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IIPE/TUCIIOBHE

Hanmcanue moboro yueOHOro mocoOusi mpeamnonaraeT He TOJBKO
U3JOKEHHE  CYIIECTBYIOIIMX  HAay4YHBIX  (DAaKToOB, KacaroLuxcs
ompeneneHHON mpoOnembl. Kaxaplii aBTOp CTaBUT 3agaud, pelIeHHE
KOTOpPBIX  CUMTaeT  IEPBOCTENEHHBIM,  IO3BOJIIOLIUM  CTyAEHTaM
OCMBICIIUTh ¥ YCBOUTH KOHKPETHOTO 00beMa nHpopmanuto. [Ipu co3nanun
storo «KoHcnekTa JeKIui» MBI UCXOIMIH, B MEPBYIO O4Yepeib, U3 TOTO,
yro OMOXMMHS 4YeJOoBeKa Kak (yHOaMEHTalbHas TeopeTHdecKas
MEIWIMHCKAas Hayka Ui OONBIIMHCTBA CTYICHTOB Bceraa ObLia
HeripocTol. OueHb 4YacTO BHadale MW3yUeHHs OHOXMMHH CTYICHTOB
BOJIHYIOT BOINPOCHI, Kacaloliuecs Y4YeOHHKOB ¢ Hauboiee IOCTYIHBIM
nznoxkeHueM marepuana. OcobeHHO ocTpo 3Ta mpobieMa BO3ZHHKAET MpHU
paccMOTpeHUH BONPOCOB HamOoJee CIOXKHBIX Pa3fesioB, B YHCIE KOTOPBIX
«O0bmen yrmeBozmoB». IloaToMy MBI TOCTapaimch cO31aTh IOCOOHE C
MaKCHMAaJIbHO JIOTUYECKH IMPOJYMaHHBIMU U TIOHATHBIMH CTPYKTYpPOH U
(dopMoit m3noxkeHus: HHGOpMAIIHH.

Opnako, craBsi mepen coOoil BBINICYKa3aHHYIO 3ajady, Mbl HE
yOpOILATH OCHOBHBIE TMOHSATHS M TIpoLecchl. B KOHCHekTe JeKuuit
OMOXUMHS YTIEBOJOB M3JI0KEHa B TOJIHOM OOBEME M B COOTBETCTBUH C
TUIIOBOM MporpaMMmoii mo npeamery. Kpome Toro, Mbl caenain akIeHT Ha
HEKOTOPBIX ~ KIMHMYECKUX  acleKTaX HW3ydyaeMbIX MeTabOIUYecKuX
MpoIeccoB, MoApoOHEe OCTAaHOBMBUIMCH Ha OWOXUMHH OJHOTO U3
HanOoJiee pPacHpOCTpaHEHHBIX 3a0o0JeBaHU — caxapHoro auaderta.
[locnennee, ¢ Hamel TOYKM 3pEHUs, SBISETCS KpailHE BaXKHBIM, T.K.
cO3J1aeT yCIoBUS U (GOPMHUPOBAHUS KIMHHYECKOTO MBIIUICHHS Oy IyIIero
Bpaya M MOHHMMaHUS TOrO, YTO B OCHOBE MAaTOJIOTMYECKUX HM3MEHEHHUH B
OpraHu3Me JieKaT HapylIeHUs] OMOXMMHUYeCKUX mpoueccoB. Hageemcst, uto
mpeayiaraeMplii KOHCTEKT JieKuuii «OOMeH yTriieBOIOB» IO3BOJIUT BCEM,
H3y4YalomUM OHOXMMHIO YeJIOBEKa, B TOM 4YHCIE W HWHOCTPaHHBIM
CTYAEHTaM, JOCTaTOYHO OBICTPO OCBOMTH OCHOBHBIE MeETa0OJIMYECKHE
MPEeBpalLICHUs] YITICBOAOB, MOHSATH M OCMBICIHTH OHOJOTHYECKYIO POJIb
MpPOLECCOB M MEAUIMHCKOE  3HAY€HHWE  HU3yYaeMbIX  BOIPOCOB,
chopMHUpOBaTH  MPEIACTABICHUS O  BO3MOXHBIX  MaTOJIOTHYECKUX
HW3MEHEHUSIX B OpraHU3Me, CBSA3aHHBIX C OOMEHOM YTJICBOJIOB.

Kenaem ecem no6o3namenvubim u mpyoonoOUsbIM yCnexos Ha
HenpoCcmoMm nymu NOCMUNCEeHUsL OUOXUMUYECKUX SHAHUI.



JIEKIIHUA 1 YITIEBO/IbI: CTPOEHUE U ®YHKIIHU.
AHASPOBHBIH KATAFOJIH3M ITIOKO3bI

Iinan

1.1 O0mas xapakTepucTUKA CTPOeHUS M QYHKIUI YyIiIeBOA0B U
UX NPOU3BOJIHBIX.

1.2 OcHoBHBIE MyTH BHYTPHUKJIETOYHOI'0 MeTadoJaM3Ma
yIJIeBO/IOB.

1.3 I'nukosu3:  OuosOrHYeCKast  PoJb, (epMeHTATHBHbIE
peakuuu, peryJsinusi.

1.4 OcoGenHocTH MeTad0IM3MA IJIIOKO3bI B 3PUTPOIIHUTE.

1.5 KunmHnyeckue acmekTbl MeTa0oM3Ma TJIIOKO3bI B

aHA’POOHBIX YCJIOBHUSAX.

1.1 O0mas xapaKTepUCTHKA CTPOCHUS M (PYHKIUH YIJIeBOA0B U
UX POM3BOHBIX

K yrieBogam OTHOCSATCSI caxapa W WX MPOHW3BOJHBIC, 00IIas
dbopmymna xotopeix - [C(H20)In. VrieBonmbl SBISIOTCS OCHOBOM
CYILLIECTBOBaHMS OOJBIIMHCTBA OPTaHU3MOB, T.K. BBIIOJHSIOT PSI
BaXHBIX (DYHKIIHIA:

B suepretrueckyo (YIIIeBOABI - 3TO BaXKHBIE DHEPreTHUCCKUC
cyOcTpaThl IUIsl KJIETOK OpPraHW3Ma, KOTOpBIE 1O CPAaBHCHHIO C
JApPYTMMU BEIIECTBAMU IJIs IPONYKIUU DHEPIrUU HUCIOJIB3YIOTCS B
TIEPBYIO OYEPE/Ib);

B crpykrypHYI0  (HEKOTOpBIC  YIIICBOABI  BXOISIT B  COCTaB
HEYTJIEBOJHBIX MOJIEKYJI: TICHTO3bl - B COCTaB HYKJIEHHOBBIX
KHCJIOT, OJIMTOCAaXapuIsl - B  COCTaB  TJIMKOIPOTCHHOB,
BBIMOJTHSIOIINX (bepMeHTaTUBHYIO, TOPMOHAIIEHYIO u
TPAaHCIIOPTHYIO (PYHKLIUH);

B actiyeckyio (M3 TPOMEKYTOUHBIX TMPOLYKTOB KaTaboIM3Ma
[JIIOKO3bI MOTYT, HallpUMEP, CUHTE3UPOBATHCS JINITUbI);



B e TOKCHKAIIMOHHY O (B npolecce 00e3BpEKUBAHUS
KCEHOOMOTMKOB M  HEKOTOPBIX  CHJIOTEHHBIX  CyOCTpaToB
MPUHUMAET y4acTUe TIIOKYPOHOBAs KHUCJIOTA);

B anturennyro  (3Ty  (QDYHKUMIO  BBHINOJHSAKOT — [OJHCAXapHIbl
MJIa3MaTHYeCKOM MEMOpaHbI KJIETOK).

B xumunueckoMm 1miane YIJIICBOAbI MOXHO OHNPCACIUTL KaK
AJIbAO3HBIC 1501050 KETO3HBIC IMPONU3BOAHBIC IIOJIMAaTOMHBIX
(comepxkammx ©Oonee opHoi OH-rpymnmbel) COUPTOB WM Kak
COCJMHEHUS, TPH TUAPOIU3E  KOTOPhIX  OOpa3yloTcs  3TH
MIPOU3BOTHBIC.

Knaccupuuupyror yrieBoAsl C y4e€TOM HX CTPYKTYpPHBIX
0COOEHHOCTEHN M PU3UKO-XUMHUECKUX CBOMCTB.

Kuaaccsr:

1 Monocaxapuapl (IpoCThle caxapa) IMPEACTaBICHbl OJHUM
HNOJUTUAPOKCUATBAECTUIOM  WJIM  HOJUTHAPOKCUKETOHOM €
Pa3JIMYHBIM KOJMYECTBOM YIJIEPOAHBIX aTOMOB (n=6 - rekco3sl,
Nn=>5 - IEHTO3bI U T.1I.)

W3 yncna 3tux caxapoB B OpraHu3Me yesnoBeKa npeoliaiaoT

IeKCO3bI - TII0K03a, FaJIakTo3a, (PpyKTOo3a:

6 CH,0H CH,OH

H OH H OH B-D-®pykrosa
a-D-T'miokoza a-D-T'aakroza
N3 mnento3 Haumbosiee 3HAYMMBIMH  SIBIIAIOTCS  pubo3a |
Ne30Kcupr003a; TPUO3bI, TETPO3bl U TENTO3Bl - 3TO MHHOPHBIE
KOMITOHEHTBI ~ KJIETOK, KOTOpBIE SBJISIIOTCS  MPOMEKYTOYHBIMHU



MeTabomuTaMu. BHONOTMYECKYI0 pOJIb 3THUX YIJIEBOJOB MOXKHO
OTIPEIICIIUTh KaK YJHEPTETHUECKYIO U TIACTHUCCKYTO.

K Ownosorndyecku BakHBIM MOHOCaxapuaaM OTHOCATCA HX
aMHHOTIPOHM3BOTHBIE - aMHHOCaxapa. Hawnbonee
PacIpOCTPaHCHHBIMH SIBISFOTCS TNIFOKO3aMUH M TaJIaKTO3aMUH:

CH,OH CH,OH

H NH- H NH.

D-I'moko3aMuH (XUTO3aMHH) D-T'anakro3amuH (XOHIPO3aMUH )

N-aIIeTHJIHpOBaHHBIMI/I IMPOU3BOAHBIMHU 9TUX T'€KCO3aMHHOB
SABIIAKOTCA N-aHeTI/IJ'IFJ'IIOKOBaMI/IH u N-aHCTI/IHFaﬂaKTOSaMI/IHZ

CH,OH CH,OH
H —O0 H
OH H
OH OH
H TTIH H TtﬂH
=0 —0O
C\ C

N
CH- CH;
N-AILEeTHATITIOKO3aMUH

N-AneTunaraasakTo3aMuH
9TI/I MOHOCaXxapuabl BXOIAT B COCTAB:
B nonuwcaxapumoB - TeTEPONOIMCaxapuaoB  (IIFOKO3aMHUHOIIH-
KaHOB) COSJIMHUTEIHLHON TKaHU;

B ourocaxapuaHbIX KOMIIOHEHTOB JIMKOTPOTENHOB H
TIIAKOJIMITHIOB.

buonornyeckn BaXHBIM aMHUHOMPOU3BOAHBIM MOHOCAXapH-

JOB  sIBISIeTC  Heupamunogas Kucioma. N- u  O-auuibHbIE



MPOU3BOJHBIE 3TOM KHUCIOTHI HA3bIBAIOTCSA CUATOBLIMU KUCTOMAMU.
HeitpamuHOBass #  CHAIOBbIE KHUCIOTBI - 3TO CTPYKTYpPHBIE
KOMIIOHEHTbl ~ TJIMKOJIMMMJIOB  OuMoMmeMOpaH  (TaHIJIMO3UIOB),
TJIMKOMIPOTEMHOB U MPOTEOTIMKAHOB OMOJOTUYECKUX KUAKOCTEH,
CIU3€H, COEIMHUTEIBHON TKaHH.

JpyrumMyu  NPOU3BOJHBIMH  MOHOCAXapUIOB  SIBISIIOTCS
YpOHOBble KUCIOMbL - 3TO TPOMYKTBl OKHUCIEHUS IEPBUYHOMN
TUAPOKCHIIBHON Tpynmbl anbao3. K HUM OTHOCSTCS IIIIOKYpOHOBas,
TaJaKTypoOHOBasE M  UIYypPOHOBasg  KHUCIOTBL, pOJb  KOTOPBIX
3aKJII0YAETCSl B YYACTUU B MPOIECCaX JAETOKCUKALUUU (TJIIOKYPOHOBASI
KHCJIOTa) M MOCTPOCHUHU Te€TEPOIOINCaXxapuaoB (TalakTypoHOBas U
HUTypPOHOBAsI KMCJIOTHI):

COOH COOH H
0 H H O H
H COOH
OH H OH H
OH OH OF
H OH H OH H OH
D-I'nmroxyponoBast D- T'anaktypoHOBas D-UnyponoBas
KHCIIoTa KHCIIoTa KHCIToTa

Cpeau TPOU3BOIHBIX MOHOCAaXapUAOB MOXHO BBIJIEIHUTH
TJIMKApOBBIC, AJIbIOHOBBIE KUCIIOTHI, aCKOPOMHOBYIO KHCIIOTY.

Monocaxapuapsl ~ 00pa3yloT  Takke  0OoJjiee  CIIOXKHBIC
MIPOU3BOJHBIE, KOTOPbIE SBJISIOTCS PE3YJIbTaTOM UX KOHJIEHCAIUH C
HEYTJIEBOIHBIMH KOMIOHEHTaMU. TakuMu MPOU3BOIHBIMHU SIBIISIFOTCS
2IUKO3UObl, HEYTIIEBOJAHBI KOMIIOHEHT KOTOPBIX HAa3bIBAETCS
arJIMKOHOM W MOXET OBITh TPEJCTABJICH CIUPTAMU I (PEHOJIaAMHU
(ocTaTku MEHTOJIA, TIHIEPON, cTepos, (GeHomn). B 3aBucuMoctu ot
TUNA CBSI3M MEXAY VYIJEBOJAHBIM KOMIIOHEHTOM M arJIMKOHOM
Bepiensitor  O-  w N-rouko3uzasl, oOpasoBanHble O- U
N-TIIMKO3UIHBIMH  CBSI3SIMH ~ COOTBETCTBeHHO. K O-rimkosumam
OTHOCSITCSL PACTUTENbHBIE CTEpOUACOAepkKaliue TIUKo3uAbl. OHU
UMEIOT KapJIMOTOHUYECKOE JCWCTBHE M B MEIUIIMHCKON MpPaKTHKE
W3BECTHBI KaK CEepACYHBIC TIMKO3HUIbI (CTUMYIHUPYIOT NEATETHHOCTh



MHOKap/a TpH CepAeYHOW HEAOCTAaTOYHOCTH).  N-TITUKO3UTaMHU

SIBJISIFOTCS. HYKJIEO3UIbI (YTJIEBOHBIA KOMIIOHEHT - MIEHTO03a, arJIUKOH

- a30THCTOE OCHOBAHHE) - CTPYKTYPHBIE KOMIIOHEHTHI HYKJIEHHOBBIX

KHCJIOT ¥ HEKOTOPBIX KOPEPMEHTOB.

2 Ouamrocaxapuabl - 3TO YIVIEBOABI, cocTosiue u3 or 2 no 10
3BEHHEB MOHOCAXapUIOB, KOTOPbIE COCIMHEHBI TITMKO3UIHBIMHU
cBs3aMu. [t opranu3ma denoBeka HaubOoublee OHOIOTHYecKoe
3HAUYCHHE UMEIOT JMCaXapuibl, TaKUe, Kak JlakTo3a (rajiakros3a +

TJIF0K03a), caxapo3sa (Tioko3a + ¢ppykTo3a), MainbTo3a (TIKo3a +
TJTFOKO3Q).

CH,OH

HO

JlakTo3sa (f-D-ranakro3uno-1,4-a-D-rmoko3a)

CH,OH CH.OH
——O o ’
— o) (DO0H
HO
OH
OH HOCH,

Caxaposa (o-D-rmroxo3ui-1,2-B-D-dpyxrosnn)



H OH (a-1,4) H OH

Mansto3a (o-D-rimoko3uin-1,4-o-D-rinoko3a)
Buonoeuueckas ponv onueocaxapudos COCTOUT B TOM, UTO OHH:
B BSFOTCS BKHBIMUA KOMITOHEHTAMH TTHTAHUS YEI0BEKa;
B BXoT B COCTaB MIMKONPOTEUHOB GHOMEMOpPaH, OTBEYAIOIINX 3a
MPOIIECCHI KJIETOYHOTO Y3HABaHMUS.

3 Tloaucaxapuabl - 3TO OHOMOIUMEpPHI, KOTOpPHIE COCTOSAT U3
HECKOJIbKMX  ThICSY  YTJIEBOJHBIX MOHOMEPOB. Onu
MOAPA3ACIIAIOTCS HA JABE TPYIIIIHI:

B Tomononucaxapuabl -  COCTOST W3 MOBTOPSIOIIETOCS
MOHOcCaxapuja ojHoro Bujaa. HawOonbliee 3Ha4YeHHWE IS
OpraHu3Ma 4eJiOBeKa HMEIOT TaKHEe TOMOIMOJIMCAXapUAbl, Kak
Kpaxmall, TJUMKOTeH U  IeJUII0J03a,  MOBTOPSIOUIMMCS
MOHOCaXapuJ0M B KOTOPBIX SIBISIETCS TIIIOKO3a.

CH,0H CH,0H CH,0H
H 0 g 0| H
H
NS H B OH
OH 'O O_]
Hoon | H  OH H  OH
(u-1,4) (a-1,6)— 0
CHZ0H CH;0H P CHOH 0 HC
H 0 ! f 0
H H
OH H OH ! SH ! OH H
10 o— Lo Ly
Hoood b w o on HoOH | I
t 1
((1'1,4) | |
- -



®parMeHT MOJIEKYJIbI IVIMKOT€HA
KpOMe TOro, K TroMomojgucaxapuaaM OTHOCATCA TICKTUHBI,
UHYJWH, JAEKCTpaH, XWUTHUH. OCHOBHas pojib OHOJOTHYECKU
3HaYMMbIX JJIi OpraHu3Ma uYeJloBeKa TIOMOIOJIMCAXapuaoB -
DHEpPreTUUYECKasl.

B T'erepomonucaxapusl - COCTOST U3 Pa3HBIX MOHOCAXaPHU/IOB JIBYX
BUJIOB, T.€. TIOBTOPSIOIIMMCS JIEMEHTOM HMX CTPOEHHsI SIBJISETCS
mucaxapuna. Jlns opraHu3ma uenoBeka HawOoJblliee 3HAYCHHE
HMEIOT IIIUKO3aMUHOTIINKAHBI (MyKoIoJIcaxapuisl).
MoHocaxapuiHBIMM ~ KOMIIOHEHTaMH  3THX  IOJIMCaXapuoB
SIBJISIIOTCSI TEKCYPOHOBBIE KHUCIOTHI (IJIIOKYPOHOBAs, UIYPOHOBAs
u np.) U N-aleTHINPOU3BOJHBIE TEKCO3aMHHOB (TJIIOKO3aMUH,
rajlakTO3aMUH).

Buonoecuueckasn ponv enuxo3amunociukanos:

a) THAIYpOHOBas KHUCJIOTa, XOHAPOUTHUHCYNb(AT, renapaHcyibdar,
JepMaTaHcyibdar, KepataHCybhaT BXOJIST B COCTaB
MECKKIIECTOUYHOI'O MaTpHuKCa COGI[HHHTCHLHOﬁ TKaHU, 9T
reTepONocaxapuabl HAXOIATCI B KOMIUIEKCE C OelkaMu, T.€. B
COCTaBe MPOTEOTIINKAHOB;

0) renapuH SBJISETCS MPUPOIHBIM AaHTUKOATYJISTHTOM.

1.2 OcHOBHBIE MYTH BHYTPHKJIETOYHOT0 MeTa00I1M3Ma
yIJ1eBOJ0B

Haubonee Merabonuyeckd AaKTUBHBIM M COOTBETCTBEHHO
3HAYMMBIM YTJICBOJOM JIJIsl OPraHW3Ma YeJIOBEKa SIBJISICTCS TIIFOKO3a.
Ona mocTymaer B OpraHu3M C MUIIEH, oOpasyercs MpH pacraie
noJyincaxapuioB (IJIMKOI€Ha M Kpaxmala), MpeBpallleHuu ApYTUX
MOHOCaxXapuaoB ((PYKTO3bI M TallaKTO3bl), a TaKXKe MOXKET
CHUHTE3MPOBAThCS U3 HEYTJICBOJIHBIX coelquHeHui. Hapsay ¢ atum
TJIIOKO32 BCTYIMAET B LENBIH Psii METa0OIMUYECKUX MpPEBpaILCHHH,
SBJIASCH CyOCTpaTOM Uil CUHTE3a APYTUX BEIECTB ( YIJIEBOAHBIX U
HEYTJICBOJIHBIX ). Mo>kHO BBIJICIIATH CIICTYFOIIIHE My TH
BHYTPHUKJICTOYHOT'O METa00IM3Ma YIIICBOJIOB:



B a>po6HOE OKUCIICHUE TIIFOKO3BL;

B ripkonH3 - KaTaboIn3M TITFOKO3bI B aHAPOOHBIX YCIOBHSX;

B cuntes U pacmaj rIMKOTCHA,

B rFOKOHEOTeHe3 - CHHTE3 TIIFOKO3bI U3 HEYTJIEBOAHBIX MPOYKTOB;
B nenT030-pochaTHbIil MyTh OKUCIEHHS TIIFOKO3BI;

B MeraGonusM ranakTossl U GPYKTO3HI;

B o6paszoBaHe TIIIOKYPOHOBOM KUCIOTBI M3 TIFOKO3BL.

