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NNPEANCJIOBHUE

OmHO U3 XapaKTEpHEHIIUX CBOMCTB JKMBOTO MHUpa - CTPYKTYPHO-
(hYHKIIMOHATIPHOEC B3aMMOJICHCTBHE €0 MOJICKYJ: CaMOYIBOCHHC HACIEIye-
MOT0 MaTepuaja KJICTKH, 0Opa30oBaHUE IOJl €r0 YIPaBICHUEM KICTOYHBIX
0CIIKOB-KAaTaIN3aTOPOB U CHCTEMBI JHEPTrOOOCCIICUCHHUS.

HecMmoTpst Ha CIOXHOCTh OpPraHU3allMd M MPOCTPAHCTBCHHYIO pPa-
300LIEHHOCTh PA3JIMYHBIX KJICTOYHBIX KOMIIAPTMEHTOB, BCE OHH CBSI3aHBI
JpyT ¢ APYroM B eAMHOE Leioe Giaroaapsi yuops0o4eHHOCTH pa3BeTBICHHON
CHCTEMbI META0OJIMYECKUX MPOLECCOB B sAPE, MUTOXOHAPHSX, [IUTOILIA3ME,
JM30COMaX U T.JI.

B panHoM y4eGHOM MOCOOWMH, KOTOpPOE SBISIETCS HPOJODKEHHUEM
paspabotku "Buosornyeckoe okucieHne. DHEpreTuKa KIETKH', paccMaTpu-
BAIOTCSI TPOLIECCHI, JICKAIUEC B OCHOBE IPEBPALICHUN YTIICBOAOB, JIUIHUJIOB,
OCIIKOB M aMHHOKHUCIIOT B opranusMme. JlaeTcs aeTanbHbIid 0030p myTei B3au-
MOCBSI3U M B3aWMOIIPEBPAIICHUI METaOOIUTOB YIIICBOJHOTO, JIUITUIHOTO U
AMHHOKHUCIIOTHOTO OOMEHA B Pa3IMYHBIX KOMITAPTMEHTAX KJIETKH, OMUCHIBA-
FOTCSL MEXaHU3MBI PETYISIUNA ¥ HAPYIICHUS WX OOMCHA B IUIAHE XUMHYCCKOU
KOMITO3HMILIMK KJIETOYHBIX CTPYKTYP M UX M3MEHEHHi MOJl BO3JACHCTBUEM pa3-
JUYHBIX (akTopoB. PaccMaTpuBaeTcs psii BONMPOCOB KIMHHYECKOH OHOXH-
MHH.

PaccmarpuBaemblii MaTeprall MpeAoCTaBICH TpeMs JacTsaMu - 4. |l -
O6meH yrieBooB, 4.lll- O6men numunoB u 4. |V - OOMeH GeNKOB U aMHUHO-
KHCJIOT.

B u.ll "O0MeH yrineBojoB" 0O0JBIIOC BHUMAHKE YICICHO BOMPOCAM
PeryJsuK ¥ HapyIIeHUs: oOMEHa YIrieBOJ0B, TPAHCIIOPTA YIIICBOAOB B KIIET-
KH, IyTSIM TIPCBPAIICHUS YIJICBOIOB, XapaKTCPUCTHKE M MEXaHU3MY JEHCT-
BUS (CPMCHTOB OTACIBHBIX OHOXUMHUYCCKHUX TIPOIECCOB, BKIIOUCHUIO
VIJIEBOAOB B CTPYKTYPBI KIICTOYHBIX MEMOpaH M OTACIBHBIX OHOMOJICKYII,
ponu uX B (YHKIMOHANIBHONW aKTUBHOCTH 3THX CTPYKTYp U OHOMOJIEKY] B
HOpPME M MEXaHW3ME BO3HMKHOBEHHUS M Pa3BHTHs HapylleHH oOMeHa Be-
LIECTB.

B q.lll "O6men munuaos”, Hapsay ¢ OOIIMMH BOTIPOCAMH, paccMart-
PHBAIOTCS BOIIPOCHI PETYIISLUK U HAPYILISHHUS JIUMUIHOTO 0OOMEHa, PoJib Tie-
PEKHCHOTO OKHUCIICHUS JUMUAOB B (PYHKIMOHUPOBAHHH KJIETKH, aHTHOKCHU-
JTAHTHBIC MEXAHWU3MEI 3allIUThI, 00pa30BaHUE SHKO3aHOUIOB - MPOCTATIIAHIH-



HOB, TPOCTALUKINHOB, TPOMOOKCAHOB, JICHKOTPUEHOB, UX 3HAYCHUE B PEry-
JSILMY AKTUBHOCTH KJIETOYHBIX CTPYKTYP.

B 4.V "OOMen OenkoB W aMHUHOKHCIOT' OTPaXKCHBI BOIPOCHI
TPaHCIIOPTa aMHHOKHCIIOT B KJIETKH, (DEPMEHTATHBHBIC MPOLECCH MpPEBpa-
LICHUH aMHHOKHCIIOT, 00pa3oBaHHE aKTHUBHBIX COCAMHEHHW, TOKCHYECKHX
MPOIYKTOB 0OMEHa aMHUHOKHCIIOT U uX o0e3BpexuBanus. Ocoboe MecTo 3a-
HUMAIOT BOIPOCHI 0OMEHA OT/AENIBHBIX AMHUHOKHCIIOT, MX POJIM B CUHTE3¢ pas-
JUYHBIX COEANHEHUI - MEMaTOPOB, TOPMOHOB, HYKJICOTHIOB, FeMa, yIJeBO-
JoB u 1p. PaccmarpuBaroTcs HacnenyeMmble HapylleHHs oOMEHa aMHHOKHC-
JIOT, BCJIE/ICTBHE TEHETHYECKH 00YCIIOBICHHBIX ()EPMEHTONATHH.

enps nanHoO# paboThI - cO3AaHUE YUeOHOrO OCOOMS, OTBEYAIOIIETO
TpeOOBaHUSAM COBPEMEHHOTO YPOBHS Pa3BUTHS HAYKH B 00JIACTH OMOXUMHUH
YIJIEBOJHOTO, JIMITUIHOTO U OENKOBO-aMUHOKHCIOTHOTO OOMEHa, IIe IMpo-
CIIS)KMBAIOTCS MYTH MX B3aMMOCBSI3M M MPUYPOUEHHOCTh K ONPEICICHHBIM
KJIETOYHBIM CTPYKTYPaM.



TEMA: YI'JIEBOIbI. OCHOBHBIE IIYTHU OBMEHA. I''IMKOJIN3
IleneBbie 3agaum

1. YrieBoapl, UX poiib B OpraHu3Me.

2. IlepeBapuBaHue 1 BCaChIBaHUE YIJIEBOJIOB.

3. MexaHn3M TpaHCMEMOPaHHOTO NEPEHOCAa MOHOCAXapuAOB B KIETKH
OopranusMa.

4. ®ochopumupoBanne MoHOcaxapuaoB. ['ekcoknHasbl. B3anmMonpeBpa-
IICHUS TEKCO3.

5. OcHOBHBIE ITyTH MIPEBpAILCHHS TITIOK030-6-hocdara.

6. Cunres 1 MOOWIM3aLus IIIMKOTeHa.

7. YrneBonHble KOMIIOHEHTHI CIIOXKHBIX KJIETOYHBIX M BHEKJIETOYHBIX
OMOMOJIEKYII.

8. I'nmuKoau3 - HeHTpaIbHBIN IyTh KaTaboau3Ma IroK030-6-pocdara.

9. MoJI0OYHO-KHUCIIOE U CIIUPTOBOE OPOKEHHE.
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YIJIEBO/JbI, UX POJIb B OPTAHU3ME

VYrieBogaMu Ha3bIBAIOT MOJIMOKCUKAPOOHOBBIE coerHeHUs (abe-
THIBI ¥ KETOHBI MHOTOATOMHBIX CIIUPTOB) M TIOJIUMEPHI OTHX COCTMHCHHIA.

VYrieBopl 00pa3yroTCs MEPBUYHO B 3€IEHOM PAaCTEHHUHU U3 IBYOKHCH
yrieposia ¥ BOJABI B Mmpoliecce (OTOCHHTE3a 3a CHET JHEPIUH COIHEYHOTO
CBEeTa U JAIOT Hayajo JPYrHMM OPraHHYeCKHM BEIIECTBaM JKHMBBIX OpIraHH3-
MOB.



KIIACCH®UKALIUA YITIEBO/[OB

B opranmsme udenoBeka M JKUBOTHBIX MMEETCSI HECKOJIBKO AECSITKOB
Pa3HBIX MOHOCAXapHIOB U MOPSIIKa HECKOJIBKHUX THICAY Pa3HBIX OJUTO- U IO-
mucaxapunos. Knaccudukamys yrineBoJoB OCHOBaHAa Ha CTPYKType M (QH3H-
KO-XMMHUYECKHX cBoicTBax. COIIacHO CTPYKTYpHOHM KilaccH(HMKaluK yrie-
BOJIbI OAPA3EAIOTCS HAa TPU OCHOBHBIE IPYIIBI. MOHOCAXapUABI, OJIUTOCa-
xapuapl U nojiucaxapunsl. [1o gu3nko-XMMHYECKHM CBOMCTBAM YIIIEBOABI
MOJPA3AENSIOTCS Ha HEUTpasbHbIE, COJEpXKAIINe TONBKO T'HAPOKCUIbHBIE U
KapOOHWJIbHBIE TPYIIIBI; OCHOBHBIE, COJIEPIKALINE, KPOME TOT0, aMUHOT PYIIITY
(amuHOCaxapa); KHCIbIe, BKIIOYAIOIIHE TAKKE KAPOOKCUIIBHYIO TPYIIY.

/YFHEBO bl

Momocaxapuast Onurocaxapuasl Tomucaxapunst
(asb 10361 1 KeTO3b1)  (4Mci0 MOHOCaXapuaoB ot 2 1o 10) (uncio MoHocaxapuos cebiuie 10)
v T~ "4 \

Co6CTBEHHO IIpou3BOIHbIE I'omononucaxapuns! ['erepomonmcaxapuist
MOHOCaxXapHubl MOHOCaXapHJI0B (kpaxman, (myxononmcaxapnzpl,
l [JINKOTEH) LEJUTION03a)

Tpuossl l

TETPO3BI

TICHTO3bI l l l l

TEeKCO3BI

TenTo3bl thocdo- aMHHO- TJIMKO3UIbI YPOHOBBIE KHCIIOThI
OKTO3EI caxapuipl  caxapHuabl (HyKJICO3HIBI, (rmokypoHoBasi,
HaHO3bI HYKJICOTH/bI ¥ T..) TaJaKTypOHOBAs  T.X.)
JICKO3bI

Cxema 1. CtpykTypHast KnacCH(HKAIUS yrIeBOAOB.

1. MoHocaxapuasl U UX NPOU3BOAHbIE. B KieTkax MOHOCaxapuabl
HCTOJIB3YIOTCS KaK MCTOYHHUK dHEprud. HexoTopsie W3 MPOU3BOIHBIX MOHO-
caxapuIoB SBISIOTCS IPOMEKYTOUYHBIMU MPOAYKTaMH 0OMeHa BemecTB. Mo-
HOCaxapuabl U UX MPOU3BOJHBIC YYaCTBYIOT B IOCTPOCHUHU PAa3HOOOPAa3HBIX
ouomorekyn. Pubo3a u ne3okcupr603a BXOJST B COCTaB HYKJICO3HUIOB U HYK-
JICOTHJIOB, YPOHOBBIC KUCJIOTHI - TIIFOKYPOHOBAs!, HIyPOHOBAsI, MAHHYPOHOBAs
- B COCTaB KHCJBIX MMOJINCAXaPHUIOB, aMHHOCAXapa - B COCTaB CTPYKTYPHBIX
MTOJTUCAXAPUAOB - THATYPOHOBOW KHCIOTHI, XUTHHA, XOHTPUOTHHCYIb(ATOB;
npousBojaHoe J[-manHOo3amuHa N-aneTunHeiipamMuHOoBas (CHagoBas) KUCIOTA
SBIISICTCA BAKHEHITNM KOMITOHEHTOM KIIETOYHBIX TJIMKOTPOTEHIOB, TIHKO-
JUMAIO0B TKaHEH 9eJI0BeKa W KUBOTHBIX. I1OBBIIIICHHE CONEPIKAHHS TITFOKO3HI
ABTISICTCS (PU3NOJIOTHYSCKUM CTUMYIIITOPOM CHHTE3a U CEKpEINH HHCYIIHHA.
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2. Oamrocaxapuabl B KJeTKax U OHOJOTHYECKHUX KUAKOCTIX HAXO0-
JUITCSL Kak B CBOOOJHOM BHJE, TaK U B COCTAaBE CMEIIAHHBIX YIJIEBOI-
JIMITUIHBIX, YTIeBOI-0EIKOBBIX OHOMOJIEKY - TIIMKOMPOTEH/IOB, BBIIOIHSIO-
X (YHKIIUA PEIENTOPOB KIETOUYHBIX MEMOpaH, TOpMOHOB, UMMYHOTJIO0Y-
nuHOB. Kak cocraBHas 4acTh psija MIMKONPOTEHHOB OJMIOCaXapu/bl CIyKaT
MapKepaMH B TIPOIIECCaX Y3HABaHUs MOJICKYJaMH U KICTKaMH APYT IPyTa,
OMPENCNISAIOT AHTUTCHHYIO CICHU(DUIHOCTD, 00YCIABIMBAIOT PA3IHYKS TPYIIIT
KPOBH, MEKXKJIETOUHYIO a/Ir€3HI0.

3. Moaucaxapuabl B TKAHAX U OHOJIOTUYECKUX JKUAKOCTIX HAXO-
JSITCSL TOJBKO B CBSI3aHHOM COCTOSIHMM ¢ OenkamMu M 00pasyroT YIjieBoj-
0eJIKOBBIE KOMJIEKCHI - IIPOTEOTIIMKAHBI ¢ MPeo0aaHieM yriIeBOJHOTO KOM-
monenta (10 90-95%) 1 TIMKONPOTEUIBI, Y KOTOPBIX YIIIEBOAHBIA KOMIIO-
HEHT 3HAYUTENILHO MEHbIIE, 4eM OenkoBbIi. K Hanbolee BaKHBIM (QYHKITHSIM
MOJIMCaXapUI0B OTHOCSTCS:

a) sHepreTHyeckas. Ee BBIMOIHAIOT Pe3epPBHBIC TOMOTIOIMCAXAPHIbI
- KpaxMaJl B PacTeHHUSIX U TJIMKOIeH B KJIETKaX OpraHu3Ma 4eJoBeKa U KH-
BOTHBIX. Kpaxmai W IIMKOT'€H - 3TO JIENO IIIOKO3bl B KIIETKE, 32 CYET OKHUC-
JICHUsI KOTOPOH 00ecneyrBaeTCs OKOJIO MOJOBHHBI HOTPEOHOCTH OpraHu3Ma B
sHeprud. [Ipu oxuciaenun 1 r yrieBonoB BeicBoOOXnaercsi npumepHo 16,9
kJx suepruu (4,1kkan);

0) CTPYKTypHAasl, WIN CBS3bIBAONIAS (PYHKIHUS - KUCIBIC FETEPOIIO-
naucaxapujibl  (TMANypoOHOBask M XOHAPHOTHHCEPHAS! KHUCIOTHI) SIBJISIFOTCS
CTPYKTYPHBIMHU MEXKJICTOYHBIMU BELIECTBAMHU.

Kuciple rerepornosincaxapu/ibl, KOBAICHTHO CBSI3aHHbBIE C OEIKOBOMN
OCHOBOI, COZIEp)KATCs B KOXe, KOCTHOM TKaHH, Xpslliax, TKaHsIX TpaxeH, aop-
THI, apTepuii, hacumsix, CTEKIOBUIHOM TeJie Ila3a, CHHOBHAIBLHOMN JKUIKOCTH,
SIBJISIFOTCSI UX CTPYKTYPHBIMH KOMIIOHEHTaMH W OOECIEeYHMBAIOT PsiJ| CIElH-
(uyeckux GpyHKIHIA;

B) crieruduyeckre dynkuuu. Keparancyiabdat BMecTe ¢ XOHIPOH-
THHOM COCTABJISIIOT OCHOBHOE BEILIECTBO POT'OBHUIIBI M 00YCIIaBIMBAIOT €€ OIl-
THYECKYIO IPO3PAYHOCTb.

Copeprxaliuiicss B aopTe JepMaTaHCyIb(ar 00JagaeT aHTUKOATYJTH-
PYIOIIMMU CBOHCTBaMHU.

IlenapuH W renapaHcynbdaT HE SBISIOTCS CTPYKTYPHBIMH KOMIIO-
HEHTaMH MEXKJIETOUHOTO BellecTBa. OHU BhIPaOATHIBAIOTCS TYYHBIMHU KJIET-
KaMU COCJMHUTENbHON TKAHU WM BBIACISIIOTCS B MEXKICTOYHYIO Cpeny M
KPOBEHOCHOE pyCio. B KpOBHM remapuH, COEIUHSACH CO CHEHUPHIECKUMHU
OenkaMu 00pa3yeT aKTHBHBIE OCITOK-TIONHCaXapyuaHble KOMIUIEKCHI, T/e TeTa-
PHH BBIMIOJHSET posib Kodakropa. OAMH M3 KOMILJICKCOB TMPOSBISET aHTHU-




CBEpTHIBAIONIYIO (DYHKIIUIO, KOMIUIEKC I'eraprHa ¢ (pepMEHTOM JIUIONpOTe-
HJUTAITa301 00yCIIaBINBAET aHTHIUTIEMUIECKIH 2D eKT;

) HOHPETYIUPYIOIas W THAPOOCMOTHYCCKas (GyHKuuu. |mko3a-
MHUHOTJIMKAHBI MPEACTABISIIOT COOOW IMOJMBaJICHTHBIE AHUOHBI, CIIOCOOHBIE
CBSI3BIBATh OOJIBIIOE KOJMYECTBO KATHMOHOB M BOJBI. DTO CBOMCTBO OIpeje-
JSIET Yy9acTHUE MEXKKICTOYHOTO BEIIECTBA B PETYIISAIUM BOJIHO-COJEBOTO 00-
MEHA U TOJIICPKAaHIH MEXKIECTOYHOTO OCMOTHYECKOTO IaBIICHHUS;

) riactudeckas QyHknus. M3 mpoMeXyTOYHBIX MPOIYKTOB YTIie-
BOJIHOTO OOMEHa B OpPraHM3ME MOTYT CHHTE3HPOBATHCS COCAMHCHUS IPYTUX
KJIACCOB - OPTraHMYCCKHE KHUCJIOTHI, & U3 HUX - JIUMHUJIbI, 3aMCHHUMBIC aMUHO-
KHCJIOTHI.

IIEPEBAPUBAHHUE U BCACBIBAHHE YIJIEBO/IOB ITHIIIH

C numieit B OpraHu3M MOCTYMAIOT YTIEBObI PACTUTEIHLHOTO MPOUC-
XOXKICHHS - KpaxMal, KIeTdaTka, caxapo3a, yriIeBOIbl )KUBOTHOTO TPOUCXO-
JKJICHUS - TIIMKOTCH, JIAKT03a U MYKOTIOJIHCAXaPHIBI.

[NocTynuBiye ¢ MUImEeH YIIEBOABI MOJABEPralOTCs XUMHUYSCKUAM IIpe-
BpAILICHUSIM, U 0OMEH MX B OPraHU3ME CKJIA/IBIBACTCS M3 CJCIYIOIINX MPOLECCOB!

1) ¢pepMeHTATHBHBIN THAPOJIH3 B KEITYI0YHO-KUIIEYHOM TPAKTE I0-
JMCaXapUIOB U AUCAXAPHUIIOB 0 MOHOCAXapHUJIOB;

2) BcachIBaHHE MOHOCAXAPUIOB M TPAHCIIOPT MX K KJIETKAM OPTraHOB
Y TKaHel;

3) TpaHcMeMOpaHHBIA MEPEHOC MOHOCAXapHIOB B KieTKH. Pocdo-
PWIMPOBAHKE U B3aMMOIPEBPAIECHIS MOHOCAXaPHIOB B KIETKAX;

4) cuHTe3 U pachaj IIIMKOTeHa B TKAHIX;

5) kara0oM3M MOHOCAXapHIOB B KJETKaX. [ JIMKOIM3 M IEHTO30-
(dhocdarHBIi MyTh IPEeBpaIEHUs TITI0K030-6-pocdara;

6) a’poOHBIN METabONU3M HHpYBaTa - KaK 3aBepIIaroias CTagust
TJIMKOJIN3a,;

7) rimokoHeoreHes (00pa3oBaHue YriIeBOAOB U3 HEYTJIEBOAHBIX MPO-
JIYKTOB) MAPOBUHOTPATHON U MOJIOYHOM KUCIIOT, TITUIIEPUHA, AaMUHOKHUCIIOT;

8) cuHTE3 U3 MPOMEXYTOUYHBIX MPOIYKTOB YIIEBOJHOTO OOMEHA JIn-
MHJI0OB U 3aMECHUMBIX aMHHOKHUCJIOT;

9) BKIIIOYEHHE YIIIEBOJOB B CTPYKTYPHI KJIETOYHBIX M BHEKIETOYHBIX
OMOMOJTEKYT.

Pacmeruienre kpaxmana ¥ TIIUKOTeHA HAYMHAETCS B POTOBOM IMOJI0C-
TH 1O/ JAedcTBUeM (epMeHTa anb(a-aMuiassl CioHbl (0-1,4 Tiuko3uaasa),
pacieruisitonied O-1,41muko3unnsie cBs3u. Moliekyna O-aMUIa3bl B CBOMX
aKTHUBHBIX IEHTPAX COACPKHUT MOHBI KaJbI¥sl, HEOOXOIUMBIE IJIS OCYIIECTB-



JeHusl epPMEHTATUBHOW aKTUBHOCTU. AKTHBaTOpaMH O-aMUJIa3bl SIBIISIIOTCS
OJTHOBAJICHTHBIC aHUOHBI, TIPEK/IE BCEr0 HOHBI XJI0Pa.

B kaudecTBe INTaBHOTO KOHEYHOTO IMPOAYKTA THIPOJHM3a Kpaxmana
(rmukoreHa) O-aMuUIa3oi SIBISICTCS MainbTO3d, TaK Kak B aucaxapuaax 1,4-
CBA3U MOJ JelcTBHEM O-aMuia3bl HE THAPOIM3YIOTCS. B poroBoit momoctu
Kpaxmain (TJIMKOTeH) PacUICIUIICTCS JIMIIb YaCTHIHO C 00Pa30BaHUEM JICKCT-
PHHOB BCJICACTBHE HEOOIBIION MPOAOIKUTEILHOCTH IPEOBIBAHNS TaM ITHUIIH.

[Tpn mocTyruieHUN NMUIIM B TOJIOCTH XKEIyAKa JAeHCTBUE Ol-aMuIa3bl
CJIIOHBI MIPEKPAIIAETCs, TAK KaK JKEIYJOYHOE COIEPKUMOE UMEET PE3KO KHC-
TyI0 PEaKLHIo.

OCHOBHBIM MECTOM HMHTECHCHBHOTO INIEPEBApUBAHUS Kpaxmaina, TiH-
KOT€Ha, IEKCTPUHOB CIIy>KUT TOHKUI KUILIEYHUK, T1€ OHU PACLICTIISIOTCS O]
JeficTBeM TpexX (epMEHTOB - MaHKPEAaTHYeCKOH O-aMmiassl, amuio-1,6-
TIIMKO3WAa3bl, 0JUro-1,611mMko3unassl M MainbTassl. J{ucaxapuasl - MajbTo3a
(1,41nuko3unHas cBs3b), nzomanbrosa (1,61nuKo3uaHas CBs3b), JAKTO3a H
caxapo3a THAPOJM3YIOTCS cHenun(pUYECKUMH TJIMKO3WAa3aMu - MalbTa30H,
HM30ManbTa30l, JIakTa3od M caxapa3oil. OTH (EpMEHTHl CHHTE3UPYIOTCS B
KJIETKaX CJIM3UCTON KHMIIEYHHKA, HO B MPOCBET KUILEYHHKA HE BBIJCIISIFOTCS.
I'maponus aucaxapuaoB MPOUCXOAUT HA MOBEPXHOCTH KJIETOK KHIIEYHHKA, &
BO3MOJKHO, U BHYTPH KJICTOK KHIICYHHKA (IPUCTEHOYHOE MHIICBAPCHHE).

B snuTennanbHBIX KiI€TKaX, BRICTHIAIOMMNX TOHKHWA KHUIIEYHUK, JI-
¢pykro3a, Jl-ramakroza u J[-MaHHO3a 4YacTHYHO TmpeBpamatorcs B /JI-
rmoko3y. CKOpOCTh BCachIBaHMS OTHAEIBHBIX MOHOCAXapHIOB pa3INyYHa.
I'mroxo3a w ranakTo3a BCAchIBAIOTCSI OBICTpEe, YeM ApyrHe MOHOCAXAPHIbI.
BcacbiBanne MaHHO3BI, KCHJIO3BI M apaOMHO3BI OCYIIECTBISIETCS TIPEUMyILe-
CTBEHHO ITyTeM oOserdyeHHon tuddy3un.

BcacpiBanue OosbIIMHCTBA IPYTUX MOHOCAXapHIOB IPOUCXOIHT 32
CYET BTOPMYHOTO aKTHBHOTO TPAHCHOPTA. AKTHUBHBIM TPaHCIIOPT MOHOCaXa-
pUAOB IO MEXaHU3MY CHUMIIOPTa 3a CYET IpaJucHTa KOHLEHTPAlUX HOHOB
HaTpus, KoTopsiii cosmaercs Na', K'-AT®-as0ii, ocymecTBisercs 3a cyer
y4JacTusl CHENNalbHBIX OENKOB-NEPEHOCUNKOB, JIOKAIN30BAHHBIX Ha 0Opa-
IIEHHOM B MPOCBET KUILEYHUKA CTOPOHE AMUTENNAIbHON KieTku. Ha npyrou
CTOPOHE KJIETKHU JIOKAJIM30BaH JJIEKTPOTE€HHBIN HATPHUEBBIN HACOC, KOTOPHIU
"orkaunBaer" HOHBI Na W3 KJIETOK, TaK YTO BHEKJICTOUHAS KOHIIEHTPAITHS
BCET/Ia BBIIIE, YEM BHYTpHKIEeTO4YHas. [Ipn Hann4uu Takoro HampaBICHHOTO
BHYTPb KJIETKH IPaJHeHTa KOHLEHTpalud HoHOB Na HOHBI, CBS3aHHBIE C
TIEPEHOCYMKOM, OYyAyT CTPEMHUTHCS IBUraThCsl BHYTPb, T.€. MO TPagHEHTy
KOHIIeHTpauuu Hatpus. [1ockodabKy MEpeHOCUHK CBSI3aH TaKKe C TIHOKO30H,
NIEPEeHOC MOHOB HATPHs B KIETKY OYZET COIPOBOXKIATHCS M IEPEHOCOM IIIIO-
KO3BI.



