ), TaF04H TIPH ITbOMY €HEPTiIo,
a00 BCTYIaTH B PEAKIIiIO TIIOKOHEOTE€HE3Y, IEPETBOPIOIOUNCH Y TIIIOKO3Y YU TJIIKOTEH.

OKHCHEHHS TIIIEPUHY B aHaepOOHUX YMOBAaX MPUBOJANUTH /IO BUAUICHHS 2 MOJICKYJT
ATO® (six y rmikodisi), ajne BpaxoByrouu, mo 1 monekyna AT® Oyna BUKopucTaHa st
aKTHUBAllll TJILEPUHY, eHepreTUYHu Oananc piBHMM 1 Monekyni ATO.

[Ipy moBHOMY OKHCHEHHI TrjilepuHy B aepobHux ymoBax g0 CO, 1 H,O
eHepreTUYHuM O6anaHc ckianae 22 mosjexkyau ATO.

OKUCHEHHS dKUPHUX KHCJIOT.
VY 3aranbHHUX prCcax OKUCHEHHS KUPHUX KUCIOT B110yBa€ThCA TAKUM YMHOM. JKHUpHI

KHUCIIOTH HAAXOAATh Yy KIITHHH, IEPETBOPIOIOTHCA Yy akTUBHI (hopmu — anmii-KoA, To6to
CHOJYKY 3aJMIIKYy J>KUPHOI KHUCIOTH (aumiay) 3 KOeH3uMoM A. 3a J0IOMOIO
CHELaJIbHOTO NEPEHOCHUKA — KapHITUHY — allWJIbHI IPYIU IPOHUKAIOTH 13 LIUTOILUIA3MU
B MaTPUKC MITOXOHAPIi. TyT KUPHI KUCIOTH 3a3HAIOTh PSAY MOCITIAOBHUX PEaKIlii, sKi
OpU3BOJATH 10 BIALIEIUIEHHS BiA AoBroro KapOoHoBoOro nasumrora gparmMeHra 3 IBOX
atomiB KapGony, a came ametun-KoA. baratopazoBe NOBTOpPEHHsS TaKMX peakIiid
BUKJIMKA€ TOBHUM PO3MaJ )KUPHOT KUCIOTH 10 aneTun-KoA, kil yTHIIi3y€eThCs B LUK
JIMMOHHOI KUCJIOTH.

MewmGpaHa
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K KapHituH Anni-KoA

B-oxHCIeHHS

Vuacte Rﬂl)ﬂiT[lH}' B nepeﬂeceaﬂi JOBroJIAHOKIOBHX RHPHHX KRHCJI0T 1epes BH}'TI)iU.lHl'O
MeMOpany MiToxoHIpill. E, — KapHimux-ayurmpancgepasa I E, — xapximun-ayun-
mpancgepasa II. T — mpancnoxasa.

OKUCHEHHS KUPHUX KUCIIOT B1I0OYBa€eThCA 32 J-CXEMOI0, KOJIM OKHCHIOETHCSA 3-aTOM
Kap6ony xupHoi kucinotu, Tomy KHoom Ha3BaB 1eil mporiec B-OKHMCHEHHSM KUPHHUX
KUCJIOT:

B o
R—CH,—CH,—COOH— R—ﬁ—CHz—COO H—— R—COOH+ CH;—COOH

o



Peaxii B-okucHEHHS:
1. HerigpyBanHs 1Mo o- 1 [-kapOOHOBHX aToMax >KHPHOI KHCIOTH 3a

nonomororo ®AJI-3anexHoi ayur-KoA-oeciopozenasu:

B o
R-CH,~CHy=CH,~CH,= G-SKOA + ®AI——=R-CH,~CHy=CH=CH-C~SKOA + DATIH,

O @)
Auua-KoA Enoir-KoA

2. T'ipparanis enain-KoA; dbepment — enoin-KoA-eciopamasa:
R-CHz—CHz-CH=CH—ﬁ—SKoA +H,O —— R-CHZ—CHQ—(FH—CHz—%—SKoA
O OH O
Enoir-KoA B-oxciayua-KoA
3. Jpyra peakuist gerigpysanus; pepment — HA I -3anexna f-oxcuayun-KoA-
Oeziopozenasa.
R—CHZ—CHz—gH—CHz— ﬁ-SKoA+ HALQY — R-CHz—CHz—ﬁ—CHz—%-SKoA+ HALQ +H*
OH (@) o (@)
B-oxciayua-KoA B-kemoayua-KoA
4. Tiona3Ha peakiis; pepMeHT — Tionasza, abo ayemun-KoA-ayurmparncghepasa:
R-CHZ—CHZ-S—CHZ—E-SKOA + KOASH —— R-CHz—CHp_-(lil—SKOA + CH3—(IL;—SK0A
@) @) O O