1.3 I'nukou3: 6Mo0rnYecKas poib, (pepMEeHTATHBHBIE
peaKkuuu, peryasnus

I'mukonu3 - 3TO mpolecc aHa’dpoOHOro pacmajga TIHOKO3BI 10
JaKTaTa, KOTOPBIA KpailHe BaKeH IJIsI METaboIM3Ma CKEJETHBIX
MBIIIL, MO3rOBOM YacTH MOYEK, 3pUTpouuToB, yacTuyHO JKKT,
KOXHM, CETYaTKM IJ1a3a. [JMKOIM3 AaKTUBHO MPOTEKAaeT BO
BHYTpPEHHEH 4YacTu OBICTPOPACTYIIMX 37I0KAYeCTBEHHBIX OITYXOJEH,
YTO O0BsICHSIETCS IePUIITOM KHCIIOpOJa BCJICJICTBUE
HEJ0CTaTOYHOTO KPOBOCHAOKEHMSI 3TUX OBICTPONPOrPECCUPYIOIINX
o0paszoBaHMii.
buonoeuueckas pons 3T0Or0 MpoLIECCa:

B Dnepeemuueckas. B GHOMEIUIIMHCKOM OTHOIIECHHH CITOCOOHOCTE
IJIMKOJIM3a TEHEpUpOBaTh HHEPruio Hewenuka - 2 ATD mpu
pacage 1 Monekynael TIIOKO3bl. OJOHAKO B YCIOBUSX
HEI0CTaTOYHOI'O CHA0KEHUSI KUCIOPOJIOM TIUKOIN3 MOXKET OBbITh
€MHCTBEHHBIM TIPOIIECCOM, CIOCOOHBIM OOECHEeYUTh KIIETKU
SHEPIrUeH.

B Amgpuboruueckasn. HekoTopbie MPOMEKYTOUHBIE TPOIAYKTHI 3TOTO
KaTabOJMYecKOoro MyTH MOTYT IIOCTyHaTb B aHa0OJUYECKHE
MPOLIECChl M HCIOJIB30BAaThCA JUISI CHHTE3a JAPYIMX BEILECTB.
Hanpuwmep:
nuuepanvoezud-3-pocgham — cnuyepon-3-gpocpam — CUHTE3
TPHALWITIHIEPOJIOB U GochoIUINI0B;
nupyeam —> cunmes AMuHOKUCIOMb.

B Anannepomuueckas. TIMKONMW3  SIBISETCS aHAIUIEPOTHYCCKUAM
(momonustommm) st LJIK: ITBK — okcanoayemam — ¢ IVIK.



OtnenpHple  peakuuu  TNIMKONIM3a  Kartanusupyror 11
(epMeHTOB, KOTOpbIE JIOKAJM30BaHbl B IIMUTO30JI€ KIETKH U
o0pazyloT  MyJabTHGEPMEHTHYIO  cucTeMy. {DepMEeHTaTHBHBIC
peakmuu 3TO Tmporecca ObUTM TOoApoOHO u3yudeHbl 10 1940 .
HEMeLKHUMH Onoxumukamu OMO1eHoM u Meiieprogdom, cOBETCKUM
ouoxumukoMm IlapHacoM, MO3TOMY TJHMKOJHM3 HAa3bIBAIOT IIyTEM
DOMbaena-Metieprodda-Ilapnaca.

CymMapHO€ ypaBHEHHE pEaKUMl  IVIMKOJIU3a  MOYXHO
MIPEJCTaBUTh CIEAYIOIIUM 00pa3oM:

I'mokoza + 2 AI® + 2 @ — 2 Jlaktat + 2 AT® + 2 H20.

I'mukonu3 npoTekaer B dse cmaouu.

I craaus xapakTepusyercs pacrajoM MIECTUYTIECPOIHON MOJIEKYIIbI
TIIFOKO3BI 10 IBYX MOJIEKYJ Tpro30(ocdaToB - TiauIepanbIerua-3-
¢dochara u muokcuanerondocdara; oHa mpoTekaeTr ¢ 3aTparor 2
ATO.

I cragmsa BKIIOYAeT peaklUM pacmaga JABYX  MOJIEKYJ
TprozodochaToB 10 BYX MOJEKYN JaKTaTa, B pe3yJIbTare
reHEepUpyeTCcs 4 ATOD (B peaKuusx cyOCTpaTHOTO
dhochoprupoBanus).

Depmenmamusnvle peaKyuu 2nuKoaIu3a

['moko3a TMPOHMKAET B KIETKH C TOMOIIBI0 AKTUBHOTO
TpaHCIIOPTa WJIM €  ydacTHeM crnenuduyeckux  OEIKOB-
nepeHocuynkoB. [lepBasi peakiusi, B KOTOPYIO BCTYIaeT MOJICKYJIa
TIIOKO3bI, OJIHO3HAauHa - 3TO (hocopuarpoBaHue ¢ 00pa3oBaHHEM
TIII0K030-60-pocdara. DochopuiinpoBaHHE TIIFOKO3bI MPETSATCTBYET
ee 00paTHOMY TPaHCIOPTY W3 KIETKH H obecreunBacT oOpa3oBaHUE
MeTa00JIMUeCKN aKTHBHOW (hOpMBI 3TOro MOHOcaxapuma. Peaxiuio
KaTaJIM3UPYyeT TeKCOKWHA3a, B MEYCHU CYIIECTBYET M30(epMEHTHAsS
¢dopma - rmrokokuHaza. OOpa3zoBaHue IITIOK030-6-pocdara sBseTCS
BAXHOM peakiyell MeTadojr3Ma TIIOKO3bl HE TOJNBKO Kak OJHA U3
peakmuii raukonu3a. [moko30-6-pocdar - 310 akTHBHaAA (dopma
TIIIOKO3bI, KOTOpasi o0pasyeTcs Mepel BCTYIUICHHEM TJIFOKO3bI B



aro0ble  MeTabonuyeckue mpeBpameHus. CXeMaTH4eCKH peakiuu

[JIMKOJIM3a TPEICTaBlIeHbl HUXe (puc.l).

B oroil mocnenoBaTeNbHOCTH peakUud CleayeT OOpaTHTh

BHMMAaHHE Ha TO, 4TO:

a) ['munepanpaerun-3-pocharneruaporeHazHass peakius SBISCTCS
peaKuel enukonumuyeckou OKcuoopedykyuy, T.K. B ITOH
peakuuu TIJIMKOJIM3a MpOUCXOAuT BoccraHoBieHue HAJL no
HAJIH-H'. Cyms6a HAJH-H' ormuaercs B aHadpOOHBIX H
a’pOOHBIX yCIIOBUSAX. B aHa’pOOHBIX YCIOBUSX OH BCTYIAeT B
JAKTAaTAETUAPOTCHA3ZHY IO peaxiuio, rae noJABepraercs
okucnenuto. Jlanee oxucnenusii HAJ[ BHOBb BO3BpamiaeTcsi B
DIALIEpATICTH-3-(hoCchaTACTHAPOTEHA3HYI0  PEaKIUio  JUIS
BOCCTAaHOBIEHHUA. IIpu a’spo6HOM pacmaze rmoko3sl HAJIH-H'
HANPAaBISETCS B OKUCIUTENbHOE (HocPOopHINpOBaHUE, B KOTOPOM
IIPOUCXOIUT €ro okucieHue u cuures 3 ATO.

0) B ruukomm3ze  ecTb  BE  peakyuu  cyocmpamuoco
Gocgopunuposanus - 3TO peakUudl BTOPOH CTaauH, B KOTOPBIX
npoucxoaut obpazoBanue AT®D - docdormunepaTkuHazHas
NUpYBaTKUHA3HAs PEAKLIUH.

B) DHepreTUUecKuii ananc aHa’dpOOHOTO paciIeruieHus | MOJIeKy bl
IoKo3el  cocTaBisier 2 AT®. Ilpm pacuere CyMMapHOro
konuuectBa AT®D, koTropoe 00pasyeTrcs B TIIMKOJIM3E, CIEAyeT
yuuThIBaTh 3aTpathl 2 AT® Ha I cranuu (rekcoknnaznas u DOK
peaxIumn) " o0Opa3oBaHHe 4ATD BO I CTaIuM
(pocdornunepaTknHazHas ¥ NHUPYBAaTKMHA3HAS PEAKIMU - MO 2
AT® B xaxmaou, T.K. Ha Il cragum umer pacmag IBYX MOJIEKYJI
rmnepanpaerua-3-gocdara).
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B rimkonusze Tpu peakuuu SBISIOTCS  (DU3MOIOTHYECKH
HEOOPAaTUMBIMH U PACCMATPHUBAIOTCA KaK KIIOUEBbIC. DTH PEaKIUU
KaTaTu3uPYIOT PETyISITOpHBIE (QEPMEHTHI - 2excokunaza, PPK n
nupysamkunaza. dPpdexkropamu 11t 3STUX HEPMEHTOB SBIISIOTCS:

B 151 2excokunasbl - aKTUBATOP - UHCYJIMH; HHTHOUTOP - TIIFOKO30-
6-bocdat (MPoIyKT peakiumn);

B s @OK - axkrtuBaropel - (QpykTo30-6-pocdar (cyderpar),
¢bpykTo30-2,6-nudochar, AMD; wunruburtopsl -umrpar, ATD
(koTopble B HM30BITKE OOpa3ylOTCS B KIETKE MPU YCUIICHUU
OKHUCIIUTENbHBIX IPOILIECCOB, YTO O0OECIeYMBaeT COXpaHEHHE
TIIIOKO3BI B KieTke). Takum oOpazom, @OK nHambosee akTHBHA
npu  HU3KUX cooTHomeHusx [ATO)/[ALD] U Manou
KOHIICHTPALIUH [IUTPATA;

B s nupyeamkxunasel - wuHrHOMTOpHI - AT®, ametwi-KoA,
KHUpHBbIE KHUCIOTHI. [leueHouyHast MupyBaTKUHA3a peryIupyeTcs
myTeM o0paTHMOW KOBAJCHTHOW MOAM(HUKALNU: aKTUBUPYETCS
dbochopmmmpoBanueM, WHruoupyercst aehochoprInpOBaHUEM.
Kpome Toro, B me4eHn MOKET MPOMCXOAUTh MHAYKIHS CHUHTE3a
9TOro QepMeHTa mojJ JEHCTBHEM HHCYJIMHA M MOBBIIICHHUEM
KOHIICHTPALIMH TITFOKO3bI B KPOBH TOCIIE TIPUEMA TTHUIIIH.

1.4 OcoGenHocTH MeTa00JIM3MA [JIIOKO3bI B 3PUTPOLIUTE

JU1st 5pUTPOLIMTOB, OCHOBHAS (DYHKLIUS KOTOPBIX - TPAHCHIOPT
KHCIOpPOAa B TKAaHM, XapakTepHbl aHA’POOHBIE MeXaHU3MBI
BbIpabOTKH sHepruu: Oomee 90% wucCHoNb3yeMON HSpUTPOLIUTAMHU
TJIFOKO3bI ITOJIBEPraeTcs INIMKOJIN3Y.

[ToG0YHBIM MPOIYKTOM TJIMKOJIN3a, KOTOPBI OOHApYy>KUBAeTCs B
SPUTPOLMTAX B BBICOKUX KOHILEHTpalUsX, sBisercs 2,3-ougoc-
Goenuyepam.

3TO COEIMHEHUE BBHITIOIHSET PAJ BAXKHBIX (PyHKIIUIL:

a) CBSA3BIBAETCS C TIEeMOIJIOOMHOM, YMEHbIIAsh €ro CpOJCTBO K

KHCIIOPOJy W, TaKUM oOpa3zoM, oOserdaet ocBoOoxaeHue O, B

TKaHSX;



0) sABIsAETCS BaXXHbIM aHUOHOM, KOTOPBIH ypaBHOBEIIMBAET
BHETPUKIIETOUHbIE KAaTHOHBI W JEHCTBYET TAaKXKE€ B KayecTBE
OydepHOro areHra;

B) CIIY>KUT PE3EPBOM SHEPTUU MPH YPE3BBIYAMHBIX 00CTOATENbCTBAX,
KOT'Jla B KJIETKE HET 3armacoB TIIMKOreHa Wik kpeatuHpocdara.
VYcraHoOBIEHO, UYTO HaApyLIEHUs TIUKOJIU3a MOTYT OKasaTh

Cepbe3HOE BJIMSHME Ha TpPaHCHOPT Kuciopoda. M3BecTHbI

HACJEACTBEHHbIE HApYIICHHs IJIMKOJIM3a, KOTOPbIE B 3PUTPOLIUTAX

BJIMSIIOT Ha CTENEHb CPOJICTBA TEMOTJIOONHA K KUCIOPOAY.

VY OONBHBIX C HEOOCMAMOUYHOCbBIO 2eKCOKUHA3bI KOHIICHTPAIUS
MPOMEXKYTOYHBIX MPOAYKTOB TJIMKOJIM3a HAXOAUTCS Ha HU3KOM
YPOBHE, CJIEIOBAaTEIbHO, CHWKEHA KOHIeHTpamus 2,3-audocdo-
rnunepara. [loatomy reMorioOuH y Takux OOJBHBIX O0MagaeT
HEHOPMAJIbHO BBICOKMM CPOJICTBOM K KHUCIIOPOLY.

I[pu Oeuyume nupysamxunazvl, Ha0OOPOT, KOHIICHTPAIUSI
MIPOMEXYTOYHBIX MPOAYKTOB MOBBIIIEHA U coJepkanue 2,3-audoc-
¢dornumepata B aBa paza MPEBHIIIAET HOPMY, YTO OOyCIaBIMBAaEeT
HU3KOE CPOJICTBO T€MOTJIOONHA K KUCIIOPOTY.

B rumkommse Takke obpasyercs HAJIH-H', xoTopsii B
SPUTPOLIUTAX  HEOOXOAMM  JJIE  BOCCTAaHOBJIEHUS  H30BITKA
MeTreMornoonHa, o0pa3yloulerocss MOJ BIUSHUEM OKHUCISIOIMINUX
areHTOoB.

AKTUBHOCTH TEHTO30pOCHATHOTO TYTH B HOPME HEBEIHKA.
Onmnako B ciyuyae moBblieHHOW mnotpedHocTn B HAJI®H-H
CKOPOCTb PEaKIUil 3TOr0 MpoLEecca MOXKET BO3PACTaTh B HECKOJIBKO
pa3. HAJI®H-H HeoOxomuM nisi BOCCTAHOBIIGHHS TJIyTaTHOHA,
YYaCTBYIOLIETO B MIPOLIECCaX 3aIIUThI KIETKH OT AEHCTBUS aKTUBHBIX
dhopm kucopoa.

1.5 KnuHuveckue acneKThbl MeTa00/1M3Ma IJII0KO3bI B
aHa3POOHBIX YCIOBUAX
B V nerpos CIHIA u KapubGckux ocTpoBOB, KPeosioB MaBpHUKHUU U
STIOHIIEB OMKCaH HACIIEJCTBEHHBIH AePEeKT TIOKOKMHA3bl. [lpu
HAJINYUU 9TOro nedexra BOCIIPOU3BOIUTCS KapTHUHA
MHCYJIMHO3aBUCUMOI0  caxapHoro juabera: IJIIOKO3a  HE
yAEpKHUBAeTCSl  KJIETKaMH  MEYeHH, YTO  NPUBOAUT K



TUIICPTIINKECMHUU H30BITOK TIJIIOKO3LI B KpOBU CHOCO6CTByeT
YCUJICHUIO JIMIIOTCHC3a B aJWUIIONUTax, pe3yJbTaTOM YCro
ABJIICTCA PA3BUTHUEC TYUHOCTH.

| CymeCTByeT HaCJICACTBCHHAsA HCAOCTATOYHOCTH MBIINICYHOI'O

nzopepmenta ODK. IIpu >TOM IIMKOIU3 B CKEIETHBIX MBIIIIAX
MOJJEPKUBAETCS 3a CYET CHUHTe3a HEeOOJBIIOro KOJIMYECTBA
neyeHoYHOro u3o(pepmenra DDK, akTUBHOCTH KOTOPOTO B
MbIIIax HeBenuka. I[loaTomy ang Takol HacleICTBEHHOU
MATOJIOTUM  XapaKTepHa HMHTOJICPAHTHOCTh K  (PU3UYECKUM
Harpy3Kam.

B /3BecTeH HAcIeNCTBEHHBIN Ne)eKT MUPYBATKUHA3BL. Y deloBeKa

OH SABJIICTCS OJHOW U3 IPUYMH TEMOJHUTHYECKOW aHEMUH,
MIPOBOLIMPYEMOM OKUCIUTEISIMHU.

BoiBOABI
VYrneBoab! SIBISIOTCS BaKHBIMH SHEPTreTUUYECKUMHU CyOcTpaTamMu
B OpraHu3Me 4esioBeKa.
['mrok03a — 3TO HEHTPaIbHBIN YTIIEBOAHBIM METaO0INUT, KOTOPBIN
obecrieunBaeT  BBIMOJHEHWE MHOTHMX  OHOXMMHYECKHUX U
bu3noIorNUecKuX (PyHKITUH.
B ycnoBusAx HEIOCTATOYHOTO MOCTYIUIEHUS KUCIOPOAA B KIIETKH
obecrieyeHne SHEPruei MPOUCXOAWT HCKIIOYUTEIBHO 3a CYET
aHa’poOHOro KaTabonMu3Ma IiIr0K03bl — TITUKOJIN3A.

JIEKIJHA 2 ASPOBHBIH KATABOJIH3M I'/TIOKO3BI.
METABOJIU3M ITHPYBATA

Ilnan

2.1 DTanbl 23poOHOr0 KaTad0JIU3Ma IJIIOKO3bI.
2.2 YesiHOYHBIE MEXaHU3MbI TPAHCHOPTA TJIHKOJUTHYECKOTO
HAJIHH".
2.3 MeTab60,1u3M nupyBara.
2.4 OxkncauTeIbHOE JeKapOOKCHIMPOBaHNe TUPYBaTa.
2.5 KnuHnyeckue acneKkThbl MeTadoJM3Ma MUPyBaTa.
2.1 Dransl a3podHOro KaTadoJaM3Ma IJII0K03bI



Jlyis GONBIIMHCTBA TKaHEH OpraHM3Ma 4YejoBeKa XapaKTepeH
a’pOOHBIN pacmaj TIIOKO3bl, CyMMapHOE YpaBHEHHE pEaKIHi
KOTOPOTO MOXHO MPEICTAaBUTh CIEAYIOINUM 00pa3oMm:

I'mroko3a + 60, — 6CO;, + 6H,0.

OxucieHne rIIOK03bI MPOUCXOIUT B TPH ITara.

I I'mokoza — 2 IIBK (peakmuu 3TOM cTaauu JIOKAIM30BaHbBI B
nmuro3one). Ha »stom osrame  obpasyrorcs 2HAJIH-H'
(oxBuBaeHTHO 2-:3AT® = 6AT®) u 2ATD, T.0. PHEpreTHUECKUN
noTeHman 3toi craauu ¢ yuetom Od cocrapnsier SATD.

II 2 TIBK — 2 Anerun-KoA (peakiuu 3TO# CTaauu MPOTEKAIOT B
MuTOXOHApHAX). Ha sTom oTame obpasyercas 2 HAJIH-H' uto
3KBUBAJIEHTHO 2:3AT®= 6AT®, T.0. 3HEPreTHYECKUl NOTEHINAI
3Toil cranuu ¢ yuetoM O®D coctaisier 6ATD.

I 2 Auerun-KoA — IJIK u O® (peakuuu 3T0¥ CTaAu TPOTEKAIOT
B MuUTOXOHApUsX). B pacuere Ha 1 Anermin-KoA Ha sTOM 3Tare
obpasyrorcs - 3HAJIH-H (sxBuBanentHo 3-3 AT® = 9AT®D),
®AJIH, (oxBuBasienTHO 2AT®), ['T® (skBHBasieHTHO 1ATO).
[Tosromy »sHeprermueckuii 3ddekr sToit cragum (UIA ABYX
Moutekys1 Anetuii-KoA) cocraBsieT

2 (33ATD + 2ATD + 1ATD) =2-12ATO =24 ATD.

[Ipu cymmupoBanuu konmuectBa AT®, koropoe obOpasyercs Ha

KOKIOW CTaauu, MOJIy4aeM OJHepreTHueckKuid 3(PQeKxT MoIHOoTro

a’pobHOrO Karabomm3ma THIOKO3bl - 8+6+24=38 AT®. Opnaxo

ClIeIyeT  Y4YUThIBaTh  TOT  (akT, dYTO Ui  peaju3aiuu

SHEPreTHYECKOro noTeHLraNta I JTana HE00X0 MO

tpancrioptupoBath HAJTH'H™ U3 1uTO301151 B MHTOXOH/IPHH, THE B

pacuere Ha Kaxayioo Moiekynry HAJIHH'™ o6pasyercs 3 AT®.

Tpauciopr HAJIHH' u3 1mMTo3018 B MATPUKC MHTOXOHJPHIi

o0ecrieunBarOT  JBE  OCHOBHBIE  YETHOYHBIE  CHCTEMBI -

ManaracmapratHas u - raunepodocdarnas.  Ilpu  Tpancmopte

HAJIHH' ¢ y4yacTHeM ManaTacHapTaTHOH YeTHOYHON CHCTEMBI HE

npoucxomut norepb AT®, mosToMy  SHepreTHYecKuil OanaHc



a’po0HOTr0 pacraga TIIOKO3bl coctaBisier 38 AT®D. B ciydae
paboThI riutepodocatHoro YEJITHOYHOTO MeXaHu3Ma
sHepreTrdeckuii 3QdexT - 36 ATD, uro 0OBACHICTCS HEKOTOPHIMHU
0CO0EHHOCTSIMH (PYHKITMOHUPOBAHHSI ATOW YEITHOYHOW CUCTEMBI.