Takum oOpa3om, Omaromaps paboTe HATPHEBOTO Hacoca, KOHIICH-
TPUPOBaHKE TIIOKO3BI B KJIETKE MPOTHB IpaAnueHTa KonueHTpamuu Na~ Gyzet
MPEBOCXOINTh HATIPABJICHHBIN HAPYKY TPAIUCHT TIIOKO36I (puc. 1).

IMepeHOCUYHK TIIOKO3bI (PU3MIECKH HE 3aBUCHT OT HATPHUEBOTO HACO-
ca. Takoii Hacoc Ha3bIBACTCS "HECONPSHKCHHBIM .

Na" + I'moko3a  «— —— KOMIIIEKCHOE COCAMHEHUE

H_J

<—— 0eJIOK-TIEPEHOCUHK

> e

T'moko3a
+
Na'
CAI[(D
Na’ AT
e
\ Na" - 3aBucumast
Na* AT®-asa

Puc. 1. CornacoBaHHBI IepeHOC (CHMITOPT) ITFOKO3bI 1 HOHOB HATPHS
crien()MIECKHM TPAHCIIOPTHBIM OEIIKOM B KIICTKY.
Ota cucTeMa CHMIIOPTa CBOHCTBEHHA INIA3MAaTHYECKUM MEMOpaHaM KHILCYHHUKA 1 TTOYEK.

MoHocaxapuzbl, BCOCABIIMECS B KHIICYHUKE, 4Yepe3 KalHJULIPbI
KUIIEYHBIX BOPCHHOK IONAJAI0T B KPOBEHOCHYIO CHCTEMY M C TOKOM KPOBH
yepe3 BOPOTHYIO BEHY JOCTaBJIAIOTCS NPEXAE BCEro B I€UYEHb. 31eCh 3HAUHU-
TeNIbHAsl 4acTh BCOCABIICHCS TIIOKO3bI (HOCHOPHINPYETCS M HMCIOJIB3YETCS
JUISL CUHTE3a TJIMKoreHa. YacTh IIIIOKO3bI, MpoLIe/as Yepe3 ne4eHb B Heu3-
MEHHOM BHJIE, a TaKkKe TIII0K03a, o0pazyemMas B IIEYCHU NPU PaCILCIICHUH
TIIMKOTeHa B Tporecce (ochopoinsa, NocTynaeT B 00IbIIONH Kpyr KpoBOOoO-
pAIlleHNs ¥ Pa3HOCHTCS C TOKOM KPOBH KO BCEM OpraHaM M TKaHSIM. [ JlaBHBI-
MH IOTPEOHUTEAMH TIIOKO3bI, IIOMUMO II€YEHH, SBIIOTCS T'OJIOBHOH MO3T,
CKEJIETHBIE MBIIIIIBI.
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TPAHCIIOPT MOHOCAXAPHJ/IOB B KIIETKH
HIIYTH UX IIPEBPAIIIEHUA

TpaHCIOPT IIIIOKO3BI U3 KPOBH B KJIETKH OOJIBIIMHCTBA OPTaHOB U
TKaHEH, 32 HCKIIOYEHHEM MO3Ta M B MCEHBIIEH Mepe MHOKapJa M IE4YEHH,
3aBHCUT OT TOPMOHA MOJKEIYJOYHON *Kemes3sl - uHCynuHa. [loctynaromuii B
KPOBb MHCYJIMH HaXOIHUTCS B CBOOOJHOW M CBSI3aHHOW C OeykaMM IUIa3Mbl
¢dopmax. CBOOOAHBII MHCYJIMH BIMSAET HA META0OJIM3M BCEX MHCYJIMHYYBCT-
BUTEJIBHBIX TKAaHEH, a CBSI3aHHBIHN - TOJBKO Ha XXHPOBYIO. B Mexanusme neii-
CTBHS HWHCYJMHa Ha MOJIEKYJSIPHOM YPOBHE KIIIOYEBYIO pOJb HIPAIOT
peuenTopsl Ha HOBEPXHOCTH KIIETOYHBIX MEMOpaH HHCYJIMHO3aBHCHUMBIX
TkaHed. PenenTop MHCyJIMHA — BBICOKOMOJEKYJISIPHBIM TIHUKONPOTEHIHBIN
KOMIUIEKC COCTOUT u3 20-cyObeauuul u 2B3-cyOobeaunun. Hapyxky kineTku
9KCIIOHMPOBaHbI O-CyOBEIUHUIBI PELENTOPA, UMEIOIINE YyYacTKH crienudu-
YECKOTO CBA3BIBAHUS MHCYJIHHA. 3-CyOBeIUMHULBI NPOHU3BIBAIOT MEMOPaHy U
MMEIOT OOJIBIIION BHYTPHKJICTOUHBIN Y9acTOK, OOJaJaroIui THPO3HHOBOM
MIPOTEMHKUHA3HOI aKTHBHOCTBIO. B pe3ynpTare CBS3BIBAaHMS MHCYINHA C pe-
LENTOPOM MPOUCXOTUT ayTohochopHInpoBaHue THPO3HHA [3-CyObeANHUIIBI
penenTopa, 4To WrpaeT BELYLIYIO POJIb B PETYIANUH (OCHOPUINPOBAHUS
MHOTHX KIE€TOYHBIX OEIIKOB.

WHCynuH-penenTopHbIii KOMIUIEKC M3MEHSET HMPOHUIAEMOCTh Kie-
TOYHBIX MeMOpaH I TUIOKO3bI, aMHHOKHCIOT, moHoB Ca’’, K*, Na', a
HMMEHHO: yYCKOpSieT BTOPUYHBIM aKTUBHBIM TPAHCIIOPT 3THX BELIECTB BHYTPb
KJeToK. JleficTBUe MHCYMHA Ha BHYTPHUKJIETOUHBII METa00JIM3M pean3yeTcst
Yyepe3 BHYTPUKIIETOYHBIX TOCPEIHUKOB. MIHCYMH objeryaetT NpOHUKHOBEHHUE
Ca®* B KieTku u 61arozapst 9TOMy, OYEBHIHO, YBEIHUHBACTCS AKTHBHOCTD
pacTBOpuMOil ryanunariuknassl u cunre3 ul'M®. C npyroil CTOpoHbI, HOHBI
Ca®* cHmxaror conepkanne HTAM®, akruBupys Qocdonuscrepasy, KoTopas
pacmrermisier TAM®. OnHUM W3 OCHOBHBIX 3BEHBEB JICWCTBUS WHCYJIMHA Ha
MHOTHE CTOPOHBI OOMEHA BEINECTB SIBISETCA M3MECHEHHME aKTHBHOCTH (ep-
MEHTOB ITyT€M MHIYKIUHU UX CHHTE3a WM MOCTTPAHCIAMOHHON Moauduka-
LUH, IIyTEM CTUMYJISIIMN CHHTE3a MEMOPAHHBIX CHCTEM IEPEHOCA TIIFOKO3BI,
MHUTOXOHAPHAIbHON MUPYBATIACTHAPOTCHA3BI, INIIOKOKHHA3bI B IIEYCHH.

®ochopnIUpOBAHHE MOHOCAXAPH/IOB
KneTku npakTHuecku BCEX OPraHOB M TKAaHEH - MBIIIEYHOM, XKUpO-
BOM, IEYECHU W JPYTHX - IPU HEJOCTATKE WHCYJIMHA HE CIIOCOOHBI MCIOJIB30-

BaTh TJIIOKO3Y Ja)Xe MPHU BBICOKOM €€ COJACPKAHWH B KPOBU. DTO SIBICHUC
TOJIYIHJIO Ha3BaHWeE "TOJNOA cpear W300wmimus. VICKITIoYeHUEeM SBIISFOTCS
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KJIETKA MO3Ta U MHOKap/a, B KOTOPBIX 110 Mepe HApaCTaHUs raneprinKeMuu
YCUJIMBACTCSl YTHIM3ALUS TIIIOKO3bl. [IepBbIM XMMHUUYECKHM MpEBpaIleHUEM
MOHOCAXapu0oB B KJeTke sBisercs (ochOopHIupoBaHUE HX B PE3yJbTaTe
B3auMozeiicTBus ¢ kKommiekcom AT®-Mg”" npu yuactum pepmenta rekco-
KHHa3bl

CH,-OPO3H,

CH,OH H -

H o H T'eKCOKHHa3a 0O

Moz OH H

OH H g
ol N OH OH
OH AT® ALlD H OH
H OH
T'moko3a I'moko30-6-pocdar

I'ekcoknHa3a MPUCYTCTBYET B KICTKaX OpraHW3Ma B BUJIIC YCTHIPEX
tunoB uzopepmentos (I, Il, 11, V), koropsie obianaroT pasHoil cneuuduy-
HOCTBIO K cyOcTpatam. ['ekcokunassl |l u IV pearupyror Ha neficTBUE HHCY-
nuHa. B kieTkax nedeHu uMeeTcs Bech Ha00p M30(ePMEHTOB TeKCOKHNHA3.

I'ekcoknHaza |V - TIIOKOKMHA3a - UIMEETCsl TOJBKO B KIIETKaX Iede-
HH, OTJIMYAeTCsS BBICOKOH CHEeNU(UYHOCTHIO K TJIIOKO3€ U HE y4acTBYeT B
(dhochopunrpoBaHUM IPYTrUX Tekco3. [ MoKoOKMHA3a BKIIOYaeTcs B Gochopu-
JMPOBaHKE CBOOOIHOM IIIIOKO3bI, KOT/Ia B KPOBH BOPOTHOM BEHBI KOHILIEHTpA-
[UsI TIIFOKO3bI MOKET MpeBbicuTh 10 MMOJIB/J, T.€. MPU BHICOKOM 3HAYCHUHU
KM (xoHcTaHTa Muxasnuca), 1 He HHTHOUPYETCsl TIIF0K030-6-hocharom.

VYBenuyeHne TIIOKOKWHA3HOW peaknuu CIOCOOCTBYET 3a/lepXKKe B
TICYCHN 3HAYUTEIHLHOW YacTH TIIOKO3BI M TPEJOTBpAIacT Ype3MEpPHOE MO-
BBIIIEHHE KOHLICHTPAIMH TJIIOKO3bI M eprudepuIecKoi KpoBH, 4T0 HaOIr01a-
€TCsI IPU OOMIILHOM BCACHIBAHHUH TIFOKO3bI U3 KUIIICYHHKA.

OcranbHble TEeKCOKHHA3B! (HOCHOPHUIMPYIOT HE TOJBKO TIIFOKO3Y, HO
u apyrue Ttekcossl (JI-rmrokosy, JI-MaHHO3Y U jap.). 'ekcoknHasza obmagaet
BBICOKMM CpOJCTBOM K Tiroko3e (KmM<O0,1MMob/1), 4To 00yClIaBIMBaeT MaK-
CHMYM CKOPOCTHU PEaKIMU NPU OOBIYHBIX KOHIECHTPAIMAX TIIFOKO3bI B KIIET-
Kax. [1r0K030-6-pochar nuHrmdupyer rekcokuHasy. I'ekcoknnasza | ocodbeHHO
AKTHBHA B MOYKAX M MEYEHH; TeKCOKUHAa3a || - B MBIIIIEYHOM U KHUPOBOU TKa-
HAX, TeKcoKnHaza ||l - B meueHu u cene3eHke.

lanakro3a u ¢pykTO3a, MOCTYNAMONIME U3 KHIIEYHOTO TPaKTa B Ie-
YeHb, IPU YYACTUH TANAKTOKUHA3BI U (QPYKTOKHUHA3BI (HOCHOPUIUPYIOTCS 110
TIEPBOMY YTJICPOJHOMY aTOMY'

Tanaxrosa + ATO-Mg? rajJakTOKHHa3a

®pykroza + ATD- Mg

Tanakro3o-1-pochar + AD

2+M ®pykrozo-1-pocdar + ALD
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DochopmpoBaHre MOHOCAXAPHUIOB CIYKHT IEPBOH CTaauen Jo-
OBIX WX JaNbHEWIUX mpeBpanieHnii. CBOOOIHAS TIIFOKO3a CIIOCOOHA MPOXO-
JUTh Yepe3 KICTOYHbIC MEMOpPaHbI, B TO BPeMs Kak I TIF0K030-6-hocdara
MeMOpaHbI HEMIPOHHUIIaeMBl. B meduenn, moukax u KIETKaxX SMUTEITUS KHIIeU-
HHKa BO3MOJKHO OOpaTHOE IpEBpalllcHHEe TIII0K030-6-pochara B IIOKO3y U
HeopraHuueckuil pocdar nox AeiicTBreM GpepMeHTa TIroK030-6-pocdoTasbl:

+H,0 rmokodocdoraza

I'moko30-6-hocdar I'moko3a + H3POy

B npyrux opraHax u TKaHSX TIIFOK030-6-pocoraza oTCyTCTBYET H,
CJIeZIOBATENILHO, OCTYIUICHUE TIFOKO3bI B KJICTKH 3TUX TKaHEH B opMe IITEo-
K030-6-pocdar HeoOparumo. HedochopunupoBanHast TiaroKo3a NPaKTHICCKU
B OOMCHHBIC MPOIECCHI HE BOBJICKACTCS: OHA B KIIETKaX HE sIBIsCTCS CyOCcTpa-
TOM OMOXHMHYECKUX PEAKIHH.

[Ipu caxaprom amabere BciencTBue HapyieHus (ochopumupona-
HUSI TJIOKO3bI B TKaHSX M OpraHax IOBBIIIAETCS CONEpKAHHE CBOOOIHOMN
TIIIOKO3bI, YTO SIBJSIETCS] IPUUUHOM YCHIICHHUS MIPOLIECCOB TITMKOIU3UPOBAHUS
0enkoB. DTO U3MEHSET UX CTPYKTYPY U QYHKIHOHAIBLHYIO aKTHBHOCTH. Ha-
pylaercsi, HalpuMep, TPAHCIOPT KUCIOPOJA K TKaHSIM MOJIEKYJIAMH TJIHKO-
JU3UPOBAHHOTO F'EMOTITIO0HHA.

B3aumonpeBpauieHus rekco3

B kieTkax medeHu, KyAa M3 KpOBH BOPOTHOM BEHBI IOCTYIIAeT OC-
HOBHasl Macca MOHOCaxXapHuI0B, Ha (POHE BBICOKOH KOHLIEHTPALUH IIIOKO3bI 1
BBICOKOWM aKTHBHOCTH TJIFOKOKHMHA3bl 00pa3yeTcsi IokKo30-6-pocdar, koto-
past oOpaTUMO MHTHOUPYET NeHCTBUE TEKCOKNHA3.

Kak oTmeueHo BbIIe, IPU MOCTYIUICHHH B KJICTKH IIEYCHHA TaJlaKTO-
3a ¥ QPYKTO3a MPHU yUaCTUH TAJTAKTOKWHA3bl U (QPYKTOKHHA3B! (pochopuiu-
pyeTcss mo TepBOMY YIJIEPOJHOMY aTOMy C OOpa3oBaHHMEM TraiakTo30-1-
dbocdat u ppyxTozo-1-pocdar.

B kierkax MbIIIEYHON TKaHU M B MOYKAX, TJIe KOHIEHTpAUUs IIII0-
K03bI-6-pocdaT 3HaunTENHHO HIDKE, PPYKTO3a M MaHHO3a GocHOpMIHPYIOT-
Csl B NPHUCYTCTBUHM HECTICIM(PUIECKONH TeKCOKMHA3BI 10 LIECTOMY YIJIepo-
HOMY aToMy ¢ oOpa3oBaHHeM (QpyKTo30-6-pocdara n MaHHO30-6-pocdara.

B mpouecce dochopoanTaieckoro paciieruieHHus TJIMKOTE€Ha I0JT
nerictBueM Qochopuiazel odpasyercs Tioko30-1-pocdar.

B nampueliiem docdopHbie 3QUPBI TeKCco3 Mpexe, 4eM BKITIOUNTh-
CsS B OIpENeNeHHBII OMOXWMHYECKHH MpOIecC, IMOIBEPTaloTCS PeakIusaM
B3aUMOITPEBpAICHUH.
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1. Mzomepu3arus riok030-6-pocdara Bo hpykrozo-6-pocdar. Ita
peakius Kataau3upyercs: GepMeHToM Tioko3odocharuzomepasoit. OHa 00-
paTtuMa ¥ NpOTEKaeT 110 YPaBHEHHIO:

CH,-OPO3H,
CH>-OPO3H:. -
H o H rekcozodocdar- g o CHOH
OH —_—>
H n3oMepasa H OH
OH OH — OH
H OH OH H
I'mroko030-6-docdar DpykTo30-6-dhocdat

2. I-maHHO3a, KOTOpas 00pa3yercst NPy MepeBapuBaAHUHU PA3IUIHBIX
TTOJTUCAXapUAOB U TIUKOMPOTEHHOB MHUIIH, (ochopuiIMpyeTcs B MECTOM I0-
JIOXKCHUU TIOJ ACHCTBHEM (DepMEHTa TeKCOKMHARKI!

CH,OH CH2-OPO3H;
H H H H
o 0 AT® [ Mg? = O
OH - OH +All® +H'
TEeKCOKMHA3a
OH OH OH OH
H H H H
JI-mMaHHO3a J1-manHO030-6-ochaT

3arem depMmeHT - dhochoMaHHOM3OMEpPaA3a KATATU3UPYET U30MEPHU-
3anuio J[-manH030-6-hocdara ¢ odpazoBanuem JI-hpykrozo-6-pochara.

JI-MaHHO30-6-pochar ————————— JI-ppykT030-6-pocdaT

3. I'mukoren-pochopunaza KaraIu3HpPyeT PEAKIUI0 pPaCIICIUICHHUS
TJIMKOTeHa ¢ 00pa3oBaHueM III0K030-1-¢pocdar.

(Tnroko3a), ¢ochopunaza  ([Mr0K03a)n.;
I'mukoren I'mukoren

+ o-/1-rmoko3a-1-hocar

IMox nmefictBuem depmenta docdormokomyTasza Tioko30-1-pocdar
MpeBpaInaeTcs B TI0K030-6-hocdar.

®DocormokoMyTaza B aKTHBHOM IIEHTPE COJEPKHUT OCTATOK aMHHO-
KHUCIIOTHI CeprHa, HEOOXOAMMOM JIJIST KaTAIMTHIECKONW aKTUBHOCTUA. DepMeHT
MpeObIBaeT MOMEePEMEHHO B OJTHOW W3 ABYX (hopM - pochopummupoBaHHON U
HedochopumpoBanHoid. DocdormokoMyTaza KaTaau3upyeT oOpaTHMYIo
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PeaKIMio TPEeBpalIeHUsT TII0K030-1-pochara B Tiarok030-6-hocdar myrem
nepenoca hochaTHON rpymIbl U3 moaokeHus 1 B mojoxenue 6.

KodakropoM, HeoOXomuMbIM it NeHCTBUS (HOCHOTITIOKOMYTA3HI,
aBisiercs O-J1-rmroko3o0-1,6-1udocdar. Ocrarok cepuna docdormoxomyra-
3Bl YYACTBYET BO B3aMMOJCHCTBHHU C TJIFOK030-1,6-mudocdarom - ero ruapo-
KCWJIbHAs Tpymma stepedunupyercs GochopHOr KUCIOTOH.

Peakuus mpeBpauienus rinoko3o-l-gocdara B rimokozo-6-pocdar
MIPOTEKAEeT B J[Ba dTara;

a) T1r0K030-1-pocdar dpochopuupyercs B nonoxeHue 6

CH,OH
OH o CH;0OPOzH;
0]
OH OH + docormokomyrasa OH + docdo-
on T OPOH,  (occpodepment) o PO, roKoNy-
OH OH Tasza
(zedocdo-
(bepmenr)

0) rrok030-1,6-1udocdar gepochopunupyercs B HONI0KeHHA 1

CH,OPO3H,
O

CH,OPOSH,
0]
+ docdormokomyTaza
OPOzH, (medocdodepment) — OH
OH

+ docdorroro-
OH MyTasa
OH (dbochodepmenr)

4. Peakuuun npespaiuenust Jl-ranakrossl-1-¢ocdar B O-J[-rimoko3y-
1-docdar.

Jl-ranmakro3a obpasyercst B pe3yiabTaTe TMAPOJIN3a Aucaxapuia jJak-
TO3bI, TIOJ JAeicTBHEeM (epMeHTa TalaKTOKWHAa3bl ¢ochopumupyercs mo 1
aTtoMmy yriepona 3a cuer AT®:

,+ TAIAKTOKHHA3a
[-ranakroza + ATO-Mg"™ ——— >

J-ranakrozo-1-docdar + AJI® + H
Jl-ramakro3o-1-pochar B meyeHwm B3aumojeictByer ¢ YD-
TJIFOKO30#, 9TO TPUBOAWT K oOpazoBaHuio Y J|D-ramakTo3sl W TIIIOKO3bI-1-
¢docoar. Peakuust karanusupyercs ¢pepmentom Y Jd-rimoko3a: a-/l-ranak-
T030-1-pochar ypuamntpanchepazoii. OcTaTOK TalaKTO3Bl B MOJICKYJIE
Y ®-/I-ranakto3sl noj AeicteueMm Y JID-riaoko30-3MUMepas3bl MpeTeprieBa-
eT SMUMHPHU3AIMIO ITPH 4-M YTIEPOAHOM aTOME, B pe3yJIbTaTe ero oopasyercs
Y ®-/I-rroko3a, koTopas moj nercteueM ¢depmenta YD rmoko3anupo-
(bocdopmnaza pacmemsercs ¢ oopazoBanueM J[-rimroko30-1-pocdara.
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IIpeBpaienue [[-ranakrossl B JI-rinoko3y.

CH,OH
OH I} H
OH H Jl-ranakro3a
H OH
H OH
ATO
Mg rajgakTOKMHA3a
AJIO
CH,OH

HO o H
OH H Jl-ranakro3o-1-doctar
H OPO:H;
H OH

V1®-rntoko3a VA® rmnrokosa:
a-/]-ranakrosa-1-pocdat
TIII0K030-1-pocdar ypuauiarpanchepasa

CH,OH

OH 0
OH YA®-/I-ranakro3a
O-yio
OH

Y 1d-riroko3a-4-
JMuMepasa
CH,OH
0]
OH VY A®-rmoko3a
OH O-yio
OH
PPy VY A®-rmoko3a-
VTd nupochopunasa
CH,OH

H 0
OH H J1-rmoko30-1-docdat
OH OPOsH,
H OH
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OTH peakIiii B MOJIOUHBIX JKeJle3aX HCIOIB3YIOTCS U sl 00OpaTHOTO

mponecca - CHHTE3a I[-FaHaKTOSBI 13 T'JIFOKO3HI.

5. [pespamienue npousBogHOro JI-rimoko3s! JI-riarOKypOHOBOH Ku-

CJIOTHI B L-ackopOMHOBYIO KHCIIOTY.
I —T'moko30 — 1 -dpocdar

YTO
() M gZ+
DDy

YA - rimoko3a
HAJT"
Hzo e

HAJH,

YD - I'mokypoHat

yTh K
Denon yTs L-ackopbaty
JICTOKCHKAILU
DEeHON-TIIIOKY- H,O

2!
VAD

YD - rmoko304eruaporeHasa

COOH
|
+ HO-C-H
HAJD |
HAJloH, HO-C-H
H-C-H
. |
C‘ . [mroxyponar- H-C-H
HO-C-H PO !
‘ peaykrasa HO-C-H
HO-C-H H,0 ¢
|
.0 AnbioHO- 7\
H C\ JIAKTOHA32 H O [rmoxypouar
HO—C‘—H 0=C omC
CHOH HO-C-H OAJTH, ‘ _I
L-rysouan HO-C-H o/ o
H_C‘ J yJOHAIAKTOH- HO_C‘ J
| OKCcHIa3a H-C
O |
HO-C-H HO-C-H
CH.OH éHZOH
L -ry;ionosakToH L -ackopOuHOBasi KHCJIOTA

Cxema 2. O6pa3oBanue L-ackopOHHOBOI KHCIIOTHL.
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Kak oTmedeHO BEBIIIE, YIIIEBOABI, NOTPEOISIEMBIC C INHIEBHIMU
MPOIYKTaMH, MPEACTABICHBI TNIABHBIM 00pa3oM KpaxmajioM (pe3epBHBIN
MOJIMCcaxapujl PaCTCHUM, KaK U TIIMKOTCH OPTaHM3Ma, COCTOUT M3 TJIFOKO-
3BI), CaXxapo30i (mucaxapujl, COCTOSIIMIA U3 TIIIOKO3bI U QPYKTO3BI) U JaK-
T030# (MOJIOUHBIN caxap, COCTOSIINN U3 IaJlaKTO3bl M IJIIOKO3HI).

Opranmu3M 4dejoBeKa HE HYXIACTCS B ONPEICICHHBIX yTIeBOAAX,
TaK KaK Psii BAXHBIX YIIeBOJOB (raylakTo3a M MEHT03a) CHHTE3UPYIOTCS B
OpraHu3Me U UX MOCTYIUICHUE C MUIIEH He00sI3aTEeIbHO.

EQVMHCTBEHHBIM MPOU3BOJIHBIM TIFOKO3bI, KOTOPOE JOJDKHO OBITh
00s13aTENBHO MPEJCTABICHO B PAIIOHE YEJIOBEKA SIBISICTCS aCKOpPOMHOBaS
kucnora. [IpousBomnoe JI-rmroko3sl [[-rmiokypoHOBasi KHCJIOTa HIpaet
POJIb POMEKYTOYHOTO MMPOAYKTa B CHHTE3€ L-acKOpOMHOBOM KHUCIIOTEHI.

B xone Tpex (QepMEHTAaTHBHBIX peakIWi C yJacTHEM TIIIOKYpPO-
HaTpeIyKTa3bl, albJOJIAKTOHA3bl W (IaBOMPOTEHAa TYJIOHOJIAKTOH-
okcuasbl J[-raoKypoHOBast KHCIIOTa peBpainaercs B ButaMuH C.

B opraHu3me ueigoBeka, IPUMATOB, MOPCKOI CBUHKH, HEKOTOPHIX
BHUJIOB IITUIl U IJIOJOATOMHOHN JeTydeld Mplmu BUTaMUH C HE CHHTE3HpPY-
eTcs, TaK KaK y HUX OTCYTCTBYeT ()epMEHT I'yJOHOJAKTOH-OKCHIa3a. DTO
SABJIICHHE MpPEACTABIsAET cOO0OM THUI HACIEeIyeMOTOo HapymIeHHs oOMeHa
BEIIECTB, KOTOPOE BO3HUKAET B PE3YyJbTAaTE MYTAIMH B XOJIC IBOJIIOIHH
YeJOBEKa, IPUMATOB U HEKOTOPHBIX IPYTUX BUIOB.