Ili 4 peakmii ckiamarOTh OAWH LUKI [P-okucHeHHs. Arui-KoA, skuii craB Ha 2
atomu KapOoHy KOpOTIIMM, 3HOBY BCTYNAa€ y LMKI [-OKUCHEHHS 3 HACTYyIHUM
BimerieHHsAM aneTiii-KoA. Tak mOBTOPIOETHCS 10 TOBHOTO PO3Maay KHPHOI KUCIOTH
1o auetua-KoA.

VY KOXHOMY TUKII [-OKHMCHEHHS BHUBUIBHSETHCS OFHA MOJIeKysa ameTmi-KoA,
OKMCHEHHS SIKOi B ITUKJI1 JIIMOHHO1 KUCJIOTH CYTPOBOKYETHCSI YTBOPEHHSIM 12 MOJIEKYTT
AT®. B-okHCHEHHS MAJbMITaTy MPU3BOJIUTH 0 YTBOPEHHS 8 MoJiekyn anetmi-KoA,
noBHe okucHeHHs sikux g0 CO; ta HyO nacts 96 (12x8) monexkyn AT®D. ¥V koxxHOMY
UK B-OKMCHEHHS YTBOPIOIOTHCS JIB1 MOJIEKYJIM BigHOBIEHUX KodepmeHTiB — DAJIH,
ta HAJIH, sxi MOXyThb BiAJaBaTd CBO1 BIJHOBIIOBAJbHI EKBIBAJICHTH JIAHIIIOTa
€JIEKTPOHHOT'O TPAHCIIOPTY B MITOXOHPISIX, CIPUSIIOUM TeHepallii B pe3yabTaTi OKUCHOTO
dochopmmosanns 2 (PAJ/IH,) ta 3 (HAAH), To6To cymapuo 5 monexyn AT®. V pasi
MOBHOTO OKMCHEHHS MaJIbMITaTy B 7 IIUKJIaX J-OKHCHEHHS 32 PaXyHOK JAaHOTO MEXaHI3My
yTBOpUTHCA 35 (5%7) monekyn AT®. BpaxoByrouu Butpary 1 monekynu AT® Ha erami
aKTHUBAIIll )KUPHOI KUCIIOTH, 3arajibHa KUIbKICTh MOJIeKys1 AT®, 1110 MOXKe CUHTE3yBaTUCS
B yMoBax NmoBHOro okucHeHHs 10 CO; ta H,O monekynu nanepmitary, nopiBaioe 130
(96+35—1). CymapHe piBHSIHHS OKUCHEHHS MaJIbMITUHOBOI KMCJIOTH B MITOXOHJIPISIX:
C,;H,,COOH +230,+ 130 AI® + 130 ®, —>16 CO, + 16 H,O + 130 ATD

CuHTe3 TPUIJiNePHIiB.
Tpuanunrminepuan (HEUTpambHI KUPH) — T, 0 CKIAAaI0Th OCHOBHY YaCTUHY

XapUOBUX JIMIAIB Ta B HAHOUIBIIINA KITBKOCTI MPEACTABICHI B aIUIOIUTAX >XKHPOBOI



TKaQHWHU, JI€ BOHU BUKOHYIOTh (DYHKIIIIO pe3epBy MeTaOoiiyHOro mnanvupa. KinbKicTh
HEUTpaJbHUX KUPIB B OpraHizMi J0pocioi JoAuHU Macor 70 Kr JOpiBHIOE B
cepeaqapoMy 10-15 xr. Kpim xupoBoi TkaHWHU, OIOCHHTE3 TPHAIWITIIIEPOJIIB B
oOMeXKeHIH KITBKOCTI BiIOYBAa€ThCS TAaKOX B IHIIMX TKAaHMHAX, 30KpeMa IediHIIi,
KUILIKIBHUKY, MOJIOUHIN 3271031 B TIEp10/1 JaKTaIlii.