2.2 YeqHOUYHBIE MEXAHU3MbI TPpaHCopTa INIMKOJUTHYIECKOT0
gyt
HAJHH

Ha 1-i1 cragum a»’poOHOTO KaraGoim3Ma  TIIFOKO3bI
obpasyercs HAJIH'H', koTopsIii Bcronb3yercs 11 okucienus Qs u
obpazoBanus sHeprur B Buae AT®D. Dtor HAI[H'H+ OJIKEH
momacTb B MAaTPUKC MUTOXOHIpuil. OJHAKO HE CYyIIeCTBYET
TPAHCIOPTHOM CHCTEMBI, KOTOpas Morjia Obl 00eCHeduTh MEepeHoC
Bcell MoJieKkyibl. B opranusme uenoBeka (QYHKIIMOHUPYIOT JBE
YeJIHOYHbIE CHUCTEMBbl - MajaracmnapTratHas U rimnepodocdarHas,
KOTOpBIe TpaHCTopTUpyloT Tombko H' or HAJIH'H'. Ilpuauume!
(GYHKIIMOHMPOBAHUS KaXJIOM M3 OSTUX CHUCTEM CXEMaTHYECKH
MIPEICTABIICHBI HUXKE.

MaﬂaTacnapTaTHaﬂ YeJIHOYHAsA CUCTEMA

Humo3sone Mampukc mumoxonopuu

Maar /T\

Ol-KETOIIIyTApaT /1_"\
E
HAJH ! AcnapTaT-\ Q (-Acnaprar
T

Oxkcanoauerar I'mytamar /

Manar

HAZL HAJlY

O.-KeTOrTyTapar

\ Inyramar Oxcanoauerar

I'nmuuepodocdarHas yesHOYHASA CCTEMA



Humo3sone Mampukc mumoxonopuu

o-riamuepoJgocpar °° —  a-raunepoJadocar

HAJ DA

DAJIH

JAunoxcunanerondocdar <Z7——o0 /lnokcnanerondocpar

AHanu3 QYHKIMOHUPOBAHUS YETHOYHBIX CHCTEM I103BOJISET
CeNaTh CIEAYIOIINEe BEIBOJIBI:
a) TP MIepeHOCEe BOCCTAHOBUTENBHEIX SKBHBaneHToB (H') 1m0 Manar-
acrapTaTHOMY MEXaHU3MYy TIPOTOHBI TPAHCHOPTUPYIOTCA OT
HAJTH-H 1a HAJI;

0) mnpu QyYHKIHOHUPOBaHMU riaHIepodocdaTHOl  YeTHOUHOM
Tt
cucreMbl poToHbl niepeHocsaTes ¢ HAJIH'H na A/,

B) peanusalus SHepruu, akkyMmynuposanHoit 8 HAJIH-H u ®AH,,
IPOUCXOIUT B JIbIXaTEIbHOM LIENH, II€ PU IEPEHOCE FIEKTPOHOB
or HAJIH-H" cuntesupyercs 3 AT®, or DAJIH, - 2 ATD.

Takum oGpazom, npu Tpascmopte mpotoHos HAJTH-H'™ u3
LUTO30JI1 B MATPUKC MHUTOXOHAPHH uepe3 raunepodocdaTHbIi
YEJIHOYHBbI MexaHu3M HaONroAaeTrcs TNOoTepsl JHEPruM, T.K.
KOJINYECTBO JHEPTHMM BOCCTAHOBUTENBHBIX 3KBUBalieHTOB DAJIH,
cocraBiseT Tonpko 2 AT® mo cpasrennio ¢ HAJTH-H' (3 AT®).

BepHemcsi Temepp K pacyeTy SHEpreTHdyeckoro OajaHca
a’po0OHOro Karaboim3Ma TJIOKO3bl W YTOYHHM, TOYeMY NpHU
(YHKIIMOHHPOBAHUHU TIHLEPOPOCcHATHOTO UYEITHOYHOTO MEXaHU3Ma
OH cOCTaBJIsAET TOJIBKO 36 ATO.



Ha nepBoM 3Tane a’spoOHOro pacnana IiifoKO3bl IPOUCXOIUT
obpasosarne 2 HAJIH-H'. Eciu mepenoc npotonos ot HAJTH-H'
obecrieynBaeT MaJlaTacrapTaTHbINA YeITHOK, TO 3TH
BOCCTAaHOBUTEJIbHBIE AKBUBAJIEHTHl TpaHcrnopTupytorcs Ha HAJL
ITocne peanmuzauuu >HEPruM B ABIXATEJIbHOM IENMU B pacyere Ha
kaxayro  momekyny HAJIH-H™  cunTesmpyrotes 3 ATO.
CootBeTcTBeHHO 3Hepretmuecknii sdpdexr 2 HAJIH-H', kortopsrii
BOCCTaHOBWJICS Ha MEPBOM 3Tare aspoOHOro Karaboau3Ma TiIrKO3bl,
paBeH - 2:3=6 ATO.

[Mpu dyHKIMOHUpPOBaHUK TIUIEPOPOCHATHOTO YETHOYHOTO
MEXaHU3Ma B MAaTPUKCE MUTOXOHJIPUHA MPOUCXOAUT BOCCTAHOBIICHHE
OANl. Kaxnas PAJ/IH, mocne BKIOYEHHS B JbIXaTEIbHYIO LIEMb
naet Tonpko 2 AT®. TTosTomy mocne nepesoca nporosos HAJTH-H"
B MaTPUKC MUTOXOHJIpPUH »Hepreruueckuil 3¢pdexr nmepsoro srama
a’po0OHOT0 KaTaboJM3Ma TIIFOKO3bI B 3TOM Cllydae OyJeT COCTaBIISATh
2-2=4 AT®. CnenoBareiabHO, OOIIMK BBIXOJA SHEPTUM TIPH pacmajie
OJTHOW MOJIEKYJIbl TIIOKO3bI yMeHbIIUTCS Ha 2 AT® u Oyzaer paBeH
36 ATO.

2.3 Mera6oym3m nupyBara

[MupoBuHOTpaHAsT KACIOTA 3aHUMAET IIEHTPAJIHHOE MECTO B
Metabomm3me  yraeBoaoB. Ilpm  orcyrctBum O,  mupyBar
mpeBpamaercss B JakTaT. B mpucyrctBum kuciopoga I[IBK
MOJTHOCTBIO OKucisgercss B nukie Kpebca m OD c¢ obpazoBaHueM
JOCTaTOYHO OOJBIIOTO KOJMUYECTBa SHepruu. Ecimm mpowmsBecTn
pacyeT TMOJHOTO a’poOHOro KaTabojau3Ma OJHOM MOJICKYJIBI
MUpYBaTa, TO OH OyJIEeT BBHITTISIAETH CIEIYIONIMM 00pa3oM:

1 stan I[IBK — Anetun-KoA: HAJIH-H = 3 AT®.
2 3tan Anernin-KoA — B IIJIK u OD: 12 ATD.
OO6mmit sueprerudeckuit Beixo okucienus [I1BK cocrasuser
ATO + 12 AT® =15 ATO.
Kpome Ttoro, mnupyBaT MoOkeT KapOOKCHIMPOBATHCH,
MpeBpalasich B OKcajoaleraT. JTa peakiuss HMeeT OOJbIIoe



3HAYEHUE, B CBS3U C TEM, YTO 00pA30BABILINIICS OKCANOAlETaT MOKET
noajepKuBaTh  pabory  aByx mpomeccoB — IUJIK  wmm
TJIIOKOHEOTeHe3a (puc. 2).

[ToMmumo (yHKIUH, KOTOpPBIE OTHOCATCS K METa0OoIU3My
YIJIEBOJIOB, CYIIECTBYIOT MHOTOYUCJIEHHBIE MyTH
B3aMMOIIPEBPALLEHUIT HEYTJIEBOJHBIX COEAMHEHUH C Y4YacTHEM
nupysara. [IBK ywactByer B MeraOoiin3mMe aMHHOKHCIOT M cam
o0Opasyercs B X0JIe 3TUX MPOIIECCOB (PEaKIMK TPAaHCAMUHUPOBAHHS).
[IupoBuHOTpagHas KUCIOTAa Y4YacTBYEeT B MallaTACTHIPOTrE€Ha3HOU
peakuuu, koropas Hapsany ¢ [IDII aeusercs oqHUM U3 UCTOYHHUKOB
HAJI®H-H" 11s BOCCTAHOBHTENBHBIX CHHTE30B (B TOM 4YHCIIE
CUHTE3a JINMUIOB) B KIIETKE:

Manar + HAJI® — TIIupysar +CO, + HAJIOH-H'.

Takum 00pazom, THPyBaT MOKHO paccMaTpUBaTh B KaUECTBE
KITIOYEBOTO METa0O0JIUTa, CBS3BIBAIOLICTO META0OJMUYECKUE MYTH
oOMeHa yTJIeBOJIOB, TUIHIOB U OETIKOB.
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I'ny mamam=————— a-Kemoanymapam

PucyHnok 2 - Mera0dosmuyeckue myTH MpeBpanieHusi NMpyBaTa
2.4 OkucIUTEIbHOE 1eKAPOOKCUJINPOBAHUE MUPYBATA

Btopeim sTanom a’poOHOTO KaTaboaM3Ma TIIFOKO3bI SIBIISICTCS
OKHUCIIUTEIbHOE JeKapOOKCUIMPOBAHUE MTUPOBUHOTPATHON KUCIOTHI,
B pe3yibTare KoToporo obpasyercs anetmn-KoA. [Tupysat sBusieTcs
MIPOMEXYTOYHBIM TPOAYKTOM pacmajia He TOJbKO TIOK03bl. OH
Tak)ke 00pa3yeTcsl MpH HCIOIb30BaHUM aMHUHOKHCIOT U JIUIKUIOB B
KaueCcTBE YHEPTeTUYECKUX CYyOCTPATOB.



Peakumio okxucnutenbHoro aexapOokcunupoBanus [1BK
KaTaJIU3UPyeT MUPYyBaTAETUIPOTEHA3a, KOoTOpast SIBJISIETCS
MyJIbTU(EPMEHTHBIM KOMILJIEKCOM, TIO3TOMY 4Yallle Ha3bIBACTCS
nupyBaTAaeruaporenasHbiM - komruiekcom  (ITAIN-kommiekc). 1ot
(hepMeHT BCTPOEH BO BHYTPEHHIOI0 MEMOpaHy MUTOXOHAPUH.

banancoBoe ypaBHEHHE peaKIMU, KOTOPYIO KaTaIUu3UpPyeT
[TJIT"-xoMIuIeKC, MOKHO 3aIMCaTh B TAKOM BUJIE:

CH3-CO-COOH+KoA-SH+HAJI—-CH3-CO-SKoA+CO,+ HAJIH H.

B peakuum ydvacTBYrOT BUTaMUHHBIE KodepmeHThl: TID
(But. B), @Al (BuT. B,), HAJI (BUT. PP), KOA-SH (BUT. B3), amug
JIMIIOE€BOM KUCIIOTHI.
B cocras IT/I['-xommuiekca BXOAST Tpu (hepMeHTa.
1 TlupyBataerumporenaza (comepxkut TJD; obGo3naueHue dep-
MeHTa - E-TID).
2 JluruapoaunouaTpaHcaleTuIa3a (comepxut JIUIIOEBYIO
KHCIOTY; 0603HaueHue pepmenta - E, -JIK<s).
3 JurunponunounaeruaporeHasa (comepxxut @A/, o6ozHaueHme
depmenta - E;-DA/).

Brinensror msate ctagui okuciienusa I1BK:
a) E;-T/I® + CH3-CO-COOH — E{-TA®-CHOH-CH; + CO;;
6) E;-TJ1®-CHOH-CH; + E; -JIK<*— E-TJ® + E, -JIK<S O,
S S

H

B) E; -JIK< O™ 1 KoA-SH — E, -JIK<*™ + CH;-CO-KoA;
SH SH

r) E; -JIK<P+ Es-®AJl > E;-®AIH,  +E, -JIK<®;
SH S

1) Es-®AJTH, + HAJT — E;-®AJT + HAJTH-H'.



IIponiecc okucnurensHoro aekapookcwiupoBanus IIBK B
(U3MOTOTHYECKUX YCIOBHIX HEOOpATHUM.

Peryasuus I1I'-koMiuiekca

CymectBytot aBa cnoco6a peryssiuuu [TJIIN-kommiekca:

a) aJUIOCTepUUecKas- MyTeM HHIMOMPOBAHUS KOHEUHBIM MPOIYKTOM;
0) oOpatumass  KOBaJeHTHas  MoaupuKauus -  IyTeM
dochopunupoBanus / nepochopunupoBaHus.

Annocmepuueckas pez2ynayus pearn3yercsl MpU MOBBILIEHUN
KOHIIeHTpauuu KoHeyHbIX npoaykTtoB - HAJIH-H m Auermn-KoA,
KOTOpble 1O MPUHUUIY OTpULATEIbHON 0OpaTHOM  CBS3M
UHTUOMPYIOT akTUBHOCTH [1/]I'-KoMmiekca.

Mexanusm perymsauun [1JI[-xommuiekca nymem obpamumoti
K0BanenmHou Moouguxkayuu NpeCcTaBIeH CXeMaTHUECKU:
Anerni-KoA HAJIHH' ATD

IIupyBart

Kunaza IT1I'-xommiekca

ITAI-koMmiexc
(aKTUBHBII)

ITAI'-koMmueke
(HEaKTUBHBIN)
Iy

®docdaraza [1/1I-komi.

B e

+ )
Ca®"  Mucynun (B XHUPOBOi TKAHN)

Takum o6pazoMm, aktuBHOCTH IIJ[I'-Kommekca MHTUOMpYyeETCs MpHU
YCWIEHHUU OKHUCIIEHUS MXHUPHBIX KHCIOT, UMEHHO B 3TOM CIyyae
yBenuuuBaercsi koHueHTpauus Auerni-KoA, HA/ITH-H, AT®. [Ipu
YCUJICHUM JEUCTBUSL HMHCYJWHA akTuBHOCTH [I/I['-kxommiiekca B
KUPOBOM TKaHM (HO HE B MEYEHU) TaKke yBennuusaercs. Haobopor,



Ipu TONOJaHWM HabmogaeTcss CcHIKeHue akTtuBHoctu [I/IT-

KOMILJIEKCA.

2.5 KniuHn4yeckue acneKkTsl MeTad0/IM3Ma NUpyBaTa

WNurunburopamu  [1/II-xommiekca SBISAIOTCS BeEIIECTBA -
SH-koMmIuIeKCOHBI, T.€. oOpa3yromue cBsizu ¢ SH-rpynmamu. MoHbI
PTYTH 00pa3yroT KOMIUIEKCHI ¢ SH-rpynmamu JTUmoeBol KHCIOTHI B
coctase [1JII'-xomrIekca, 9TO MPUBOIUT K HHTHOUPOBAHUIO PaOOTHI
storo ¢epmenta. K kmaccuyeckum simam ansa  [1JI[-komruiekca
OTHOCHTCSI MBIIIIBSIK.

Pabora II/II'-xommiekca 4yBCTBUTEIbHA K BHUTAMHUHHOMY
ronony. Hemoctatounocts BUTaMuHa B; mpUBOIUT K TOPMOKEHHUIO
¢byHKIMOHMpOBaHUS  (epMeHTa, CJIEICTBUEM YEro  SIBISETCS
HakoruieHne nupyBaTa. Jepunur BurammHa B; HabmomaeTcs y
QJKOTOJIMKOB C HapylIICHHBIM pexuMoM TuTaHus. [Ipu BBeneHun
OOJBHBIM  TJIOKO3bl  TIPOMCXOAUT  yBEJIWYEHHE B  KPOBU
KOHIIEHTpAllMU MHpyBaTa U JaKTaTa, 3TO MPUBOJUT K JTAKTOAIUI03Y
HEPEIKO C JIETaJTbHBIM UCXOJIOM.

Onucana BpoxAeHHas HenoctaroyHocTh [IJII-xomruiekca,
KOTOpasi TakKe€ CONPOBOXKAAECTCA  pa3BUTHEM  JIAKTOALM03a
(0coOeHHO MOocCIe TIIIOKO3HOM HATPY3KH).

BeiBOABI

1 B opranusmMe 4eloBeKa TIJIIOKO3a SIBISIETCA  OCHOBHBIM
SHEPTreTHYECKUM CYyOCTpaTOM, HCIIOJIb30BaHHE KOTOPOTO st
9HEprooOecmeueHus: KJIETOK (M0 CPaBHEHHIO C JIPYTUMHU
cyOcTpaTraMu) IPOUCXOIUT B TIEPBYIO OUEPEb.

2 AspoOHBIN KaTaOONHM3M TJIOKO3BI JIae€T OOoJIbIlee KOJUYESCTBO
SHEPTrUM 10 CPaBHEHUIO C TIUKONMM30M. B ycioBusx
JIOCTAaTOYHOTO TOCTYIIEHUSI KUCIOPOJa MPU OKUCICHUH OJHOMI
MOJIEKYJIBI III0K03bI 00pa3yercst 38 AT® unu 36 ATO.

3 TlupoBuHOrpagHas KucioTa (MHpPyBaT) — O3TO KIIOYEBOU
MeTaboIUT 0OMEeHa OCHOBHBIX OMOMOIEKY (OeNKOB, JIUMUIOB U
yraeBonoB). OH MOXeT OBITh HCIONB30BaH KaK B PEAKIMSIX
Karabonm3ma (IJ1s1 TOTyYeHHsI SHEPTUH ), TaK U B aHAOOJIMIECKUX
nporieccax (TJIFOKOHEOTEeHE3, 00pa30BaHUE aMHUHOKHCIIOT).



JIEKIIUA 3 OBMEH ITTHKOI'EHA U
ITTHKOKOHBIOI'ATOB. TEHETHYECKHE
HAPYIIIEHUA METABOJIN3MA ITINKOI'EHA H
I'THKOKOHBIOT'ATOB

Iinan
3.1 MeTa00113M IJINKOTreHA
3.2 Peryasinusi MeTa0d01u3Ma rJinKOreHa
3.3 I'eHeTn4yeckune HAPYLIEHUs MeTA00IM3MA [JINKOTeHAa
3.4 MeTa60,113M YIJIeBOAHBIX KOMIIOHEHTOB INIMKOKOHbHTaTOB
3.5 Hekoropble KJIHMHMYECKHE  ACMEKTbl  MeTa00JU3Ma
IJIMKOKOHBHTaTOB

3.1 MeTa00aM3M ININKOreHAa

B opranuzme denoBeka yTIIEBOJAbI 3amacaroTcsi B BUAC
riukoreHa. OCHOBHOE JIETIO TJIMKOI€Ha - 3TO II€YeHb, COJEpKaHHe
IJIMKOT€Ha B KOTOpPOW COCTaBie€T OKolo 5-7% OT ee MaccChl.
HekoTopoe koinM4ecTBO 3TOro nojaucaxapuaa HaXoAUTCs U B APYTUX
opraax. Tak, Hampumep, MeTa0oauyecKkass poOJb IVIMKOI'€Ha
3HaYMTENbHA [UI1 CKEJETHBIX MBI, TIA€ €ro CcoJepKaHue
cocTaBisgeT npuoau3uTeabHo 1 %.

Ecnu cpaBHMBaTh MCIONB30BaHME IVIMKOI€HA II€YEHU H
MBIIIL CJIeAyeT 0OpaTUTh BHUMaHUE Ha €ro OMOJOTHYECKYI0 poJib B
9TUX TKaHAX. [JIMKOreH Ie4YeHH HEeOoOXOOuM A MOAJEepKAHUA
MOCTOSIHCTBA KOHLIEHTPALMK TIIOKO3bI B KpoBU. Ilo3TOMY riMkorex
MEYEeHU MPU HEOOXOTUMOCTH pacmagaeTcs 10 CBOOOIHON TIIOKO3BI,
KOTOpasi BBIXOJUT B KPOBb. Y CTaHOBJIEHO, UYTO 3allacoB IJIMKOTE€HA B
MEYEHU JOCTATOYHO Ul MOAJEPKAHUSA KOHIEHTPALUHU TIHOKO3bl B
KpOBH B IIpeJeIax HOPMbI ITPU F'OJI0JJaHUU HA IPOTsHKEHUU 18-24 u.

[Ipu rumponuse rIMKOreHa B MBIIIIAX CBOOOJHAsS TIIIOKO3a
He oOpasyercd. B Mplmax TIJIMKOT€H paclleIuIsieTcsl TOJIBKO J10
TII0K030-6-pocdaTta, KOTOPBIM  Jajee MOXKET BCTymarh B
MeTa0oIuYecKre MPEeBpaLeHNs, UCXO0I U3 TPeOOBaHUN MBILIEYHON
TKaHU. Pa3HuIla MCHOJB30BAHUS TJIMKOT€HA B MEYEHM M MBIIIIAX



O0BSICHSIETCSI OCOOCHHOCTSIMU METa00IM3Ma B 3TUX TKAHSIX, KOTOpHIE
OyIyT pacCMOTPEHBI HIKE.

[Iponiecc cuHTE3a TIMKOT€HA - 3TO 2IUKO2eHe3, TIPOIIECC
pacniaga - enuxoeeroaus. OCTaHOBUMCS TOAPOOHEE Ha KaKIOM H3
3THUX MPOLIECCOB.

I'nuxozene3 HauMHaeTCs ¢ MPOIYKIUU Oelika TIIMKOTeHUHA, K
TUPO3MHOBOMY  OCTaTKy KOTOPOTO TPHUCOEIUHSETCS  mepBas
MOJIeKyJla TJIIOKO3bl. Jlanmee mpoucxoauT oOpa30BaHHE MOJIEKYJIbI
TJIMKOIr€Ha IIYTEM IIOBTOPCHUA TIOCICAOBATCIIBHOCTU peaKIII/Iﬁ,
M300paKeHHBIX HUXKE, TJI€ TJIMKOTEH 3aliCcaH Kak (TJIF0K03a)y,:

I'moko3a

ATD

(1) @
AID
I'moko30-6-docdar

2

I'moxo3o0-1-docdar
YTD

3) @
ODH

YV ®-raoko3a

. e

(I'nroko03a),+1

(I'mroko3a),

®epMeHTHI INIMKOTeHEe3a:
(1) - nmokokuHasa (B II€YEHHN) MM TEKCOKHMHA3a (B MBIIIIIAX);
(2) - pocpormoromyrasa;



(3) - YId-rmoko3zonupodochopunasa;
(4) - rukorencunTasa.