OCHOBHBIE 1YTH METABOJIU3MA MOHOCAXAPH/IOB B
OPI'AHU3ME

VYrneBoasl - HanboJee pacnpoCTpaHEHHbIE [TUTATENBHBIC BEIIECT-
Ba, B pe3yJbTaTe MX OKMJICHUS B OpraHu3Me 00pa3yeTrcsi OCHOBHAs 4acTb
9HEPTUH, OHH CIYXKAT NpPEIINIeCTBEHHHKAMH B OMOCHHTE3€ MHOTHX KOM-
TTIOHEHTOB KIIETOK.

HampaBnenHocTh peakiuii MNpeBpalieHUs] MOHOCAxapulioB B
KJIeTKaxX ompejenseTcss o0pa3oBaHUEM COIMYCTBYIOMUX (pochopHBIX dhu-
poB rekco3. ['moko30-6-pocdaTy nmpuHaUIEKUT LEeHTpalbHAs POJb B 00-
MEHE MOHOCaXapHJI0B B KJIETKE.
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I'moko3o0-1-pocdar
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Y ®-rmoxoza —> pyrue
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R
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Cxema 3. OCHOBHBIC ITyTH MeTaboIM3Ma TIII0K030-6-(hocdarta B kieTkax opraHu3Ma.

CHHTE3 U MOBUJ/IU3AITHA I''TUKOI'EHA

buocuHTe3 rinKoreHa

I'mukoren - pe3epBHLII7[ nojucaxapun, HCHOHLSyeMLIﬁ OpraHu3sMom B

HUHTCpBaJIaX MCXKAY NMpUeMaMH IUIIU. HyTL OHMOCHHTE3a IIIMKOreHa OTIIMYa-
€TCA OT IMYTHU €ro paClICIJICHUS. B OpraHru3Me 4YC€JIOBCKa U )KMBOTHBIX I'IUKO-
TCH CHUHTE3UPYCTCA MPAKTHUYCCKU BO BCCX TKaAHAX, HO 0COOEHHO aKTHBHO
MOPOTEKAOT PCAKINU CUHTE3a B KJICTKAX IMCUCHN U CKCJICTHLIX MBIIIIAX.
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3HaunTeNbHAsS YacCTh HOCTyrIa}OH.[eI‘/'I B KICTKH TJIIOKO3BbI IIOCJIC
TpueMa UMY TpeBpamaercs B TIukoreH. CHHTE3 TIIMKOTeHa W3 CBOOOIHOM
TJIFOKO3bI HAYMHAETCS C TEKCOKWHA3HOW peakiuH, T.e. (HOCHOPHUIHPOBAHHS
TJIFOKO3bI TIPU €€ TIOCTYIUIEHUH B KIETKy. [Ipy ydacTuu ¢epMeHTa reKCOKH-
Ha3bl, a B ICYSHH - U TIIOKOKHHA3HI - TITI0K03a (OCPOPIITHPYETCS:

CH,OH CH,OPOzH;
O TEKCOKHHAa3a O
+ATO Mg?* ——————————> +ALID

Jl-rmoko3a J1-rmoko030-6-ocdat

I'mrok030-6-hocdar mox BausareM (epmenta HochoraIroKoMyTassl
00paTUMO TpeBpamaeTcs B NIFOK030-1-pocdart.

¢docdormoxomyrasa
I'miok030-6-pochar ———————> T'mioko30-1-pocdar

Janee cienyer xio4eBas peakiys OMOCHHTE3a TIMKOTeHa - TIIIOKO-
30-1-pocdar Bcrynaer Bo B3aumoeiicteue ¢ Y T®, o0pasys ypuauadocdat-
rmroko3y (VA®-raroko3y) u nupodocdar. Peakuus karamusupyercs dep-
MEHTOM TJII0K030-1-pochat-ypuauurpancdepasoit (VID-mupodocdopruia-
30it).

T'mroko30-1-poctar + YTO —— V]ID-rmoko3a + PPy (mupodocdar)

Peakmus cMmerena BIpaBo, Tak Kak 1MoA aeiicTBreM nupodocdoTassl
nupodocdat (PP) rugponusyercs no oprodocdara (Py).

Y ®-rnoko3a CIyXKUT HEHNOCPEICTBEHHBIM JOHOPOM TIJIMKO3UIb-
HBIX TPYII MIPH CUHTE3€ TIIUKOTEHA.

Bo BTOpO#i cTamuu cWHTE3a TIIMKOTEHA, KaTalu3upyeMoil (epMeH-
TOM TJIMKOTEH-CHHTa30# (riaumko3mi-TpaHcdepasa), NPOUCXOTUT MEPEHOC
IIOKO3HOro octatka oT Y D-rmioko3sl Ha HepeayUUpYIOLIUN KOHel| pas-
BETBJICHHON MOJICKYJIbI IITHKOTeHa. B 3To# peakimu obpasyercs 0(1-4)cBsi3b
MEXIy TIEPBBIM YTJICPOJHBIM aTOMOM JT00ABIIEMOT0 OCTAaTKa TIIIOKO3BI U 4-M
YTIEPOJHBIM aTOMOM KOHIICBOTO OCTAaTKAa TIIFOKO3BI JIMHEHHBIX Y4aCTKOB IIe-
U TJIMKOTCHA.

CH,OH CH,OH
H 0 0 5
OH
OH O-R
Y D-raoko3a HepeIyLUPYIOIUi

KOHEI[ LIENH IMKOreHa
{1-0CTAaTKOB TIIIOKO3BI)
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I'nukoreH (m+1 0CTaTKOB TIIFOKO3bI)

O6pasoBanune 0-(1-6)-cBsi3u, UMEIOIEHCS B TOUYKAX BETBJICHUS Iie-
Neil TIMKOreHa, KaTajJu3upyeTcsi CIeUUalbHbIM (PepMEHTOM, MOJYYHBIIUM
HasBaHue - (pepMeHT "BeTBiaeHus". "BerBammii" depment - riuukosun-(4-6)-
TpaHc(epaza KaTaTu3upyeT MEPEHOC KOHIICBOTO OJHMIOCaXapHIHOrO (par-
MEHTA 3 MATH-CEMH OCTaTKOB IIFOKO3BI C KOHI[A JIMHCHHOTO y4acTKa OJrKe
K ero cepesnne u 06pasyeT 0-1-6TITHKO3HIHbIE CBA3U (TOUKH BETBICHHUS).

0-0
~O 0.

6 Q16
0-0-0-0-0-0-0-0-0-0-0-000 ——> 000000000
14 1-4 1-4 14 14 14 14
JIuHeWH bl y4yacTOK MoJicaxapuIHoN Y4acTok TOUKH BETBIICHUS
Lenu LEIH TIIMKOTeHa

B nanpHeiineM 00a KOHIA Y/UIMHSIOTCS IPU YYACTHH TITHKOTCHCHH-
Ta3bl 1 HA HUX BHOBb BO3HUKAIOT BETBJICHHUA. TaKMM MYTEM CHHTE3HPYIOTCS
orpomHbie MoJiekyJbl, conepxanie or 1000010 1 MH. OCTaTKOB TIIFOKO3HI.
PesepBupoBanue TIIFOKO3bI B (pOopMe HEPACTBOPHUMOI'O TIIMKOTEHa 00YCIIOBIIE-
HO T€M, YTO HAKOILUICHHE CBOOOIHOM IJIFOKO3bI B KJIETKAX MOTJIO OBl IPHUBECTH
K OCMOTHYECKOMY IIOKY-Pa3pyIICHHIO KJIETOYHOW MEMOpaHbI BCIICACTBUE
BBICOKOM TMAPOGMIEHOCTH MOJIEKYJI TIFOKO3bI M ITOBBIIICHUS OCMOTHYECKOTO
JIaBJICHHS B KJIETKE.

MooOuan3anus riauKoreHa

ITOCTOSHCTBO KOHIIEHTPALMK TIIOKO3BI B KPOBU - HAaHOOJIbINEE 3HA-
YeHHe MMEET IS MUTaHWs MO3ra, UTO CBS3aHO, BO-TIEPBBIX, C TE€M, YTO OC-
HOBHBIM HMCTOYHHMKOM DHEPIMH UIS KJIETOK MO3ra SABISAETCS TIOK03a, B TO
BpeMs KakK JPYrHe TKaHH MOTYT MCIIOJNb30BaTh M SKHPHBIE KHUCIOTHI, BO-
BTOPBIX, MOCTYIJICHHUE TIIFOKO3bI B KIETKH MO3Ta 3aBUCHT OT € KOHIIEHTpa-
IIMH B KPOBH, TaK KaK MPOHUKHOBEHHE TIIFOKO3bI B KIIETKH MO3Ta TIPOUCXOUT
myTeM nudy3un 1o TpaueHTy KOHIICHTPAIHH.

B HOpMe B IOCTaGCOPOTUBHOM COCTOSIHMH KOHIICHTPAIUSI TIFOKO3BI
B KpoBH cocTaBiser 3,5-5,5mmomns/n (60-100Mr/m1) U MOXKET COXPAHATHCS
Ha 3TOM YPOBHE B T€UEHHE HECKOJBKHUX JHEH ronoganus. OCHOBHBIM HCTOY-
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HUKOM TJIFOKO3bI B KPOBH SIBJISICTCS TUIFOKO3a ITHILNH, & B IIOCTA0COPOTHBHOM
COCTOSIHUH - TJIMKOT€H TI€YEHH M HOBOOOpa30BaHME TJIOKO3bI (IJIFOKOHEOTE-
HE3) U3 aMHHOKHCIIOT M IIPOMEKYTOUYHBIX IPOJYKTOB OOMEHA BELIECTB B II€-
YEHHU U [TOYKaX.

I'moxo3a, nemornupoBaHHasi B (hopMe TIIMKOTeHA, B IEYEHH 0CBOOO-
JKITAaeTCsl OT HEro B MPOIECCe pachaja, Ha3bIBAGMOM TIIHKOICHOJM30M. Pac-
MaJ TIMKOTeHa MIPOUCXOIUT ImyTeM (ochopoiiu3a i THIPOIIN3A.

IJIMKOI'EH
& q()-l(-)IC{(flS(%j;Im T'uaponus
(+H0)
I'moko30-1-docdat I'moko3a
tdocdormokomyTaza

I'moko30-6-ocdat
rimoxodocdoraza

T'moxo3a + HaPOg4

Jist Ka>k/1oro M3 9THX MPOLIECCOB UMEIOTCSI CBOM (DEPMEHTBHI.

I'upponu3 riuMKoreHa (aMIJIONU3) MPOMCXOJUT C YyYacTHeM O-
ammIiasel U y-ammnassl (O-rITHKo3uaaser). [1of meiicTBHeM O-aMHITa3bl TIIHKO-
IeH pacUICIUIIeTCs Ha OJIMTOCaxapubl, Y-aMuiiasa OTLICIUISIET KOHIEBbIE OC-
TATKW TJIFOKO3bI, CBS3aHHBIC B MoOjucaxapume kak 0-1,4-, tak u O-1,6-
[IHKO3UIHBIME CBsi3ME. CBOOOIHAS TJTFOKO3a [IOCTYMAET B KPOBb.

OnHako BeAyllas poiib B PacUICIUICHHM TJIMKOI'€HA B KIIETKaX pas-
JIMYHBIX OPraHOB U TKaHeW mpuHamnexut pocdopunazam. Pepment docdo-
priIa3a CymecTByeT B OBYX (GopMax - akTuBHas ¢ocdopuiaza A-terpamep
(mou. macca - 360000/0) u HeakTuBHas (pochopunaza B-gumep (Moir. Macca -
180000/1). B cocras dochopminasz BXOAUT NUpUIOKcanbhochaT, CTabHIn3 -
pYIOLIH MOJIEKYJIbI (HepPMEHTOB.

Axruanus ¢ochopunassl B B docdopunazy A ocymiectBisiercs
(dochopunrpoBanneM Oelika rmoj AedcTBueM GepmeHTa kuHasbl Gocdopuia-
36l B.

2 doctopunazel B + 4ATO ——  (ochopunaza A + 4 AJ[D
(ammep) teTpamep)

OO6pazoBanne akTuBHON popmbl ochopmnazsl A U MoOMIU3aLUS

TJIMKOICHA YINPaBJIACTCA aJCHUJIATIUKIIA3HBIM KAaCKaAHbIM MCXaHU3MOM, 3a-
MyCKa€MbIM B IICYCHU T'JIFOKAaroHoM U aipCHaJINHOM.
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AJipeHaluH JeWCTBYeT He TOJbKO Ha KJIETKH IEe4YeHH, HO U Ha CKe-
JIETHBIE MBIIIBI M CEpJle, TIe OH CTUMYJIHPYET pachai IJIMKOreHa TaKkKe
MyTeM CTUMYJISILIUK MBIIIIEYHON TITUKOTeH-POCHOpUIIasbl.

I'makoren-docdopunaza xkatammsupyer pochoponus 1,41TnmuKo3u-
HOU CBSI3M HEPEIYLUPYIOIINX KOHIOB IIIMKOTeHA!

CH,OH CH,OH CH,OH CH,0
0 0 +HzPO, o Q
" +
0O-R PO3H, O-R

I'nroKko3HBIN OCTAaTOK OTHIEIIIsIeTCs B popMe Iiroko30-1-pocdara. B
TOYKaxX pas3BeTBiIeHHs 1,6TimKo3uaHas cBsA3b paclieruiercs oauro-1,6-
IIIMKO3MAa301 U aMmito-1,6TIMK0o31Ia301 IHIPONIUTHYECKU ¢ 00pa3oBaHHEM
CcBOOOIHON TIMOKO3BI. ['Mok030-1-hocdar, oOpasoBaBmIuiics U3 TIUKOTCHA,
mox aeictBrueM GepmerTa HOChOrIIOKOMYTa3sl MPEBPAIIACTCS B TIIFOK030-6-
docoar.

tocdormoko-
I'moko30-1-pochar —————— I'moko30-6-hochar
MyTaza

I'nroxo30-6-pocdar B KiIeTKax NEYEHU M TOUYEK NpU ydacThH dep-
MEHTa III0K030-6-pocdoTasbl npeBpamiaeTcs B IIII0K03y, KOTOpast BEIXOAUT B
KPOBb M MCIOJIB3YETCS B IPYTMX OpraHax M TKaHsAX. Tak Kak B MpIInax ¢ep-
MEHT TIII0K030-6-(hocdoTrasa OTCyTCTBYET, IIH0K030-6-hochar ucmoap3yercs
3[eCh XKe B MBIIIIAX.

Pel"yJ'lﬂ[Iﬂﬂ CHHTE3a H MOOMJIM3AaNusl TIHKOreHa

VIHTEHCHBHOCTD CHUHTE3a M PACIajia YIJIEBOJ0B B Pa3HBIX TKAHIX Op-
raHu3Ma HEOJWHAKOBA W OMNPEACISICTCS OCOOCHHOCTSIMH OOMEHA KaKIOU
TKaHU M OPT'aHA M HAIMYHMEM B HAX COOTBETCTBYIOIIUX (DEPMECHTOB.

B xoze pacnaga yriieBoIOB OCBOOOXKAACTCS SHEPTHS U 00pa3yrOTCS
HEOOXOAUMBIC Il APYTHUX OHOXMMHUYCCKUX MPOIECCOB MPOMEKYTOUHBIC
mpoayKTel. CHHTE3 YIJICBOJOB CIYXKHT I BOCIIOJIHCHHS 3aIIacOB PE3EPBHBIX
MOJIMMEPOB WIIK OOHOBJICHUSI CTPYKTYPHBIX YTIIEBOJIOB.

ITockoNbKY TIIOK03a SIBIISIETCS OCHOBHBIM YHEPreTUYECKUM CyOcTpa-
TOM JUIsl HEPBHOW TKaHH, ITPOILIECCHI CHHTE3a M paclaja IIMKOreHa B MEYeHU
UTPaOT HanboJiee BAKHOE 3HAYCHHE JIJIS TIO/ZIEPIKAHHS IOCTOSIHHOTO YPOBHS
TIIIOKO3bI B KpoBU. KIIIOUEBYIO poJib B PEryisilMU CHUHTE3a U PACIICTICHUS
TJIMKOTeHA UTPAIOT (PepMEHTHI - TITMKOTEHCUHTA3a U MIHKoreHpochopmiasa,
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Buenrnuit ummynsc
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LenTpanpHas HepBHAS CUCTEMaA

MosroBoe BemecTBO

HAIMOYCYHUKOB
Anpenanua
peuentop MeMOpaHa
aJipeHaTNHA aJIcHUJIATIMKIIa3a KJIETKHU IICYEHHU
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/

D

/

ATO 7 IAM® + PP,

HEaKTHUBHAI —— > aKTUBHAsA + Pr —1-AM®,
MIPOTEMHKUHA3a MPOTEMHKUHA3a
C2P2) ()

AT + HEAKTHBHAT l AKTHBHAs +AJID
KkuHa3a poc- TRz kunasa doc-

thopuasst thopuasbt

tdocdopunaza B l ¢dochopunaza A

AT + HCaKTHUBHAaA _+) AKTHUBHas
C 2
a
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I'nmukoren + Py — s T'moko30-1-pocdat
¢docdormoko-
MyTasza
I'moxo30-6-ochar
TIII0K030-6-
ocdoraza
I'moko3a + Py

I'moko3a kpoBHu

Puc. 2. 'opmonansHast perymnus GpochopoIuTHIECKOr0 PacIieIUICHUS TITHKOTCHA.
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M3MEHEHHE aKTHBHOCTH KOTOPBIX MPOMCXOTUT MOJ NEHCTBHEM TOPMOHOB B
pesynbrate ux GochoprHpoBaHUS U IehOPMHUPOBAHHUS.

Ha o6meH rimkorena 0oJbIioe BIMSHUE OKa3BIBAIOT TOPMOHEL. MH-
CYJHMH TOBBINIACT UHTCHCUBHOCTh CHUHTE3a TJIMKOreHa. MHOTHEe U3 MeTado-
auyeckux 3pQeKToB MHCYIMHA, OCOOEHHO T€, KOTOPble BO3HUKAIOT OBICTPO,
OIOCPEIOBAHBI €ro BIUSHUEM Ha peakiuu (pocdopmupoBanus u aedocdo-
pUIHpOBaHUS OENKOB-(EPMEHTOB, UTO, B CBOIO OYEpENb, BIMICT HA WX aK-
TUBHOCTh. B3anMojelicTBHEe MHCYJMHA C PELENTOpaMy Ha IUIa3MaTHYECKOU
MeMOpaHe 3aIryckaeT MHOTHE OBICTPO pa3BUBArOIIHecs dPGEKThI - aKTUBHBIN
TPAHCHOPT [IFOKO3bI K AMUHOKHUCIIOT Yepe3 MeMOpaHy, aKTUBAIMIO TKAHEBBIX
TeKCOKHMHA3 U TIIOKOKHHA3 Me4YeHHU, akTuBanuio n-AM®-dochoamscrepassl,
YTO NMPHUBOJUT K CHAXKCHUIO aKTUBHOCTH I-AM®d-3aBUCUMBIX POTEHHKUHA3
M CIIOCOOCTBYET aKTHUBAIIUU TJIMKOTCHCHHTA3 M WHAKTUBaNU (hochopuiassl
BCJICJICTBHE CHIDKCHHS aKTUBHOCTH KHHA3bl (ochopmima3sl M aKTHBAIIUH
(dhocdaras pochonpoTenHoB.

T'OpMOHBI TJOKAroH MOKEITyIOYHON JKeJIe3bl U alpCHAIMH MO3T0-
BOTO CJIOS HAJAMOYCYHUKOB, 3(P(PEKT KOTOPHIX MPOTUBOIMONIOKEH 3(hdekTy
WHCYJIMHA, CTUMYJIMPYIOT pacna]i TJINKOTCHa.

AZpeHaIH BEIPAKEHO aTHBUPYET PACIICIUICHNE TIIMKOTEHA B MBIIII-
[IaX ¥ B MEHBIIECH CTETICHN - B IleueHH. [ledeHp Oojiee 4yBCTBUTENBHA K TIIO-
KaroHy, KOTOPBIH, CTUMYJIHPYS pacIIeIUICHHE TTUKOTEHa B HEW, MOBBIMIAET
COJICPKAHUE TITFOKO3bI B KPOBH.

KiroueBbIM B MEXaHU3ME JICHCTBUS aJpeHAINHA U TIIOKAroHa sBJIsi-
eTCsl peakiys 00pa30BaHKs BTOPUIHOTO BHYTPUKICTOYHOTO MTOCPEAHUKA - II-
AM® m3 ATO, katamm3upyemas (GpepMEHTOM IUIa3MaTHIECKON MeMOpaHBI
aJeHUJIATIIUKIIa30M1.

O6pazoBanne m-AM® 3amyckaer "kackamHbli MexaHu3M' ¢ocdo-
pwimpoBaHus TIUKOreH(ochopmiassl M TIMKOTCHCUHTa3bl. B pesynbrare
KaTaJM3MpyeMoro NpOTEeHMHKWHA30# (ochopunpoBanus 3a cyer ATD mo

JABYM 'MAPOKCHUJIBHBIM I'pyHIIaM CEprHA INIMKOTCH-CUHTA3a a IMpeBpaliacTcsa

B MEHEe aKTUBHYIO ()OpMY TIMKOTeH-CHHTA3y "B

IIporeunn-
KHHa3a
Imikoren-cunrasa "a" + 2AT® —— > TDimkoren-cunraza' 'B" + 2AJ[D

(axtuBHas1, nedochopu- (venee axTuBHas1, Gocho-
aupoBaHHas hopma) pupoBaHHas hopma)

W3-3a CHMIKEHUS CEKPEIMU aJIPCHAIMHA U TJIFOKaroHa Ha IUIa3MaTH-
YeCcKOi MeMOpaHe MHOIMTOB M KJIETOK MEYEHH YMEHBILIACTCS CBSI3bIBAHUE
peLenTtopaMd TOPMOHOB, aJCHUIIATLIMKIIA3a BO3BPAIIAETCS B HEAKTUBHOE
COCTOsTHUE, TpeKpariaercs obpazoBanue m-AM®P. Monekyns 1I-AM®, oc-
TaBIIMECS B KICTKE, pa3pylIalOTCs MMOja JAewcTBUeM (ocdoauicTepasbi-
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depmenrta, ruaponmsupyiomero 3-gpocdarusie cBsisu B i-AM® ¢ o6pasosa-
HHEeM cBoGoHOro 5-AM® (5'-azenosuamonodocdara).

ocdoamdcTepasa
ik Srastdht Sk

3%, 5h-AMO +H,0 2 5-AM®

ITo mepe ymenbmieHusi comepkanus 1-AM® B muTo305Ie KIETOK
MIPOMCXOJUT BHICBOOOXKCHNUE PETYJISATOPHBIX CYOBEAMHUI] MPOTEHHKUHA3HI,
KOTOpbIC BHOBb COCAMHSIOTCS] C KaTAJIUTHYECKUMH, ¥ MPOTEUHKHUHA3BI IIepe-
XomaT B HeakTuBHYyIO (opmy. Ilox nmeiictBuem docdoraz nedpochopunmpy-
IOTCSI M WHAKTUBUPYIOTCS KHHasa Qocdopmnassl, ¢ochopunaza A,
OJTHOBPEMEHHO aKTHBUPYETCSl TJIMKOTEHCHUHTa3a myTeM ee aedochopuinnupo-
BaHus. B psize TKaHe# (pocdommacrepasa aktuBupyercst oHamu Ca®” - kalb-
MOJIYMHH TIpHcOerHseTcst K pocdoaudcTepase U akTHBUPYET ee.

Takum 00pazoM, B CI0KHOH CHCTEME MEXaHW3Ma B3aHMMOCBS3U CHH-
Te3a M pacnajga rimkoreHa (pochoprIMpoBaHNe TIIMKOTCHCHHTA3bl U TIIMKO-
reHpochopuIasbl MPUBOJUT K NPOTUBONOJIOKHBIM M3MEHEHHSIM MX aKTHB-
HOCTH: TNIMKOTCHCHHTA3a MHAKTUBUPYETCSI, a MIIMKoreHpocdopuiasza akTuBu-
pyercs. Ilpu gedochoprmmpoBannu pepMeHTOB o1 AeicTBreM (ocdormpo-
tenH(pochoTas3, KaTATHM3UPYIONIMX THAPOJUTHIECKOE OTIIeruieHue docdar-
HBIX OCTAaTKOB, aKTUBHOCTbH TJIMKOT€HCHHTA3bl IOBBIIACTCS, @ TIIMKOreH(poC-
(opuiaspl CHUXKAETCS.

CTUMVYJIALMA CUHTE3A I'NTTMKOI'EHA

rMKoreH-cuHTasa "a"
-—OH
aKTHBHAs
ocdopuiasza "a"
(hocdop ——OH

HCAKTHUBHAas1

H3PO4D L — CAT@
H,0 - o] AlD

rIMKOTeH-CHHTa3a "B
HEaKTUBHAs —0-PO;H,

(bocdopunaza "a
aKTUBHAs —— 0-POzH,

CTUMVJIALUA PACIIEIUVIEHUA TJIMKOT'EHA

Puc.3. PeunnpokHast peryisuus rIMKOreHCHHTA3bl ¥ TIIHKOreH(pochopuiiasbl
nyTeM pochopunrpoBanus U aepocHopUITHpOBaHHS.

26



YIIEBO/IHBIE KOMIIOHEHTHBI
C/HOKHBIX KJIETOY9HBIX U BHEK/TETOYHBIX BUOMOJIEKYJT

VYrneBoasl U MX NMPOU3BOJHBIC COJEPIKATCS B Ka4eCTBE COCTABHOW
YacTH TJHMKOIMPOTEHHOB M TJIHMKOJHUIINIOB, MOJEKYJI, BBIOJHSIOMIUX CTPYK-
TYpHbIE W ClielHaibHble (YHKIMA B MeMOpaHaX KJIETOK, a TaKKe HeMeM-
OpaHHBIX Oumomonekyn. Ilmazmatmueckne MeMOpaHbI, CYIIECTBEHHBIM
JJIEMEHTOM KOTOPBIX SIBJISIIOTCS TJIMKOMPOTEH/IbI, MPEICTABISIOT COOO0M BbI-
COKOOPraHW30BaHHbIE CTPYKTYPHI, BBIMOJHSIOUIAE PELENTOPHbIC (YHKIIHH,
OTBEYAIOIIHe 32 B3aMO/ICHCTBUE KIIETOK, YCTAHOBICHHUE MEXKKIIETOUHBIX KOH-
TaKTOB, 0OecIedeHue TPAaHCMEMOPaHHOT' 0 TIepeHoca BelecTB. [ mkonpoTen-
HBI TUTA3MAaTUYCCKUX MEMOpaH 00J1aJaf0T BaXKHON aHTUTCHHON aKTHBHOCTBIO.