MeTtabomiuHuMU MONEepeaAHUKAMU B O10CMHTE31 TPHALMITIILIEPOIIB € aKTUBOBaHI
xupHi kucinotu (ammi-KoA) Ta rminepon-3-gocdar, mo, B CBOIO 4epry, MOCTAYar0ThCS
32 paXyHOK OKHMCIJICHHS TJTFOKO3H.

depMeHTAaTHBHI PeaKIlii CHHTE3Y TPHAIUITIIIIEPOJIiB:

Y TBOpeHHs akTUBOBaHO1 (hOpMU TUIIEpOy (TIiepuHy) — rinepod-3-gocdary (o-
rmnepodocdary) 3a ydacti hepMeHTy eniyepongocgokinazu (aKTUBHA Y TICUIHIII,
HapKax, CTiHII KuIKiBHUKA). Lleli mporec Moxke BinOyBaTtucs 3a OJHUM 13 JBOX
MEXaHI3MiB:

HZCT‘—OH H2C|:—OH
HC|Z—OH +ATO — HC|:—OH + A0
H,C—OH H,C—OPO3H,
I'ntuepurn I'xtuepoa-3-gpocgpam
abo
niokcianetoHpocdar + HAJTH + H —= rminepoia-3-gpocdar + HAT*

Jpyra peaxiisi BimOyBa€eThCs 3a ydacTi eniyepoigocghamoeziopoeenasu, 1O
JIOKaJI130BaHa B [IUTOTIa3Mi KJIITHH 1 aKTUBHA B )KUPOBIN TKaHUHI, M’s3aX Ta MEYIHIIL.

AKTUBHI ()OPMU KUPHUX KHUCJIOT YTBOPIOIOTHCS MiJ Ji€r0 ayur-KoA-cunmemas y
peaxIi:

R-COOH+AT® + KOASH

R- CO-S-KoA+AM® + ¢,

depmeHTH  eniyepoagpocpamayurimpancghepazu - KaramizyloTh — PUETHAHHS
AlWJIbHUX 3QJIMIIKIB 710 2 BUIBHUX T1IPOKCUIIBHUX TPy riineposidocdary. Sk npasuio,
BKJTIOYAIOTHCSL 2 PI3HUX 3aJMIIKH JOBIOJAHIFOTOBUX KUPHUX KUCIOT. B pesymbprari
YTBOPIOETHCS Alanuariinepoi-3-gocdar, sskuit Ha3uBarTh HochaTUIHOIO KUCIOTOO:

H2C|:—OH 2R—ﬁ—SKOA 2KoASH H,C—O—COR;

HC—OH © N\ " _ Hc-o-cor, __,
Hz(.l‘,—OPO3H2 H2C|3—0P03H2
I'riyepoa-3-gpocpam Qocpamugra Kucaoma

H,O P, Hzﬁ_o_COF\H R;—COSKoA KoASH H,C—O—COR,
\ / HC—0O—-COR, \/ = HC—0O-COR,
H2(|3—OH H2(.|?—0—COR3

Alayuaraiyepun Tpuayuaraiyepur

CuHTe3 TpHaUHUATAILlepHHIB (5KUpiB).



docdarugHa KHUCIOTAa TIAPOTIZYEThCS gochamaszoro 3 yTBOpPEHHAM 1,2-
TaIUITITIEepUHY, SKAN aIllMTIOETHCS 10 TPHALUITIIIEPUHY .