['mukorencuHTasa nepeHocuT riawko3y or Y JID-riaroko3sl Ha
C-4 OH-rpynmy TepMHHAJIBHOTO OCTAaTKa TJIIOKO3bI U 0Opasyercs
o1,4-rmuKko3uHas CBsI3b. JTa CBSI3b oOecneyrBaeT (OPMHUPOBAHKE
JUHEHHON LIEMOYKH U3 MOJIEKYJ] Ttoko3bl. [locnme Toro, kak amuHa
9TOW LIETIOYKH AOCTUIaeT KaKk MUHHUMYM |1 OCTaTrkoB TIJIIOKO3bI, B
paboTy BCTymaeT ocoOblii GepMeHT - eemgswuil  epmenm
(bpanuune-gpepmenm). OH OCYIIECTBISCT BHYTPUMOJIEKYJISPHBIC
MEePECTPOMKN - TEPEHOCHT JHMHEWHBIH (parMeHT B 6 OCTaTKOB
TJIIOKO3BI HA COCEMHIOK Iemb. [lpucoenuHenue 3Toro ¢parmMeHta
MIPOUCXOAUT MMyTeM 00pa3oBaHus o 1,6-TITHMKO3UTHOM CBS3H.

I'nuxozenonus (MoOunuzalus TIJIMKOTEHA) MPOUCXOIUT C
y4acTHEM JIBYX OCHOBHBIX (DEPMEHTOB - eanuxoceHpocghopunasvl
(bochopunaza) u desemssawezo pepmenma (nedpaHuuHr-GEPMEHT).
[TepBbIii M3 KOTOPBIX OCYMIECTBIACT THAPOIHU3 O l,4-TTUKO3UIHBIX
CBs3eH, BTOpOH - o.l,6-TIMKO3MAHBIX CBsA3el. B yuacTke BeTBIEHUS
¢dochopunaza mMoxer paboTaTth TOIBKO MOCIE YAAJICHUS BETBH, T.C.
TOJILKO TIOCTIE pa0OThI IeOpaHIHHT-(DEPMEHTA.

[TocnemoBaTenbHOCTh PEAKLIMM MpoIEecca paciaia TIMKOreHa
B MICUYECHHU BBHITTISANUT CISAYIOUIUM 00pa3oM:

(I'aok03a),4+1
ATO

I nuxocengpocghopunaza
(I'moko3za),

r JHOKo3a 1-ocdar

Docoeniokomymasa
Fn}oxo3a-6-(1)oc¢)aT

I'moxo30-6-¢hochpamasa
Pi
I'i1roko3a



B mbiuyax TOMKOTEHONHM3 3aKaHYMBAETCS OOpa30BaHHEM
IIII0K030-6-pocdara. CBoOomHast TIOKO3a He oOpasyercs. ITo
OOBSACHSIETCS OTCYTCTBMEM B MbIIIax ¢GepMeHTa TITI0K030-6-
¢ocdarazpl. [ToaToMy, HECMOTPS Ha TO, YTO B MBIIIIAX JOCTATOYHO
BBICOKOE COJICp)KAHUE TJIMKOTEHA, OHM B OTJIMYUE OT MCUCHH HE
MOTYT NMPUHUMAThH YYaCTHE B PETYJSIIUU KOHIIEHTPAIUHU TIIIOKO3bI B
KpOBH. [ JTMKOTE€H MBIIIII UCTIOJIb3YETCS TOJIBKO MBIIIIAMH.

Takum 06pa3om, OCHOBHBIM ITyTeM MOOWIM3AINH TIMKOTE€HA
B TICYCHM U MBIIIAX SBIAETCS TMpolecc @ocpoporusa, T.e.
paciienyieHle rimKoreHa oprodocdaTom (B OTIUYKE OT THAPOIIH3A,
03HAYAIOIIETr0 PACIICIUICHUE BOJION).

3.2 Peryasinust MeTad01M3Ma rJIMKOreHAa
Perynsuus merabonn3Ma IIIMKOI€Ha MOXKET OCYILIECTBIATHCS
Ha MOJEKYJSPHOM YpOBHE (IIyTeM H3MEHEHHMs AaKTHBHOCTHU
KIIOYEBBIX (EpMEHTOB) M Ha YpPOBHE KIETOK M TKaHel
(ropMoOHaJIbHAS PETYIISALNSA).

Monexynapuwviii  yposenv  pecyaayuu.  OCHOBHBIMHU
dbepMeHTaMH, KOTOpBIE NPUHUMAIOT ydYacTUE B  PEryJSIUU
MeTabonmu3Ma TIUKOTEHA, SBISIOTCS —enukozceHgocgopuraza w
2NIUKO2EHCUHMA3A.

AKTUBHOCTh 3THX (DEPMEHTOB PETYJIUPYETCS PEIMIPOKHO,
T.e. CKOOPIAMHHPOBAHO. YKa3aHHbIE (EPMEHTHl KaTAIM3UPYIOT
pa3sHOHANPABJICHHBIC IMPOLECCH (OAMH - TIUKOTEHOJHM3, BTOPOH -
TJIMKOTEHE3), TIOATOMY €CJIH aKTHBHOCTH OJIHOTO M3 HUX BBICOKAsl, TO
BTOPOW - MHruOMpoBaH. Takas peryisius ¥ JOTHYSCKH OYCBHUIHA.
OnHOBpEMEHHO CHHTE3 U pacmaj TIUKOTeHa C OJWHAKOBOM
WHTCHCUBHOCTBIO  NPOUCXOAWUTH HE MoryTr. Ecim  ycuieH
JIMKOTCHOIN3 (HampuMmep, MpU TOJOJAaHWUM), TIMKOTeHe3 Oyner
yYTHETEH, 1 Ha000pOT.

CymiecTByloT JBa OCHOBHBIX MEXaHHM3Ma  PETYJISIIHH
KaTAIATUYECKON aKTHBHOCTH KIIOUEBBIX (DEPMEHTOB MeTaboim3Ma
TJIUKOTeHA!

a) oOpaTuMasi KOBaJICHTHAsE MOIU(DHUKAITIS,

0) aytocTepuyecKast peryJsisaiys.



PaccmoTpuM, KakuMm 00pa3oM peaqu3yloTcs yKa3aHHbIE
MEXaHU3MBl TIPU PETYJSIUH aKTUBHOCTH KIIIOUYEBBIX (EPMEHTOB
[JIMKOT€HOJIM3a U TIIMKOTeHe3a.

I nuxocengpocgopunaza (pocgopunasza).
1 D1OT hepMEHT MOXKET HAXOAUTHCS B ABYX (hopmax:
dhochopuiaza a - aktuBHas (hochoprnpoBaHHas)
tdocdopunasa B - HeakTuBHas (AedochopunupoBanHas).
Ilepexon axkTHUBHOH B HEaKTUBHYIO (GopMy, U HA0OOpOT,
MIPOUCXOUT B yIaCTHEM COOTBETCTBYIOIIUX (DEPMEHTOB:
AT® AlD

Kunasa

docpopuiiaza B dDochopuiaza

Docamasza

Pi

3amyck peakuui QochopminpoBaHus U - JnedochopunupoBaHus
OCYIIECTBIISIETCS. TOPMOHAMH W TIPEICTABIACT COOON KacKaJHBIH
MeXaHU3M. DTOT MPOIIECC MPECTABIISET COOOH MOCIEI0BATEIBHOCTD
peakuii akTUBALMM ONPEAEICHHBIX (PEPMEHTOB, KOHEUHOW LEINIBIO
KOTOPBIX sIBJIETCS aKkTUBalus (Gochopuiiazbl U MaCCUBHBIM pacnas
TJIMKOTEHA.

Ha «kaxmom mocienmyromeMm JTame TaKoOro — Kackaza
IPOUCXOIUT  AKTUBALMs  OONBIIOrO  KOJMYECTBA  MOJIEKYJI
(epMeHTOB, KOTOpbIE B CBOIO OYepelb AKTUBUPYIOT (HepMEHTHI
cllefytouiero srana. MToroMm Takoro Kackaia sIBISCTCS aKTHBALUS
JOCTaTOYHO 00IBIIOTO KOJINYECTBA MOJIEKYJT
riukoreHpocpopunaspl. CxeMaTHUYECKH KacKaJHbIH  MEXaHU3M
aKTUBALUU TTIMKOreH(pochopuiasbl okazaH Ha puc. 4.



B wmbIimmax — aktuBHOCTHM  KMHa3bl, (docdopuiazsl  u
rmkoreHgochopuiiazbl  MOTYT PETyJIUPOBATHCS HE TOJBKO MyTEM
dbochopmmmpoBanus/nedochopunupoBanus. B cocraB ykazaHHBIX
(epMEHTOB BXOIUT PEryJSITOpHAs CyObEIUHHIIA, KOTOPas MOXKET
cs3biBaTh Ca’’. CBsi3biBanme HOHOB Ca’’ NPHBOIMT K aKTHBAIMH
dbepMeHTa, KOTOPBIH TPU ITOM MPOJOIDKAET OCTaBaThCS B
nedochopmiiMpoBaHHOM — BUAE. Takod MEXaHH3M  aKTUBAIUU
peanmu3yercsi cpa3y ke MOCiIe COKpAIIECHHUS] MBIl U TITHKOTCHOJIN3
BO3pPAacTacT B HECKOJIBKO Pa3.

B MBIIIIIaxX rikoreradocdopunaza peryiupyercs
QUIOCTEPUYECKA TPH HM3MEHEHUH COOTHOLICHHS KOHICHTPAIUU
aJICHWIOBBIX HYKJICOTHJIOB, KOTOpBIE YYacTBYIOT B 3HEProoOMeHe
KIETOK. AKTHUBaTopoMm ¢epMmeHTa siBisieTcs AM®, KOHICHTpanus
KOTOPOT'O BO3pPAcTaeT MpH JUTUTEIBHOMN (pr3nyecKoi HarpysKe.
I'nukocencunmasa.
13T1oT (epMEHT MOXKET CYIECTBOBaTh B JIBYX MOJICKYJISIPHBIX

dopmax:

TJIMKOTEHCHHTA3a a - akTuBHAA (1edochopurpoBanHas),

TJIMKOTCHCHHTA3a B - HeakTUBHAs ((pochopumupoBaHHas).

Takum oOpa3om, Tpu 3amycke CUCTeMbl (HoCHOpHITUpOBaHHS
(hepMEeHTOB B KJIETKE MPOUCXOTUT OJHOBPEMEHHAs AaKTHBAIIHS
rimkoreHdochopmiasel (GEepMEHT TIIMKOTCHOIM3a) W WHAKTHBAIIHS
TJIMKOTCHCUHTA3bl ((PEepMEHT TIIMKOTeHe3a). JTOT MpOoIecC MOKa3aH
Ha puc. 4, KOTOPBII SBISETCS WUTIOCTPAIMCH PEUUIPOKHON
PETYISINY TTHKOTEHON3a U TTTUKOTeHEe3a.

2 JIns TAMKOTEHCHHTA3bl CYIIECTBYIOT TakKe aIOCTEPUIECKHE
MOJYJISITOPBL.  AKTHBaTOpOM  SBIISIETCS  TIIIOK030-6-¢ocdar,
WHTHOUTOPOM - TJTHMKOTEH (KaK KOHCYHBIN MPOAYKT PEAKIUH).

I'opmonanvnan pezynayus

B mbuuyax anpeHanMH W TUPEOHUJHBIE  TOPMOHBI
CTUMYJUPYIOT TIUKOTEHOJIU3 W YTHETAlT IimMKoreHe3. [leiicTBue
STHX TOPMOHOB pEANM3yeTCs Yepe3 3allyCK KacKaJHOro MEXaHHW3Ma
AKTHBAITUU rimkoreHdocdopunazbl u WHTUOMPOBAHMS
TJIMKOTeHCHHTa3bl  (puc.4). HWHCynuH, HA000pOT, CTUMYJIHPYET
CHHTE3 TJIMKOTEHA U YTHETAET €ro pacra.

OT0 00BSICHIETCSA TEM, UTO UHCYJIUH:



a) YBEJIMYMBAET MMPOHUIIAEMOCTh KJIETOYHBIX MEMOpaH JIJIs TITFOKO3HI;
0) cHmxaeT KoHmeHTpauuio HAM®, T.x. akTuBHpyeT (hochoaudc-

Tepasy (3TOT ﬁeiMeHT iacmenmeT HAM® o AM®).

AJpeHalInH
Ay

AneHWIATIH-
KJIa3za
(HeaKkTHUBHA)

ATD nAM®

I'n1ukorex-
CHHTA3a
(akT.)

-

IIporenn-
KHHAa3a
(HeaKTHBHAs)

\-‘__

Kunaza
dochopuiazer
(HEaKTHBHA)

I

Dochopuiaza B
(HeaKTUBHA)
Pucynoxk 4 - Kackag peryJsauud MeTa00JuM3Ma IJIMKOLeHA

aJipeHaJTHHOM

B neuwenu anpeHanvH, TUPEOMIHBIE TOPMOHBI U TJIIOKArOH, Kak U B
MBIIINAX, CTUMYJIUPYIOT pachaj INIMKOI€Ha M YTHETAIOT €ro CUHTES.
Kpome Toro, BazompeccuH, OKCUTOLIMH, aHreoTeH3uH Il BbI3bIBaOT
HAM®O®- He3aBUCUMBIHN TJIMKOTE€HOJIN3 NIPU YYACTHH Ca™".



Y cTaHOBNEHO, YTO MPH TUMIOKCHH YCHUIIMBAECTCS MOOHMIN3AIINS
rJIMKOreHa. DTo OPpUBOAUT K HMCYC3HOBCHUIO TI'paHyJl T'IMKOI'CHA B
KJICTKAX, 4YTO SBJIACTCA MPHU3HAKOM paHHeﬁ cTaaAnuyu TUIIOKCUYCCKOT'O
HEKpoOHo3a.

3.3 'eneTnyeckune HAPYILIEHUS MeTA00IM3MA TJINKOTeHa

I'mukoreHo3sl - 3TO rpynmna HaciaeICTBEHHBIX 3H3MMOINATHUH,
JUI KOTOPBIX XapaKTepHO OTJIOXKEHHE B TKaHSAX JHMOO HEHOPMAalbHO
00JIBIIIOT0 KOJIMYECTBA IIIMKOT€Ha, THO0 HEOOBIUYHBIX €r0 BUIOB.

IIpu rimMKoreHo3ax MOTYT HAONIOAAThCS  HApYIICHHS
IIPOLIECCOB:

B noepskaHus KOHICHTPAIMHU TIIFOKO3BI B KPOBH;

B renepanuu SHEpruu.

[lepBpie crmydan TIMKOTEHO30B OBLIM omucaHbl B 1922r.
mBennapckumu Bpadamu Ilapnacom um Barmepom. Cam TepmuH
«TJIMKOTE€HO3» BBENU Cynpyru KopH, KOTOPBIM yAajgoCh PAaCKPBITh
MIPUPOJY OJTHOTO U3 3TUX IH3UMATUUYECKHX 1€(EKTOB.

B Hacrosmiee BpeMsi JOMUHHPYET NMAaTOT€HETUYECKOE
JieNIeHHE TJIMKOT€HO30B Ha IPYTIIbL:
B neycHoyHblE;
B Muimeunsie;

B cmernanabie GOPMBEL.
TpaaWIIMOHHO TJIMKOT€HO3bI KIACCH(DUIUPYIOT C
yKa3zaHHEM HOMepa.
[Ipu nevenounvix TIMKOTEHO3aX HAPYIICHBI ITPOIECCHI
YTHIM3AIMA TJIUKOTEHA B TI€YEHHU, MPOUCXOIUT H30BITOUHOE
HAKOIUICHHUE TJIUKOTeHa B 3TOM opraHe. K HUM OTHOCSTCS:

1 I'muxoreno3 [ Tuna (6onesns [upke). D10 3aboseBaHHe
BBI3BAHO BPOXJICHHBIM JEPEKTOM TIIIOK030-6-pochaTassl
(momueIM WM YacTU4HBIM). [lpm  sTOM  HaOIIOMAETCS:
OTJIOKCHUE TJIMKOT€HA B TICUEHHM W YaCTUYHO B HM3BHUTHIX
IIOYCYHBIX KaHaJlblax, TUIIOKJIMKEMMUA, OTCYTCTBUC
IMOBBIIICHHUA TJIIOKO3bI B KpPOBU B OTBET Ha BBCACHUC
aJIpeHaINHA U TIIOKaroHa.



2 I'muxoreno3 11l Tuna (6ore3us @opodca-Kopu). [puunnoii s3Toro
3a00JIeBaHMs SIBIISICTCSI OTCYTCTBHE JI€BETBSIIErO (hepMeHTa,
M03TOMY HabmomaeTcs HaKOIUICHHE XapaKTepHOIo
pa3BeTBIEHHOr0 TMojucaxapuna B mnedeHu. Kak u ans Bcex
MEYCHOYHBIX TJIUKOT€HO30B, sl ATOW OOJIE3HH XapaKTepHa
remaroMmeranusi. OJHAKO 53TOT TJMKOTEHO3 HMeeT Oolee
NOOpOKaYeCTBeHHbI XapakTep TedeHus. bonesnp dDopOca-
Kopu siBnsiercs ogaumM U3 Hanbosiee pacpoCTpaHEHHBIX THIIOB
TJIMKOT€HO30B - OKOJIO 1/4 Bcex cilyd4aeB MPUXOIUTCS UMEHHO
Ha 3Ty €H3UMOIIATHIO.

3 I'mukoreno3 IV tuna (6onesnv Anoepcena). PazBurue 3TOrO
3a00JIeBaHUsI CBSI3aHO C OTCYTCTBHEM BETBSAIIETO (epMEHTA.
CnenctBueM 3TOro sABIsETCS OOpa3oBaHME B  MEYCHU
NoJIMCaxapuza ¢ HE3HAYUTEIbHBIM 4YHUCIOM BeTBeu. Ilpu
Oone3HM AHAEpCEeHa COJEpX)aHUE TJIUKOreHAa B TICYCHH
HOPMaJIbHO WJIM IOYTH HOPMAJBHO, OJHAKO €ro CTPYKTypa
natojnoruyHa. JlaHHoe  3a0ojeBaHME  COMPOBOXKIAETCA
UPPO30M NEYECHU U OUYEHb OBICTPO NPUBOIUT K CMEPTH.

4 Tmukxoreno3 VI (6onesuv Xepca). 3aboiieBaHuE BBI3BAHO
HEJI0OCTaTOYHOCThIO (ochopriia3bl, MOITOMY B TEMATOIUTAX
MPOUCXOIUT HAKOIJICHHE TIIMKOT€HAa HOPMAJIBHON CTPYKTYPHI.
Hepuuut yKa3aHHOrO €H3MMa HE TO3BOJSIET TCYCHH
y4acTBOBaTh B MOJICPKAHWU TIOCTOSHCTBA KOHIIEHTPAIHH
[JIIOKO3BI B KPOBH, IIOSTOMY HaOJIOAA€TCsl TUIIOTIIMKEMUS. JTO
peaYanimii rIIMKOreHO3.

Mbluweunvle  TIUKOTEHO3BI  BBIBISIIOTCS — IpHU
¢u3nYeckux  Harpy3kax H  XapaKTEepU3YIOTCS  HapyIICHHEM
SHEProcHa0KEHUS CKEJIETHON MycKyaaTtypbl. OOIKUMU CUMIITOMaMH
SIBIIIIOTCSL - MBIIIEYHas c1a00CTh, CyAOPOTH, MHUOTIOOYIUHYPHUS,
(epMeHTeMHUs MBILIEYHBIMU 3H3UMaMu. K HUM OoTHOCSTCS:

1 I'muxoreno3 V Tuna (6onesnv Max-Apons). YkazaHHOE
3a0o0JieBaHNE Pa3BUBACTCS BCIAEACTBUE OTCYTCTBHUS MBIIICYHOM
dbocdopunassl. l'unornukemuueckue COCTOSTHUS HE
XapaKTepHBbl I 3TOro riaukKoreHos3a. bone3sns Mak-Apmis -
3TO OJIMH U3 HauboJsee peAKUX INIMKOI€HO30B.



2 T'mukoreno3 VII tuma (6onesnv Tapyu). DTOT TIMKOI€HO3
BBI3BaH OYEHb HH3KOW aKTUBHOCTBIO (ochodpyKTOKIMHAZEI
(®PK) B wmbimmax - 1-3% or HopmanbHOW. bosbHbIE
CIOCOOHBI IEPEHOCUTh YMEPEHHBIE (PU3MUECKUE HATPY3KH.

K emewannvim ¢popmam rmukoreHo30B OTHOCUTCS:

I'mukorenos Il tuna (6onesns Ilomne). JlanHoe 3ab0neBaHue
MOpa)kaéT BCE  TIJMKOTEHCOJAEpXKAIUE  KIETKU. [ JIMKOreHo3
paszBuBaeTCA IO NpU4MHE OTCyTCTBUA Ol,4- m ol,6- rimko3upas.
Oxono 10% ciydaeB IJIMKOT€HO30B IPUXOIUTCS HMMEHHO Ha 3Ty
SH3UMOIIATHIO. bonesnn [Tommne ABIIETCS Hambosee
3JI0KauecTBeHHOU (opMoit m He umeeT A(P(HEKTUBHOTO JICUCHHUS.
BenymM — KIMHMYECKMM  NpPU3HAKOM  3a0oJeBaHUs  SBJISETCA
yBEIIMYEHUE cepAla B TPYAHOM BO3pacTe, 4YTO B JaJbHEHIIEM
MPUBOANUT K Pa3BHTHIO CEpACYHON HemocTtaToyHOCTH. Kpome Toro,
HaOIIOAAI0TCS MOpPaXKEHHWE IE€YEHW M 3HAYUTENIbHbIE IOpPaXEHUs
CKEJIETHBIX MBIIIII.