Bonbiias 4acTh CEKPETUPYEMBIX KICTKOH OCIIKOB SIBIISCTCS TIIUKO-
[IPOTEUHAMH; TOPMOHBI (TOHAJOTPOIKMH, THPOTPOIIMH), pepMeHTHI (B-TIroKy-
poHHIa3a, Y-riyramuiaTpancdepasa, JUIONPOTCHATNIA3A, TPUALMITIHUIIE-
poi-nunasa, puboHyKieasa, Gpeppokcuaasa u ap.), psa GyHKIHOHATIBHO aK-
THUBHBIX OEJIKOB, NUPKYJIUPYIOUIMX B IUIa3Me KpoBH (32 HCKIIOUCHHUEM
aTbOYMUHOB) -TpaHC()EpUH, SPUTPONOITUH, TANTOTIOOUH, EPYIOTUIa3MUH,
uMmyHOTI00yMHE! Kitacca JgG, JgM, JgA1 JQE. T mukonpoTerHbl Hapsiay C
TIIMKOJIMIUIAMH WUTPAIOT BaXHYI0 POJb B UMMYHOJIOTMYECKHX IPOIECCax.
CBOMMH aHTHICHHBIMH CBOMCTBAMH OHHU 00sI3aHBI ETEPOINOIHCAXAPUIHOMY
KOMIIOHEHTY U, IPEKIE BCEro, HATMYHMIO B UX COCTABE CHAJIOBOW KHCIIOTHI U
(hyKO3BI, BKIFOYCHHBIX B COCTaB TSDKEJIBIX Lemei ¥, W, a, u E-ueneit ummy-
HOTJIO0YJIMHOB.

CriennpIHOCTh aHTUTEHOB OMPEIEIIICTC pa3MepoM U GopMOi ux
YIJIEBOJJHOTO KOMIIOHEHTA.

CuanocoaepKauiiii TIAUKOMPOTSH], MEMOpaH IPUTPOIUTOB TIHKO-
¢dopun obycnasnuBaeTr M n N-rpynmnocnennuueckyro akTHBHOCTb.

B sputponurax cekperepoB - J0JeH, ClIOCOOHBIX BBIACIUTH B pac-
TBOPHMOM COCTOSIHMH B COCTaBE CEKPETOB COOTBETCTBYIOILME IPYIIIOCHEIH-
¢uueckue BemiecTBa KpoBd - ABO(H)-akTHBHOCTBIO, Hapsay C TIIHMKOJH-
MAIaMH, UMEIOTCSI BOJIOPACTBOPUMBIE TIIMKOMIPOTEHHBI. Y cekpetepoB ABH -
CHeU(pUIHOCTD CIIIOHBI, JKEIYIOYHOTO COKa, CIIEPMbl, BAarMHAJIBHOW CIH3H,
AMHHUOTHYECKOH KUIAKOCTH, MOJIOKA TaK)Ke NETEPMUHHUPOBAHA TIIMKOIIPOTEH-
JIaMH.

VYrneBogHas 4acTh HEMEMOPAHHBIX TJIMKOIPOTEHHOB MPEA0XPaHseT
HUX OT JEWCTBHS MPOTEOJUTHYECKUX (DepMeHTOB, obecrednBaeT crienupud-
HOCThH CBSI3BIBAaHUS MOJICKYJ. V3MEHCHHE CTPYKTYpBI OJHrocaxapuia h3Me-
HSCT TOJIYIICPUO]] KU3HU TIHKOMPOTCHHOB, 3aIlyCKAaeT ONPEICICHHBIC peak-
mun. Tak, MOJEKyJbl TIMKOMPOTCHHOB KpPOBH, yrpaTuBinue N-aleTHiHEw-
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PaMHHOBYIO KHCIJIOTY, 3aXBaThIBAKOTCS KJIETKAMHU ICYCHH M Pa3pyIIarOTCH.
IIpu HEKOTOPBIX 3a00JICBAHMAX IICUCHH 3TA €€ PYHKIMS HAPYIIACTCS, B KPO-
BU YBEJIUYHBACTCS KOHICHTPALMS ACHAIOTJIMKOIPOTEHHOB, YTO MOXET CIIy-
JKATH THAarHOCTHYECKUM TECTOM 3a00JI€BaHUI [TEYEHN.

VYraeBoaHas 4acTh TJMKOIIPOTCHHORB SIBJSICTCS CBOCOOpA3HBIM Map-
KEpOM, B KOTOPOM OIPEICICHHBIN COCTaB MOHOCAXapUAOB OMPEICIIACT MPO-
rpaMMmy JACUCTBHS U aJIpeC UX CIICIOBAHUS.

OOBIYHO TIMKOIPOTCHH COJICPIKUT OJHY MM HECKOJIKO OJUrocaxa-
PUAHBIX TPYII, TPUCOCAMHEHHBIX K acCIapardiHOBBIM OOKOBBIM IiemsiM N-
TJIMKO3UIHBIMU CBsI3sMHU. K CEpUHOBBIM WIIM TPEOHUHOBBIM OOKOBBIM IICTISIM
YIJICBOIAHBIC KOMIIOHEHTBI TMPHCOCTUHSIOTCS O-TIUKO3UIHBIMU CBS3SIMHU.
MHor#e TIMKOIPOTCHHBI IUIa3Mbl KPOBH COICP)KAT HA KOHIAX YIIICBOIHON
4aCTH CHAJOBYIO KHCIIOTY:

N-amernnHelipaMUHOBasE KUCJIOTa - TrajakTo3a-N-ameTwi-rioko3a-
(Neit-N-anermn-T'an-N-ameTnn-)

I TUKOIUIKMAB! BRICIIMX OPTaHW3MOB IIPEACTABICHBI MPOU3BOIHBIMH
C(UHTO3MHA C OJHUM HIIH 00Jice OCTaTKaMH MOHOCAaXapHUI0B.

I'mukomumuapl BCTPEUAIOTCS TVIABHBIM O0pa30M B ILIA3MATHYECKOM
MeMOpaHe, Tora Kak TJIHKOMPOTCHHBI — B MEMOpaHax, IIUTO30JI¢, JKUIKOCTSIX
opraHusma.

CHHTE3 YIJIEBOJHOH YACTH

B rnmkonporenHax cozepiKarcsl camble pasHOOOpa3HbIE OJIHMrocaxa-
puabl. B oTinume OT MMKO3aMHUHOTIMKAHOB (THATYPOHOBO# KUCIOTBI, XOHA-
PHOTHHCYNB()ATOB M Jp.) B OJUTOCAXaPUAHBIX LEMHAX TJHKOMPOTECHHOB
OTCYTCTBYET CTPOTO OINpECICHHAs ITOCIEI0BAaTEIbHOCTS MOHOMEPOB. OHa-
KO TpH OOJBIIOM pa3HOOOpa3uH CPYKTYpPhl YIJIEBOJHBIX KOMIIOHEHTOB Yy
MHOTHX TJIHKONPOTEHHOB IPOCIIEKHUBACTCS ONpPECICHHAs MOCIEA0BATENb-
HOCTh B3aMMOPACIOJIOKEHHUS MOHOCAxXapoB. MOJMIENTHAHAs nemb -- N-
ALCTWITIIOKO3aMHUH — MaHHO3a — cuajoBas kuciora (wmu ¢ykosa). ['ete-
pononucaxapuaHble IEMH B OCHOBHOM CHHTE3HPYIOTCS 3a CUET IOCIe0Ba-
TENBHOTO TEPEHOCAa MOHOCAXapUAHBIX OCTATKOB K OEITKOBOMY aKIENTOPY.
CuHTE3 OJMTO- U MOJIHMCaXapUI0B MIPOUCXOAUT MPH y4acTHH (PEPMEHTOB I'JIH-
Ko3uITpaHcdepas, OT pa3sHOOOpa3ns U CIEUUPUIHOCTH JACHCTBUS KOTOPHIX B
KaXJI0H KJIETKE 3aBHCUT 00pa30BaHUE TEX WIHM MHBIX THIIOB TETEPOTIINKAHOB.
JloHOpamMH MOHOCaXapHJIHBIX OCTATKOB CiyXaT Y J[P-Npou3BOAHBIE TIIIOKO-
361, rajakTo3sl, N-ameTwiarirokozamuHa, N-aneTwi-rasakro3aMuHa, TIIOKY-
POHOBOH KHCIOTHI M Kcuio3bl, I'JId-nponsBomHble MaHHO3BI M (HYKO3HI,
LI®-npon3BoAHEIE CHAIOBOM KHCIOTHI (IJIMKO3aMHUHOTJIMKAHBl COEIUHHU-
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TEJNBHOW TKAaHU COAEPKaT TIIIOKYPOHOBYIO, HIIYPOHOBYIO KHCIOTHI, KCHIIO3Y,
cynb(hatupoBanHble npom3BoaHbie N-aneTwimmoko3amuHa u N-amerwmira-
JIAKTO3aMUHa).

CunTte3 HykjIeo3umaudocdarcaxapoB OCYIIECTBISETCS JH3UMAMH,
JIOKaJIM30BaHHBIMH, O-BUINMOMY, Ha BHEIIHEH MMOBEPXHOCTH MEMOpaH 3H-
JIOTUIa3MaTHYECKOH CeTH M KOMIUIeKca [ oNbIpKH, riMKoiIu3upyonme ¢dep-
MEHTBI PACIIOJIOKEHbl Ha BHYTPEHHEW HMOBEPXHOCTH 3THX MEMOpaH, mpuiemM
MOCJIEIHNE HE TPOHUIIAEMBI Ui Hykiaeosuaaudocdarcaxapo. OcraTku ca-
xapoB oT YJ®-rmokoser, Y®D-N-anerwirmoko3amuna u ['JId-manHO3BI
TPaHCIIOPTHUPYIOTCS Yepe3 MEMOpaHy C IOMOILBIO CIIEIHAIbHBIX JIUITHIHBIX
MEPEHOCYHKOB - moJumpenoiadocharos (qomuxopocdaTos).

CuHTE3 MOINCaXapuI0B, MPUCOSANHEHHBIX N-TIHKO3UIHOHN CBA3EIO,
TIEPBOHAYAIEHO HJET Ha MOJIEKYyJe MPOMEKYTOYHOTO HOCHTENS OJHTocaxa-
puna gomuxodocdar-Tunuae, CoaepKamIero OKoJIO ABAAIATH W30MPEHOBBIX
Cs ocTaTKoB, MOTPY)KEHHOr0 B MeMOpaHy. BeicTynaromias KoHIeBas ¢oc-
(aTHas TpyImma CIy)KHUT aKIenTopoM IepBoro monocaxapuiaa - GlcN-Ac (N-
aleTWITIIOKo3aMuHa). [lpu geiictBun cepur creUuUUSCKUX TIHKO3UI-
TpaHcepas MoHOcaxapHIHBIE OCTaTKd OT HykieoduagudochaTcaxapos
npucoennHs0TCes K (ochaTHoN rpynne noiauxodocdariununa. 3aTeM CHH-
TE3UPOBAHHBIA OJIMrOcaxapul NPU y4acTHH CHELUalbHOW TpaHcdepasbl re-
PEHOCHTCS Ha aMHIHYIO IPYIIY aclapariHa B COCTaBe HENTHIHOM Lemnu:

Gal
|
I Man — Gic — N - Ac
acn | — Gk N-Ac — Gic N-Ac -Marn
L Marn ~ Gic — N - Ac
Ao
Gal
NaN

N —aneTuaHepaMUHOBAs KUCIOTA
(cnanosas xucsoTa)

Puc. 4. CtpyKTypa oMrocaxapuaHoro 0CTaTka, CBS3aHHOTO C acIaparnHOM
B YEJIOBEYECKOM HMMYHOITIOOY/INHE.

CuHTE3 YTIeBOIHON YacTH TIMKONPOTEHHOB, 00BhEIMHEHHBIX ¢ Oell-
kKoM O-TinuKo3ugHON cBs3bpi0 N-amerwmiranakro3aMuHa Wik Kcuiaos3sl ¢ OH-
TPYITION CEpUHA WIH TPEOHWHA, TanakTo3bl ¢ OH-rpymmoi ruipokcuIm3nHa
TIPOUCXOJUT TAKKe, KaK M B CITydae CHHTE3a TIIMKOJTUITHIOB.
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DopMHpPOBaHUE YTIIEBOJHOIO KOMIOHEHTa HEMEMOPAHHBIX TIUKO-
MIPOTEWHOB B KOMIUTIEKCE [ OJIB/IKH 3aBepIIacTCsl IPUCOSTNHEHNEM CHAIOBON
KHCIOTHl U (QyKo3el. HakamnmmBasichk B CEKPETOPHBIX TIpaHyJaX, OHH 3aTeM
BBIJICJIAIOTCS ITyTEM HK30IIMTO3a BO BHEIITHIOIO CPEIY WIH TOK KPOBH.

BBenenne B CTPyKTypy O€NIKOB YII€BOAHOTO KOMIIOHEHTA 3HAUH-
TEJNILHO YBEIMYMBACT UX MH(POPMALMOHHBIN MOTEHIIHAN - CIIY)KUT CBOCOOpas-
HbIM MPOIYCKOM, OOCCIICYMBAIOIINM HX TPAHCIOPT Yepe3 KICTOYHBIC
MeMOpaHbl, OOECIICUYMBACT CHEIM()UIHOCTh B3aUMOJICHCTBUS MOJCKYI H T.J.
H3MeHeHne YIieBOJHOrO KOMITOHEHTA TIIMKONPOTECHHA MPUBOAUT K OBICTPOMY
BBIBEJICHUIO €T0 U3 KPOBEHOCHOT'O PyClia ¢ MOCJEAYIOIIEH ero aerpajamueil.

OkoHYaTeNbHOE (POPMHUPOBAHUE MEMOPAHHBIX TIIMKOIPOTCHHOB
TIPOUCXOIUT JIMIIH PH BKIIOYCHUHN MX B IJIA3MATHIECKYI0 MeMOpaHy.

I'eHeTHyecKuil ammapar KJIETKH OOECIIEYMBAET ITOCTOSHCTBO U CIIe-
OU(UIHOCTE CHHTE3UPYEMBIX MOJIHCAXapPUIHBIX IENed TIIMKOIPOTEHHOB.
OTo mocturaercs MyTeM KOHTPOJS 3a CHHTE30M (PEpPMEHTOB, KaTaU3UPYIO-
X TTOJIMMEPU3AITHIO OJIUTOCAaXapHUIO0B.

PACIIAJ YITIEBOJOB B TKAHAX

B TkaHsX opraHM3Ma NpeBpalleHHs YIVIEBOJOB CKJIAJIBIBAIOTCS U3
(hepMEHTATUBHBIX NPOLIECCOB, BEAYIIMX K paclaly yTrJICBOJOB, CONPOBOXK-
JIAIOLIMXCS OCBOOOKAEGHHEM DJHEPrUM M 00pa3oBaHHUEM IIPOMEKYTOUYHBIX
MIPOLYKTOB, HEOOXOANUMBIX ISl APYrHMX OMOXMMHYECKUX MPOLIECCOB WM pe-
aKIWH, BEAYIIUX K CHHTE3y yIJIEBOJOB U3 HEYIJIEBOIHBIX KOMIIOHEHTOB.

B kneTkax TkaHe#l 1 OpraHoOB CyIIECTBYET HECKOJIBKO IyTel pacrnaja
YTJIEBOIOB.

I'mukonu3 - OMUH U3 NEHTPATBHBIX ITyTeH KaTa0oJI3Ma TIIFOKO3EI.

Bropoit nyTh pacnanga yrieBoJoB B TKaHSX, MOJYYUBIINN Ha3BaHUE
nenTo3o-dpocdaraoro mytu (rekcozoMmonodochaTHbId WK (OCHOrIHOKOHAT-
HBIA TIYHT), SIBISETCSA MOMM(YHKIIMOHAIBHBIM IIPOIECCOM, 00eCIeunBaro-
mwmMm renepupoBanne HAJI®H, u cunres pubo3o-5-pocdara B 1mrosoe.
HAJI®H, yuacTtByeT B BOCCTAaHOBHTEIIBHBIX OMOCHHTE3aX Da3IM4HBIX Be-
ecTB, 00e3BPEKUBAHNUY JICKAPCTB U SI0B B ME€YEHH, HEUTpAIU3alMH IIepe-
KHCHBIX COCIMHEHHH B KIIETKAaX, THAPOKCHIIMPOBAHMM psAa MOJIEKYII.
Pu6030-5-pocdar ucrnons3yeTcs B CHHTE3¢ THCTUAWHA, HYKICO3UIOB U HYK-
Je0THI0B, HyKIeoTUnHbIx GepmentoB (HAJ, HAJI®, ®A/I) u monuHyKI€O-
tunos (JIHK, PHK).
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T'inkons
(myte DMOneHa-Meiteproda-IlapHaca)

I'etepoTpodHBIE OpraHW3MBI TONYYalOT HSHEPTUI0 B pe3yibTaTe
OKHUCJIMTEJIbHO-BOCCTAHOBUTEIBHBIX PEAaKUUNA PaCIIEIUICHUS OPraHu4ecKuX
coevHeHU. ['JaBHBIM KJIETOUYHBIM TOIUIUBOM CIIY>KaT ILIECTHYTJIEPOIHbIE
caxapa, B IepBYyI0 ouepelib, J-ritoko3a.

BONBIIMHCTBO HBIHE KUBYIIMX a3POOHBIX OPraHU3MOB B IMPOLECCE
SBOJIIOIUOHHOTO Pa3BUTHs COXPAHMIO CIIOCOOHOCTh HM3BJICKATh YHEPTHIO M3
TJIFOKO3bI MyTEM €€ TNIMKOJIUTHYEKOTO paclIeTICHUSI.

I'mukonu3 - 3TO crienuUYeCcKUi A TIIFOKO3BI IPOIIECC MOCIeI0Ba-
TENBHBIX (PEPMEHTATUBHBIX PEAKIUH, MPOTEKAIOIINX B TKAHAX YEIOBEKa U
JKUBOTHBIX 0€3 yJ4acTHs B 3THUX PEaKUUIX KHUCIOPOAa M MPHUBOIAIINX K Ipe-
BpAIICHUIO TJIFOKO3BI B IUPYBAT C OJHOBPpEMEHHBIM 00pazoBanrueM AT®.

CgH1206 + 2AJI® + 2by —— ZH;COCOOH + ZHAIH, + 2AT® + Z,0

Peakiuy riamkonm3a KaTadu3upyrOTCs TPYNIon (pepMeHTOoB, JIOKAIIH-
30BaHHBIX B PAaCTBOPUMON YACTH MUTOILIA3MBI, IJIE OJHAKO OIMpPEICICHHBIC
(hepMEHTBI CBSI3aHBI C IUIA3MAaTHYCCKONH MeMOpaHOl, MUOQUOpUILIIAMH U MU-
TOXOHJIPUSMHU.

I'nukonu3 BKIIOYAET 1Be craauu (puc. 5).

Ha niepBoii craguu (HOATOTOBUTENBHON) TIIOK03a (ochopuinpyer-
Cs M pacuiemusieTcs ¢ 06pa3oBaHueM TIHIEpaIbIerua-3-pocdara (arbmao36l)
u puruapokcuanetondocdara (KETo3bl).

Ha BTOpO# cTaamu TIMKONHM3a, COCTOAIIEH M3 MATH (PEPMEHTATHB-
HBIX PEaKIUii, IPH MPEBPALICHHH ABYX MOJIEKYJ TIUepalbaerui-3-gocdara
B JIBE€ MOJICKYJIBI TIMPYBaTa BEICBOOOKIAETCS SHEPTHS, KOTOpAs 3armacaeTcs B
BHe 4eThipex Mosekysl AT®. Ongnako obmwmii Beixox AT® B mpormecce -
KOJNH3a paBeH NBYyM MosiekynaM AT® B pacueTe Ha MOJEKYIY TIFOKO3HI, TO-
CKOJIbKY Ha TICPBO¥ CTaJW{ aKTUBAIMU TIIOKO3BI OBUIH M3PAcXOJOBAHBI JBE
Moutekynsl ATO.

B nmanpHelimieM ¢as3a aHa’pOOHOTO pACHICIUICHUS TIFOK030-6-
(docdara mepexoaut B a3y a’dpoOHOTO OKUCICHUS MPOAYKTA TIIUKOIU3a MH-
pyBara, HO YK€ B MaTPUKCE MUTOXOH/IPHIA KICTOK.
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TJIFOKO3A FJIHKoreH
ATO r J'IIOKOSO -1-pocdar
FeKcoana3a—) /
I'moko30-6-pocdar
u3oMepasa ManHo030-6-pocdar
DpykTo30-6-pocar

I
cragus !]!l ) yKTOKI/IHa?)a 9

®Opyxkro30-1,6-mudocdar
ampiona3sa ——>| > JIMIHAPOKCHAICTOH-

/ ‘pochar 54— I'uueposn-

-3docdar

Iunepansaerua-3-pocdar

(2 monexyubr)
HAJT
Dy HAIH;| ———— OKcaJ[oaueTaT
1,3smpocdornuuepar (2)

A

JAD
I dochornuueparkunaza

3-hocdornuuepar (2)
I ¢dochormumeparmyrasa
cTanus 2-pocorauuepar (2)
CHOJIa3a
docdoeHonmupysar (2)

Al
l ,/ INDYBATKHHA3a

IINPYBAT JIAKTAT

Puc. 5. /IBe cTamuu rIMKOJIH3A.
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Ilepsas cmadus enuxonuza - pacujeniienue y2nepooHo20 CKellemd
27I0K03bL U 00pazosanue mpuo3ogpocgamos

1. Monekyna JI-T0K03bI aKTHBUPYETCS TyTeM (oCcHOPHUITHPOBAHHS
3a cyer AT® ¢ oOpazoBaHueM rimoko30-6-pocdara. Peaknust karanuzupyer-
csi HeoOpaTMO (hepMEHTOM TI'eKCOKMHA30H, CyOCTpaToM KOTOPOT'O CITY>KHUT
komrieke Mg-AT®?

H\C //O
3- |
cHeot MgATD> < M ctorodt H_C|_OH
\|/|:0> Mg @ HO-C-H
TCKCOKHHAa3a |
(rroKoKHHA3a) H-C-OH
JI-Tmoko3a J1-rinroko030-6-pocdat H—Cl—OH O-
(auuTOCTEpHYECKUIA HHIU- I |
GMTOp TeKCOKUHA3BI) CH, -O-P=0
AGP = -4,0kkan/mMons (l)_

2. IpeBpaieHue riOK030-6-pochara Bo ppykrozo-6-hochar. O6-
paTUMasl peakius M30MEpHU3aluu Karanusupyercs GepmeHTtoMm ¢docdoriro-
KOM30Mepa3oi, 00Jamaromell CreupuIHOCThI0 B OTHOIICHHH TJIFOK030-6-
tdhocdara u hpykroszo0-6-hocdara.

H\ /o 2+ CleoH
¢ Mg eso
| docormroxo- | -
H_CI_OH H30Mepasa HO-C-H
-
HO-C-H '
, H-(li-OH
H-C-OH
| H-CI-OH
H-C-OH CHA0PO5*
CH,0-PO5*

DpykTo30-6-hocdat

I'1r0K030-6-hochar AG® = + 0,4kkan/mMonn

Peaxiusi erko MpoTeKaeT B 0OOHMX HAMPAaBJICHUSIX, HOCKOJIBKY CO-
MIPOBOXJAETCSI OTHOCUTEIHHO HEOOJBIIMM W3MEHEHHEM CTaHAApTHO# CBO-
00THOM YHEPTHUH.

3. Tperbs peakius hochopunuposanus ppykro30-6-hocdara kara-
musupyercs depmeHToM (QochodpyKTOKHHA30H - KIIOUYEBBIM (EpPMEHTOM
[JIMKOJIM3a, KOTOPBIH KaTaJu3UpyeT MepeHoc (GochaTHON TpyIIbl OT KOM-
nnekca MgAT®® B monoxernne 1 J[-pykroso-6-hocdara i B pesysTaTe
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obpasyercs (pykro30-1,6-mudocdar. Peakims HeoOpaTHMa W ONpPEACIACT
CKOPOCTD TJIMKOJIN3a B LEJIOM.

CH,OH ; CH-OPO;H,
I AJID* |
C=0 MgAT®? < C=0
! T g !
HO-CH HO-C-H
| |
H-C-OH H-C-OH
| |
H-C-OH H-C-OH
| |
CH,0POzH; H-C-OH

|
DpykT030-6-ochar CH,OPOsH;

®pyxro3o-1,6-1udocdar
AG® = - 3,40kkan/moinb

4. Pacmiemienne ¢pykro30-1,6-tudocdara. Peakuus odparumo Ka-
Tanu3upyeTcs epMeHToM (PppykTo30auboCchaTaIBI0Na30i ¢ 00pazoBaHHEM
IByX Tpro3ohochartos: rauuepanpaerua-3-pocdara (anpao3bl) U TUTHIPOK-
cuanetordocpara (KeTo3bl)

A-bpykro3o-1,6-mudpocdhar > JI-rmunepansaerui-3-pocdar + Juruapoxcu-
anerondocdar
AGP= 57,3kkan/mMob

Xorst AG® anb0Na3HOI PEaKIMH BHIPAXKACTCS OONBIION TIOTOKH-
TEJNILHOW BEJIMYUHOM, IPY BHYTPUKJICTOYHBIX 3HAUCHHUAX pH ¥ KOHIECHTpamu
MeTa0O0JUTOB PEaKIus JIETKO 00paTHMa.

H2(|30P03H2 H|2COP03H2 H\ //C
CIZO C|=O ClHOH
HOCH A — CH,OH + CH,OPO3H,
H'(:DOH Jurunpokcuareron-docdar J-raunepansaerna-3
H-COH -bocar
ILIZCOPO3HZ

J-dpyxro3o-1, 6-xudochar

5. Peakuusi B3amMoIpeBpalieHust Tpuo3oocaroB. JTOH peakiueit
3aBepLIaeTcs TepBas CTaius IJHMKoin3a. PaBHOBecme peaknuy CABHHYTO B
CTOpOHY oOpaszoBanus auokcuarieronpocdara (95%). Immnepansaerum-3-
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(dbocdaT momBepraercs pacIieIUICHUIO B peakusax Triukonm3a. OQHaKo KOH-
LEHTPALHS ero MOJICPIKUBACTCS 32 CYET 00PATUMOro MPEBPALICHUS TUTHI-
pokcuanerordochara B rimiepaibaerua-3-pocdar moa aercTeueM GepmeH-
Ta Tpro3odocharuzomepasa.

CH,OPO3H, CH,OPO3H,
| |
C=0 Tpruozodocdat CHOH
I n30Mepasa |
CHon — C=0
|
H
Jurunapokcuaneronpocdar 'nunepamsaerua-3-hochar

Bmopoii sman pacnaoa entoko3wl exnrouaem peakyuu cyocmpamuoco
Gocopunuposanus, cesazanHvle C BbICBOOONHCOEHUEM DHEPSUU MOAEK)Ibl
2moK03bl U 3anacanuem ee 8 popme ATD.