CuHTe3 KUPIB HAMOUIBII IHTEHCUBHO B1JIOYBA€THCS B MEYIHII 1 KUPOBIA TKAHUHI.
KupiB y neuiniii BiakiaagaeTbes Hebarato (110 1 % Bijg Macu opraHa), OCHOBHA iX 4acTHHA
MEPEHOCUTHCS JI0 KUPOBUX JIENO M 1HIIMX MO3aMEYIHKOBUX TKaHWH. TpaHCHOPT KUPIB
KpOB’I0 3/11MCHIOIOTH JinonpoTteinu ayxe Hu3bkoi ryctuau (JIZIHD), saxi yTBoproroThes y
€HI0IUIa3MaTHYHOMY PETHKYJIYMi F€NaTOLUUTIB 1 3BUIbHSIOTHCS IIJIIXOM €K30LUTO3Y. 3a
100y mediHka BUALIsAE y KpoB 0mu3bko 20 — 50 r xupy B cknami JIAHI. B engoremnii
KanuIspiB pi3HUX opraHiB € GepMEHT inonpomeinninasa, sika rigpoiisye >xxupu JIJHI 1
X1710MiKpoHIB. JKUpHI KUCJIOTH HAaxoa1Th y kmiTuHu. JIITHI, micist BumydeHHs 01111101
KUIBKOCTI )KHUPY, CTAIOTh JIIONpoTeiHaMu HU3bKO1 ryctuau (JIHT).

OQO0MiH X0JIeCTepHHY.

XonecTepuH 1KI BCMOKTY€ThCS y KHIIKIBHUKY B CKJIall Miled 3 >KOBYHHUMH
KHCJIOTAaMHU, MOHOAIWITIIIEPUIaMH, BUTPHUMHU >KHPHUMH KHCIIOTAMH, ajieé KUIBKICTh
roro oomexxkena — 1o 0,5 r 3a aeHb. Hapnmuimok xosjecTtepuny, 0 HAAXOIUTH 3 1XKEro,
BUBOJIUTHCS 3 PekamisiMu. Y KIIITUHAX KUIIKIBHUKA XOJECTEPUH eTepudiKyeThCs, 1 edipu
XO0JIECTEpUHY B CKJIaJl XIJOMIKPOHIB TPaHCIOPTYIOThCA A0 TKAaHUH. XUJIOMIKPOHH
BIJIIAIOTH KUPHU KUPOBIA TKAHUHI, a 3aJIHUILKH XUTOMIKPOHIB 3aXOIUTIOIOTHCS MTEYIHKOIO,
7Ie XOJIECTEPUH BUBLIBHAETHCS. Y TEMaTOIMTaX TaKOXX CHHTE3YEThCS XojecTepuH. Kpim
TOTO, CIO/IM MOTPAILISIE XOJIECTEPHUH 13 MO3aNeuiHKOBUX OpraHiB 1 TKaHuH. J[yxe mana
KUIBKICTh XOJIECTEPUHY MEPETBOPIOETHCA y CTEepoiaHi ropmoHu 1 Bitamin Ds;. Tak
YTBOPIOEThCS (DOHJ XOJECTEPUHY y TEUiHI, SKUM MOXXEe BUKOPUCTOBYBAaTHCS 3a 4
HanpsiMaMu:

®BKJIIOUEHHS y MEMOpaHH renaToIUTIB;

®[IEPETBOPEHHS Y dKOBUYHI KUCIIOTH;

e CeKpellisl XOJECTEpUHY B ’KOBU 1 AaJll B KUIIKIBHHUK;

®CEKpeIlisl y KPOB y BHUIJISAI JIMOMPOTEIHIB 1 MEPEHECEHHS IO TO3aNeYiHKOBUX
OpraHiB.

BwMmict xonectepruHy B opraHax 1 TKaHWHAaX MIATPUMYETHCS HA MOCTIHHOMY PiBHI.
3arajbpHa KIJIBKICTh XOJECTEpUHY B OpraHi3Mi JIOAUHM ckiagae o6auszpko 100 — 150 r.
[{omaus 3 Bxero HaaxoauTh 0,3 — 0,5 11 cuHTE3yeThes 10 1 . TakuM 4YMHOM, B OpraHi3Mi
JIIOJIMHU CIIOCTEPITa€eThCsl JUHAMIYHA PIBHOBAra: CyMapHa KiJIbKiCTh XOJIECTEpUHY, KU
HAJIXOJUTh 3 DKEK 1 CHUHTE3YEThCA Y TKaHWHAX, JOPIBHIOE CYMapHId KIIbKOCTI
XOJIECTEPUHY, 1110 BUBOJAUTHCA YePe3 KUILIKIBHUK 1 IEPETBOPIOETHCS Y )KOBUYHI KUCIOTH.
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