Aenukoeeno3 - 3T0 HACIEICTBEHHOE 3a00JIeBaHNE, BEI3BAHHOE
neQeKTOM TIUKOT€HCHHTa3bl. B TKaHAX OOJBHBIX OTCYTCTBYIOT
3amachl riaukoreHa. Hecmorpst Ha 3To, 00J€3HB COBMECTHMAa C
AKHU3HbIO, OTHAKO JETH HYKAAIOTCS B YACTOM KOPMJIEHUH.

3.4 MeTa00,143M YIJ1€BOAHBIX KOMIIOHEHTOB ININKOKOHbIOTATOB

'mukoHpIOTaTBl - 9TO CIOXHBIE MOJIEKYJIBI, KOTOpBIE
o0pa3yroTcsi B pe3yibTare TIUKO3WIMPOBAHUS (TJIMKHPOBAHUS)
HEYTJIEBOJHBIX MOJIEKYJI, T.€. 3TO TJIMKOTPOTEHHBI, TIIMKOJIUIIHIBI,
MpOTeorIuKaHbl. B opranusme uenoBeka K INIMKOKOHBIOTaTaM
OTHOCSTCS:

B Genku mwiasmel (KpoMe anbOyMuHa);

B Genku KIETOYHBIX MEMOpaH;

B KOMIIOHEHTHI TPYIIT KPOBH;

B nexoropele TOPMOHBI(HAaIIpUMep, XOPUOHUYECKUHN

TOHA/IOTPOIIHH);

B pepmeHTSL



buocunmes enuxokonvrocamoe

[Ipoulecc  mpucoenuHEHUS  YIIEBOAHBIX  KOMIIOHEHTOB
KaTaIM3UPYIOT TIMKO3WIATpaHC(epasbl, KOTOpPHIE JIOKATU30BaHBI B
OIP wu ammapare Tonpmxu. Hawmbonee perampHO Tporecc
[JIMKUPOBAHUS U3yUYeH IPU CUHTE3€ TIUKONPOTEHHOB.

Boigenstor O- u N-cBsi3aHHBIE TJIMKONPOTEHHBI, Ha3BaHHE
KOTOPBIX TPOUCXOAUT OT THUIIA CBA3M MEXAYy OCIKOBBIM U
YTJIEBOAHBIM KOMIIOHEHTaMHU. DTH CIIOKHBIE OCIIKH OTJIMYAIOTCS HE
TOJIBKO IO CTPOEHMIO, CYUIECTBYIOT NMPUHIUIHAIBHBIE pa3lIudus B
MOCIIEZI0BATEILHOCTH PEAKIIMI UX CHHTE3A.

O-csa3anHbvle 2nuKonpomeuHsl SIBISIOTCS KOMIUIEKCOM Oernka
U YTJIEBOJHOW 4acTH, KOTOpbIE cOeAMHEHbI O-TIIMKO3UIHON CBA3BIO.
Ota cBs3b oOpazyercs mexay OH-rpymnmoi Cep wnm Tpe 6enkoBoid
YacTM U YIJIEBOJAHBIM KOMIIOHEHTOM. B cocTaB yrieBOoaHOTO
KOMIIOHEHTa TJIMKOIPOTEMHA MOTYT BXOAMTH: N-aleTHITralaKTo3-
amuH (GalNAc), ranakro3a (Gal), N-anerunHeiipaMuHOBast KUCIIO-Ta
(NeuAc). AxTtuBHBIMH (opMaMH 3THX  C€axapoB, KOTOpBIE
MIPUHUMAIOT YYaCTHE B CUHTE3€ TIIMKOIPOTEUHOB, ABisitoTes: Y J1D-
GalNAc, VID-Gal, Y®-Glc, IM®D-NeuAc.

DTansl CUHTE3A:

a) Y1®-GalNAc + OH-npomeun — GalNAc-O-npomeun + Y ]J1D;
0) IM®-NeuAc + GalNAc-O-npomeurn —NeuAc-GalNAc-O-
npo-meurn + 1 IMO.

Takum oOpa3oM, cuHTe3 O-CBSI3aHHBIX TJIMKOIPOTEHHOB
OCYUIECTBIIIETCS ~ MYTEM  IOCJIEIOBATEIbHOTO  MPUCOECTUHEHUS
MOHOCaxXapuJIoB K  OenkoBo 4YacTh ©  (HOPMHUPOBAHHS
OJIUTOCAXapUIHON [EMOYKH.

K O-cBs3aHHBIM TJIMKONPOTENHAM OTHOCSITCS
[JIMKONIPOTEUHBl  CIIOHBI  (MYLHHBI) M  CHAJOTIMKONPOTEUHBI
MeMOpaH 3PUTPOLIUTOB YETIOBEKA.

N-cesasanHvle 2enukonpomeuHvl OOpa3ylOTCS B pe3ysbTare
coeMHEHUsT OENKOBOM W  YIJIEBOJHOW dYacTe MOCPEICTBOM
N-IJIMKO3UIHOM CBA3HM. DTa CBA3b (opMupyercs Mexy N-aMuaHON
rpymnmoi AcH OesKa U caXxapHbIM OCTaTKOM.



Cunte3 N-CBA3aHHBIX TIJIMKONPOTEMHOB  IPOTEKaeT ¢
y4acTHEM BBICOKOMOJIEKYJISIPHOTO CIIUPTA M30MPEHOUTHON MTPUPOIBI
- Odoauxona (Dol). OH sBigeTCS MPOMEKYTOUYHBIM NEPEHOCUHKOM
onurocaxapuaHbix (parmentoB. Dol nokanm3oBan B MeMOpaHe, Ha
HEM TMPOHUCXOIUT COOpKa OJIMTOCaxapuaHOro (parMeHTa, KOTOPBI
nanee MepeHoCcuTCs Ha OelloK.

Oransl:

a) ¢ochopunupoBanue Dol ¢ obGpazoBanmem nonuxondocdara -
Dol-P (dhepmenT donuxonkunaza)

Dol + AT® — Dol-P + A/1D;

0) dopMupoBaHHE OIUTOCaXapUAHOTO (parMeHTa Ha JOJIHUXOJIE
IMyTEeM TIOCJIE0BAaTEIILHOTO MPUCOCTUHEHNUS MOHOCAXapoJIOB
(bepmenT erukosunmpancgepasa)

Dol-P + YI®-GalNAc — GalNAc-PP-Dol + YM®.

Hanee yxe k GalNAc-PP-Dol mpucoenuusieTcs: cienyromnmii
MoOHOcaxapu. Tak MPOUCXOIUT J0 TEX MOp MOKA HE CHHTE3UPYETCs
HYXHBIM onurocaxapui. B cocraB storo caxapa Hapsny ¢ GalNAc
MOJKET BXOJIUTh MaHHO3A.

CuUHTE3MpOBAHHBIA OJUrocaxapuj MEPEHOCUTCS Ha OENOK U
npucoequnsiercs yepe3 ACH NMocpeacTBOM N-IVIMKO3HMJIHOM CBSI3H.
OTOT TpOILECC OCYMIECTBISIET MEMOpPaHOCBSI3aHHBIM (EPMEHT -
onueocaxapuompancgepasa.

Cunmes 2nuKoaIunuo08

PaccMoTpuM CHHTE3 3THX TIUKOKOHBIOTaTOB Ha TpUMEpe
TIMKOC()UHT OJTUTTHIOB. OcHoOBHOM dbepmeHT CUHTE3a -
enuxko3unmpancgepaza. BaXHBIM yYaCHUKOM TIpollecca SIBISETCS
cnupt uepamun (Cer).

OTallbl:

a) YD-Gal + Cer — Gal-Cer + Y1OD;

0) YAD-GalNAc + Gal-Cer — GalNAc-Gal-Cer + V1O.

Tak, HampuMmep, CHHTE3HPYIOTCS TIUKOJUIHUIALI MEMOpaH
SPUTPOLIUTOB - AHTUTCHHBIEC IETEPMUHAHTHI TPYII KPOBU YEIIOBEKA.

Kamabonuzm znukokonvrozamoes



@epMeHTBI,  KOTOpbIE  OCYIIECTBISIOT  paclleIUIeHHe
YIJIEBOMHBIX ~ KOMIIOHEHTOB  TJUKOKOHBIOTATOB,  HA3BIBAOTCS
2IUK03U0a3vl. BRIICISIOT:

B 5H10MTMKO3K1a3bI;

B 5K30rIMKO3HIa3kL;

B cyisdarasbl.

Haubonee pacnpocTpaHeHHBIMH U3 HUX SIBJISTFOTCSI:
a) THAIypPOHHWIA3a - PACIICIUICT THATYPOHOBYIO KHCIOTY U

XOHJIPOUTHHCYJIb(]aAT;

0) P-rmrokypoHuAaza (IK30TIMKO3MIa3a) - OTIIEIUISET TIOKY-

POHOBYIO Y HTyPOHOBYIO KHCIIOTHI OT T€TEPOIIOIHCAXAPHIOB;

B) B-ramakTo3unaasa (3HIOTIMKO3UAa3a) - paCIICIIsieT BHYTPEH-

HUE [3-TalakTO3UIHBIC CBSI3U B T€TEPOIIOJIHCAXapUIax;

r) a-L-unyponmuaasa (SK30MIMKO3HMAa3a) - OTLICIUIAET TEPMHU-

HaJIbHBIE OCTAaTKU L-UypOHOBOM KUCIIOTBHI;

n) P-D-amermnrekcozamuHugaza (9K30TIMKO3WAa3a) — OTIIEH-
nsiet TepmuHanbHble GIcNAc 1 GalNAc.

3.5 HekoTopble KIIMHUYECKHE ACTIEKTHI MeTaA001U3Ma
TJIMKOKOHBIOTATOB

Briensior rpymiy HaCJIEICTBEHHBIX HapyIIeHUH
MeTaboM3Ma TeTepOIoIUCcCaxapuaoB, KOTOPBIE BXOISIT B COCTaB
TJIMKOKOHBIOTATOB. DTH 3a00JIeBaHMsI HA3BIBAIOTCS 2IUKO3UOO3bL T
SIBIISTIOTCSL  OOJIC3HSIMM HAKOIUICHHsI, T.K. B OpraHax M TKaHsX
opraHusma MIPOUCXOTUT OTJIOKEHUE HEPACIICTTUBIINXCS
TJIMKOKOHBIOTAaTOB ~ WJIM  HMX  YIJIEBOJHBIX ~ KOMIIOHEHTOB. K
TJIMKO3U/103aM OTHOCSITCSI:

a) MYKONOMUCaxapuoosvl - 3TO TIUKO3HIO03bI, TPU KOTOPBIX
HapyIlleH CUHTE3 (PepMEHTOB, 00ECIICUUBAIOLINX PACLICIIICHHE
MYKOIOJIUCaXapua0B (TIIMKO3aMHUHOTIIMKAHOB) - YTJIEBOJHBIX
KOMITOHEHTOB MPOTEOTJINKAHOB,

0) enukonunudo3sl (MyKOTUIUA03bI HIN CHUHTOIHUIIUIO3BI) - 3TO
TJIMKOJIMIINIO3b] C HAPYLICHUEM CHUHTE3a ()epMEHTOB, KOTOpHIE
PaCIIETUISIOT YTJIEBOIHBIE KOMIIOHEHTHI TIIMKOJIUTHIOB.



Hns  mykononucaxapuoo3o6 XapakTEpHO OTJIOXKEHHE B
Pa3IUYHbBIX TKaHSX opraHusma MYKOMOJIMCAXapHUI0B.
Knunnyeckumu nposiBieHussMUA 3a00JI€BaHUS SIBJISIIOTCS U3MEHEHUS
CKeJIeTa, CyCTaBOB, IOPAXKCHUS II€UEHH, CEepJla, CEJIe3EHKHU,
KPOBEHOCHBIX COCYOB, pa3BUTHE KaTapakThbl. K 3TuM 3a0o0neBaHusIM
OTHOCSTCSL:

B Cunopom [Iypnepa, pa3BUTHE KOTOPOIO CBS3aHO C
HEIOCTaTOYHOCThIO o-L-maypoHunaszel. D10 Hambonee
MIPOrPECCUPYIOIUN MYKOMOJIUCAXapHU103, MOITOMY AETH
orudaroT, He JOCTUTHYB JIECATHIIETHEro Bo3pacra. s
JAaHHOTO  3a00JIeBaHUSI ~ XapakTepHa  IOBBIIICHHAs
9KCKpenrs C MOYOH JiepMaTaH- U renapaHcyibdara.

B Cunopom T'ynmepa pa3BUBaeTCA BCJIC/ICTBUE
HE0CTaTOYHOCTH UaypoHaTcybhaTassl, KOTOpas
OTHICTIUISIET  CyNb(paTHBII OCTaTOK OT HWIyPOHOBOM
kucnoTbl. C MOUel SKCKpeTUpYyoTCs JepMaTaHcynbdar u
renapancyibdar.

B Cunopom  Mopxuo  xapaktepusyercs  ACPUIHTOM
rajlaKTo30-6-Cyab(araspl, KOTOpas pacIIeIUIsieT CBS3U B
KepaTaHCyJbdare. [TosTomy JIMAarHOCTHYECKUM
MIPU3HAKOM JAHHOTO 3a00JIeBaHMs SIBIISIETCS SKCKPELHs C
MOUYOI KepaTaHCyJbdara.

K enukonunuodozam otHocsATCS:

B Gonesuv Tes-Caxca, KOTOpas SBISIETCS — CIICICTBHEM
HEJ0CTaTOYHOCTU B-D-ameTmirexkco3aMUHUIA3EI.
3abosneBaHue HaclenyeTrcs II0 PELECCHBHOMY THILY,
HauOosee yacto  OOJEIOT  eBpEHCKHE  MaJbUUKU.
XapakTepHbIM  IPU3HAKOM  3TOr0  [JIMKOJHUIIKA03a
SIBJIIETCS HAKOIUIEHWE TaHIJIMO3UJ0B B TOJIOBHOM MO3TE,
YTO NMPUBOAMUT K HApyLICHUSAM (PYHKLIUI MO3ra, pa3BUTHIO
CJIETIOTHI U TUOenu pebeHka.

B Gonesnv [owe - 3TO TSHKENBINA TIIFOKOEPEOPO3NI03, TIPH
KOTOPOM HaOro1aroTest HeoOpaTumbie n3menenus B [ITHC.

K coxanenuto, He cymecTByeT 3((EeKTUBHBIX METOJI0B
npoMIAKTUKY WK Tepanuy TIUKo311030B. OHAKO 3HAHWE TPUYHH



W TIOCHEACTBHI JTHUX 3a00NleBaHUN KpailHE BaXXHO, TaK Kak
BO3MOXHa IpCHATAJIbHAd AOWUAIrHOCTUKA Y JKCHIIHWH, B aHaMHC3C
KOTOPBIX €CThb YKa3aHue Ha CymeCTBOBAHHUE BPOKACHHBIX
pacCTpOCTB B CEMBE.

BeiBOABI

1 T'nukoreH sBJISIETCA TOMOMOJHUCAXAPHUIOM, KOTOPBI MPUHUMAET
aKTUBHOE ydYacTHe€ B METa0ONMYECKUX MPEBpalICHHUSIX B
opraum3me  denoBeka. OH  sBISIETCS  OCHOBHBIM  JICTIO
MeTa0OINIECKON SHEPTHH.

2 Tlpouecc cuHTe3a TTUKOT€HA Ha3bIBaeTCs TNIMKOT'€HE30M, pacraj
TIIMKOTeHa — TiuKoreHonn3oM. (OCHOBHasE Macca TIUKOTEHa
JETIOHUPYETCS B TICYCHU U MBIIIIAX.

3 T'nmkoreH meYeHW HEOOXOAWM IS TOJCPKAHUS TOCTOSTHCTBA
KOHIEHTPAllMU TJIIOKO3bl B KpOBU. B MbIax riIuKoreH
WCIONIB3YETCS TONBKO JUIS TONYYeHHs] DHEPIMH B CaMHX
MuonurTax. Takue pa3nuaus OOBSICHSIIOTCS OCOOCHHOCTSMU
MeTaboaM3Ma B OTHUX TKaHAX, B YaCTHOCTH, OTCYTCTBHUEM
(hepMeHTa TIII0K030-6-pocdaTaszbl.

4 H3BecTHBI HACIIEJICTBEHHBIC HapyIIEHUS OOMEHa TJIMKOTeHa —
TJIMKOT€HO3bI, KOTOPBIE OTHOCATCS K OOJIE3HSIM HAKOTUICHHUS.

5 T'JIMKOKOHBIOTATBI — 3TO  KOMIUICKCHI  YTJICBOJIHBIX H
HEYTJICBOJHBIX KOMIIOHEHTOB (OenkoB, numuaoB). Haumbonee
u3ydeH MeTtabonu3Mm riaukonporenHoB. CunHtes O- u  N-
CBSI3aHHBIX TJHMKOMPOTEHMHOB HMEET CBOM NPHUHIUIMUATHHBIC
OTITUYHS.

6 Ilpu oOpazoBanun O-CBSI3aHHBIX TIIUKOMPOTEHHOB 00pa30BaHHE
OJIUTOCAXapUAHOTO KOMIIOHEHTa MPOUCXOAUT B pe3ysbTare
MOCIIEZIOBATEILHOTO ~ TMPUCOCAUHEHHS]  aKTHUBHBIX bopm
MOHOCaXapuI0B K MPOTECHHY.

7 Cunre3 N-CBSI3aHHBIX TJIMKOMPOTEUHOB MPOUCXOIUT C yYaCTUEM
cnupta gonuxoina (Dol), Ha KoTOpoM TporcXoAuT 0Opa3OBaHKE
oqmrocaxapuna. Jlajee  CHHTE3UPOBAHHBIM  OJIUIOCaxapun
MEPEeHOCUTCS  Ha  OEmKOBYHO  4YacTh ¢ oOpa3oBaHHE
(yHKIMOHABHO aKTUBHOTO INIMKOIIPOTEHHA.



JEKIHA 4 AJIbTEPHATUBHBIE IIYTH
METABOJIN3MA I7TIOKO3b1. METABOJIU3M
DPYKTO3bI H IT'AJIAKTO3b1. BUOXHMHUHA
CAXAPHOI'O /TUABETA

ILnan
4.1 llento30-pochaTHblii NyTH OKUCTeHUs [TI0OK03bI (ITDII).
4.2 T'aokoHeoreHe3: o00mIasi XapPaKTEePUCTHKA, PeaKIuM.
Tpancnopr okcanoaneraTa U3 MUTOXOHAPHUI B INTO30.1b.
4.3 Peryasinusi rJ0OKoHeoreHe3a. Hekoropble KIMHUYECKHE
aCHeKThI.
4.4 Meradoanueckue MNyTH NpeBpamieHusi (QPYKTO3bI U
rajakTo3bl.
4.5 HacaencrBeHHble 3JH3UMONATHH O00OMeHa (PYKTO3bI M
rajakTo3bl.
4.6 MexaHU3MBbI PeryJisiiy KOHIEHTPAUM TJIIOKO3bI B KPOBH.
4.7 BnoxuMusi caxapHoro guadera u ero 0CJI0KHEHUI.

4.1 llento30-pochaTHblii NyTh OKUCIeHNs [TI0OK03bI (IIDIT)

I'mroko3a sBISETCS OAHMM U3 OCHOBHBIX JHEPreTHYECKUX
cyOcTpaToB oOpraHu3Ma uYeloBeka. Hapsay ¢ 3TUM cymiecTByeT
nporecc KataGoiau3Ma IUIFOKO3bI, B KOTOPOM HE HPOHUCXOAMT
oOpazoBanue sHeprun - 310 [IDII. buomormyeckas pons [1DII
COCTOUT B CIEAYIOIIEM.

1 B I®II npoucxomur BoccraHoBieHne HAJD no
HAJI®H-H', koTophlii KpaiiHe BaKeH Il MPOXOXKIECHHS ILIEOTO
psana mporeccoB B opranuzme. [IDII - sTto Hambonee MOIIHBIN
renepatop HAJI®H-H' - oxomo 1/2 myma HAJI®H-H' opranmsma
obecneunBaer umenno I1PIT. HAJIOH-H' akTHBHO MCIIONB3yeTcs B
LIEJIOM PSAJIE PEaKIUd:

B BOCCTAaHOBUTENBHOTO  CHHTE3a  (KHPHBIX  KHCJIOT,

XO0JIECTEPOJIa, CTEPOUIHBIX TOPMOHOB, KEJIYHBIX KHUCIOT,
aMUHOKHCIIOT);



B 06e3BpexuBanus KCEHOOMOTHKOB npu
(GYHKIMOHUPOBAaHWU  ()EPMEHTOB  MHKPOCOMAILHOTO
okucineHud. Tak, Hampumep, aJIbTEPHATHBHBIM IIyTEM
MeTa0omu3Ma 3TaHOJIA SBISAETCS €ro NpeBpallieHHe B
aneTanbAeTU]l C ydacTueM LuToxpoma Piso. Y 310poBBIX
JTIONIEH 3TOT TMpolecc MajoakTHBEH. [Ipu XxpoHmYeckoM
QJIKOTOJIM3ME METa0OoJu3M 3TaHoja [0 OSTOMYy MYyTH
MPOUCXOIUT JTOCTATOYHO AaKTHUBHO. OTO OOBSCHSET
YCKOpeHHE  MeTaboju3Ma  aJKorojst  [pH  3TOM

3a00JICBaHUN;
B MeraGomusm copburona TaKxKe mpernoaraet
ucnonb3osanne HAJIOH-H':
I'mokoza <«—— Copbuton —  @DpykTo3a.
HAJIOH-H" HAI®

Peaknuio npeBpamieHus Ti0KOo3bl B COPOUTON KaTaTU3UpPyeT

(dbepMeHT abI0peIyKTasa;

B BocCTaHOBIEHHE METreMOrNIOOWHAa [0 TeMOrJIo0HHA
karammsupyer HAJIOH-anaduzapnas cucrema, ams
paGoThl KoTOpoii HeoOxoxum HAJIOH-H';

M xarabonu3M rema g0 OwiaMpyOMHAa MpOTEKaeT ¢
ucnonb3oBanneM  HAJIOH-H' B reMokcureHasHoi
CHUCTEME;

LB IPUTPOLIUTAX HAJIOH-H" y4acTBYET B
(YHKIIMOHMPOBAHNU (PEPMEHTATUBHOW CHUCTEMBI, KOTOPAs
00E3BPEeKMBACT TIEPEKUCH U 3alIuIIaeT (ochOIUIIHIBI
OnMoMeMOpaH OT TOBPEKIAIOIIETO JEHCTBUS AKTHBHBIX
¢dbopMm kucnopoa (pepMeHT -TTyTaTHOHPEAYKTa3a).