6. Peakuust oxwucienust Jl-rmunepanbaerui-3-pocdara (peakiust
TIIUKOJIMTHYECKOM OKCUIOPEIYKIIUK) MPOTEKAET B HECKOJIbKO 3TamoB. Dep-
MeHT J-riunepanbaeruadpocdaraeruaporesa’a KaTaIM3uPyeT OOpaTHMYIO
PEAKLMIO OKUCIIEHUST albAeruaHOi rpymmbl J[-raunepansaerun-3-hpocdara,
COTIPSDKEHHYIO ¢ CyOCTpaTHBIM dochoprmmpoBanrieM U oopasoBanneM ATO.

Ipu B3aumoneiictBum cyocrpara ¢ HSTpymmoii nucrerHa - akTHBHO-
ro ueHtpa depmenta obpasyercs cyocTpaThepMeHTHBIH KOMIUIEKC (THOMOIY-
anerans). OT KOBAGHTHO CBA3aHHOTO cyOcTpata Ha Kodepment HAJTL'
MEPEHOCHUTCS] THAPUA MOH. B Xone mpoiiecca BOSHUKACT BBICOKO3HEPIETHYC-
CKHif anunepMEHTHBIH KoMIUIeKe (Trosdup) u Bocctanornensrit HAJIH + H'.

CH.OPO:H, HAI" CH,OPOsH,
| Ve |
CHOH +Hs{® CHOH HAZT'
| |
c=0 — cs— @ —
| S
H H OH
I'munepambpernn-  Jlerunporesasa Cy6cTpaT-(epMeHTHDII KOMILTEKC
-3-hochar DrA (THOMOMYaneTaB)
CH>-O-PO3zH,
|
CHOH  HAJH +H"
— I
cas
4
0]

AnnngepMeHTHBIH KOMILIEKC
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AnniapepMeHTHBI KOMIUIEKC B3aUMOJIEHCTBYET ¢ HEOPTaHUIECKUM
docdarom u cBoboHEIM KodepmerTom HAJT', B pesynpTate obpasyercs 1,3-
nmudocdormunepar-anuiapochaTHoe COSTUHEHHE, KOTOPOE XapaKTePU3YETCs
BhicokuM 3HauenreM AG® rigpommsa (-11,8Kkkan/Mors)

CH>0OPO3H, CH>0PO3H;
| |
+ +
|CHOH HAIIH +H HATT" ClHOH HAQ
C DS—@ +HPO, —¥—> COOPOH; +HS @
7 HAJIH, 7
O
AnnngepMeHTHBIH KOMILIEKC 1,3 - mudochoraumnepat

CyMMapHO peakiuio TIIMKOIUTHYECKOH OKCHUIOPEAYKIIMH MOKHO
H300pa3UTh CIEAYIONTUM 00pa3oM:

HC=0

: p
H-C-OH %0 OPO:H,

| TJIMLEPANbICT U]~ |

CH20POsH, +HAI" + HPO4,——————————>  CHOH +HAJIH,

docoarnernaporenaza |
CH>0PO3H;

I'munepanbaerun—3-pocdat 1,3-nudocdormuuepar

1,3-mudocdormuuepar 1 HAJIH, - annocrepuueckue MHrHOUTOPHI
rmnepanbaeruadochaTaeruporeHaskl.

7. Ilepenoc docdarnoii rpymmsr ¢ 1,3audbochoraumnepara na AP
¢ obpasoannem AT® u 3-hochornummepara. Peakius mepeHoca BBICOKO-
sHeprernueckor QocdarHoit Tpynmel oT KapOOkcwiIbHOM Tpynmbel 1,3-
mudochormuuepara Ha AJID ¢ obpazosannem AT® u 3-pochormmuepara
KaTanusupyercs pepMeHToM (ochorimuepaTKkuHa3zom.

| (ocdormuueparkunasa |
HCOH +Al® — 5 CHOH +ATO
| +Mg?* |
H,C-OPOsH; CH,0PO3H,
1,3-tudocdormuuepar 3-pochormurepar

8. Ilpespamenune 3-hochormuuepara B 2-pochormuuepar. Obparu-
Masi peakuus rnepeHoca ¢pochaTHONW TPYNITEI U3 MOJIOKEHUS 3 B TIOJIOKEHUE 2,
B IpefieNiax MOJIEKYJbI cyOcTpara KaTaau3upyercs: pepMeHTOM (ochorimie-
paTMyTa3ou.
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+Mg?*
-~

3-thochormmnepar  pochormumepar- 2 pochoraumuepar
MyTasa

AG’ = + 1,06kkan/monn

Kodakropom dochormumeparmyrassl sBasiercss  2,3-1udochoriu-
nepar, KOTOpeld oOpasyercst 3a cueT QocdopunupoBanus 3-pocdor-
auuepara, 3areM, jaedochopuimpysch, mnpeBpamaercs B 2-pocdornm-
nepar.

COOH COOH
2 Chon CH,0-POSH,
C|H20'P03H2 +E-POsH, —> C|H20P03H2
3-pochormumepar 2,3-mudochormumepar
6) (|ZOOH (|ZOOH
CHOPO3H; CHOPO3H,
C|H20PO3H2 +E — CIHZOH +E-PO3H>
2,3-mudochormuuepar 2-¢pocdormunepar

9. lernaparauust 2-pocdoraunepara ¢ odpazoBaHueM GpocdoeHo-
nupyBata. Peaknust ormerniennst Boasl ot 2-pocdornuiepara odpatuMo Ka-
TanusupyeTcs (epMeHToM eHoinazoi. B pesymbrare peaknum oOpasyercs
BBICOKODHEPTeTHIECKOe coequHeHre (HochOCHOIITUPYBAT.

CH,OH CHz

| +Mg?* I
H|COPO3H2 p— C - OOPOsH; +H;0

|
COOH COOH

AGP= + 0,44xkan/mons

OOmiee conep:kaHue sHepruu B 2-pocdorauuepare u pochoeHon-
MUPyBaTe MOYTH OJMHAKOBO, OJHAKO OTLICIUICHHE MOJEKYJbl BOABI OT 2-
(bocdormunepara BbI3bIBACT IEPEPACIPEACICHUE YHEPTUH BHYTPH MOJICKYJIBI.
OTUM 00BICHIETCS TOT (aKT, YTO BEITUYNHBI CTAaHAAPTHOW CBOOOJHON dHED-
run (AG®) ruapommsa docdaraex rpymm - 2-<pocormuiepara u pochoe-
HOJIMUpYBaTa pa3iudyaloTcsi o4eHb cuiabHo. s 2-bocdormumepara 3rta
BeNMunHa cocTaBiser - 4,2 xkan/moib, mus ¢ocdoeHomnupysara - 14,8
KKaJI/MOJTb.
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10. ITepenoc docdarHoi rpymmsr ot GochoeHonnupysara Ha AJD.
Peaknus katanmsupyetcs GpepMeHTOM MUPYBaTKWHA30W. Peakmust HeoOpaTtnma,
TaK KaK IpOTEKaeT ¢ OOJBIINM M3MEHEHHEM CTaHAApPTHON CBOOOIHON dHEpTUn
npu ruaposmse pochoenonmupysara - 14,8 kkan/mMois. [IpuOIM3UTENBHO MO-
JIOBHHA 3Toit YHepruu 3anacaercs B popme ATD (AGP = -7, 3kkan/mMois)

CH, K CH;
I [UpYBAaTKUHA3a I
CO OPOsH, Mg?" c=0
| |
COOH N COOH
Ald  AT®
ool TTupysat

AG® = -7,5kkan/mMonb

Y a’poOHBIX OpPraHW3MOB MHPYBAT, 0OPA30BABIIMICS B IMPOIECCE
TJINKOJIN3a, B MHUTOXOHAPHUSAX BCTyMaeT B OOMMH IyTh KaTaOoIM3Ma, TIe
MOJIBEPTAEeTCs] PEAKIHAM OKHCIMTEIBHOTO JekapOokcuanpoBanus (cM. bBro-
JIOTHYECKOE OKUCIeHHe. DHepreTrka kietku. - . 1. -C.16-20).

HAJIH,, oOpa3yrommuiicss B X0/1¢ TIHMKOIH3a, ePEIacT MICKTPOHBI H
MPOTOHBI HA JBIXATEIBHYIO eNb. [[0CKOIBKY MUTOXOHAPHATbHAS MeMOpaHa
Henponunaema aiast HAJIH,, nepenoc Bogopona ¢ nurosonasnoro HAJIH, B
MAaTPUKC MHTOXOHJPUN OCYIIECTBIISACTCS MPH YYaCTUU CICIHATBHBIX Yel-
HOYHBIX MCXaHU3MOB.

YeTHOYHBIE MEXaHU3MBbI

CymecTByeT HECKOJIIFKO MEXaHH3MOB TPAaHCMEMOPAHHOTO TEpPEeHOCa
3JIEKTPOHOB M MPOTOHOB M3 LHUTO30JII B MaTpUKC MUTOXOHApHiA. Hanbomnee
Ba)XHBIM M3 HUX SBJSECTCS MalaTaclapTaTHBIN YeTHOYHBIH MEXaHU3M, JICHCT-
BYIOIIMI B MUTOXOHJPUSX MEYEHU, MTOUEK U CepAlla U OMOCPEAYyeTCs ABYMS
MEMOpaHHBIMH TIEPCHOCUYMKAMHU U 4YeThIpbMs (pepmenTamu. CyTh 3TOrO Me-
xaHu3Ma cBoautcs k Tomy, uto HAJIH, B nuTo30ie npu ydyactuu manatie-
TUAPOreHa3bl BOCCTAHABIMBAET OKcajoanerar B Majar. C moMoIblo mepe-
HOCYHMKA MaJIaT MPOHHUKACT Yepe3 MUTOXOHIPHUAIBHYI0 MeMOpaHy, 0OMEHH-
BasICh C O-KE€TOTJIyTapaTOM, KOTOPBIM BBIXOAUT M3 MHUTOXOHApUU. B muTo-
XOHIPUSIX MajaT OKHUCIAETCS MPHU YY4acTUU MallaTAETUAPOTEHAa3bl, BOCCTa-
HABIIMBAs BHYTPHUMHTOXOHApHaIbHbIH HAJ .

O06pa3oBaBIIMCS B MaTPUKCE MUTOXOHJPHI OKcajoaleTaT He Tpo-
HUKaeT yepe3 BHYTPEHHIOI0 MUTOXOHIPHATIBHYI0 MeMOpaHy, IpeBpamaeTcs B
pe3ynbpTaTe peakiui TpaHCAaMHUHHPOBaHUS ¢ L-rimyramarom B acmaprtart. Ilo-
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CJIEAHUN MYyTEM aHTHUIIOPTa C TIIyTaMHUHOBOMW KHCJIOTON MEPEXOAUT B IIUTO-
maasMy, Iie€ B Mpolecce NepeaMUHUPOBAHUS C O-KETOrIyTapaTroM IMpeBpa-
IIaeTcsl B OKcaioareTaT, UK 3aMbIkaeTcs. [Ipu mepeHoce 3IeKTPOHOB OT
HAJIH; kK MUTOXOHIPHAILHOHN IBIXaTEILHOMN IENH C MMOMOIIBIO JaHHOTO Me-
XaHW3Ma Ha KXIyI0 TpaHcropTupyeMyro MoJiekyiry HAJIH, cuaTe3upyetcst Tpu
motekynbl AT®. ManaT-acapTaTHbIi YeTHOYHBIH MEXaHU3M TPaHCIIOPTa BO-
JI0pO/ia BO3MOJKEH TOJIBKO TIPU YCJIOBHH, YTO OTHOILCHHE [HAI[HZI/ [HAL] B
LIUTO30JI€ BHILE, YEM B MATPUKCE MUTOXOHIPUH.

[TuTo301p
BHYTPCHHSS MUTOXOHJPH=  Matpuke
Tiukonus anbHas MeMOpana MUTOXOHAPHH
I'moko30-6-pocdar —
HAL" Masar @ Masar HAL"
[manarmernaporenasa) [manaTmernmpo-
reHasal g
2 [Mupysar HAJTH,
Okcajoanerar Okcanoarierat HAJIH,
I'm EHT
yTamar {B)t [yramar AbIXaTeJabHast
nenb
[Tpancamunasa] ~. <« [rpancamunasa)
Acmaprar Acnaprat
O-KeTorIyTapar ) O-KeTorayTapaT
N4
——

Puc. 6. Manar-acnapTaTHast 4eJHOYHAs CHCTEMa TPAaHCMEMOPAHHOTO MEPEHOCa HIICKTPOHOB
U MIPOTOHOB 0T 1IMTO301bHOr0 HAJTH, B MaTpukc MUTOXOHIpUiL.
A - ManaT-0-KeTorIyTapar-TpaHcIoKasa
B - rmyrapar-acnaprar-TpaHciIoKasa

B cKkeneTHbIX MbIIIIAX, MO3TY, IEUYEHH U JIETATEIbHBIX MBIIILAX Ha-
CEKOMBIX TIEpEHOC BOCCTAHOBUTENBHEIX 3KkBHBancHToB [2H +2€] or HAJTH,
OCYILECTBIIsICTCS THleposihpocdaTHON YeTHOUHOM cucTemou. [lepeHocuu-
KOM MPOTOHOB U 3JICKTPOHOB SIBISETCS TIHIEPOi-3-hocdar, KOTOPBIH JIETKO
MIPOXO/IUT Yepe3 HAPYKHYIO0 MUTOXOHIPUATIbHYIO MEMOpaHy.

Peakiusi mepeHoca 3JEKTPOHOB M MPOTOHOB OT IMTO30JILHOTO
HAJIH, na auruapokcuamerordocdar ¢ obpazoBanueM riaumepo-3-hpocda-
ta Katammupyercs HAJ -3aBucumoii rumepon-3-ocdaTieruaporeHason.
I'nunepon-3-hochar B MHUTOXOHAPHSAX OKHUCISETCS B TUTHAPOKCHAICTOH-
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dbocoar npu yuactum DAJ[-3aBHCHMON JeTHAPOTEHA3bl, KOTOpas CBsi3aHa C
BHYTpEHHEH MHTOXOHApHATbHOW MeMmOpaHoW. Boccranomnennsrii ®AJIH,
BHYTPH MHTOXOHIPWUH TEPEHOCHUT AJIEKTPOHBI HA IBIXaTEIBbHYIO IeNbh Ha
ypoBHe Kodepmenta Q, mpu 3TOM 00pasyroTcs aBe Moyiekyisl AT®, a He
TpH, Kak npu HAJIH,. Ucnoms3oBanne ®AJ] nemaeT BO3MOXKHBIM TEPEHOC
9JIEKTPOHOB M MPOTOHOB B MUTOXOHJPHH OT muToIuiasmarudeckoro HAJTH,
MIPOTHB rpagueHTa kounenrpauuu HATH,.

LluTo301b Mewmbpana Martpukc
MHUTOXOHJIPUU MHUTOXOHJPUH
CH,OH |
I — CH,OH
Jurugpokcn-  C=0 | z
areroHgoc- | C=0
dar CH;OPO3H; |
HAJIH; CH,OPO3H, 7 Q (OuxuHOH)
JIETUApPOreHasa DOAJIH>
+
HAJ DA
CH,OH CHOH
| I
HO-C-H HO-C-H
| |
CH>0OPO3H; CH,OPO3H,

I'muuepon-3-docdat

Puc. 7. I'munepondocdaTHbIH YeTHOIHBIH MEXaHU3M.

B kapamoMuonuTax akTUBEH M MMEET MECTO TPAaHCHOPT BOAOpOJIa
HAJIH; u3 n@roria3Mbel B MUTOXOHIPUH B COCTaBe JIaKTaTa-JIAKTATHBIA de-
HOYHBIA MEXaHM3M, YTO ITO3BOJISIET MCITOIL30BaTh [IUTOIIA3MaTHIECKHUI JIaK-
TaT B MaTPUKCEe MUTOXOHAPUN KaK cyOcTpaT OoKUCIeHus u uctouank HAJITH,
Jutst o0pazoBanust AT® B IbIXaTeIbHOHN IICTIH.

AHa3pOOHBII INIMKOJIN3

[Tpn a3poOHBIX YCIIOBUSX MPOAYKTOM TIIMKOJIM3A SBISIETCS IUPYBAT,
Ba)XHasi POJIb KOTOPOI'O B METAa0OJHM3ME YIJIEBOJIOB OIpEAEIIETCS TEM, 4TO
9TO COEAMHEHHE - LIEHTPAIBHOE 3BEHO B TOUKE MEPECEYECHUS pa3IUUYHbIX Ka-
TanuTrieckux myteit, u Bropoe HAJIH,, oOpa3oBaBiuiicss mpu OKUCICHUU
raauepaibaerua-3-gocdara, peoKHCIISTCS 38 CYET MOJEKYJSPHOTO KHCIIO-
poxa.
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AHa3pPOOHBII TITUKOIN3 Y KIUBOTHBIX M YEJIOBEKAa MOKET IMPOXOIHUTH
BO MHOTHX THIAaX KJIETOK, HO €r0 3HAYEHHE JJIS Pa3INYHBIX KJIETOK HEOIHO-
3Ha4HO. B paboTalonmx CKEJIETHBIX MBIIINAX aHAadPOOHBIA TIIMKOIU3 OCO-
OcHHO OOJPBIIOE 3HAUYEHHE WMEEeT MpPH KPAaTKOBPEMEHHOW HHTCHCHBHOM
pabore, korga B Teuenne 30-50cek. ¢ 1o 90% ncnosp3yemoii sueprun ATD
obecrieunBaeTcss 3a cyeT TiuKojim3a. CKOpOCTh aHA3pOOHOrO TIIMKOJIM3a B
TeueHue 4-SvHH. YMEHBIIAETCs BIBOE, a adpOOHOIr0 pacraja - COOBETCTBEH-
HO yBenmumBaercs. Yxe depe3 30 MUH. SHEprus B KIIETKAX MOCTaBIISIETCS
MOYTH ICIMKOM 3a CUET adpOOHOro IMporecca, MpuYeM Kak cyocTpar - OKHC-
JICHHUs B OOJIBIICH Mepe MCIOJIB3YIOTCS KUPHBIC KHCIOTHI, MUPYBAT K€ HC-
MOJIB3YETCs JJIi CHHTE3a OKCcajoalerata - KIYEBOIO PEryysropa IIHKIa
Kpebca.

B HanpsixkeHHO-paboTarOMMX CKENETHBIX MBIIIIAaX 00pa30BaBIIMICS
MpH ACTHAPUPOBAHKUY TiuLepaibaerua-3-pochara HAIH, peokucisercs: He
3a CYET MOJIEKYISIPHOTO KHCJIOPOAa, a 3a CYEeT MHpPyBaTa, BOCCTaHABIHMBAIO-
mIerocs IpHU 3TOM B JIakTaT. Peakuus KaTamm3upyercss GepMEeHTOM - JIaKTaT-
JIeTUIPOreHa30M.

Mupysar + HAIIH, < Jlakrar + HAJT
AGP = -6,0kkan/mMos

PaBHOBecue peakuuu CABHUHYTO BIPaBO, O YE€M CBHIETEIbCTBYET
OombIIast OTpUIIATEIbHAS BETUIHHA AG.

CyMMapHBIH pe3yibTaT TIMKOJIH3a BBIPAXKACTCS CICIYIONIUM ypaB-
HEHUEM.:

Cﬁleoe + 2HPO4 + ZAHq) = 2CzH603 + 2ATO + 2[_120

B 06enpIx MBIMIEYHBIX BOJIOKHAX W CETYATKE IJIa3, IJ€ OYEHb MaJio
MHTOXOHJIPUH, B OIMYyXOJIEBBIX KIETKaX, TJie¢ HapylleHa aKTHBHOCThH IIUTO-
MIa3MaTUIeckoi (HoCHOrIHIepOIAeTHAPOTCHA3B, PE3KO YBEIMYEH aHadPOO-
Heli cuHTe3 AT®, B kjieTkax OSTHX TKaHEH HaKaIUIMBAeTCS MOJOYHAas
KHUCIoTa. B apuTponuTax, rae HeT MUTOXOHApHUH, moTpeOHoCcTh B AT® menu-
KOM YIOBJIETBOPSETCS 33 CUET aHAPOOHOTO TIIMKOJIH3A.

B xieTkax opraHoB W TKaHEH WHTCHCUBHOTH aHAIPOOHOTO TIIMKOJIH-
3a YCUJIMBAETCs MPHU HApYILICHUH TPAHCHOPTa KUCIOPOJa, YTO UMEET MECTO
mpu 3a00JICBAHUSX OPTraHOB JBIXAHWS, AHEMUSIX U MHTHOMpOBaHUM (pepMeH-
TOB JIBIXaTEJIbHON LEIHN.
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JHepreTH4YecKMii fajaHc IJIMKOJIN3A U ero Guoornyeckue QyHKIUU

I'mukonu3 At GONBIIMHCTBA OPTaHU3MOB SIBIISIETCS OAHUM U3 ICH-
TPaJIbHBIX META0ONMYECKUX IyTeH, KOrJa B XOJIC PEaKUUi NpeBpaniCHUs
TJIFOKO3EI B JIBE MOJICKYJIBI THpyBaTa U aBe MoJiekyiasl HAJTH, kieTka moiy-
yaeT sHepruio B popme ATD.

Kax aspoOHbIi, Tak 1 aHAIPOOHBIN MPOIECC MPEBPAIICHHS TIIOKO3bI
MMEIOT OJMHAKOBBIH MEXaHU3M BIUIOTH JO 00pa3oBaHUS IHpyBaTa. JHEpre-
TUYECKUH OallaHC Takke OJUHAKOB. 2 MoyieKylbl AT® Ha MOJEKYy TITFOKO-
3bl. [Ipu aHa’poOHBIX ycnoBusx oOpasyrommiics HAJIH, okucnsercs, Boc-
CTaHABJVBas MUPYBAT B JIAaKTaT. B a’pOOHBIX YCIOBUSAX JBE MOJICKYJIBI
HA/IH; OKHCTSIOTCS ¢ y9aCTHEM YEITHOYHBIX MEXaHU3MOB, IIPUBOJS B IbIXa-
TEJIBHOM Ienr K 00pa3oBanuio 6 monekyn AT®. J[Be MOJIEeKyIbl TUpyBaTa B
MPOIECCe OKUCIUTEIBHOTO JCKapOOKCHIIMPOBAHUS INPEBPALIAOTCA B JIBE
Mosekynbl aneTwi-KoA u aBe Mojekynbl BocctaHoBieHHoro HAJIH».
2HAJTH, noaBepraroTcsi OKMCICHHIO B IBIXaTEIBHOM LIEITH, TaBas CIle IeCTh
mosiekyn AT®. JlanpHeimne npeBpameHus IByX MOJIeKyn aneTmi-KoA B
LIUTPATHOM LHKJE NatoT a8e Mosiekyibl ['T®, mects monekyn HAJIH, u nse
moutekynsl DAJIH,. OkucneHne STHX BOCCTAHOBICHHBIX KO()EPMEHTOB B JIbI-
XaTeJIbHOM IEMU ¥ COMYTCTBYIOIIEE OKHCIHTENbHOE (ochoprrpoBanue
MPUBOANT K 00pa3oBaHUIO OBYX MOJEKyl AT® mpm OKHUCICHHH MOJIEKYJIHI
®AJIH; (1.e. ueThipex Monekyn AT®D Ha MOJIEKY/y TIOKO3BI) H TPEX MOJIE-
Kyl AT® npu oxuciennn Monekyinsl HAIH, (t.e. 18 monekyn AT® Ha Mo-
JIEKYITy TJIFOKO3bI).

Takum 00pa3zoM, B mporecce a3poOHOr0 OKHCICHUS MOJICKYIIbI TITFO-
K03bI cuHTe3upyercst 38 monekysn AT®, B aHadpOOHBIX YCIOBHSX - 2 MOJ€e-
Kynbl ATO.

B xietkax GONBIIMHCTBA TKaHEH (MBIIIEYHOM, HEPBHOM, COEAUHH-
TENBHOM U JAPYrUX) TIIMKOJU3 MPEACTABISIET COOON MPaKTUYEeCKH HeoOpaTu-
MBI TIporecc. B aHa’pOOHBIX YCIOBHAX, a TaKXKE B KICTKaxX, TOC OTCYT-
CTBYIOT MHTOXOHIPHH (IPUTPOIMTHI), TIIUKOJIN3 SIBISIETCS CIHHCTBEHHBIM
MEXaHU3MOM, 00ECTICYNBAIONTIM YHEPTETHUECKUE TOTPEOHOCTH KIIETKH.

AdpOOHBIH pacmaja TIFOKO3BI IMPOUCXOANUT BO BCEX OpraHax W TKa-
HAX, HO HMCKJIIOUHUTEIbHO Ba)KHOE 3HAUEHHE OH HMEET B KJIETKaX HEpPBHOM
TKaHH, TJ€ OCHOBHBIM HMCTOYHHKOM JHEPIMH CIYXHUT TJIIOKO3a, TOr/a Kak
KJIETKM MHOTHX OPTaHOB HCITOJB3YIOT M IPyrHe UCTOYHWKH dHEpruu (Kup-
HBIC KHCJIOTHI, KETOHOBBIC Telia). UyBCTBUTENBHBI K HEMOCTATKY TIIFOKO3BI, U
0COOEHHO KHCIOPOa KJICTKH LEHTPAILHOW HEPBHOM CHCTEMBI, YTO TPOSIBIIS-
€TCsl TOJIOBOKPYXKEHHUEM, MTOTepe CO3HAHUS, CyIOPOTaMH.

AnadpobHEIe yenosus [FHBIX METa0OINIECKHX ITyTe 0OMeHa yTIIeBOIOB
WX OPTraHOB W TKaHEH, TJIMKOJU3, MHTETPUPYS C

I'mroko30-6-pocdar
»Opa3yeT eIHHYI0 CHCTEMY C MeHT030(ochaTHEIM

2HAJH,
TJIMKOJIN3

ATD 42
2 [IUPYBAT

2 JIAKTAT



AdpoOHBIE yCIIOBUS
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LUTPATHBIN [UKIT
+
JbIXaTeIbHas LIeMb
1 OKHCITUTENBHOE
¢dochopunpoBanue

38ATD

AG® = 2847k /Mo

Puc. 8. Dueprernyeckuii 6ananc aHad3poOHOTO U a3pOOHOTO PACIICIIICHUS TTIFOKO3bI
U JPYTUX TEeKCO3.

(DepMeHTLI IIMKOJIHU3a

CBoGoanbie (HeGOCHOPUIMPOBAHHBIE) MOHOCAXApa MPAKTUYECKH B
OMOXMMHMYECKUE MPOIIECCH HE BOBJIEKAIOTC. Bee MPOMEKYTOUYHBIE MIPOAYK-
Thl TJIMKOJIM3a, PACIOJIOKEHBIE B TIIMKOJMTHUECKON IOCIEN0BATENLHOCTH
MEKIy TIIOKO30M M MUPYBATOM, HAaXOIATCS B GocHOpHINPOBaHHON (GopMe.
®dochopUITUpOBaHHBIE TPYIIBI B 3THX COCAWHEHMAX CBSI3aHBI d(DUPHON WK
AHTHAPHIHOMN CBA3BIO.
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DochopunnpoBaHre MOHOCAXapUIOB SBISETCS HAYAIOM JFOOBIX MX
JaTbHEUIITNX TIPEBPAILICHHH.