2 B II®II Taxke mpoucxoauT obpazoBaHue pudo3o-3-gocda-
TA, KOTOPbI HEOOXOIUM Uil CHHTE3a HYKJIEOTUIOB, KOYEPMEHTOB
(HAQ u HAI®, KoA, ®AJ]), muknuyeckux HykIeoTua0B (LAM®D u
ul M®).

Oo0mas xapakrepuctuka [POII



O®epmentsl  [IDII  nmoxkanmu3oBaHbl B ILMTO30JI€  KIETOK.
Haunbonee akTMBHO OH MpOTEKaeT B TKAHAX C MOBBIIICHHON
norpe6rocThI0 B HAII®H-H', a nMenHo:

a) B TKAHSX C MHTEHCUBHBIM CHHTE30M >KUPHBIX KHCIOT U
CTEpPOUJIOB - >KUPOBOM TKAHHM, KOpE HAJANOYEUYHUKOB,
TMOJIOBBIX JKeJle3aX, MOJIOYHOM KeJie3€ B MepUo/ JIAKTallH;

0) B meuyeHu, e NPOUCXOAUT MUKPOCOMAIbBHOE OKUCIICHHE
KCEHOOMOTHKOB U €HJIOTCHHBIX CyOCTpaTOB;

B) B  OPUTPOLMTAX HAI[<I)H~H+ HeoOXoauM  UIf
MIPOTUBOICUCTBUS MEPEKUCHOMY OKHUCIICHUIO
dbochomunumaoB  OmomemOpaH W BOCCTAHOBJICHHIO
MeTreMoriioOMnHa 10 reMoriIoOnHa.

B TkaHAX, B KOTOpBIX MpeoOialaeT OKUCIUTEIbHBIH

MeTtabonmu3aM  aktuBHOCTh [I®Il MuHUManpHa, Hampumep, B
CKEJIETHBIX MBIIIIAX.

Peaxkmuu I1PDII

Peakuuu mporuiecca noapas3aensior Ha IB€ CTaAUU:

1  Oxucnumenvuas.

Ha sToli cTaguu akTrBHas ¢hopMa TIIFOKO3bI JETUIPUPYETCS U
nekapOokcunmpyercst -  oOpasyercs  puOynoso-5-dbochar u
BoccraHoBnuBaerca HAJI®. IlocnenoBaTrenbHOCTh peakmuil 3TOM
CTaJIMU MPEJICTABJICHA HA pUC. 5.

Il Heoxucnumenvuas (CTaausi K30MEPHBIX TPEBPAILICHUN ).

CyOctpatoM 3TOH craauu sBisercss puoyno3o-5-docdar,
oOpazoBaBmmasicsi B | craguu. Cragus BKJIIOYAeT LEIBIA  Psif
MpEeBpaIleHN, KOTOpbIe KaTalIM3UPYIOTCs (epMeHTaMu, Hanboiee
crien(pUIHBIMU U3 KOTOPBIX SIBIISIOTCS TPAHCKETOIa3a (KOGEepMEHT -
TII® - nponsBoaHOe BuTaMuHa B)) u TpaHcanbaonasa.

DTy CTaguio MOKHO pacCMaTpUBaTh KaK aHAIMIIEPOTHUYECKYIO
(momonHsAONIYI0) I TJIMKOJIM3a, T.K. 37IeCh  00pa3yroTcs
COEIMHEHUS, KOTOpbIE SBIISIIOTCS MPOMEXKYTOYHBIMU MPOTYyKTaMHU
TIIMKOJIM3a - 3TO Tinuepanbaerua-3-docdar, Gpykxrozo-6-docdar,
¢bpykro30-1,6-nudocdart, tnokcuaneronpocdar (JAD). Onu moryT
OBITH HaINpaBJICHbI B TTIUKOJIU3 U, TAKUM 00pa30M, YCUIIUT €TO.
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PucyHnok 5 - OxkuciaurensHas craaus [HOII

Peryasiuus IIOII

KmroueBsie  depmentet  I[IDII - 310  mermaporeHasbl
OKHUCIIUTETbHON cTaguu. DT (PepMEHTHI OTHOCSITCS K aIaliTUBHBIM -
WX aKTUBHOCTb MOBBIIIAETCS B YCIOBHUSAX XOPOILIETO MUTaHUs, MPHU
BBEJICHUU MHCYJMHA OOJIbHBIM CaxapHbBIM auadeToM. B Toxxe Bpems
MIpY TOJIOJIAHUH U caxapHOM auadeTe 3T (epMEHTHI MaIOAKTUBHABI.

Karanutnueckas akruBHocTh neruaporenas [1PII 3aBucur ot
cooTHomeHuss  KoHneHtpammii  [HAJ®H-H'/[HAI®]. Ilpu
CHUKEHUU 3HAYEHHUS STOTO COOTHOIICHUS (T.€. NMPU TOBBIIMICHUU
konnentpanuu HAJI®), TIDIT akruBupyercs. B cnydae yBenudeHust
BEJIMUMHBI ~ COOTHOILIEHUS  YKa3aHHBIX  KOHIEHTpauud  (mpu
noseimennu [HAZI®H-H']) mponecc uarubupyercs - peammsyercs
MEXaHHW3M PETYJSIIUA TI0 TPUHIUIY OTPHUIATEILHOW OOpaTHOM
CBSI3M - U30BITKOM MPOAYKTA PEaKIUu.



HexoTopble KIMHMYeCKHe acNeKTbl MeTado/JHM3Ma IJIIOKO3bI B
oIl

Cy1ecTByeT HacCJIeICTBEHHAs JH3MMOIATHUS, CBA3aHHAS C
HEJIOCTaTKOM CHUHTE3a TIII0K030-6-hochar-aeruaporeHassl.
OCHOBHOM  KJIMHUYECKMWA  TIPU3HAK  ATOM  MATOJIOTUU -
reMosiuTuueckass aHemus. OJHAKO y HEKOTOPBIX JIOAEH HeT
KIMHUYECKUX TposiBieHuil. [lepBbie cMOTOMBI 3a00J€BaHUs MOTYT
MIPOSIBUTHCA TOJIBKO IOCIIE IPUEMa MIPENapaToB, KOTOPbIE IEHCTBYIOT
KaK OKCHJAHTbl - TpUMaxuH (aHTUMAIAPUMHOE CPEACTBO),
cyiabpaHuIaMHuIbl, acnupuH. B crpanax Adpuku u  Asun
JOCTaTOYHO PACIpPOCTPAHEHHBIM 3a00JIEBaHUEM SIBIISICTCS «(aBU3M,
pa3BUTHE KOTOPOTO CBSI3aHO C IMOBBIIMICEHHOW YYBCTBUTEILHOCTBHIO K
KOHCKUM 0obOam poma Vicia fava, 4YTO Takke NPHUBOIUT K
MIPOSIBJICHUIO Ae(hUIIUTa yKa3aHHON AE€THIPOr€Ha3bI.

I'eMonu3 >pUTPOLIMTOB M COKpAIIEHHUE BPEMEHU HX KHU3HH
npu JgepuImTe TI0K030-6-pocdar-aeruaporenassl  00BICHIIOTCS
YCUJICHMEM IEPEKHUCHOTO OKHUCIEHHs JIMIUAOB IJIa3MaTHYECKON
MeMOpaHBI YPUTPOLUTOB, T.K CHIKeHa npoxykumus HAJIOH-H™ nu
HapymeHo  (QyHKIMOHUpOBaHHE  (PEPMEHTATHBHOH  CHCTEMBI
00e3BpeXUBAIOLIEH MTEPEKUCH.

4.2 I'110KOHeoreHe3: 001asi XapaKTepUCTUKA, peaKIHH.
Tpancnopr okcanoaneraTa U3 MUTOXOHAPHII B IMTO30.J1b

Hapsiny ¢ mocTyruieHWeM ¢ TOHIed ¥ oO0pa3oBaHHEM IPH
TJIMKOI'CHOJIN3€ BaXHbBIM HCTOYHHKOM TJIFOKO3blI MABJISCTCA €€
SHJIOTEHHBIN CHUHTE3 - TIIFOKOHEOTeHe3. | IIOKOHeoreHe3 - 3TO CHHTE3
TIIIOKO3bI M3 HEYIJEBOAHBIX MpoaykTtoB. CyOcTtpatamu st
TIIFOKOHEOTCHEe3a SIBJISIFOTCS

- JIaKTaT, KOTOPBI 00pa3yercs B pe3yibTaTe aHadpOOHOTO

TJIMKOJIN3a KaK B caMOH IICUYCHHU, TaK U B APYIUX TKaAHAX
(HanmpuMep, MBIIIIIAX);



- TOHUpyBaT, OKcajoaleTar M JApyrue MPOMEKYyTOUYHBIC
nponyktsl LIJIK (kpome murpata);

- IJIHALEPOII, 00pa3yIOMIMIACS B pe3yJIbTaTe JHUI0JIN3A;

- IJIFOKOT€HHBIE aMHHOKHCIIOTHI (BCE, KpOME JICHITNHA).

B opranmsme 3mopoBoro uenoBeka (B IEYEHH, IOYKax,

KMILIEYHHKE) 3a CyTKU CUHTE3UpyeTCsl 0KOJIO0 80 I TIIFOKO3BI.

Buonornveckas posb TIIIOKOHEOT€HE3a COCTOUT B!

a) obecrieueHUH OpraHU3Ma TJIOKO30W TPH TATOJOTHUSIX H
COCTOSTHUSIX, KOTOpBhIE HMEIOT TEHACHILHUI0O K Pa3BUTHIO
TUTOTJIMKEMHH WU TIPU YBEIIMYCHUH MTOTPEOHOCTH TKAaHEH
B TIIOKo3e. Hampumep, ycwiieHHWe CHHTE3a TIOKO3BI
HaOII0JaeTCs TIPH TOJIOJITAHUU U CaXapHOM JuadeTe;

0) yTWIM3alUM JIaKTata, KOTOPbIM oOpasyercs mpu pabdote
CKEJIETHBIX MBI M  SBISIETCA  «METa0OJIMYECKUM
niakom». (Mono4yHash KHCIOTa W3 MBI HAIpPaBIIETCS
IJaBHBIM 00pa3oM B TI€YEHb, A€ HCIOJB3YETCS JUIs
TJTIOKOHEOTEeHE3a).

I'nioxoneocenez - 310 mpolecc, oOpaTHBIN TIUKOJIU3Y, T.€.
OOJIBIIMHCTBO PEAKIIMiA TUX JIBYX MPOIIECCOB COBMAAIOT, HO UMEIOT
pazHoe HampaBiieHue. VICKITIOYeHWe COCTaBISIOT TPU pEaKUuu
TJIMKOJIN3a, KOTOPhIE HEOOPATHMBI:

a) TeKCOKMHa3Has ( III0K03a — TIT0K030-6-hocdar);

0) bochodpykroknHazHas

(bpykT030-6-hochar — Pppykro3o-1,6-gudocdar);

B) nupyBaTkuHasHas (PEIl — nupysar).

Takum 00pa3oM, B TIIOKOHEOTEHE3€ CYIICCTBYIOT PEaKIlHH,
KOTOPBIC SIBIISIOTCS «OOXOJHBIMHY» ITyTSIMH HEOOPAaTUMBIX PEAKIIMA
TJINKOJIN3a.

1 TlpeBpamienue IIBK B DEII OCJIEN0BAaTEILHO
KaTaqu3upyloT [Ba (epMeHTa, T.e. MPoILecC MPOUCXOIUT B JBE
peakiuu.



llepsas peaxyus IPOTEKAET B MUTOXOHAPUSX:

TIBK /: » Okcajoarerar.

CO, ATO AJlO+D,

Depmenm - nupysamxapboxcunaza. KopepMeHTOM 3TOro
(dbepmeHTa sBIsETCS KapOOKCHOMOTHH.

OO0pa3oBaBiniics okcajgoaleTar jJajee TPaHCHOPTHPYETCS B
LUTO30JIb. TpaHCHOPT OOECIEeYHBAIOT CIELUAIbHBIE YETHOYHBIC
CUCTEMBI, PYHKIIMOHUPOBAHUE KOTOPBIX OYJET pACCMOTPEHO HUXKE.

Bmopas peakyus npoTrekaeTr B LUTO301€:

Okcajtoarerar m DEIL

IT®GO TI'Ad CO,
@epmenm - QPEII-kapbokcunasa.

2 Tlpespamenue ¢ppykro3o-1,6-mudochara B ppykro30-6-doc-
bat xaTanusupyet gpepmenm - ppykmoso-1,6-oughocgpamasa:

®pykTo30-1,6-muocdar ®pykT030-6-Pocdar.

H,O D,
N3BecTHa HacneacTBeHHAss 00JI€3HB, CBA3AHHAS C ACPUIIUTOM ITOTO
dbepmenta - Qpykro3o-1,6-gudocdarazpl, KOTOpas NPUBOAUT K
HEBO3MO>KHOCTH UCTOJIb30BaTh B PEaKLUAX TIIFOKOHEOTEeHEe3a JIaKTar,
rmnepon u anaHuH. [lomnepskaHue ypoBHS TIIOKO3BI B KPOBH Yy
OOJIbHBIX TPEOYET MOCTOSTHHOTO MPUTOKA K30T€HHOM TITFOKO3HI.



3 IlpeBpaiienue riok030-6-pocdara B TIHOKO3Yy KaTaIH3HPYET
Gepmenm - enoko30-6-gocghamasa:

I'moko30-6-ocdar 7-3 ['moko3a.

H,O O
Cxema MOCJIEIOBATEIBHOCTH peaxmmii TJIMKOJTN3a "
TJIFOKOHEOTeHe3a, “00XOAHBIX” MyTeH TIIFOKOHEOTeHe3a h300pakeHa
Ha puc. 6.
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Pucynok 6 - Cxema peakuuii riiMKoJIM3a M IJIIOKOHEOreHe3a

TpancnmopT okcajoaneTaTa 3 MUTOXOHAPHIi B IINTO30.,1b



OOpa3oBaHue okcanoaleraTa U3 NUpPyBaTa MPOUCXOIUT B
MUTOXOHpUSX. Bce  ocTampHBle  peakIuu  TJIIOKOHEOTreHe3a
mpoTeKaroT B nuto3oine. [loaTromy s TpaHcnopra okcajoanerara B
IIUTO30Jb CYIIECTBYIOT CIICIIHATbHBIC YCIIHOYHBIC MEXaHU3MBI.

W3BecTHBI TpPH TpPAaHCIOPTHBIE CHCTEMBI, OCHOBHOW W3
KOTOPBIX SBJIACTCA MaJlaTHAA.

a) ManaTHasi 4YeJHOYHAas cHcTeMa (QYHKIMOHHPYET Kak
M300paXeHO Ha CXeMe:

Mampukc mumoxonopuii Humo3sons
Manar oo Mauanar

HAZ

HAJH

HA/TH

HAJ

Okcajioanmerar Okcajoanerar
2

Ha znrokoneozenes

0) AcnapTaTHasi 4YeJITHOYHAsl CUCTeMa:
Mampuxc mumoxonopuii Humo3sons

Acn (i[m] ::“’ﬂr A

OA F.Hy ﬁ:—_‘:n:m F.]Iy A
J

Ha znroxoneozenes
B) LluTpaTHas Ye/,IHOYHAS cUCTEMA:



Mampukc mumoxonopuii

Iumo3zonw
Murpat o r— Iurpar
KoA-SH
KoA-SH
Anerni-KoA Anernii-KoA
OA OA

1

Ha znrokoneozenes

CyMmmapHoe ypaBHeHue cuHTe3a 1moko3sl u3  [IBK
MIPE/ICTABICHO HIKE:
2IIBK + 4AT® +2I'T® + 2HAJJH-H—->T'moko3a+4AJJO+2I' 1D+
+6@u + 2HA/I.

Takum oOpa3om, Il CHUHTE3a OJHOW MOJIEKYJIbl TIIFOKO3BI
Heo0X0oIuMa SHEPIUsl ECTH MaKPOIPTHUECKUX CBSZEH.

JlakTaT TakXke CcIeAyeT paccMaTpuBaTh KaK BaKHBIH
cyOcTpat riokoHeorenesa. [locienoBaTebHOCTh €ro MpeBpalieHul
B IUIIOKO3Yy BKJIIOYAET NPEBpAICHUE JaKTaTa B MUPYBAT C yYaCTUEM
dbepmenta JIAI'. [lamee mumpyBar mpeBpamiaeTcss B TIIOKO3Y Kak
omucano Bbimie. CHHTE3 TJIOKO3bI W3 JaKkTaTa - 3TO OJUH U3
(parMeHTOB UKJINYECKOTO MPOIecca, KOTOPBII Ha3bIBACTCS YUKIOM
Kopu (1tuks1 MOOYHOM KUCTIOTHI, TJIFOKO30-JIAKTATHBIN HHUK). B 3TOT
MPOLIECC BKJIIOYAIOTCS MBIIIIBI U Ne4eHb. Ero gyHkunoHupoBaHue
o0OecrieunBaeT HE TOJIBKO YTWUJIM3AIUIO JIaKTaTa, HO U CHHTE3
JIOTIOJTHUTENBHOIO KOJIMYECTBA TJIFOKO3bI, KOTOpas HCIOJIb3yETCs
MBIIILAMU  KaK DJHEpreThudeckuil cyoctpaT. ['oKo30-1aKTaTHBIN
UK U300pakeH Ha puc.7.
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Pucynok 7 - Huka Kopu (I{HKJ MOJIOYHON KHCJIOTHI)

OOpazoBaBmuiicss mpu pabOTe CKEJICTHBIX MBI JIAKTAT
YTUIN3UPYETCS HE TOJbKO B medeHu. Ilpu dusmueckux Harpyskax
JaKTaT SBISIETCS JTOTIOJHUTEIBHBIM SHEPreTUYECKHUM CyOCTpaToM
JUISL CepAEYHON MbIIBl. B kapauoMuonuTax mocTymarOmyid JakTaT
TpeBpaliaeTcs B MUpyBart, gajiee oopasyercs Auetuin-KoA, KoTopslit
HanpaBisiercs B IIJIK. Cxemarnueckum MeTabOIM3M MOJIOYHOM
KHMCJIOTHI TTIOKa3aH Ha puc. §
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PucyHok 8 - MeTa60/1M3M yr/jieBOJ10B B MbIIIILE

B kauecTBe cyOCTpaTOB IS TIIFOKOHEOT€HE3a HUCIONB3YIOTCS
TaK)Ke TIIOKOTEHHbIE aMUHOKUCIOTHL. [Ipu dusmyeckoit padbore u3
CKEJIETHBIX MBIIII[ B KpPOBb BBIJAEIAETCA OONbIIOE KOJIHYECTBO
allaHWHaA, KOTOPBIM YTWIM3UpPYETCS B T[E€YEHHW, BCTyHas B
rroKoHeorene3. OO0pa3oBaBIIasACs TJIIOKO3a BBIXOJUT B KPOBb M
HampaBJIICTCS B  MBINIBl KAaK  DJHEPreTHYECKHd  CyOCTpar.



OnucaHHBIi Tpolecc SBIAETCS LMKIMYECKUM M Ha3bIBaeTCs
TJIFOKO30-aJIaHMHOBBIM ITHUKJIOM. q)YHKL[I/IOHI/IPOBaHI/Ie 9TOro 1nIHKJa
Takke N300pakeHo Ha puc. 8.

4.3 Peryasinus rjil0KOHeOreHe3a

KitoueBble  (epMEHTH TJIIOKOHEOT€HE3a  KaTalu3HpYIOT

«00XOAHBIE) MyTH:

a) mupyBaTKapOOKCHIIasa;

0) ®EIIkapOokcuknHa3za;

B) ¢pykTo30-1,6-1udocdarasa;
T') III0K030-6-ocdarasa.

PaccmoTpuM MmexaHu3Mbl, Oiarogapss KOTOPbIM MPOUCXOIUT
W3MEHEHHE aKTUBHOCTH 3TUX (DEPMEHTOB.

AKTUBHOCTB nupy8amxapOoKcuLazvl perynupyercs
ajuioctepudecku. AktuBaTopoMm siBisercs aneTwi-KoA. ITlpu ero
OTCYTCTBUHM 3TOT (PEpMEHT MpaKkTU4Yecku HeakTuBeH. Kpome Toro,
CKOPOCTh CHHTe3a (epMeHTa 3aBHCUT OT JACUCTBUS TOPMOHOB:
KOPTH30Jl M TIIOKArOH CTUMYJIUPYIOT CHHTE3 (hepMeHTa, MHCYIUH
o0JajaeT MPOTHBOTIOIOKHBIM JICHCTBHEM.

Ckopocts  cuHTe3a  @Ellkapboxcuxunaszvl  peryiIupyeTcs
TOPMOHATLHO: MHAYKTOPHI - TTIOKArOH M KOPTU30JI, YTHETAeT CUHTE3
WHCYJIVH.

@Dpykmoso-1,6-oughocchamasza perymupyercs alIOCTEPHUSCKHU:
aktuBaTopbl - AT® W >KUpHBIE KUCIOTHI, UHTUOUTOPHI - AMOD,
bpykTo30-1,6-mudocdar, dpykrozo-2,6-nudocdar. IIpu uzdbITKE
TJIIOKO3bI B KJETKE KOHLEHTpanus (QpykTo30-2,6-audocdara
Bo3pactaer. B TakuMxX yCIOBHSX OTOT MeETabOIUT aKTHUBHPYET
mmkom3  (depes POK) um wHrHOUpYeT TIOKOHeoreHes (depes
bpykTo30-1,6-mudocdarazy). Kpome Toro, cunres ¢pyxroso-1,6-
mudocdaTtassl  MHAYIMPYIOT  TOPMOHBI -  TJIIOKaroH U
TITFOKOKOPTUKOH/TBI.