Peakin aktuBaru ((pocHoprnpoBaHus) MOHOCAXapPHUIOB OCYIIIe-
CTBIISIIOTCS B KJIETKaX OPTaHOB M TKaHEH NP y9acTHH (PepPMEHTOB KHHA3!

1. Tlepenoc docdarTroro ocrarka ot AT® k rexcosam (J-TirOK03e,
H-bpyxrose, I-ranakrose, J[-MaHHO3€) KaTaau3upyercsi pepMeHTaMH - reK-
coknHa3aMu. [ eKCOKMHA3HBIC PEAKIUH TPAKTHICCKH HEOOPATHUMEI.

M92+

Jl-rimoko3a M J-rmoko3a-6-pocdar
TE€KCOKHHa3a

ITomoOHO npyruM KrHa3aM, FTeKCOKMHA3a JUIS MPOSIBICHUS CBOCH aK-
TUBHOCTH HYXXJaeTcs B HOHE Mgz+ (unu Mn2+). JIByXBaJICHTHBIC HOHBI 00pa-
3y10T KoMIUIekc ¢ ATO.

Mg CAT®? (wmm Mg?* CATO* )

NH, NH,
N7 N
N7/ N .
M
|| O M || MO
< oo o N 0 0 o
N7 W Co NN S b
0 CHzO-P-OCPOCP-O- (CHzO-P-OLP-OLP-O-
bbb S

Puc. 9. Crioco6s! cesi3biBarms Mg ¢ ATO.

I'ekcoKkMHA3bl B KJIETKAX OPraHW3Ma MpPEACTABICHBI YETHIPbMS TH-
namu usodpepmentos (1, 1, ,1V). H3obepmenTts! obnanarot pasHO# Crieiu-
(DUYHOCTBIO K CyOCTpaTam U pa3HoOil aKTHBHOCTHIO.

Heo6XxoauMo OTMETHTB, YTO B IEYCHH UMEETCs BeCh Habop uzodep-
MEHTOB '€KCOKHHA3, YTO TOBOPHUT O Pa3HOOOpa3HH BO3ZMOXHOCTEH Me4eHOU-
HOU KJIETKH HUCTIOJIb30BaTh U YTUIN3UPOBATH TIIIOKO3Y.

I'nrokoknHaza (rekcokuHasa V), uMeromascs ToJbKO B IIapeHXuMa-
TO3HBIX KJIETKaX Ie4eHu, oTandaercs ot rekcoknnas |, |l u Il BeicokuMm 3Ha-
yenmem KM mis mmokossl - 2 102 M, He HHTHOMPYETCST TIIFOK030-6-
(hocdaToM 1 Ha MMOHYIO MOIIHOCTH BKITIOYAeTCs B paboTy 1mo ¢ochoprmpo-
BaHMIO CBOOOIHOM TIIFOKO3bI, KOTJa B KPOBH BOPOTHOW BEHBI KOHLIEHTPALHS
rIr0Ko36! nosbimena (9-10Mmoib/i).

I'excoxunassl |, Il u Il dpochopunnpyror He TOJNBKO TIIOKO3Y, HO U
apyrue rekcossl ([-dbpykrosy, J-manHo3y, [-riroko3amuH). I'ekcoknHaza
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o6yasaeT BBICOKHM cpojacTBOM K rimokosze (Km < 0,1 mmons/n) u dochopu-
JHMPYET TIIOKO3y U JPYrHe TeKCO3bl MPH UX OOBIYHBIX KOHIIEHTPALHUSX B
KJIETKaX.

AXTHBHOCTh T'€KCOKHMHa3bl 1 OOBIYHO BBICOKA B MOYKaX M MEYCHHU;
TeKCOKWHA3HI || - B MBITIIIIax M )KHPOBOM TKaHU; TeKCOKMHA3HI |l - B meueHu u
CelIe3CHKeE.

I'ekcokunassl || u IV uHCYNMH3aBUCHMEI, YTO TIO3BOJISICT UX CUUTAThH
MIPUCTIOCOONTEIBHBIMU (DEpPMEHTaMH.

2. Creayromuii stan TIIUKOJIM3a - 3TO M30MEPH3alUsl TITI0K030-6-
¢docdara Bo (pykTo30-6-ocdar, 4ro npexncrasisier coOOH IMpeBpalleHHe
abI03bl B KETO3y. DTa peakiusi 00paTuMo KaTaTu3UPyeTCsl CHenu(pUuIHbIM
(dhepmenToM TIrOKO30(hoCchaTH3OMEpa3oii, KOTOPHIH JEHCTBYET Ha TIIFOKO30-
6-pocdar (npsmas peakims) u ppykro30-6-hochar (oOpaTHas peakius).

IIII0K030-6-(hocdat-
n3omMmepasa
I'moko30-6-pocpar ——— Ppyxro3o-6-pocdar

3. 3a cTamuei u3oMepHU3auu CleayeT peakius hochopumpoBaHus
(bpykTo30-6-hocdara ¢ mcmomb3oBanmeM AT® m Mg™" ¢ obpasoBaHHeM
¢pyxro3o-1,6-mudocdara. Peakuus karammsupyercs dpepmeHroMm dochod-
pykTOoKHMHa30H. Peakuus HeoOpaTHMa BCIIEACTBUE 3HAYUTEIBHOTO CHIDKEHHUS
cBoOoHOH 3Heprun. CKOPOCTh TIIMKOJN3a JINMUTHPYETCS YPOBHEM aKTHB-
HOCTH (ochoDpPyKTOKMHA3BI - CIOXKHOTO aJJIoCTepHUecKkoro QepmenTa,
YIPaBIIEMOT0 MHOTHMH TIOJOKUTEIFHBIMUA M OTPHIATSIEHBIMH MOJYIISTO-
pamu. B ckeneTHBIX MBINIIAX B KAYECTBE IOJIOKUTEIBHBIX PErYJISITOPOB SIB-
mwiorcst AM® u ¢pykro3o-1,6-1udocdar, a rIaBHEIME OTPHLIATEIBHBIMHU
Moxynstopamu - AT® u murpat. O4eHb BaXHBI TaK)Ke B KAUECTBE PETYIATO-
poB AJI®, bocdat, morsr Mg~", dpykroso-6-pocdar.

4. Ha cnenyrommem stane Gpykro3o-1,6-mudocdar pacmemnsercs ¢
oOpaszoBanreM riHIEepaibaerua-3-pocdara u auruaporcuaneToHpocdara.
370 mpeBpalieHre Katanu3upyercs GpepMeHToM anbaonasoi (bpykroso-1,6-
mudochar-nuasa). Cesa3p YriepoA-yriiepo)l pacuieluisieTcs B pe3yabTaTe 00-
pallleHus peakliy aJibJ0JIbHOM KOHJCHCALINH.

Anpnonasa - GepMeHT YeTBEPTUYHON CTPYKTYpPHI. Y YeloBeKa U >KH-
BOTHBIX HMEETCSI TPH THUIA U30(EPMEHTOB aJbJ0JIa3; MBIIICUHBIH (A4), TIEUe-
HouHbI (Bg), Mo3roeoit (C4), KOTOpBIC OTIMYAOTCS MO AMHHOKHCIOTHOMY
COCTaBY TMOJIMTIENITUAHBIX merel. Kaxaelii u3 M30(pEpPMEHTOB COCTOUT U3
OIMHAKOBBIX THIIOB CyOBEOMHMII. B KIIeTKax IEYeHHW NMPUCYTCTBYET TaKXKe
cneruduueckas Gppykrozo-1-pocdar-anpaonaza, KoTopas KaTaIu3UpyeT 00-
PaTUMYIO PEAKIIHIO.

H-dpykrozo-1-pocdar _ > J-rmuuepansaeruf + - TuruapoKcHaeToH-

¢dochar
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O6pazoBaBmuiicss J[-rnuniepanbaeru IMOA BIUSHUEM (QepMeHTa
TPHO30KHHA3bI (hochopumupyercss B rimuepaibaerua-3-hochar u Moxer
BKJIFOUUTHCS B TIIMKOJIUTHYECKUH ITPOLIECC.

Mg AD

ALlD ) iv
J-rnunepanbaeru J-raunepansaerua-3-pochar

5. B peakuusix IJIMKOJIM3a HCIOJB3yeTCs Tiuiepanbaerui-3-hoc-
¢dar. Iurnapokcuanetondocdar mox mericreueM pepmenta TprozodocdaTu-
30Mepa3bl M30MepHU3yeTcsl B IiMiepanbaerua-3-pocdar. Peakius xapakre-
pusyercst 60Ol ObICTpPOTOM M oOpaTuMocThiO. [IpeBparieHne AUTHAPOK-
cuaneronpochara B riuuuepaitbiaerua-3-pocdar npoTekaeT JErko Nnpu -
(heKTHBHOM y/aJIEHUH TOCIETHETO U3 CPEAbI.

6. BTopas craaus miMKoNIHM3a - CTaius OKHCIHTEIBHO-BOCCTAHOBH-
TENBHBIX PEAKIMH W TCHEPHUPOBAHUS BBICOKOIHEPIeTHUYCCKUX (PochaTHBIX
coenuHeHni. HauanbpHas peakiys NMpencTaBiseT coOOH MpeBpalieHue TIIH-
uepaipaerug-3-pocdara B 1,3zudocdornunepar, Katamusupyemoe ¢ep-
MEHTOM TIIHLEpaIbaerua-3-hocdar-aernaporeHasom.

I'munepansaerun-3-hochar-qeruaporeHasa COCTOMT W3 YEThIpEX
OJMHAKOBBIX cyObemuuun (Moy. Macca ¢epmenta 140000 ). B cocrase
depmenra umeercst HAJ". BaxHyio pons B kKaTanmse urpaer SH-rpymma ak-
TUBHOTO IeHTpa pepMeHnTa. DepMEHT KaTaau3UpPyeT OKUCIUTENBLHOE Pocdo-
PUIMPOBAHHUE CBOETO AJIbJICTUIAHOTO CyOcTpara.

[munepanbaerua-3-pochar + HAJIY + HsPO, —> 1,3audochormumepar + HAJIH,

B npouecce npeBpameHI/m ajlpJeruaa B aIII/IH'(l)OC(I)aT CHa4aJia HpO'
HNCXOOUT OKHCJIICHUC aHL,HGFH,HHOﬁ l"pyHHI)I
o} HAZT CH HAT O HAJH,
2 / | / " |
R-Q +HSE ————> R-C-S-E ——> R{IS-E
|
H H

Dra peakius tpedyer ynanenus ruapuarona (:H'), koTopsiid npen-
CTaBJIsET cOOOM PO aroMa BOAOPOIa ¢ ABYMs diiekrpoHamu. OTnenenue
THAPHUIMOHA OT albJIEruaa CONPSIKEHO C MPEOI0JEHHEM MOIIHOIO Gaphepa,
00YCIIOBIICHHOTO OMIONIAPHBEIM XapakTepoM KapOOHWIBHOW Tpymmbl. OTme-
JIEHWE THAPHINOHA JOCTHIaeTCs 00pa3oBaHueM CyOCTpaTGepMEHTHOIO KOM-
IUIEKCA MYTEM COETUHEHUS CYIb(QrUAPHILHON TPYIIBI aKTHBHOTO LEHTpa
(epMeHTa ¢ YIIIEPOIHBIM aTOMOM aJIbJETHAA M aKIENIUel THAPHI-HOHa MO-
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nexymnoit HAJI". B ¢ty 3Toro cBoGOIHAS SHEPTHs OKHUCIICHHS HAKATUINBACT-
sl B allMJIGHOM IIPOMEXYTO4YHOM npoxaykre. [Ipucoennnenue opropocdara k
9TOMy 0OraToMy dHEpruei NPOMeKyTOUYHOMY HMPOIYKTY MIPUBOAUT K 06pa3o-
BaHHUIO MakpodHepreruueckoro ammwidocdara-1,3-1udochormumepara.

7. Tlepemaua Oorartoro sueprueit docdara or 1,3-rudochorim-
nepuHoBoi kucnotsl Ha AJI® ¢ obpazoBannem AT® u 3-pochormmnepara
Katanmsupyercs pepMeHToM QocdorinneparknHasoil. Peakuus conpoBox-
JlaeTcsl 3HAUYMTEIbHBIM TaJIeHUEM CBOOOJHOW 3HEpPIuH, U MO3TOMY pPaBHOBE-
cue ee cOBUHYTO Brpaso. [Ipu n3beitke 3-pochornuuepara (mpu 3-OI>1,3-
nudocdornuuepar) hochorauiepaTKHHA3HAS peakuus oopaTuma.

1,3-nupocpornuuepar + Mg CAJID™ mﬂ) 3<pocdormuuepar + ATD

8. 3<bochornmuuepunoBas kuciora mon acicTeueM (hocdormie-
parMyTasbl npeBpamaercs B 2-pochormmiepar. Kodakropom atoro pepmen-
Ta seisercs 2,3udocdoruiepar, KOTOpPBIA cHadana gedochopumupyercs
y TPETBET0 YIIIEPOJHOI0 aToMa, NMpeBpamasich B 2-hocdoraunepar, a 3aTeM
BocnonHsiercs: pocdopmmposanneM 3-pochormunepara 3a cuer 1,3zmdoc-
¢ormuepara. Myrasza onHoBpeMeHHO cBsi3biBaeT 1,3-andochormunepar u 3-
¢docoormuuepar. B 3ToM TpoiiHOM KoMIIIEKce MPOUCXOAUT HepeHoc docdo-
punbHO# rpynnsl ot C-1 1,3ambochornunepara na C-2 3-pocdarriunepara
- obpazyercst 2,3zudocdornuuepar. Peakuust oOparuma, nmpoTekaer ¢ He-
GOIBIIIM MaJeHHEM CBOGOIHOI SHeprin i TpeGyet noHos Mg?*

rinepanbaeru-3-gpocdar

HA"
< HPO,
HAJTH,
1 3{[H(1)OC(1)OI‘IIHHepaT
q)ocq)ornn-
nepar-
ATO MyTa3a 2,3audochoraunepar
EEPO3H H,0
3Q)00(bornﬂuepaT 2,3audochornumepardochoraza
HsPO,
2éochornumepar

B aspurpouunrax 2,3-tudochormunepar (2,3API) ciykur peryis-
TOPOM CTENeHH OKCHUI€HEPUPOBaHUSI reMorioOuHa. Yem BbIle KOHIEHTpA-
mus 2,3-smudochornunepara B KIETKE, TEM HHKE CPOJCTBO TeMOTTIOOMHA K
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KHucIopoxy. [ THKOIN3 B SpUTPOIMTAX M TPAHCHIOPT KHUCIOPOAA SPUTPOIIUTA-
MH CBsI3aHBI MEXIy CO00H ydacTneMm B 00omx mporeccax 2,3-tudochorim-
nepara (2,3 I®I). HaciencreeHHble HApYLIEHUS Psiga (EPMEHTOB TIIMKOJIHU-
3a B OPUTPOLHTAX MPUBOIAT K I3MEHEHHUAM TpaHCIIOPTa Kuciaopoxaa. Tak, mpu
HEJOCTaTOYHOCTH TeKCOKMHA3BI KOHIIEHTPAIHS MPOMEXYTOUYHBIX IPOIYKTOB
[JIMKOJIM3a B JPUTPOLUTAX CHUKACTCS, MAaJacT M KOHIEHTparus 2,3-
mudocdaTriannepara, 9To 00yCIaBIMBaeT BEICOKOE CPOJICTBO I'eMOTIIOONHA K
KHCIIOPOAY M, KaK CICICTBUC, CHH)KCHUC CHAOXKCHHS TKaHEH KUCIOPOIOM.
[Ipr HEMOCTATOYHOCTH MUPYBATKHHA3KI B OPUTPOIMTAX YBEIHMYUBACTCS KOH-
uentparus 2,3J]®PI. [perimas HopMaibpHbie BenuunHsbl, 2,31 camkaer
CPOJCTBO FEMOTJIO0MHA K KUCJIIOPOY U €T0 JOCTABKY K KJICTKaM TKaHCH.

0,
Il —==
_ .
-
-
HEJOCTaTOYHOCTh //
TeKCOKHUHA3bI V; a m
= % /
g N s -
9] / e
& , 2N\
S 7
g HEJ0CTaTOYHOCTh
° ITHPYBaTKUHA3BI
=)
o
El
2
Q /
= — .-
PO,
Puc. 10. KpuBast IHCCOLMALIMN KMCIOPO/A Tl HOPMAIIbHBIX 3pUTPOLUTOB |, (———————— )
SPHUTPOLHUTOB GOIBHOTO € HEAOCTATOYHOCTBIO FeKCOKMHa3e! Il (— — —— — - )
1 OPUTPOLIMTOB GOJIBHOTO C HEAOCTATOYHOCTHIO upyBaTkuHassl Il (— - — - — - —-- ).

9. 2<ocdornmunepuHoBas KMCIOTa B pe3yibTare JeruaApaTalyy Ie-
pexoaut B (hochOEHONTUPOBUHOTPAIHYIO KUCIOTY. B Xone peakiuun oOpa3sy-
eTcsi BbICOKOdHepreTuueckas (ocdaTHas cBsi3p B mojoxeHun 2. Peakius
KaTaausupyeTcs pepMeHTOM eHoa3oi (Mot macca 85000/1), koTopast akTH-
BHpPYETCS JIBYXBAJICHTHBIMH KaTHoHamn MQ®" wmn Mn?" u mrrnGupyercs
docdarom, cessBaromuM HoHEl Mg®'. Peakums mpoTekaeT ¢ HEeGONBIINM
M3MEHEHHEM CBOOOHON YHEPTHH H MTOITOMY OOpaTuMa.
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-H,0
2-pocorimmmepar —, Pocdoenommupysar
+ H,0

10. ITocneqHUM 3TaroM TIIMKOJIN3A SIBJISETCS MEPEHOC BBICOKOIHEP-
reTrudeckoi pocdarHoit rpymmbl oT pocoeHonmupysara Ha AJ[D.

M92+
®docdoenonnupysar + Al ——— I[lupysat + ATO
K+

MUPYBaTKHUHA3a

Peakuus kaTanuzupyercsi pepMEHTOM MUPYBATKUHA30M (MOJI. Macca
250000/[1). ®epMeHT COCTOUT M3 YeThIpeX cyObeanHul. M3BecTHbI ABa H30-
(depmenta - M (Mblineunas Gopma) u L (meueHounas Gpopma). AKTHBHPYETCs
depment momamu K*, Mg? (Mn?"), Na&'. [TupyBaTknHasa - peryIsTopHbIit
depment - yraeraercst AT®, mupysatom u nonamu Ca®’,

11. B TkaHsAX dYellOBEKa M JXUBOTHBIX B YCJIOBHSAX aHadpPOOHOTO
OKHCJICHHS YTJICBOJIOB JIAKTATICTHPOTeHa3a KaTallM3upyeT 00paTuMble npe-
BpallleHHs TUPOBUHOTPAIHON KUCIOTHI B MOJIOYHYIO.

Mupysar + HAJIH, > Jlakrat + HAJ]"

JlakTaTneruaporenasa mpencTaBisieT coOOOW TeTpamep, CoIepIKamuit
cyobeaunuipl AByx tumnos - H (heart -cepaue) u M (muscle -mpimma). W3-
BECTHO MATh U30(DEPMECHTOB, PA3IUYAIOIINXCSI HAOOPOM CYOBEINHUIIL:

H-tuner — JIAT; (Hy) u JIAT, (HsM);

M-tuner — JIATs (My) u JIAT, (M3H) u cmemannsiii tun JIJ{3
(MaHy).

N3odepmeHTHBIN cOCTaB pa3HBIX OPraHOB HEOIUHAKOB - B Cepicd-
HoM Mpimie npeodiaagaror H-tuner (JIAT; u JIJIT,), B IeUeHH U CKEIETHBIX
meimmax - JIAC, u JIATs (M-tumn). U3odepments: JIAT; u JIAT, paGoTator
3 GeKTUBHO B a9pOOHBIX YCIOBHAX, KOTAA MAPYBAT OBICTPO OKUCIIAETCS, a HE
BOCCTAHABIIUBAETCS B JIAKTAT, KaK 3TO MMEET MECTO IPH aHadPOOHBIX YCIIO-
Busx. [Ipu psme 3a0oneBaHuil B KPOBH YUCITUUMBACTCS COJCPKAHUC U30(ep-
MEHTOB JIAKTAaTIACTUAPOreHasbl. [1o coctaBy M30()epMEHTOB B KPOBH MOXK-
HO y3HATh KaKoil OpraH MopakeH.

Heobxonumo otMeTuTh, 9To U3 10 peakuuii riaukoimn3a ceMb OIU3KH
0 BEJTMYMHE M3MECHEHUS CBOOOIHOM SHEPTHH U OU3KK K PABHOBECHIO, & TPU
peakiuu (rekcokuHasHas, (hocHoppyKTOKHHA3HAS, MUPYBAaTKHHA3HAs) CO-
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MIPOBOXKIAIOTCS 3HAYUTECIILHBIM YMEHBIICHHUEM CBOOOIHON SHEPIUM W SBIIA-
FOTCS HEOOpATHUMBIMHU.

Pecynayua enuxonuza ocywecmenaemcs Ha HeCKOIbKUX YPOGHSX.

1. BriroueHue TIIIOKO3BI B IIpOLECC IIIMKONM3a OOecreynBaeTcs
JIBYMsI PEryJSTOPHBIMH (DepMEHTaMU: TeKCOKMHA3HOW, KaTalM3HpYIOIei
(dochopunrpoBaHne TIIOKO3bI, M INIMKOTeH-Qocdopuiazoii, o0ycnaBinBaro-
el pacieruieHne TIANKOTeHa Ha TI0K03y-1-hocdaT ¢ marpHEHMM ee mpe-
BpaIICHUEM B TITIOK03Y-6-pocdart.

2. Cama 1ocienoBaTeIbHOCTh TIIMKOJIUTHYECKHX PEaKUUi perysu-
pyercs Ha JByX TJIaBHBIX dTanax: gepmeHramu (pochodpyKTOKMHA30M U MHpPY-
BaTKHHA301, KOTOPbIE MPUHAVIEKAT K YHUCITY aJUIOCTEPUUECKUX (PEPMEHTOB.

T'moko3a I'mukoren
dochopunaza A ¢dochopunaza B
AM® &2 ATO

- I'mroko30-1-dpocdar

I'moko30-6-ocdat

DpykTo30-6-hocdar

AMO <——uuTpar
[S) ~
ochodpyKTOKHHA3A <« ATO ~

~
~

A

®pyxro3o-1,6-nudocdar T \\
|

Tpuo3o-pocdarst | ‘

|
HAT" Alo |
HAJTH, ATO
3-hocdornuiepar \
1 \
2-pocdornunepar \\
Docdoenonmupysar \‘
\
upyBaTkuHaza < Al \
JKupHbie KUCIOTBL — — 5> ATD
IIupysat

i
|
L _ Anernii-KoA

P

Puc. 11. MexaHu3M peryisiiuy ITHKOIH3A.
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MoJso4uHoO-KHCJI0€ U CIUpTOBOC 6[)0)1(9]—[]/[6

B kieTkax OpraHOB M TKaHEW 4elOBEeKa M JKHBOTHBIX B IPOLECCE
aHa’pPOOHOTO TIMKOJIM3a JECATh MUTO30JIBHBIX (HEPMEHTOB, TPEBPAIIAIOIINX
TIIFOKO3y B TIMPYBAT, COBMECTHO C JIAKTATICTHAPOTEHA30M CIIOCOOHBI 0becte-
yuth cuHTe3 ATD 1 06pa3oBaHHe KOHEYHOTO MPOYKTA - JTAKTATA.

AHanornyHeIM MPoIecc y OaKTepuil HAa3bIBAETCS MOJIOYHO-KHUCIIBIM
OpOKEHHEM.

HAJTH,

+

I'moxo3a 2TIupypar—> 2JTaxtar + 2HAJT"

\ZATQJ

Jns npoxoxedl 1 HEKOTOPBIX MHKPOOPTaHM3MOB XapaKTEPHO CIHp-
TOBOE OpOXKEHHE, KOTOPOE OTINYACTCS OT TJIMKOJIM3a TOCISIHIUMH dTaraMu
MpeBpalieHus MUpyBara.

OraHon oOpa3yercs U3 MUpyBaTa B MPOIECCE €T0 NEeKapOOKCHIUPO-
BaHMs ¢ 00pa30BaHUEM YKCYCHOTO allbJIeTH/1a, KOTOPbIi 3aTeM BOCCTAHABIIH-
BAETCs B ATUJIOBBII CIIHPT.

1) CH;
| MHPYBaTICKapOOK-
C=0 — 5 CH3CHO +CO,
| cuasa Aueranpaerun
COOH
TTupysat

2) CH,CHO + HAJTH, 0 0 O - CH;CH,OH + HAJT*

Ha nocnemgneM sTamne criupTOBOTO OPOXKEHUS alleTalIbJETH]T BOCCTa-
HaBIIMBaeTCs 110 3TaHona 3a cueT HAJIH,, oOpa3oBaBiierocs mpu OKHCICHUH
rmuepanbaerua-3-hocdara. Ita peakuus KaTaTu3UPYETCsl aIKOTOJIbICTHI-
poreHasoi.

B TkaHsx yenoBeka mupyBat okuciseTcs 1o anetun-KoA mop nei-
CTBHEM MHUPYBATICTHIPOTECHA3HOTO KOMILICKCA, IMO3TOMY JHIOTCHHEIA 3Ta-
HOJI MOXET 00pa30BaThCs TOJIBKO KaK MOOOYHBIH MPOIYKT.
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MeTa60113M ITHJIOBOTO cmupTa
U ero BJIMsIHUE HA 00MeH yriesoaoB

OKuciieHHe 3TaHOJIa B OPTaHHW3ME YEIOBEKa MPOUCXOIUT B OCHOB-
HOM B TEYEHU IOJ ACHCTBHEM aJKOTOJbIeTHAporeHa3sl. OOpa3oBaBIIHHCS
areTaibJerull B JaJbHEUIIEM BOBJICKACTCS B OOMCH C IMOMOIIBIO aJbJICTH/I-
JICTUAPOTCHA3BI B IPeo0pa3yeTcs B alleTar.

CHj3 AIIKOTOJIbIETUAPOTEHa3a CHj;
| |
CH,OH HAI' ©~ “HAJIH, C=0
|
H
Dranon Arneranbaeru
CHj; +,0 CHj;
| |
C=0 AN IeTHIETHIPOreHasa C=0
| TN |
H HAT" HAJIH, OH
Axierar mocie mnpespaiieHus B anetwi-KoA BKIIOYAeTCs B IMKII
Kpeb6ca. cH
anetnia-KoA |
CH3COOH + HSKoA + AT® _, ————"— C=0 +AM® +H,P,0
|
SKoA

B mukie Kpebca okucasercst okosino 90%, mocrymnmBiiero B opra-
HU3M COHUpTa. MeHbIas 9acTh 3TaHOJA OKHUCISIETCS MO ASUCTBHEM (pepMeH-
TOB MHUKPOCOMAJBHOTO OKHCIeHHA. OKHUCIEHUE 3TaHOIa TPeOyeT OONbIINX
KoHIeHTpamuii cBobomasix HAJ'. Tlocne TpHeMa aikoroNs YMEHBINACTCS
OTHOILIIEHHUE HAI[+/HAI[H2, YTO BEJIET B TI€UYCHH, B NEPBYIO O4Yepeab, K Ha-
PYLICHHIO PEAaKIMU JACTHIPUPOBAHUS JIAKTATa U BCICACTBUC CHIKCHUS KOH-
LICHTpAIMK UPYBaTa - K HAPYIICHUIO MPOLECCOB TIFOKOHEOTEHE3a U Pa3BH-
THUIO TUIOTITFOKO3EMUH.
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Tema: IEHTO30®OCPATHBINA IYTh. INIIOKOHEOTEHE3

TeopeTuduecKkue BOMPOCH

1. [TenTo3odochaTHbIi MyTh MPEBPAIISHHUS TIIFOKO3bI KaK T€HEPATOP
BOCCTaHOBHUTEJBHBIX dKkBUBaJIeHTOB HAJI®H, 1 nenrozo-5-pocdaros B TKa-
HSIX C aKTUBHBIM OMOCHHTE30M.

2. Jransl neHT030(ochaTHOTO My TH OKUCIICHHS IIF0K030-6-(hocdara:

a) okuchuTenbHbI (PpochormrokoHaTHBIN) MyTh. DEPMEHTH U KO-
(epmenTHI. Postb MPOyKTOB peakiuy,

6) HeokHCIUTENbHBIA MyTh. DepMeHTHl U KodepmenTsl. Compsike-
HUe TeHTo30¢gochaTHoro MIyHTa ¢ TIMKOIH30M. OOpaTUMOCTh peakiuil He-
OKHCIUTEIHHOTO IyTH. POJIb IPOAYKTOB peaKiyy.

3. Ilyru mpeBpalleHus TOK030-6-pocdara (ppykrozo-6-hocdara) B
3aBUCUMOCTH OT NoTpeOHOCTH KiteTkh B HAJI®H,, prb6o3o-5-thocdare u ATO.

4. Hapymenus akTHBHOCTH (hepMEHTOB TIeHT030(ochaTHOTO My TH:

a) HEIOCTATOYHOCTH IIIIOK030-6-(pocdaraeruaporeHassr;

0) CHIDKCHHE aKTUBHOCTH TPAHCKETOJA3bl BCICACTBHUE HAPYIICHHUS
cs3biBanus TIID c anodepmenTom.

5. T'mokoneoreHes:

a) cxema MyTei IIIFOKOHEeOreHe3a;

0) kiroyeBbie PEPMEHTHI Peaklnii IIIMKOIN3a U TIIIOKOHEOIeHEe3a,

B) OOIIHOCTH psia GEPMEHTOB W PEaKIHii TIMKOJIN3a M TIIFOKOHEO-
TeHe3a;

T) MPEAIICCTBCHHUKU TIIFOKO3bI-aMHHOKHCIOTHI, TIPOIYKTHl aMHHO-
KHCJIOTHOTO OOMEHa, JIAKTAaT, TIIULEPOIT,

II) TIIFOKO30-JaKTaTHBIM 1K1 (uukin Kopu), Iimroko30-alaHHHOBBIN
UK.

6. Perymsinus riarokoHeoreHesa, pojib TIIOKOKOPTHKOHIOB.

Jurepatypa

1. bepesos T.T., Koposxun b.®@. buonormueckas xumus, 1990. -C.
255-259.

2. Hukonaee A.A. Buonornueckas xumusa, 1989. -C. 246-248, 256-
260.

3. Cmpoes E.A. buonorndeckas xumust, 1986. -C. 246-254.

4. Jlenunoocep JI. OcHosel onoxumun, 1985. -T. 2. - C. 498-500,
601-612.

5. Cmpaiiep JI. buoxumus, 1985. -T.2. -C. 95-114, 284-285.
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HEHTO30®O0CDATHBIH ITYTh IIPEBPAIIEHHA T'TIOKO3BI
(TEKCO30MOHO®DOCPATHBIH IITYHT)

B kieTkax opraHoB M TKaHEW 4eJoBeKa W )KUBOTHBIX OOJIbINIAS YACTh
TITIOKO3BI PACHICTUISIETCS 10 TIMKOIUTHYECKOMY IyTH. B mporecce riamkonm-
33, OKHCIHTEIBHOTO eKapOOKCHIMPOBAaHMS NMHpyBaTa U nukia Kpebca, BbI-
TTONTHSIOMNX B OCHOBHOM SHEPTeTHYECKYIO (DYHKIHIO, 00pa3yeTcs TaxKe Psil
00X yHU(DHIMPOBAHHBIX MPOAYKTOB OOMEHA, KOTOpbHIE BKJIIOYAIOTCS B
ob1ue MeTaboIuIecKue IMyTH OOMeHa.

Hapsany ¢ neHTpadbHBIM TIMKOIUTHYECKAM MyTEM pacmaja TIOKO-
3Bl CYIIECTBYIOT M APYrHe IyTH KaTaOojM3Ma IIIOKO3bl, UMEIOLIHNE CIElH-
aJIbHOE 3Ha4YeHHe. B KIeTKax MHOTHX TKaHEH OJTHOBPEMEHHO C IJINKOJIHM30M C
pa3Hoil CTENEHbI0 NHTEHCUBHOCTH MPOTEKAIOT PEAKIMU MEHT030(0oCchaTHOrO
npeBpanieHus roko3bl (uukin BapOypra-Jlunmana-/Iukenca-Xopekepa-OH-
rejprap/ra).

buonornueckne (GyHKIUU MEHT030-()OChATHOTO MYyTH CBSI3aHBI C
renepupoBanueM HAJI®H,, KOoTOphIid CIy)KUT AOHOPOM BOAOPOAA M BJIEK-
TPOHOB TIPH BOCCTAaHOBHTEIBHBIX OMOCHHTE3aX, W MeTaboimTa-pub030-5-
¢ocdara, HCOTB3YIOWETOCS KaK CTPOMTEIBHBIN MaTepHual B CHHTE3E pa3-
JIMYHBIX BEIICCTB.

HAJI®H, ucnions3yercs:

1) B cuHTe3€ KUPHBIX KUCIOT M APYTHX CTPYKTYPHBIX H PE3CPBHBIX
JIMITUJIOB;

2) B CHHTE3¢ XOJICCTEpHHA U €r0 MPOM3BOJHBIX - CTCPOHIHBIX TOp-
MOHOB (MY)XCKHE M KEHCKUE MOJIOBbIE TOPMOHBI, KOPTHKOCTEPOH/IbI), BUTA-
MHUHOB [, )KEITYHBIX KHCIIOT;

3) B peakuusx MHKPOCOMAJIbHOI'O OKHCICHHS BELIECTB, B 00e3Bpe-
JKUBaHWUHU JIEKapCTB U SI0B B MOHOOKCHT'C€HA3HOM 1T OKUCICHHS SHAOIUIA3-
MaTHYECKOH CETH ITE€YEHHU,

4) B 00e3BpEKMBAHUN aMMHaKa MPH BOCCTAHOBUTEIILHOM aMHHHPO-
BaHUH;

5) B peakiusx BOCCTAHOBJICHHS TIIyTATHOHA, OJHOTO M3 KOCyOCTpa-
TOB ()epMEHTOB aHTHOKCHa3HOM CHCTEMEI.

Pu6030-5-pocdar ucrons3yercs B CHHTE3e HYKICO3HIOB M HYKIJIEO-
THI0B, HyKIeoTHHBIX kKodepmentos (HAJ], HANI®, ®AJI, H'KoA), omuro-
HyKJIeoTua0B, nonunykineotuaos - JJHK u PHK, B cunrtese rucruauna.

AKTHBHOCTH NEHT030-()0c(aTHOTO IHMKIJIA BBICOKA B TE€X OpraHax H
TKaHsSX, B KOTOPHIX TpeOyeTcst MHTeHCUBHOE Hcroib3oBanne HAJIOH,, B
pEeaKIusAX BOCCTAHOBHUTEJIBHBIX CHUHTE30B W pHO030-5-(hocdata B cuHTE3E
HYKJICOTHUIOB M HYKJIEMHOBBIX KHCJIOT. Y MJICKONUTAIOMNX MeHTo30(]ocdat-
HBIW ITyTh TPEBPALICHUS YTICBOJOB aKTHBEH B TICUCHH, )KUPOBOW TKaHHU, MO-
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JIOYHOM Kelle3e B TIEPHOJ JaKTaIliH, B YMOPHOHAILHOW U TUM(OUTHOHN TKa-
HSIX, HAAMIOYEYHUKAX, TOJIOBBIX JKeJle3aX, KOCTHOM MO3TY.

[TerTo3odochaTHbI TyTh B ITEYeHH, HAAMOYCYHUKAX U PSiIe OPYTUX
opranos noutn Ha 50% nokpriBaeT nmorpedbHOCcTh B HAJI®H),, HE0OX0aMMO#T
JUTSI BOCCTAaHOBUTENBHBIX CHHTE30B. Jlpyras dacte HeoOxomumort HAJIDH,
BOCIIOJIHSIETCSI MMEIOUIUMHUCS B IUTO30j1€ W MutoxoHapusix HAID-
3aBHCUMBIMU MaJIATJCTUAPOTEHA3aMHU U HM30IUTPATTHAPOTCHA3aMH, KaTalu-
3UPYIOLINE OAHOBPEMEHHO C JCTHIPHPOBAHUCM M JIEKapOOKCHIMPOBAHUEM
COOTBETCTBYIOIINX CYyOCTPATOB.

COOH HAJZI®H, CHj3

ICH2 HA,HQJL/ZCOZ |C:O

|COOH MaJaTaeruIporeHasa |COOH
Hé —OH

Mannar ITupysar

B spuTponMTax OTHOCHTENHHO BBICOKAsl aKTHBHOCTH JAETHAPOreHa3
(hochorIroKOHATHOTO IIYyTH OKHCIICHHS TJH0K030-6-hochara obecrieunBaeT
MOJ/IePXKaHUE HOPMAJILHON CTPYKTYpBbl MEMOpaH SPUTPOLIMTOB U COXPaHECHUS
remoriiobnHa B peppodopme, 4To 00yCIIOBICHO MOJAEPKAHUEM BOCCTAHOBH-
TENBHBIX (POpM TayTaTnoHa. B CKeneTHhIX MeIMIax meHTo30(¢ochaTHbIN
MyTh NPAKTUYECKU OTCYTCTBYET.

[ento3odochaTHI TyTh U TIIUKOIU3, MPOTCKAIIUEC B IIMUTO30J€,
B3aMMOCBSI3aHBI U CIIOCOOHBI MEPEKIII0YAThCS APYT HA JAPYyra B 3aBHCUMOCTH
OT COOTHOIICHUS KOHIICHTPAIM{ MPOMEXKYTOYHBIX MPOIYKTOB, 00pa30oBaB-
LIMXCS B KJIETKE.

B menTo30¢ochaTHOM MyTH MOYKHO BBIICIUTE TPHU dTaIa.

1. OxucnuTenpHblil (HEOOpaTUMBIi) 3Tan Wik (GocHOrITIOKOHATHBIM
myTh reaepupoBanust HAJI®H, npu okuciaeHuH T0K030-6-pocdara B pubo-
30-5-bocar.

2. HeokucnuTenpHbIN 3Tan 00pa3zoBanus GocOmneHTOs.

3. O0paTtuMBbIe peakIMi HEOKHCIUTEIBHOTO MyTH KaK 3Tall IpeBpa-
LIEHUsI IEHTO3 B TEKCO3BI.

Oxucurenbhslil (GochormokoHaTHBIH) MyTh 00pasoBanus (ocdomneH-
TO3 M OOpaIeHHbIC PEaKLHN HEOKHCIHMTENHHOIO JTara, 00eceYnBaroIye mpe-
BpallleHHe MEHTO3 B TEKCO3bI, BMECTE COCTABIIIIOT IIMKIIMYECKHIT Tpoliece, Te 3a
OJIMH 00OPOT U3 LIECTH MOJICKYJI TJTFOKO3bI OJIHA MOJIEKYJIa TIOJHOCTBIO paciaia-
etcst 1o CO,. [Tukn obecnieunBaet rerepupoBanne HAJI® Ho.
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T'mroko3a

I'imrox030-6-hocdar HAID® . _~>HAJI®H;™ - > CunTe3 )XUpHBIX
KHCJIOT, XOJIeCTe-
PHHA U €r0 IPo-
H3BOJHBIX.
MiuxkpocomansHOe
OKHCJIeHHE, 00e3-
BPEXUBAHUE sIJI0B,
JIEKApCTB | T.1I.

Dpy 030 -6-pocdar [enro3o-hocharHbiit

1 LIYHT
CDpVKT030 1,6-nudocdar

PI/I6030 5-bocoar
CuHTEe3 HYKJICO3HIOB,

JOAZ an;epanbgemg- HYKJIEOTHUOB, HYKJIEH-
3-pocdar HOBBIX KHCJIOT, HyKJICO-
I THIHBIX KOEPMEHTOB,
: THUCTUIMHA
v
NUPYBAT

Puc. 12. Tlenro3odocdaTHelii IIyHT, B3aMMOCBA3b C TIIMKOJIN30M, POJIb B CHHTE3€ BEILICCTB.

-6CO,
6 I'moko30-6-pocdar = 6 ITenTo30-5-pocdar

12HAJI®H,

S 5®pykTo30-6-hoctar

—_—— >

1 I'moko30-6-hocdar

I'muxoren

Puc. 13. IlenTo30dochaTHbIil LIyHT.
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OKHCIUTEIbHBIH ((PochorIoKoHaTHBII) MyTH

1. IlepBoii peakumelt GocHOrITIOKOHATHOTO MYyTH SABJsIETCS pepMmeH-
TaTMBHOC ICTHAPHPOBAHME TJHOK030-6-pocthara, xarammsupyemoe HAJIID-
3aBUCHMOH IIII0K030-6-pocdaraernaporenasou.

CH,OPOsH CH,OPOsH.

2 3H2 HAH(DHZ 2 3H2

O o
~g HANO NG o
2+
OH Mg
I'mio-6-ocdar I'mro-6-ocdat 6-pocdormoronakTon
JeTHporeHasa

2. 6-pocdornokonakToH rHAPOIU3YeTCs o AeHcTBUEM crienudu-
YEeCKOM JIAKTOHA3bI

CH,OPO3H, COOH

|
O\ o +H,0 Mg?* H—|C—OH
JTaKTOHA3a HO-C-H
H—Cl—OH
H—Cl—OH
éHzOPO3H2

6-pocdormokoaakToH 6dochormokonar
3. Mo neiictBuem 6-hocdormokonataeruaporenassl 6-pocdorio-

KOHAT TI0/IBEpraeTcs ACTHIPUPOBAHHUIO U JEKApOOKCHIMPOBaHMIO. Peakiius
MIPUBOJUT K 00pa3oBaHUIO KeToneHTo3b! [1-pudyno3o-5-pocdara

COOH CIHZOH
|
H-C-OH HAJZI®H, ?=O
| +
HO-C-H HARD _ H-C-OH
| |
H-C-OH \ H-C-OH
| CO2 24 !
H-C-OH Mg CH,0POH,
| 6-pocdormokoHar
CH0PO3H>
JeTrHIporeHasa
6-pocdormokoHar Pubyno3o-5-pocdar
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O6pazyromutics HAJI®H, ucmonb3yercs B peakiusX BOCCTAHOBHU-
TEJILHOTO OMOCHHTE3a U AETOKCUKAIIUH [IEPOKCHUIOB.
4. BzanmomnpeBparienus neaTo3odocharon

H,C-OH H>C-OH H-C=0
é:o nenrosodocar- C|:O neHro3odocdar- H—|C—OH
| snuMepasa | uzomepasa |
HO-C-H _— H-C-OH H-C-OH
| -— | I — |
H-C-OH H-C-OH H-C-OH
| | |
H,COPO3H, H,COPO3H, H,-COPO3H,
J-xcumyno3o-5-pocdar J-pubynoso- J-pubo3o-5-pocdar
Spocdar

DochorneHTo30M30Mepaza KaTalu3upyeT mpespaiienue JI-pudyno-
30-5-hocpara B ero ampromsomep, J-pubo30-5-hocdar, KoTOphIE MOXKET
HCIOJIB30BAThCS MPU OHOCHHTE3e PUOOHYKICOTHAOB U JE30KCUPHUOOHYKIICO-
THIOB;, mOeHTo30(ochaT-3muMepasa  Katamu3upyeT mpeppaiieHue  /JI-
pubyio30-5-pocdara B JI-kcuiyno3o-5-pocdar.

I'moko3a
ATO
ALD < O MG HAJOH,
HAZI® +H,0
I'moko30-6-pocdar  rmokozo-6-pocpar 6-poctormoko-  JaKTO- 6docdo-
JIETH/IpOreHasa JIAKTOH Hasa TJIFOKOHAT
HAJI®* 6éocdo-
Dpykro30-6-hocdar CO, < | rmokoHar-
HAJI®H, neruapore-
®pyxro3o-1,6-1udocdar Haza
JIOAD I'munepansaerun- J-pubyno3zo-
* -3pocar 5¢ochar
Y
1B bocdo-
MIEHTO30-
usoMepasa
J-pu6030-5-
¢docdat

Puc. 14. CxemMa OKHCIUTEIbHOH BETBH IIEHTO30(hoc(haTHOTO MyTH.
(AOA® — muokcunanerondocdar; 1B — nupysat).

OxucnutensHblid (pochHOrmroKOHATHBIN) 3Tan MeHT030(ochHaTHOTO
ITyTH aKTHBEH M B 3PUTPOLMTAX dejoBeka. OOpasylomuiics B 3pUTPOLUTAX
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HAJZI®H, npenoxpaHseT HEHACBHIIICHHBIE KUPHbIE KUCIOTHI (pochonumuaon
MeMOpaH OT B3aUMOJEHUCTBUS C aKTUBHBIMU (popmamu kucnopona. HAJIDOH,
B OJPHUTPOIMTAX BOCCTAaHABIMBACT IUCYIb(PHUIHBIC (OPMBI TIIyTATHOHA B
cynshruapuaHyto popmy. BoccranosinenHas Gopma TiTyTaTHOHA UMEET BaK-
HOE 3HA4YCHHE B MPOIECCe AETOKCUKAINH, pearupysi ¢ IepeKUChio BOJOPOaa U
opranndeckumu nepekucsmu: R-O-OH + 2Z-SH - I'-S-S1° + H,O + R-OH.
Hacnenyemasi, merorasi reHeTHYECKYI0 OCHOBY, HEJJOCTATOYHOCTh TJIFOKO30-
6-pocdaraernaporeHassl B SpUTPOLUTAX NMPHUBOAUT K CHIDKEHUIO COJEpiKa-
nust HAJI®OH,, uto siBiseTcss MpUYMHOW HapyIIeHHs CTPYKTYphl MeMOpaH
SPUTPOLIMTOB U MOBBILIEHHO! YyBCTBUTEIBHOCTH MX K T€MOJIM3Y HOA JeHcT-
BUEM IIperapaToB, MOJOOHBIX NaMaxHWHY, KOTOpbIE, MOBbIMIAas 00pa3oBaHHe
TOKCHUYECKHX IIEPEKNCEH, BBI3BIBAIOT U3MEHEHHE CTPYKTYPHI MEMOpaH 3pHT-
POLITOB.

HeoxkucanrenbHblil yTh

HeoxuciurenbHelil 3Tan neHro3odochaTHOro mpeBpameHus MOHO-
caxapHJIOB COIPSDKEH C HayaJbHBIMH PEaKUMSMU TJIHMKOJIN3a 4Yepe3 olIue
MeTabosuThl - GpyKTo30-6-Pocdar m ramuepansaerna-3-gpocdar. Heoxwuc-
JMTENBHBIA MyTh 00pa3oBaHusl POCHONEHTO3 B CHIIy 0OPaTUMOCTH peakuuit
CILY’KUT TaKXKe JUIsl IPEBPALCHNS IIGHTO3 B TEKCO3bI.

OOpaTuMble peakuyd HEOKHCIUTENBHOTO 3Tala KaTaIU3HPYIOTCS
(hepMeHTaMH TPAHCKETONA30i M TpaHCAIBI0Ja30H. DTH PEPMEHTHI CO3/1al0T
00paTHMYIO CBSI3b MEXAY NMEeHT030(0C(haTHBIM ITyTEM U TIIUKOIH30M.

VcXOQHBIM BEIIECTBOM PEAKLUH CHHTE3a TEHTO3 SIBJISETCS IJIUIe-
panbaerua-3-gocdar u ppykro3o-6-pocdar, oOpazyronirecs: U3 rIrOKO3bI.

1. ®epmeHT TpaHCKETOA3a, COMEPIKANUN TECHO CBSI3aHHBIA C HUM
kodepmenT TuamunmEpodocdar, 1 Hyknarommiics B nonax Mg?*, ocymect-
BIIET nepenoc riamkoanbaeruanoi rpymmsl (CHOH-COH-) ot ¢hpykro30-6-
¢docdara k rmnepanbaerun-3-pochaTy B NpIMON peaKkLum:

H2|COH 01 H H,C-OH H O
|

\¥4 Mg Wi
C=0 ? TpaHCKETONa3a C=0 C
| |
C-H + HCOH ZZ~7—7> HOC-H +  H-C-OH
| | | I
H-IC-OH H>COPOzH, H-C-OH H-C-OH
| |
H'lc'OH H2COP03H2 HZCOPO3H2
H>COPO3zH>
®Opykro30-6-hocar I'muuepansperun- J-xcunynoso- Opurposo-
3docdar 5-pocdar 4-pocdar

59



2. Dputpo30-4-hochar, 00pa3OBABIIMNCA B IEPBOW PEAKIUH IPU
Y4aCTHW TpaHCAITLI0Ja3bl, B3aUMOACUCTBYET C APYroi MOJEKYJIOoW (pyKTO-
30-6-pocthara u B mporecce mepeHoca IUTHAPOKCHAIETOHOBOTO (hparMeHTa
npeoOpasyercs B CeOTEHTY030-7-pochar, KOTOpEI B MOCIenyIONei peax-
MU CTAHOBUTCS JOHOPOM TJIMKOJICBOTO aJIbACTH/IA.

H>C-OH H>C-OH
! |
C=0 C=0
' |
HO-C-H HC=0 TPAHCAILIO- oy H-C-OH
_'H Jnasa |
H-c-ad Y HCOH —————  HCOH +  HCOH
| ‘ |
tc-on H-C-OH H,COPOSH, H-C-OH
|
H,COPOSH. H,C-OPOSH
’ o HoCOPOSH2 I'uuepansaerua- z 2
®OpykTo30-6-pocdar Dpurposo- 3dochar Cenmorentyno-
4docdar 30-7-pocdar

3. IlepeHoC TIIMKOJCBOTrO ajbICTHIa ¢ CEAOTeNTy1030-7-pocdara Ha
rmuepanbaerua-3-hocdar. Ira peakuus Kataau3HpPyeTcss TeM ke (pepmeH-
TOM, TOJBKO JIOHOPOM TJIMKOJIEBOTO llbJICIHa SIBISICTCS] CEIOTENTYII030-1-

dhocoar.

L0
C-H H,C-OH
| |
v H-C-OH C=0
HIC_O TPaHCKETO- | |
+ HC-OH naza H-IC-OH + HO-?—H
| | —
H-C-OH H.COPOH, H-C-OH t-C-on
H-C-OH [mnepasse- HCOPO3H, HCOPOsH,
| rua-3-pocdar Pu6030-5-¢pocdar Kcuynoszo-5-¢pocoar
HAOPOSH, -bocd pocd Y. pocd
Cenorentynoso-
7-pocdar

Kceumymo3o-5-pochar B pesynprare NByX peakiuii M30MepHU3alluu
npeBpamaercs B pu6o30-5-pocdar.

B mpomecce HEOKUCIUTENEHOTO IIyTH NPeoOpa3oBaHUs ISATh MOJe-
KyJl TIJII0K030-6-ocaTa mpeBpamiarorcst B IIECTb MOJIEKYd pubo030-5-
¢ocdar. Tak kak Bce peakMy HEOKHCIUTEILHOTO ITyTH 00pa30BaHMs IIEHTO3
00paTHMBI, 3THM CIIOCOOOM MOTYT yTHIIM30BaThCs MEHTO3bI, 00pa3yromuecs
TIPY pacraje HyKJICOTHOB WIN 00pa3oBaBIINecs B MPOLECCE OKUCIUTEIHHO-
ro 3Tarna neHrozodocdaTHoro myTH.
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I'moxo3a
I'moko30-6-pocdar
Dpykro30-6-hocdar

®pyxro3o-1,6-1udocdar
/

JO®_____ 5 |2Tmumepanbaerun; 2 ®pyKT030—6—(boc¢JaT|
-3-pocdar TpaHCKeTOonasa
2 Kcenynoso- 2 Dputposo-4-pocdar | 2Ppykro3o-6
docdar docdar
Docdonenroszo- 2 Cegiorentryioso- TpaHcabI0-
snMMepasa 7-bocdat nasa
21" muepanbaerua
Pubynozo-5-hochar 2 Pu6030-5- 3docdar
¢docdar TpaHCKeTOnasa
l docdonenroszo- 2 Kcnnynoso-5-
u3oMepasa ocdar
o —
l TO3031H-
Mepasa
2Pubynoszo-5-pochar
¢docdomnen-
TO30HM30Me-
paza

| Pu6030-5-hocdar |

Puc. 15. HeoxucnutenbHbIHA IyTh 00pa30BaHUs IEHTO3.

2 Pu6030-5-ocdat

2 I'muuepansaeru-

3-bochat

2 (DpyKToso—G—(boc@aTl

6 Pr6030-5-hocdar

4Pubyno30-5-pocdar

2 Keuiynoso-5-ocdar 2 Kennmynoso-5-

tdocdar

2 Cenmyrenrymnoso-

7-bocdat

[ @pykT030-6-hocdar]
2 Dpurposo-
4-pocdar A'munepansaerua-3-

docdar
| 2®pykTo30-6-hochar |

Puc. 16. Cxema npesparnenus pudo3o-5-ocara Bo Gppykro3o-6-hocdat
B Ipo1iecce 0OPAIECHHBIX PEaKIUi HEOKHCIUTEIBHOTO MTyTH.
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B mporiecce oOpaieHHBIX peakiuii HEOKUCIUTEIHLHOTO dTamna IMeH-
T030(0oCcaTHOTO MyTH IIECTh MOJIEKYJT prn0030-5-hocdaTa mpeobpasyercs B
mITh MOJIEKyNT (pykTo30-6-hochara. Mrak, m30bIToK prb030-5-hocdara,
00pa30oBaHHbIM B OKUCIUTENHHOM ((OCHOIIIOKOHATHOM) IyTH M IPH paciia-
JIe HyKJICOTH/IOB, MOXET KOJMYECTBCHHO IPEBPAMIATHECS B MPOMEKYTOUHBIE
MPOAYKTHI TIIUKOJU3A - TIHIepanbaerua-3-pochar u hppykro3o-6-pocdar.