Jst 2noK030-6-ghochamaszni OCHOBHOM MEXaHU3M
PEryJsIUN aKTUBHOCTU - 3TO HM3MEHEHHE CKOPOCTH CHHTE3a MOJ
BIIUSTHUEM TJIIOKaroHa M KOPTHU30J1a, KOTOPbIE CTUMYJIUPYIOT CUHTE3
3TOTO YH3HUMA.



Takum  00pa3oM, TJIIOKOHEOT€HE3 aKTHBHPYETCS TMpH
CHMKEHUU KOHIICHTPALIMH TJIIOKO3bl, O YEM CBHUJACTEIIbCTBYET
TOBBIIICHUE KOHIEHTpauu anetui-KoA, a Takke B YCIOBHUSX
JIOCTATOYHOT O KOJIMYeCTBA SHEPIUH. Crumynsaropamu
[JIIOKOHEOT€HE3a SBJISIIOTCS TAaKHME TOPMOHBI, KAaK TIJIIOKaroH |
KOPTHU30J.

CHIKEHHE WHTEHCHUBHOCTH TJIFOKOHEOT€HE3a MPOUCXOJAUT
NpU CHWKEHUU KOHUEHTpaunu AT® U MOBBIILIEHUH KOJIUYECTBA
AM® wu AJdP. T'opMOHOM, KOTOpPBII TOPMO3UT CKOPOCTb
[JIIOKOHEOT€HEe3a, SIBJISIETCS UHCYIINH.

HexoTopsble KIMHUYECKHE acneKThl. [Ipy maronornueckux
Mpoueccax, KOTOPbIE COMPOBOMKIAKOTCSA IMOBBIIIECHHOW MPOAYKUIHEH
KOHTPUHCYJISIPHBIX TOPMOHOB-AaKTHBAaTOPOB TJIIOKOHEOI€HE3a WU
CHMKEHUEM NPOAYKLUHUU MHCYJIHHA, IPOUCXOAUT YCUIEHHE CUHTE3a
rmoKo3bl. Takue W3MeHeHus MeTaboin3ma HaONoNalTCs — MpU
6onesnu u cunapome Wuenko-KymmHra (BciaencTBue YCHUIICHHS
MPOAYKIUN TIIOKOKOPTUKOUIOB), NPU aKpoMmeranuu (1o MpUYuHE
noBeimeHus cunteza CTI), mpu caxapHom nuabere (MpU CHUKEHUU
CUHTE3a WU JEHUCTBUS UHCYJIMHA).

4.4 MeTa6omuecKkue myTH npeBpamieHns GpyKkro3bl U
rajaKkTo3bl

®pyKTO3a M TajakTo3a - OTO BAXKHBIE HHEPreTUUYECKHE
cyOcTpathbl, KOTOpbIe MOCTYMAlOT B OPraHW3M YeJOBeKa C MHILEH.
@pykmo3a BXOAUT B COCTaB NHIIEBBIX MPOAYKTOB  Kak
CaMOCTOSITEJIbHBI MOHOCaXapu/, TaKk U Kak KOMIIOHEHT Jhcaxapuaa
caxapo3sbl, KOTOpas THUAPOIU3YETCS B KHUIICUYHHUKE N0 (PPYKTO3BI U
[JIIOKO3bl. YCTAQHOBJIGHO, YTO TMpueM OOJIbIIOr0 KOJMYECTBa
GbpykTO3bl Hebe3omaceH, T.K. MOXKET BBI3BAaTh CHIDKEHUS YPOBHS
aJICHUJIOBBIX HYKJICOTHIOB B [I€YEHU U MPUBECTH K HEKPOTHUECKOMY
MOPAXEHUIO 3TOr0 opraHa. [ arakmosa TOCTYNAET B OpPraHu3M B
OCHOBHOM B COCTAaBE MOJIOYHOI'O Caxapa - JIAKTO3bl, KOTOpas MOJ
JEHCTBUEM JIAKTa3bl KUIIEYHOT'O COKA PACIIEIUISETCS JO ralakTo3bl U
[JIFOKO3BI.

Memaooausm ¢hppyxkmosul



BomiieueHne QpykTO3bl B META0OIMYECKHE TPEBPALICHHS
oOecrieunBaroT  aBa  (pepMmMeHTa, KOTOpble  (ochHOpUIHPYIOT
YKa3aHHBIM MOHOCaxXapHJ - 3TO:

a) TEKCOKMHAa3a, KOTopas MOXeT (ochOopriIMpoBaTh IMENbIH psif
MOHOCAXapHI0B - TIIIOKO3y, MaHHO3Y, PpykTO3y. B pesynbrare, B
4acTHOCTH, (pyKTo3a mpeBpamaercs Bo (PpykTo30-6-docdart.
Onmnako, cpoAcTBO 3TOro ¢epMeHTa K TIIIOKO3€ TOpa3fo BHIIIE,
gyeM K ¢pykrose. [losromy cuuTaercs, 4YTO TEKCOKHMHA3HAS
peakius hochopunmupoBanus (HPYKTO3bI HE SIBJISIETCS OCHOBHOM
Uit OONBINIMHCTBA TKaHe. Hawboinee akTUBHO —TpoIiecc
dochopunupoBanus GPyKTO3BI MPOTEKAET B MBIIIAX M TTOYKAX.
Hanee oOpa3oBaBmasics ¢GpykTo30-6-dhochar BkIOUaETCS B
TJIMKOJIN3 U PACIIEIUISIETCS 10 KOHEUHBIX MPOYKTOB.

0) ¢pykrokuHaza ¢ochopunupyer QGpykToly ¢ 0Opa3oBaHHEM
dpykro3o-1-pochara. DTOT PepMeHT OOHapyk eH B ICUYCHH,
MOYKaX M KHIICYHUKE W SIBIISIETCS BBICOKOCTICITU(PUYHBIM TI0
OTHOIICHHIO K (pykToze. Ha akTuBHOCTH (PYKTOKMHA3BI HE
BIIMSIIOT M3MEHCHMsS KOHLECHTPALMM HMHCYJIMHA WM TOJOAaHUE.
[TosToMy y OONBHBIX CaxapHBIM AMA0ETOM BBIBEICHUE (DPYKTO3BI
U3  KPOBH  TPOWCXOJUT C  HOPMAJbHOH  CKOpPOCTEHIO.
OpyKTOKMHA3HAS  pEaKIUs - 3TO OCHOBHOW TYTh
dochopunrpoBanus PpyKTO3bI.

Hanee ¢pykro3o-1-pochar moasepraercss MeTabOIUICCKIM
MPEeBpaIlEeHIUIM, TTOCIIECIOBATEIBHOCTh KOTOPBIX N300pakeHa HUKE:

®pykTo30-1-pocdar
! )

Tnuyepanvoecud  Jluoxcuayemon-ghocpam

I uyepanvoezuo-3-gpoccham B rivkonus uimm

B riMkomu3 unu T I'mroxoneorenes
B opranusme yenoBeka MOKET CUHTE3UPOBATHCS YHAOTCHHAS
bpykro3a: ['noko3a



HAJI®H

Anvoopedykmasa
HAJ1®
Copburon
HAJT
=
HAJIH
DpyKTo3a

N306paxkeHHbIN poriecc Hanboee aKTUBHO MPOTEKAET B:

a) CeMeHHHMKaX, Trne (pykroza HUCHOJIB3YeTCs  Kak
PHEPTeTHYECKU CcyOCcTpaT Ui JBWKGHUS CIEPMaTO30HI0B
(mportecc okucaeHuss GPyKTO3bI - PPYKTOIU3);

0) Xpyctaliuke Tr7a3a; 3[0eCh  CHHTE3  (PYKTO3bI
UHTEHCU(PHUIMPYETCS TPU CcaxapHOM Auadere, 3TO MPHUBOAMT K
HAKOIUICHUIO (PYKTO3bI M COpPOUTONA W SBISETCS NPUUYUHON
pa3BUTHA TUa0ETUYECKOM KaTapaKThl.

Memaobonusm zanakmosol

lNanakro3a, mocrynarom@as B OpraHu3M 4YeJNOBEKa C NULIEH,
MpeBpamiaeTcss B TIIIOKO30-6-pochaT U MOXKET BKIIOYATHCS B
MeTa0OoJIMUeCKUE TMPEBPAIICHHs, ONMMCaHHbIe BhIme. CXeMaTH4ecKu
nporecc MeTabonu3mMa PpyKTO3bl BHITIISIUT CAEAYIOIIUM 00pa3oM:

I'asakro3a
TO
T'anakmokunasza
AlD
["anakro3o-1-docdar
Tanakmoso-1-pocgham- Y ®-rnoko3a
-ypuounmpaucgepaza
III0K030-1-thocdat YV J1®-ranakrosa
Docoanrokomymasza

I'imrok030-6-dochar
B MonouHo#t xene3e ¢ ydactueM (pepMeHTa JTaKTOCHHTA3bI
(2) ranakTo3a HCMONB3YETCS ISl CHHTE3a JIAKTO3BI:

)



l'anakroza=———> VY]J[®-ranaktoza =———> JlakTo3a

(7>

I'mokoza VYO

4.5 HacaencTtBeHHbIE JH3UMONIATHH 00MeHa PPYKTO3bI U
raJIaKTO3blI

Obmen ppykmosoi:

1 BpoxnaenHasi HemepeHOCHMOCTh (PYKTO3bI. 3abosieBaHuE
MPOSIBIISIETCSL y JIETEH IMociie Tepexoa Ha KOPMIICHHE MPOJyKTaMH,
coJepxKaluMK caxapo3dy. OCHOBHBIMH KIMHUYECKMMH CUMIITOMAMU
SBJISIIOTCSL PBOTAa M cyjpoporu mocie eabl. llarosmorus cBsd3aHa c
HEJI0CTAaTOYHOCTBIO  (hpyKkmo3zo-1-pocgham-anvoonazel TpU  ITOM
HakarumBaeTcst  (pykro3o-1-pocdarom, dUro  mpuBOOMT K
CIIEAYIOLIEMY:

B (pyxroso-1-docdhar unrudupyer riamkoreHdochopuasy,
MOSTOMY TIOCTIE MpHeMa MUIIH, conaepkamei (Gpykrosy,
pa3BUBACTCS IMIIOTIIMKEMUS;

B passuBaroTCst GPyKTO3EMHUS M PPYKTO3YPUSI;

B BLISABIAIOTCST  TemaToMeraiusi, BO3MOXKHO  pa3BHUTHE
KENTYyXH;

B naGmomaercs 3aepikka (PU3MIECKOTO pasBUTHs peOEHKa,
U3MEHEHMH B (OPMHUPOBAaHMM  HHTEIUIEKTYaJIbHBIX
COCOOHOCTEN HE HAOII0IaeTCH.

N36exaTh yKa3aHHBIX OMOXMMHMYECKMX H3MEHEHHH W
KIIMHAYECKUX CHUMIITOMOB BO3MOXKHO, €CJIM HCKIIOYHTh U3 MHUIIN
IIPOAYKTBI, COAepKalIe PPyKTO3y.

2 ®pykTo3eMusi. JTa HACIEICTBEHHAs MATOJIOTUSl BbI3BaHA
nepuunutoM ¢pykrokuHassl. [losTomy ¢pykrosa, mocrynaromas c
nuied, He Metabonusupyer B opranusme. [locne mpuema mnumum
HabOmoaercss ppykro3zeMuss U QPpykrozypus. Jpyrux KIMHUYECKUX
MPU3HAKOB HE HaOmromaeTcs. 3aboneBaHWE HE TMPEACTABISIET
OIAaCHOCTH IS 3I0POBbsI YeNIOBEKA.

Obmen canakmosoi.



W3BecTHBI HaceICTBEHHBIE HApYIICHUS OOMEHa TallaKTO3bI,
BbI3BaHHbIE  JAepUIUTOM  (HEepMEHTOB  MeTaboimu3Ma  3TOTO
MOHOCaxapu/a.

CHmKeHNe aKTHUBHOCTH 2alaKMOKUHA3bl W dNumMepasvl HE
SBIIIIOTCSL  CEPbE3HBIMU  BPOXKIEHHBIMH TATOJOTHSIMH, T.K. HeE
COIIPOBOXKAAIOTCS KAKUMHU-JINOO0 KITMHUYECKUMU TPOSIBICHUSIMH.

Haubonee CYILLIECTBEHHbBIE CIBUTH MeTabomu3mMa
HaOMIOAIOTCS TP HEIOCTAaTOYHOCTH  2aiakmo3o-1-gocgham-
ypuounmpaucgepasvl. ITa MATONOTHUS HA3BIBAETCS TaJaKTO3eMUS.
B sTrom crmydae ranakrosa He mpeBpaliaeTcs B IITIOKO3Y, MOATOMY B
KpPOBM U BHYTPEHHUX OpraHax HaKaIlUIMBAaIOTCS TajakTo3a |
ranakto3o-1-gocdar. Ilpu 3TOM MOryT HHrHOMpPOBATHCS IPYTHE
(dhepMeHTHI - TIII0K030-6-pocdaTaza, GocdoriarokomyTasa, TIHOKO30-
6-bocharneruaporenaza. bonesnr mposBIsSeTcss cpazy  mocie
POXIEHUS TIPU YMOTpeOIIeHnH MOJIoka. PeOeHOK OTKa3bIBaeTcsl OT
e1bl, HaONIOJAlOTCd pBOTA, AWApes, TelmaTOMErajus, KaTapakra,
3a/lep’KKa  YMCTBEHHOTO pAa3BUTHUS, THUIMOTJIMKEMHUS BIUIOTH IO
TUMOTJIMKEMHUYECKUX Kpu30B. Pa3zButue 3a0o0neBaHUS MOXKET OBITh
MPUOCTAHOBIICHO MU3MEHEHUSMHU B JIUETE - UCKIIOUYEHUEM W3 IMUIIU
MIPOAYKTOB, COJEPKAIIUX TaJTaKTO3Y.

PaccMoTpuM  mpuYHMHBI  BO3HMKHOBEHHS ~ HEKOTOPBIX
MATOJIOTUYECKUX U3MEHEHUN MTPU TraIaKTO3EMUU:

B Karapakta pasBHBaeTcs BCJIEIACTBAE HAKOIUIEHHS B
XpyCTaJIMKE TaJlaKTOTHOJNA, KOTOpPBI o00pa3yercs mpu
BOCCTaHOBJICHUU raJlakTO3bl noJt neiicTBueM
QJIbJIOPETYKTa3bl.

B B ncyeHn u Mo3re HapymIeHHs CBSI3aHBI C HAKOIUICHHEM
ranakro3o-l-gocara u CHHKEHHEM KOHIICHTPAIMU
Heopranudeckoro gocdara.

Y CTaHOBIIEHO, YTO €CIM aKTUBHOCTH ranakTo3o-1-docdara-
ypununtpaHcdepassl cocraBisieT He MeHee 50% KIMHMYECKUX
MIPOSIBIICHUH 3a00JIeBaHM MOXKET HE HAOIIOIaThCS.

4.6 MexaHu3Mbl peryJisiliii KOHIEHTPAI[UH ITI0OK03bI B KPOBH



B HOpMe y uenoBeka B MEpUOA MEXIy MNpUEMaMU MUIIH
KOHIIGHTPALUS TJIFOKO3bI B KPOBH cocTaBisieT - 3,33-5,55 MMomb/m.
[Tocne nmpuema mumy, 6oraToi yriieBoJaMH, 3TO 3HAYEHUE MOXKET
YBEIUYUBATHCA 110 8-9 MMOJB/N (aJIMMEHTapHAs THUIIEPTIIUKEMHUsI).
Uepes 2 yaca ypoBeHb IITUKEMUU BO3BPAILIAETCS K HOPME.

OCHOBHBIMU UCTOYHHKAMHU TIFOKO3bI KPOBU SIBIISIOTCS:

1 VYrueBonbl nUIIH.

I'mukoren u kpaxman numu B JKKT ruaponusyrorcs no
TJIIOKO3BI, KOTOpas MOCTymaeT B KpoBb. [amakroza u (pykrosa,
KOTOpPBIE MOCTYIAIOT B OPTaHU3M C MMHUIIEH, B TICUSHU MPEBPAIAIOTCS
B TJIIOKO3Y, KOTOpAast TAaK)Ke HAIPABJISIETCS] B KPOBb.

2 T'mroxoneorenes.

3 T'7uKOreH meveHu.

[Momnepkanue KOHICHTPAIMM TJIIOKO3BI B KPOBH Ha
MIOCTOSIHHOM YPOBHE 00€CIIeYNBAIOT:

B ncucHs;

B BHeneyeHOYHbIE TKAHM;

B HexoTOpBIE TOPMOHBI.

MOXHO BBIICTUTH TPHU YPOBHS PETYJSIHMHA KOHIICHTPAIMH
TJIIOKO3bI B KPOBH:

a) HEpBHas;

0) opranHas;

B) TOPMOHAJIbHAS.

Hepsnaa perynauus cBsi3aHa C  (YHKIMOHUPOBaHUEM
«CaxapHOTO  IIGHTpa» Ha  JHE  YEeTBEPTOr0  JKeIyJ0ouKa
MPOJOJTOBATOTO  MO3Ta W COCTaBISET MPEAMET  U3YUYCHHS
¢uznonornn. C TOYKHM 3peHUsT OMOXMMHH HHTEPEC IMPEICTABIISIOT
OpraHHas ¥ TOPMOHaJIbHAas PEryJIsUi YPOBHS IIUKEMHH.

Opzannas perynsaiys o0ecreurnBaeTCs y4acTHEM TMEYCHU U
MOYEeK B 0OMEHE YTJIEBOIOB.

B neuenu npu m3aMeHeHUN KOHIIEHTPAIMH TJIIOKO3bI B KPOBU
W3MEHSIETCd MHTEHCUBHOCTb TJIMKOTEHE3a, TIHUKOTeHONIH3a |
TIIIOKOHEOTeHe3a.  PaccMOTpuM, Kak pearupyroT MOJICKYISpHBIE
MPOIIECCHI B TelaToNUTaX Ha M3MEHEHUS] KOHIEHTPAIMX TIIOKO3bI B
KpOBH.



[Ipu cHKEeHUU YPOBHS TTTUKEMUU CTHUMYJIHPYETCS CEKpeLus
[JIIOKaroHa, 4TO MPHUBOIUT K YCHJIEHHUIO pacraga TIUKOTeHa B
Me4YeHu (3armacoB KOTOPOrO MOXKET XBaTUTh Ha 24 dyaca IOJIHOTO
rosoganus). Yepes 5-6 "acoB mocie mpueMa IMUIKA aKTHBUPYETCS
TJIFOKOHEOT€HEe3, aKTUBHOCTh KOTOPOT'0 MaKCHUMallbHa uepe3 24 yaca.
CTUMYNISIHIO TTIOKOHEOTeHe3a 00ECTICUNBAIOT TITFOKOKOPTUKOUIBI, a
WMEHHO:

a) OHM YCWJIHMBAIOT THAPOJIM3 OEJIKOB IO aMHUHOKHCIOT BO
BHEIMEYCHOYHBIX TKAHSIX;

0) cTUMyIHPYIOT CUHTE3 (PEpMEHTOB TIIOKOHEOTeHEe3a B
MIEYEHH, TJI€ AMUHOKHUCIIOTHI MCIIOJIB3YIOTCS B KayecTBe CyOCTpaToB
JUISL CHHTE3a TJIFOKO3BI.

I'moko3a,  koTopas  oOpa3oBamach B  pe3yJbTare
TJIMKOTCHOJIN3a W/WIU TIIIOKOHEOTeHe3a, TOCTYyHaeT B KPOBb, YTO
MPEIOTBPANIACT CHIDKCHHUE €€ KOHICHTPAIMd HIKE T'PAHHIIBI
HOPMaJIbHBIX 3HAYEHUU.

B cnydae yBenuueHUS KOHIICHTpPAIMM TJIOKO3BI B KPOBU
(Hampumep, TpU aTUMEHTAPHOW TUNEPTIIMKEMHUHN) BBIXOJ €€ U3
renaTouuTOB MPEKpallaeTcs, HAauMHAaeTCs OOpaTHBIM mpolecc -
MOCTYIUICHHE TIIOKO3bl B IMEYeHb. B 3TUX YCIOBUSAX MOBBIIIACTCS
AKTUBHOCTh TJIFOKOKMHA3bl, aKTUBALUA KOTOPOM HE HHTUOMpYETCs
MPOAYKTOM pEeaKIuu - TI0K030-6-hocdarom. OOpazoBaBHIMIACS
TIII0K030-6-pochar aKTHBHO HAMPABIISACTCS B TIIMKOTEHE3, TJIMKOJIH3,
neHTo30-hocharHbiii MyTh. B HauOosbIIelH CTENEHH YCHIMBACTCS
MEepBBI W3 yKa3aHHBIX TMPOIECCOB - CHUHTE3 TIUKOTreHa. B urore
CTUMYJISIIIUST yTHIIN3AINUN TJIFOKO3bI B TICUEHU MO3BOJISIET JOCTATOYHO
OBICTPO HOPMAJU30BATh YPOBEHb INIMKEMUU. TakK, HAIIPUMED, MOCIEe
npreMa MUIIM KOHUEHTpAalusl TIIOKO3bl B KPOBU BO3BpAaIllaeTCs K
HOpMaJbHBIM 3HAYEHUSM B CpeHEM uepe3 2 Jaca.

OcHOBHast pOJIb nOYeK B TIOAJEPKAHUU HOPMAJIBLHOTO YPOBHS
TJIMKEMHAH COCTOUT B BBIBEJCHWM W3 OpraHU3Ma C MOYOW M30BITKA
rmoko3bl.  [louku  BKIIIOYAIOTCS B IPOLECC PETYNALUU  [PU
JOCTUKEHUH JIOCTATOYHO BBICOKMX 3HAUYEHUN KOHIICHTpAIUU
[JIIOKO3bl B KPOBHU. YPOBEHb TJIFOKO3bI B KpOBH, IIPU KOTOPOM
HAYMHACTCS TIIOKO3YPHS, - «IOYCYHBIH MOPOr» IS TIFOKO3bl. Ero
BEJIMYMHA WHIUBUyaIbHA U B CpeTHEM cocTaBisieT 8-10 MMoIIb/II.



I'opmonanvuyio peryyisaunil0 KOHLEHTPALIMKM TIJIIOKO3Bl B
KpOBH O0€CNEeUnBalOT TaKW€ TOPMOHBI, KaK WHCYJIMH, aJpeHaJIuH,
TJIIOKaroH, TJIFOKOKOPTUKOUIBI, TUPEOUIHbBIE TOPMOHBI,
COMAaTOTPOTHH.

WNHcynnH Wrpaer LEHTPaIbHYIO pOJIb B PETYJISLUN yPOBHS
rikemud. Ilpy runepriamkeMun €ro HpOAYKIMsS yBEIMYMBAETCH,
YTO MPUBOAMT K MOBBIIIEHUIO TPOHUIIAEMOCTH KJIETOUHBIX MeMOpaH
WHCYJIMHO3aBUCUMBIX OPraHoB K TIIIOKO3€ U YCHUJICHHIO €€
TPaHCIOPTa, TIABHBIM 00pa3oM, B JKUPOBYIO TKaHb M MbIIIsL. Ha
MIPOHUIIAEMOCTh MEMOpaH TenaTOUUTOB HMHCYJIMH HE OKa3bIBaeT
npsiMoro fedcTBus. TeM He MeHee Kak B KJIETKax MEeYeHHu, TaK U BO
BHEMEYCHOYHBIX HMHCYJIMHO3aBHUCHMBIX KJETKaX d5TOT TOPMOH
CTUMYJUpPYET TPOLECCHl YTUIM3ALUUU TJIIOKO3bl - TJIMKOT€HE3,
riikonau3, [1®I1 n uarubupyer ee nNpoAyKIHUIO B TJIUKOTE€HOJIU3E U
TJIFOKOHEOTeHE3e.

Bce ocranpHble yKa3aHHBIE BBIIIE TOPMOHBI SIBISIOTCS
KOHTPHUHCYJISIPHBIMU M B PE3YJIbTATE UX JAEUCTBUS YPOBEHb IJIFOKO3bI
B KPOBH IOBBIIIAETCS.

luneproukemudeckuii  3¢¢dekT OONBIIMHCTBA TOPMOHOB
JOCTUTAETCA Yepe3 CTUMYIIALUI0O UMHU OINpPEAENCHHBIX MPOIECCOB B
MEYEHU: aPEHAIUH YCUIMBAET INIMKOTE€HOJN3, TTIIOKOKOPTUKOUIBI -
[JIIOKOHEOT€HE3 (M CHIKAIOT YTWIM3ALUIO0 TJIOKO3bl JIPYTUMHU
TKaHAMH), TJIIOKarOH - TJUKOT€HOJIU3 U  IJIIOKOHEOreHes,
TUPEOUIHBIE TOPMOHBI - THKOreHonu3. Kpome Toro, TupeougHbie
TOPMOHBI TIOBBIIIAIOT BCAChIBAHME TJIIOKO3bl B KHUIIEYHUKE U
aKTUBUPYIOT HWHCYJIMHA3y, KOTOpas HWHAKTUBUPYET HWHCYJIUH.
[looToMy mpu  TUPEOTOKCHKO3€  HaONIOAAaeTcs  MOCTOSIHHOE
MOBBIIIEHNE KOHILIEHTPALUU TIIOKO3bl B KPOBH, YTO CO BpPEMEHEM
MOJKET NPHUBECTU K Pa3BUTUIO aAuabeTa. AHTAaroHHCTOM JEHCTBUS
UHCYJIMHA SBJISETCS TaKXK€ COMAaTOTPONUH, KOTOPBIM yrHETaeT
ACCUMWJIALIMIO TJIIOKO3bl TKaHAMH, HWHTUOMpPYET TeKCOKHWHA3y |
aKTUBUPYET MHCYNHHA3Y. IMEHHO MO3TOMY B OONBIINHCTBE CIIy4aeB
aKpOMETaJIUs COIIPOBOXKAAETCS PA3BUTUEM THMIIEPIIIMKEMUH, KOTOpast
CO BpEMEHEM MOXKET CTaThb NPUYMHOW BO3HUKHOBEHHS auadera
(runmouzapHbIid TUAOET).



4.7 buoxumMusi cCaxapHoro 1uadera u ero 0CJ0KHeHH I

Caxapusrii auabet (C/I) — 3aboneBanue, U3BECTHOE C JaBHUX
BpeMeH. Eme B manupyce D6epca (1500 ner mo H.3., Erumner) Obuimn
OIHCaHbl OCHOBHBIE CUMIITOMBI 3TOM MMaTOJIOTHH.

3a nocnennue 10 et Bo Bcex cTpaHax MHpa OTMEUEH POCT
3aboneBaemoctu CJI. B Hacrosimiee Bpems MO JaHHBIM CTaTHCTUKU
6onbHble CJl cocTaBisoT O6onee 5 % HaceneHUs; Cpeau MOKUIIBbIX
CJ1 0o1eH TTOYTH KaXKIbIN TISATHIN.

CJI — 570 XpOoHHYECKOE MYIbTUTOPMOHAIBHOE PACCTPOICTBO
BCEX BHUJOB MeTa00JM3Ma, XapakTepHU3YIOIIeecs HapacTaroei
TUIEPTIUKEMHUEH, TIIIOKO3YPUEH, PA3BUTHEM OCIIOKEHUM. BeiaesaroT
WHCYJIMHO3aBUCHUMBIN nuadeT (mmaber I THIIA) u
WHCYIMHOHe3aBUCUMBI nuaber (auaber II tuma). Ilpu amabere
[ Tuma mpPOUCXOMUT HApYIICHWE CEKPEIMH HHCYJIMHA BCIEIACTBHE
nporpeccupytomieil rudenn B-KIeTok maHKpeaTHIeCKUX OCTPOBKOB.
JuaGer Il Tuma HE COMpPOBOXKAACTCS HApYIIEHWEM CHUHTE3a
WHCYIIMHA, B 9TOM Clly4ae HapyIIeHbl IPYTHUe 3BEHbS MHCYIHMHOBOM
PETYIISIIIHH.

OcobenHoctn Merabomm3ma mpu Bcex (opmax amadera
UMEIOT MHOIro o00miero, T.K. B OCHOBHOM OHHU OOYCIJIOBJIEHBI
HEJOCTAaTOYHBIM JCHCTBHEM MHCYJWHA Ha KIETKU-MHILIEHU. B cBs3U
c otuM Metabommueckue Hapymenus npu CJ] xapakTepu3yroTcs
PSAIOM OOIIUX YepT:

- Hapymaercs TpaHCHOPT TIJIIOKO3bl B MHO- U aJUIOLUTaX |
CHIDKAETCS TMOTJIONIEHUE TIIIOKO3bl MBIIIIIAMH M KUPOBOMN
TKaHBIO MOCJIE eIbl.

- B renmaromuTtax, MHONMTaX ¥ ATUINONHUTaX MPOUCXOIUT
yruerenue riavkonu3a u [1PI1.

- B rematouuTtax ycUIUBaeTcsi TJIMKOTEHONU3 (BCIEACTBHE
akTuBanuu Gpochopuinassl 1 UHTUOMPOBAHUS TTTUKOTCHCUHTA3BI).

- B renmaromuTax = akTHUBUpYETCS — INIIOK030-6-pocdaraza u
MHTHOUpYyeTcs TIIOKOKHMHA3a, MOATOMY YCHIIMBAETCS MpoOIece
oOpaszoBaHus CBOOOJHOM TIIFOKO3BI M3 TIIOK030-6-(ocdara;
HEUTpambHast MOJIEKYJIA TJIFOKO3BI JIETKO MTOKUIAET TeMaTOIHT.



- YcunuBaeTcs TIIIOKOHEOT€HEe3 BCJIEICTBUE aKTHBAIIMH KIFOYEBBIX
(epMEeHTOB TIIIOKOHEOTeHe3a Mo/] ISHCTBUEM TIIIOKaroHa.

- Hapymaercs mnonHouennas pabora LUJIK, T.x. cHmxkaercs
aKTUBHOCTH (epMeHTOB nukia, cyocrpatsl [IJIK (okcanoamerar
U O-KEeTOTJyTapaT) aKTHUBHO OTBJEKAIOTCS B TIIOKOHEOTEHE3,
koHneHTpanus [I1BK cHmkena (MHTHOMPOBaH TITMKOIU3).

PesynpratoM  yKa3aHHBIX ~ HM3MEHEHHH  YTJIEBOAHOTO
MeTaboiu3Ma  SBIsieTcs  pa3BuUTHE  eunepenukemuu.  Korga
KOHIIEHTpALMs TIIIOKO3bl B KPOBH MPEBLICUT MOYEYHBIN Topor (8 -
10 MMoOmnb/), HAYMHACTCS  21I0KO3Ypud. ITO  BBI3BIBACT
OCMOTHYECKHI Iuype3 — pa3BuBaercst noauypus (mo 8 —12 n/cyr).
HNmenHO OHa 3a4acTyro paccMarpuBaeTcs Kak nepbiid cumntom CJI.
BceneactBue storo morpebieHue BOAbI y OOJBHBIX YBEIUYUBACTCS
(nonuoencus). Ilpu TspKenbix ¢dopmax nuadbera MOXKET HACTYNHUTh
dezcudpamayus OpraHuzma.

ITpu C/I B neyeHn akTUBHO CUHTE3UPYIOTCSI KETOHOBBIE TEa,
KOTOphIE B YCIOBUSX IIJIOXOTO YCBOGHMS TIIIOKO3bI KIIETKaMH,
UCHONB3YIOTCA  Kak  UCTOYHMKM  3Hepruu. Opnako  CJ
CONPOBOXKAAETCA TUIEPHIPOAYKIHMEH KETOHOBBIX Tel, I03TOMY
pa3BUBAIOTCS Kemouemus WU KeToHypus. KeToHOBble Terna — 3TO
KHCIIOTBI, TIO9TOMY TPU HX BBICOKMX KOHIIGHTPAIMSIX CHHYKACTCS
Oy(epHas eMKOCTb KPOBH, CHIDKAIOT pH KpoBH — BO3HHKAET alu103,
KOTOPBII Ha3bIBAIOT KEMOAyuUo030M.

Heruaparanusi U anuao3 — HaubOosee TPO3HbIE CHUMIITOMBI
nuabera, KOTOpbIE SBISIOTCS MPEANISCTBEHHUKAMU Ouabemuieckot
KOMbl — PE3KOT0 HapyIlleHUs BceX (YHKUMH OpraHu3ma ¢ morepen
CO3HaHMUSI.

HaubGonee wacTeiMu ocnooicHenusmu ouabema SBIAIOTCA
MOpaXeHHUsI KPOBEHOCHBIX COCYIOB (MHKPO- M MaKpOAHTHOMATHH).
Kanmunnsgpsl u  apTepHoibl MOpa)kkaroTCs dYalle BCero B 0C000
MIPEIPacoIOKEHHBIX MECTaX, K KOTOPBIM OTHOCSTCS: NMOYEYHbIE
KIIyOOUKHM, ceTyaTka TIJa3a, JUCTAJbHBIE OTHAEIbl  HIKHUX
KOHEYHOCTEH, KOKa M CKeJeTHble MBIIIbL. ba3anbHble MeMOpaHbI
MOTYT TIOpa)XaTbCsi W B HECOCYAUCTBIX CTPYKTypax (Karmcyina
Bboymena-1llymnsHCKOr0, KaHaNbLIBI IOYEK, TepePepuyecKue HEPBHI,
a Takke IuiareHTa). B cBsA3M ¢ 9TUM pa3BUBarOTC: Hedpormatus,



peTuHomaTtus, Hedpomatus (KaK CJIEICTBUS MUKPOAHTHOMATHUI);

uiieMudeckas OOJIe3Hb CepAlla, HapyIIEHUS MO3TOBOTO KpOBO-

oOparieHus1, aTepockiiepo3 (Kak CIeICTBUS MAKPOAHTUOTIATHH ).

Pa3Butne YKa3aHHBIX OCJIO’KHEHU I CBSI3aHO c
TUIIEPIIIIOKO3eMUEH, KOTOpas SBISETCS OJHUM U3 OCHOBHBIX
cumantromoB  CJI.  KirodueBoe  3HaueHWE  HUMEET  JICHCTBUE
TUIEpPIIIMKEMUM Ha O€NIKW, B pe3yjibTare MPOUCXOJUT HUX
He(EPMEHTATUBHOE TJIMKO3WJIMPOBAaHHE (COBPEMEHHBI TEPMHH —
rnukupoBanue). llemouka peakuuit TTTMKUPOBaHMS HAYMHAETCA CO
B3aUMOJICHCTBHUA  anbpaerugHod rpymmbsl  rmoko3sl  (CHO) wu
amuHOTpymmel Oenka (NHz) ¢ obOpasoBanmem ocHoBanus Iludda.
OT0 HecTaOWIIBHOE COEAMHEHHE Jaiee IepecTpauBaeTcs B Oosee
CTa0WIIBHOE — «IPOLYKT AMaaopu» (OHO eIle CIOCOOHO K
oOpatuMoMy TMpeBpalleHuto). Ecnu B opraHuzMe TIIMKMPOBAHHBIN
OesloK He pacrajaeTcss B TEYEHHE HECKOJIbKMX MECSIEB WU JIET,
yKa3aHHbIE IPOYKTHI AETHIPATUPYIOTCS ¢ 00pa30BaHUEM KOHEYHBIX
poaykToB HeobpaTumoro rivkupoBanus (KITHIY). KITHI
OKa3bIBAIOT  Pa3HOOOpa3HbIC [IaTOTE€HHbIE apdexT  Ha
COEIMHUTENIbHYIO TKaHb U COCY/IbI.

[Ipyu HOpMAJIBHOW KOHLIEHTPAIIMU TJIFOKO3bI CKOPOCTh 3THUX
peakiuii HeBenuka. [Ipm nuabere BCIEACTBUE TUIEPIIUKEMHH
CKOpOCTh peaKIuil INIMKUPOBAHUS YBEIMUNBACTCS:

- BO3pacTaeT AaKTHBHOCTh TJIHUKO3WITpaHChEpas W yCHIMBACTCS

CHHTE3 INIUKONPOTEUHOB;

- TOBBIIIAETCS  KOJUYECTBO TIJIMKONPOTEMHOB B  0Oa3aibHOU
MeMOpaHe, YTO BBI3BIBACT €€ MOCIEAYIolIee YTOJNIICHHUE.
Habmonaercs ycuienne rinukupoBaHusi KosuiareHa. [lopakenus
[OYeK Mpu auabere, COMPOBOXKIAIOIIMECS  HapyLIEHUEM
¢uwibTpauuu B KIyOO4yKaxX, CBs3aHbl HMEHHO C pa3BUTHEM
YKa3aHHBIX U3MEHEHUN.

- BO3pacTaeT CUHTE3 HEUTPaIbHBIX  TJIMKO3aMUHOTJIMKAHOB,
YBEJIMYMBAETCSI UX COJAEP)KAaHHME B KPOBU M HX OTJIOKEHUE B
cocynax;

- TMPOUCXOAUT  TIUKO3WIMPOBAHHE  CHIBOPOTOYHBIX  OEJKOB.
Hampumep, B  kpoBu  OompHbix CJI  KOHUEHTpauus
mmKo3uaupoBanHoro remoryoouna (HbAlc) B 2-3 pasa Belme



o cpaBHeHMIO C HopMmoH (4-7%). ['nuko3mwinpoBaHHBIN
IeMOTJIOOMH HMEET TMOBBIIIEHHOE CPOJICTBO K KHUCIOPOAY.
[TosToMy y mnabeTHKOB B KamwisIpax 3aTPyAHSETCS OTIICTIIICHHE
kuciopoaa or Hb u mepexos kucinopona B TKaHH, pa3BUBAETCS
TUITOKCHS;

- MOTYT TJIMKO3WIMPOBAThCS U KieTOouHble Oenku. B xpycramuke
[JIMKUPYIOTCS.  MENJIEHHO  MeTabonu3upyroune  Oenku  —
KPUCTAJUIUHBIL. | TMKO3UIMPOBAHHE MPOU3BOJHBIE KPUCTAIIIMHOB
00pa3yloT MHOI'OMOJIEKYJIIPHBIE arperaTbl, KOTOPbIE PaCCEUBAOT
CBET, YMEHBIIAIOT MPO3PAYHOCTh XPYCTaMKa — Pa3BUBAETCS
Karapakta. Takke MPOMCXOIHUT TIMKUPOBAHHE MPOPEHUHA, YTO
IPEMATCTBYET €ro IMepexoly B PEHUH. ODTO MOXKET BHOCHUThb
OIIpeJIeIEHHBIN BKJIal B HAPYILLIEHUE IOYEUHOTO KPOBOTOKA;

- npu CJl yBenuumBaercs BS3KOCTb KpPOBH, 4YTO OOBSCHIETCS
YCHJICHHEM CHHTE3a B IIEYCHH OCIIKOB KPOBHU, KOTOPHIE SBIISIOTCS
TJIMKONPOTEUHAMH.

CymecTByeT emie OAMH MEXaHHW3M HeOIaronpusTHOro
BIMSIHUSL BBICOKMX KOHILIEHTPAIM TIJIIOKO3bI B KPOBH, KOTOPBIN
CBSI3aH C TMPEBpAIICHHWEM TJIIOKO3bl B IIECTHATOMHBIA CHUPT
COpOUTOII:

I'moxo3a + HAJI®H-H —Cop6uron + HAJI®D.

Copbuton pamee ACTHIPUPYETCS U TPEBpaIIacTcs BO
GbpykTO3y. DTOT MpOIECC MPOTEKAeT B KIETKAX apTepHaTbHOU
CTEHKM, B OPUTPOLUTAX, B XPYCTAIMKE M CeTYaTKe TIJa3a, B
ceMeHHUKax, kierkax I[lIBanna. Takum o0Opa3oM, cOpOUTONOBBIN
MyTh PE3KO aKTHBEH B MHCYJIWHOHE3aBUCUMBIX KieTkax. [Ipu CJI B
9TUX KJIETKaX KOHIEHTpauus copOuToia mnosbllleHa. HakomneHue
copbutona (a 3ateM M (PPYKTO3bl) MPUBOJUT K OCMOTHUECKOMY
HaOyXaHUIO KJIETOK M HapylmeHHI0 HuX (QyHKUuMHA. B dacTHOCTH,
omHOW w3 mpuumH KaTtapaktel mpu CJ| sBnsercs HaOyxaHue
XpyCTalMKa, BEI3BAHHOE HAaKOIUIEHUEM COpOUTOIIA.

Hns  nuarHoctuku CJ]  Hambonee 4acTo HCHOJB3YIOT
KOMOMHAIMIO  OMOXMMHYECKUX  TECTOB, Cpead  KOTOPBIX:
OTIpeIeJICHUS] KOHIIEHTPAIMH TIIIOKO3bI B KPOBH, HAJTMYUS TITFOKO3BI B
MOYE, «OpaJbHBIA TIIOKO30TOJIEPAHTHBIM TECT» (METON caxapHOM



Harpy3kH), KOHIIGHTpaLusi MHCYJIMHAa B KpPOBHM (MHAMBUAYAIbHO -
OIIpECIICHUS] YPOBHS KOHTPUHCYJISIPHBIX TOPMOHOB).

HamnyummMu noxasaTensiMu KOHTPOJSL YPOBHS TNIMKEMHH
ABIISIFOTCSL ONPEENICHUs] KOHIEHTpauuil ¢ppyKkro3aMHHa (MI0Ka3aTenb
KpaTKOBpEMEHHOro 0OanaHca TIMKeMMM — 3a 1-2 Hemenu) u
TJIMKO3WJIMPOBAHHOTO TeMOTrJIo0MHa (IOKa3aTenb JIOJrOBPEeMEHHON
MeTa0OMYecKO KoMIeHcanmuu — 3a 3 wmecsana). Yem  BbIe
KOHIIGHTpALUs 3TUX COEAMHEHHH, TeM Xy>Ke KOMIeHcalus auadera
3a ykazaHHble mnepuoabl. O0a mokazaTens 3aBHCAT OT MPSAMOTO
TJIMKAPOBaHMS O€JNIKOB M KOPPEJIUPYIOT C TEMIIaMH DPa3BUTHUSA
peTuHO- ¥ He(hpOTIaTHH.

BeiBoasbl

1 TlenTo30-dochaTHbIii IyTh (ITIT) OTHOCHTCS K
aIbTEPHATUBHBIM IyTSM OKHCIIEHHS TJIFOKO3bI, B KOTOPOM HE
obpa3syercs sHeprum; 310 ocHoBHOH ncrounnk HAJI®H-H', T.0.
[IOIT HeoOxomuMo 11  MPOXOXKICHHUS — IEJIOro  psija
aHA0OJIMYECKUX MTPOIIECCOB.

2 Merabomu3 (pyKTO3pl H TalaKTO3bl TECHO CBS3aHBI C
MeTa00IMUEeCKUMH TPEBPALEHUSIMHU TIIOKO3bl. B cBs3u ¢ 3TUM
HACJIEICTBEHHBIE HapyLICHUS MeTaboaM3Ma ITUX
MOHOCaxapu0B HeOE30MacHbI AJIsl 3J0POBbS YETIOBEKA.

3 B perymsmuu NOCTOSHCTBA KOHUEHTPALMU IJIFOKO3bl B KPOBH
MPUHUMAIOT y4acTUe HEPBHAsI M YHAOKpHUHHAs cucteMbl. Kpome
TOro, (YHKIMOHHPOBAHHE TIIEYCHH U TOYEK OOecreunBaeT
OpPTaHHYIO PETYJISILHIO YPOBHSI IITUKEMHH.
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