B3anMocBA3b NEHTO3HOT0 NMKJIA U TJINKOJIN3a

B HmxenpuBeeHHBIX CXeMaX OTPa)KEHbI B3AUMOCBS3b OKUCIUTEIb-
HOW M HCOKHCJIHTEIBHOW BETBEH MEHT030()OC(AaTHOrO MyTH U TIIMKOIIN3A,
MPOCIIeKEHA Peakius IIoK030-6-hochara B 4eThIpex pasiMuHbIX CUTYyallu-
AX.

I'roko3a HAJI®H, HAJI®H,
HA)J;(D\) Hé Ecp é ZCOZ
I'mroko30-6-pocdar 6-pocormokonart
H,0 Pu60o3o0-5-pocdar
DpytKr030-6-hochar DOpyxro30-6-hochar
Cenorentynoso-
Tochar
®pyxro3o-1,6-1udocdar O. Opurposo-4-
tdocdat IA-3-® Pu6o3o-
Shocdar
O, T'nuuepanbIerun- Pu6030-5-hocdar
361)(|)cq)aT
|
v
IupyBat @ —TpaHCKeToNasa

@ -TpaHcajb0s1a3a

Puc. 17. MHTerpanys rMKoIu3a U MeHTo30(ochaTHOro myTH.

Yemvipe mexanusma npespaujerus 2noxkoso-6-gpocgpama 6 nenmo-
30pocamnom yurie 8 pasuiuHbX CUMy ayusx

1. [TorpebHoOCT B pNb030-5-pocdare 3HAUNTENEHO TPEBBIIIACT I10-
TpebHOCTh B HAJIDH,.

Bounbinast yacte rinoko3o-6-docdara npespaniaercs Bo HppykT0o30-6-
¢docoar n rmnepanpaerua-3-gocdaT MO TIUKOINTHIECKOMY IIYTH. 3aTeM
JBe MOJIeKyssl ppykTo30-6-hocthata m oqHA MOJNEKyNa IiMIEpaIbIeTua-3-
¢docdara mpespaniaeTcs Mo AEHCTBHEM TPAaHCKETONA3bl B TPH MOJIEKYJIbI
pr6030-5-hocdara 1Mo HEOKUCTUTETHLHON BETBH MEHT030(P0Cc(HaTHOTO My TH.
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5 I'mok030-6-pocpar —> 6 Pubo30-5-pocdar
I'moko30-6-hocdat

®Opyxro3o0-6-hochar

DOpykro3o-1,6-1udocdar Pubynozo-5-hocdar |
Jurnapoxcu- I'munepansaerun
areroHgocoar 3-pocpar

Mexanusm 1

2. ITorpebnocts B HAJI®H; u pubo3o-5-pocdare cbanancuposana.
IIpun Takux ycnoBusX npeoOiafarolmiell peakiuel sBisieTcs oOpasoBaHUE
nByx mosiekynl HAJZI®H, u oxHolt Monekynbsl pu6o30-5-pocdara u3 oxHOM
MOJIEKYJIBI TJIH0K030-6-(hochara 10 OKMCIUTENBHON BeTBU IeHTo30(dacdar-
HOTO ITyTH. YpaBHEHHUE PEaKIHH:

I'moxo30-6-pocdar + 2HAJI®* + H,O—— Pubo3o-5-poctar + 2HAJIOH, + CO,

2HAJI®H,
HALD _—
I'mroxo030-6-pocdar < Pu6030-5-hoctar
CO,

Mexauusm 2

3. ITotpedrocTs B HAZI®H, 3HAYNTEIILHO MPEBHIIIAET MOTPEOHOCTH
B prb030-5-hochare: riroko30-6-pochar momaocteio okucisiercss B CO,. B
9TOI CUTyallMM aKTHMBHO NPOTEKaeT TPH TIPYMIbI peakuuii. Bo-nepsbix, 1o
OKHCJINTEIBHON BeTBU MeHTo30(]ocdaTHOro myTr 00pa3ytoTcs JBE MOJIEKYJIbI
HAJI®H; n ogna pubo3o-5-pocdara. [anee pudo3o-5-pocdar nox nelicrau-
€M TPaHCKETOJa3bl M TPAaHCaIb0JIa3bl HEOKUCIUTEIFHON BETBU TIpeBpalaeT-
csi BO (pykro3o-6-pochar u rimuepanbaerua-3-pocdar. Hanee wu3
mmiepanbaerua-3-hocdara pecHHTEIUPYETCsT TIIOK030-6-pocdar mo mytu
TJIIOKOHEOTeHe3a. Y PaBHEHUS PeaKInid:

1. 6 'moko30-6-(ocdar + 12HAJI®* + 6H,0 ——> 6Pu6030-5-pocdar +
+ 12HAJI®H, + 6 CO,

2. 6 Pu6030-5-pochar —> 4 ®pykro30-6-pochar + 2 nuuepansaerng-3-pochar
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3. 4dpykrozo-6-pochar + 2 Nmuepansuerug-3-gpocdar + HyO—>
—> 5TI'moko030-6-pocdar + HzPOy

CyMMUpYs 3TH peakLUu NOJyyaeM:
I'moko30-6-pochar + 12HAAD + 7H,0 —— 6CO, + 12HAJIOH, + H3PO,4

Takum o6pazoM, meHTo30(ochaTHRIA UK 00SCTIeunBaeT IMOJTHOE
OKHCJICHHE TITI0K030-6-(hocdara 1o CO, ¢ 0MHOBPEMEHHBIM TCHEPHPOBAHUEM
HAJI®H,

HAJIOH,
I'moxo30-6- HAJID" 7 Pu6yno3o-5
¢docoar ~COo, docoar

/

DpykTo30-6-pochar «————— Pu6030-5-docdar

®pyxkro30-1,6-mucocdar

T~

Huruapo T'muuepanbaerun
OKCHALIETOH -3-pocdar

dochar

Mexanusm 3

4. [TorpedrocTh B HAJI®H, 3HaYNTEILHO MPEBHIIIACT TOTPEOHOCTH
B pub030-5-hochare. Pub0o30-5-poctar, oOpazoBaBmmiics 1Mo OKUCIUTENb-
HOM BETBH TEHTO30(poc(HATHOTO TyTH, TMpEBpaimaeTes B nupysar (BCTymaet
Ha TJIMKOJUTHICCKHIA TyTh 0OMEHa).

YpaBHeHUsI peakLuii:

3 I'moko3o-6-ocdar + 6HAJID" + SHAJ" + 5H3PO, + SAJId ——>
—> S5IIupysar + 3CO, + 6HAJI®H, + SHAJ/IH, + 8 ATD + 2H,0
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HAJIDH,
I'moko30-6-pocdar_ ZHAJID . _~» Pubyno30-5-pocdar
™~ CO,

DpykTo30-6-pocdar Pu6030-5-pocdar

®Opykro30-1,6-mudocdar

SN

Juruapokcu- , I'munepansaerun
arietoHdochar 3-bocdar

HAJTH, ATO
ITupysar

Mexanusm 4

Hapymeﬂml TpaHCKeTOJ’[aZBHOﬁ AKTUBHOCTH

I'eneTnyeckn o0yCIOBICHHOE HAPYIIEHUE CIIOCOOHOCTH TPAHCKETO-
Ja3bl CBSA3BIBATH THAMUHIIMPOQOCHAT IPH HU3KOH €ro KOHIIEHTPALUH B KJIET-
Kax oOpraHu3Ma SBJISIETCS IPUYMHOH HEPBHO-TICUXMYECKOTO PaCcCTPOM-
cTBa - cuHapoma Bepuuke-KopcakoBa. Y OOJBHBIX C TakuM 3a00JieBaHUEM
CIIOCOOHOCTH TPAHCKETOJIa3bl CBsI3bIBaTh THaMuHIpodochaT B 10 pa3 Hike,
4yeM y (epMeHTa 310pOBBIX Jtojel. HapyleHne akTHBHOCTH TPaHCKETOJIa3bl
KIIMHUYECKH NPOSIBIIETCSI B TOM Cilydyae, KOrja coJlep)kaHHe THaMHHIIHPO-
(dhocdaTa oxazpIBaETCs CIMITKOM HU3KHMM IS HachleHUs GepmeHTa. 3a0o-
JICBaHME XapaKTEpU3YeTCs Iape30oM TJIa30IBHTaTeIbHOTO HEpBa, Hapylle-
HUEM IICUXUKH, [€30pUCHTAIlMe W OcCiablieHHeM NaMsiTH, HEHOPMAalbHON
OCaAHKOH M ITOXOJKOH.

ITJTTIOKOHEOT'EHE3
(BrOCHHTE3 IIIIOKO3BI B KJIETKAX OPraHU3Ma)

['maBHBIM MCTOYHUKOM TOIUTHBA JJII HEPBHOW CHUCTEMBI, ITOYCK, CC-
MEHHHKOB, 3PUTPOIUTOB M BCEX TKaHEH dMOpPHOHA SIBIISETCS TIHOK03a. Mo3r
yenmoBeka motpedsieT B cyTku Oonee 120 r IITIOKO3bI, YTO COCTABISACT TPU
YETBEPTH OOIIEH MOTPEOHOCTH OpraHW3Ma B TIIOKO3¢. Pe3epBHI TIIFOKO3BI B
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opranusMe cocTaBysiroT HemMHOruM Oosree 210-220r rimoko3sl B hopme rin-
korena nedenu (190r), cBOOOAHOM IIIFOKO3BI KUAKOCTEH Teaa - 20 . DTHx
PE3epBOB IIIOKO3bI IOCTATOYHO [UIsi 00ECIeYeHHs! TOTPeOHOCTeH oprann3ma
B TJIIOKO3€ B TEUCHUE OJHUX CYTOK.

st obecrieueHnsl KHU3HEACATEIBHOCTH OpraHW3Ma TIIOKO30U MpU
TOJIOJIAHUH, B TICPUOJIbI MHTCHCUBHOM ()U3MYECKON HATPY3KH B KJICTKAX TKa-
Hell aKTHBHPYIOTCS MPOIECChI OMOCHHTE3a Pa3IMYHBIX YIJICBOJIOB U3 HEYIJIe-
BOJHBIX TMPEIIICCTBCHHUKOB - MHUPYyBaTa, JIAKTAaTa, IJIMIEPOJA, TIIHKO-
TCHHBIX aMUHOKHUCJIOT, MPOMEKYTOYHBIX MPOAYKTOB IMKJIA TPUKAPOOHOBBIX
KHCJIOT.

BuocunTe3 [I-TNIIOKO3BI B JKUBOTHBIX TKAHSIX W3 HEYTJICBOIHBIX
MPEALIECTBEHHMUKOB HAa3bIBAIOT TJIIOKOHEOreHe30M. [JIIOKOHEOreHe3 y Ku-
BOTHBIX MIPOTEKAET INIABHBIM 00pa3oM B MEYSHH, MEHEEe MHTEHCHBHO - B [10Y-
kax. He3HaunTeJbHbIH TJIIOKOHEOTEHE3 HMMEET MECTO B KIETKax IpYrux
TKaHEeH - MO3T'y, CKEJIETHOM U CEePJACUHOMN MBIIIIIAX.

Ipu ramMkonM3e TIOKO3a MpeBpalaeTcss B nupysar. L{eHTpaisbHbIM
MMyTeM TJIIOKOHEOTeHe3a SIBIISICTCS MPEBpAIlCHUE MUPYBaTa B TIIOK03Y. XOTS
OOJIBIIMHCTBO 3TANOB TIIOKOHEOTEHE3a BKJIFOYACT CeMb OOpAIICHHBIX (ep-
MEHTATUBHBIX PEAKIUI TIIMKOJK3a, ITyTH 3TH HEUICHTHYHBI, TAK KaK Ha TPEeX
HEOOPAaTUMBIX CTAAMAX TJIMKOJM3a, KAaTalH3HPYEMBIX T'€KCOKHHA30, (oc-
bodpyKTOKHMHA30W M MUPYBATKUHA30M MPOUCXOTUT YMCHBIICHHE CBOOOIHOM
SHEPIHH.

B mporecce MIOKOHEOreHe3a HCIOB3YIOTCS 00XOIHBIE PEaKIHH,
KaTanu3upyemble ApYyruMu (pepMeHTaMH.

[epBoIii 00XOTHOM 3TAll B TIIIOKOHEOTCHE3E - 3TO MPEBpaIeHUE TTH-
pyBara B dochoeHONMUpYyBaT Yepe3 OKcaoaleraT. Peakiyu Katain3upyor-
Csl COBMECTHBIM JICWCTBHEM JBYX (epMeHTOB. [lepBas peakiius KaTaiu3u-
pyeTcss MATOXOHAPUAIBHON MUPYBAaTKApOOKCHIIA30H. ITOT OMOTHHCOAEpKA-
i PepMEHT KaTaIH3MPYyeT aHAIUIEPOTHYECKYIO PEAKIIMI0 CHHTE3a OKCAalo-
arerata w3 nupyBata. I[lupyBaTkapOOKCHIIa3a - PEryJIATOPHBIN (HEpMEHT.
[TomoXUTETBHEIM MOIYISATOPOM MUPYBATKAPOOKCUIIA3HI SBISICTCS H30BITOK
anetun-KoA

COOH
|
CH3 M gZ+ CH2
lC:O +CO, + ATD nupyBaTKapOOKcuiIaza lC:O
| 2 amernn - KoA |
COOH COOH
IIupysar Okcanoanerat
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OkcanoareraT, 00pa3yroNIHiicsi B MUTOXOHIPHSIX W3 IMHPYBaTa, BOC-
CTaHaBiHMBaeTcs B Maiat npu ydactun HAJIH, mox neficTBHEM MUTOXOHIPH-
ANBHOW MaJIaTACUAPOTCHA3HI.

MaJlaTACruAporenasa

Mamnatr
\ HAI[_'.

Okcanoanerar + HAJIH,

Masat o 4eITHOYHOMY MEXaHH3MY HEepPeXOAUT W3 MUTOXOHAPHI B
[UTOTINA3MY, T PEOKUCIIAETCS IO AeHCTBHEM IIHTO30IbHON (Gopmel HAJT
(HAJI®) - 3aBHCHMO#i JerHIpOreHashbl ¢ 00pa3oBaHUEM OKCAJIOaLETaTa.

Manar + HAJT Oxkcanoanerat + HAJTH,

B nanbpHeiimem okcanoaneraT moj neiicteueM QocdoeHonnupysar-
kapOokcukiHas3bl ((pochomupyBarkapOokcunasbl) npespaiaercs B pocdoe-
Honmupysat. B stoit M@’ 3aBucumoii peakmuu JoHOpOM (ochaTHOM
IPYIIBI CIYKUT ryano3unTpudochar (['TOD)

COOH CH,

lCHz +FTq)(bocd)oeHonanyBaTKap60KcuKMHa3a (|30P03H2 +CO, + [
IC=O (leOH

ICOOH dochoeHonmupyBar

B nanpnelimem, B XoJlie peakiuii, IpeICTaBIAIONINX cO00i oOpare-
HHUE peaKkuui TIMKonn3a, (pochoeHONUpPYBaT NpeBpaIaeTcsi BO (GpyKTo30-
1,6-mudocdar. DTa mocienoBaTeNLHOCTE HAYMHAETCS peaKLUel, KaTalu3u-
pyemoii eHonazoit (hochoeHOIMUPYBATIUAPATA30M), M 3aBEPIIACTCS CTa M-
ell, kKaTanu3upyeMoi anbaona3on.

Bropoit 00x0aHOW myTh - 3TO mpeBpaiieHue GpykTo30-1,6-1udoc-
(dara Bo (pykT030-6-hochar. Peakuuss Kartaam3upyeTcss CICHUPHUUICCKAM
dbepmenToM GpykTo3oaudochoTazoi, KOTOPHIH KaTATU3HPYET MPAKTHIECKU
HEOOpaTUMBIH THapOIN3 PpyKTo30-1,6-1ndocdara ¢ oTmemenrem docdar-
HOW TpyMITEI B OJI0XKEeHUH 1 1 ¢ oOpazoBanreM GhpykT030-6-hocdara.

Mg*
®pyxro30-1,6-nudocdar + HO O O O OO O OO -~ dpykroso-6-pocdar + HzPO,
bpykrozomupochorasa

®pykro30-mudocdoraza - peryiasTOpHBIA (HEpMEHT, MOTOKHUTEIh-
HBIM MOJYJATOPOM €ro cirykuT ATO.
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Tpetnii 00XOHOW MYTH - 3TO peakus aeGochOopUIMpPOBAHUS TITIO-
K030-6-(pocara mpu yugactuu GepmMeHTa IIIt0K030-6-hocdorassl, KaTanuzm-
pyro1miei HeoOpaTUMYIO THAPOIUTHICCKYIO PEAKIIUIO

Mg
I'mioko030-6-¢pochar + HO ——> T'miokosza + HzPOy
AG = -2,9kkan/moins

I'moko3a-6-pocdoraza — Mg® 3aBucHMBI (epMeHT SHIOIIA3MA-
THYECKOH CeTH KJIETOK NEYEHH, NMOYEK U KIIETOK CIM3UCTON KHIIEYHHKA IO-
3BOHOYHBIX. [ 11I0K030-6-pocdoTaza oTCyTCTBYET B KIETKaX MO3ra M MBIIII],
NI03TOMY M3 KJIETOK 3THX TKaHEH IIF0K03a B KPOBb HE NOCTYMAET.

I'mrok030-6-hocoTaza MoKeT IEHCTBOBATh KaK THAPOIMTHYCCKAS
nmupodocdoTasa:

[Mupodocpar + HHO——> 2H3PO;

Kpome Toro, ¢epMEHT MOXKET KaTaIM3HpOBaTh HEOOBIYHYIO peak-
uio - hocoprIrpoBaHUe MIIFOKO3EI 3a c4yeT nupodocdara:

I'moko3a + ®®y; ——> Tmoko30-6-pochar + Dy

B npouecce ritokoHeoreHesa Ha KXyl MOJICKYJTy IJIIOKO3bI, 00pa-
3YIOLLYIOCS. U3 NMHUPYBaTa, PacxoyeTcsl HIECTh BBHICOKOIHEPreTHIecKux ¢oc-
¢arubIx rpynm - yetsipe ot AT® u nse ot I'TO.

CkeneTHas MblILa Kposb Ileuenn
I'nuxoren I'moxo3a
H20—> T 7 HiP 04
I'mioko030-6-pocdar I'mioko030-6-pocdar
/ 2HAJT' AT
2ATO @
\—> 2HAJTH, 4ATD HAJTH,
@EIIB
rTe 1
2 Ilupysat 2ITupyBar
HATH,
HAT
Jlakrat JlakraT

Puc. 18. I'110K030-TaKTaTHBIA UK.
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CkenerHas MbIIILA Kposb Ileuenn
I'mioko030-6-¢pocdar I'moko3a
IAMUHOKHCIIOTBI N I'mrok030-6-¢pocdar
2ATO
/ﬂ B A,Z[+
0l-KETOKHCIIOTBI
\- MAIH,
NH; + [Tupysat 4AT<1/ Cunres
2I'T MOYEBHHB]
Alupysar
/ "
AnanuH Ananun

Puc. 19. I'1110K030-aJJaHUHOBBIH IIHKII.

CxeMa MHTerpanny IITHKONN3a U TIIOKOHEOreHe3a NpeCcTaBicHa Ha
puc. 20 €tp.70).

PEITHITPOKHAA PEI'YJIALUA I'TTOKOHEOI'EHE3A H I''THKOJIH3A

[IpoTHBOMONIOKHO HAIpPaBJICHHbIE MYTH TJIMKOJIM3a U TIIOKOHEOTre-
He3a PerylIHpyIOTCs KOOPIUHUPOBAHHBIM 00pa3oM, PEIHIIPOKHO, MyTeM HH-
THOMPOBAHMA W aKTHBAIlMH KITIOYEBBIX (PEPMEHTHBIX CHUCTEM WX aJUIOCTEPH-
YECKIMHU MOIYJISITOPaMHU.

[lepBbIM pEryasTOPHBIM MTYHKTOM B TJIIOKOHEOI'€HE3E SIBISIETCS pe-
aKIusl, KaTalu3upyemas PeryisTopHbIM (pepMEHTOM - MHpPyBaTKapOOKCHUIIA-
30i. [lOJIOKUTENBHBIM aJUIOCTEPHUYCCKUM MOJIYIIATOPOM 3TOro (pepmeHra
sBiseTcs aneTui-KoA. Bmecte ¢ Tem anetnn-KoA ciy>KUT OTpUIIATEITbHBIM
MOy TOPOM MUPYBATACTUAPOTEHA3HOTO KOMIUICKCA, YTO 3aMEUIIET OKFHC-
JUTENLHOE JIeKapOOKCHIMPOBAHUE IMMHPYBaTa M CIIOCOOCTBYET OMOCHHTE3Y
TJIFOKO3BI U3 MTUPYBATa.

BTOpBIM peryisiTOpHbIM MYHKTOM [IIOKOHEOT€HE3a SIBJISIETCSl peak-
nus, Katanusupyemas hpykrozoaudocdorasoit. OHa aKTUBUPYETCS BHICOKUM
sHepreTraeckuM 3apsaoM (AT®) npu u30BITKE TPOMEKYTOUHBIX MTPOIYKTOB
LUKJIA TPUKAPOOHOBBIX KUCIOT U uHruoupyercs AM® u AJI® (aktuBaTOpHI
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Puc. 20. Cxema HHTerpanuy INIHKOIN3a U IIIOKOHEOTeHe3a
(coxpammenus: ®I'A - pochormnuepurossrit anpaerun; I AD — guruapokcuareroHdocdar).
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dochodpykrokunaspr). CyIIeCTBEHHAS POJb B PETYIIAIMH TIIIOKOHEOT€HE3a B
MoCTabCOPOTHBHOM COCTOSIHUU TI0 MEpe CHHKEHUsI 3aI1acoB INIMKOTeHa B Iie-
YEeHU MPHUHAICKHUT TIFOKOKOPTHKOMIAM. B MEYeHH KOPTU30J CTUMYIUPYET
CUHTE3 0ETKOB-()EPMEHTOB, YYaCTBYIOIIUX B IIIFOKOHEOTCHE3E, OTHOBPCMCH-
HO CWJIBHO TOPMO3HT CHHTE3 OCJIKOB B MBIIICYHON W NPYrHx TKaHsax. [lpu
TOJIOJIAHUU aKTHBHPYIOTCS TKAHEBBIC KATCIICHHBI B COCIUHUTCIBHON H JTHM-
(dounHoON TKaHsX. BenencTBrue 3TOro KOHIEHTpALUs aMHUHOKHCIIOT B KPOBH
MOBBIIIACTCS, OHU UCTIONB3YIOTCS AJIsI [IIIOKOHEOTeHe3a B MIEYCHH U ITOYKaX.

Tema: PEI'YJIAINUA YTJIEBOJHOI'O OBMEHA
N OBPA3OBAHUWE SHEPTYHU B OP'AHU3ME.
HAPYHIEHUA YITJIEBOJHOI'O OBMEHA

I{eneBbie 3amauu:

|. Kommaprmenranusi (pOCTPAaHCTBEHHOE Pa3/eliCHUE), KITIOYEBbIC
perynsaTopabie (GEepMEHTHI, TOPMOHBI U Apyrue 3¢GQPEeKTOpsl - BaKHEUITHE
(hakTOpBI peryssuy OMOXUMHUIECKIX MPEBPAIICHUN YTIIeBOJOB U 00pa3oBa-
HUSI SHEPTHH B KJIETKaX OpraHu3Ma.

1. MexaHu3M akKTHBHOTO TpaHCcTopTa U (pochopumupoBaHus TITFOKO-
3bI B KJIETKaX (MHCYJMH3aBHCHMBIC M MHCYIHHHE3aBHCHMBIC TKAHH).

2. lluromna3ma KICTKY:

a) TIMKOTEH KaK Pe3epB M UCTOUHHK TIIFOKO3bI B KJIETKAX OpraHM3Ma.
TopmoHanmpHas peryssiius CHHTe3a M MoOmmu3anus riukoreHa. OcobeHHO-
CTH MOOWIIN3AIIUH TIMKOTCHA B MBIIIIAX U MeUeHH. [ IIOK03eMus;

6) peryJsius IMKOIN3a U TIIIOKOHEOTeHe3a. MeXaHu3M peryIisiuH.
T'opMoHambHBIE M HYKICOTUAHBIC Y3PPEKTOPEHI;

B) PETYJIAIMS TeKCO30MOHO(MOC(ATHOTO MyTH MPEBPAIICHHS TIFOKO-
30-6-¢ocdara.

3. Marpukc MUTOXOHIPHIA:

a) OKHCIHTENbHOE JCKapOOKCHIMPOBAHHE MHPOBHHOTPATHOW KH-
CJIOTBI M CHHTE3 OKcajtoarerara. MexaHu3M perysiuu. G (HeKTops;

0) IMKJI TPUKAPOOHOBEIX KUCJIOT. MeXaHu3M peryisuun. IPQeKTopsl.

4. BHyTpeHHs MeMOpaHa MUTOXOHIPUIL:

a) (epMeHTHI JpIxaTebpHoi menu. ConpsokeHue apixanust U hocdo-
PWIHPOBAHUS;

0) peryJIsius - IbIXaTeNbHbIA KOHTPOJIb. IHMMOUTOPEI AbIXaHus U (oc-
(opunmpoanust. Pazobmureny okucnutensHoro Gochopunrposanus. MHruou-
Topbl AT®-CHHTETa3bI.

Il. HapymeHnus yriieBogHoro ooMeHa.

1. Tunornukemus, THIEPTIMKEMHUs], TIIOKO3YpHsl, OYCYHBIA MOPOT
JUIS TITFOKO3BI, CaXapHble KPUBbBIE U MX JHArHOCTHYECKOE 3HAUCHHE.
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2. Bugs! rimoko3ypun. CaxapHsiid 1uadet. MexaHu3M ero pa3BUTHS.
3. Hacnencreenusie Gpepmentonaruu. ['agakrosemusi, ppykro3ypus,
HENIEPEHOCUMOCTD JTAKTO3bI, TIIMKOTEHO3bI, TIIUKO3HI03HI.

Jurepartypa

1. hepesos T.T., Koposxun B.®. buoxumus, 1990.

2. Hukonaee A.A. buoxumus, 1989.

3. Cmpoes E.A. buoxumus, 1985.

4. Jlenunoocep A. OcHoBsl Onoxumun, 1985.

5. Cmpaiiep JI. buoxumus, 1985.

6. Kyuyx O.M. BHOJOTHYECKOE OKHCIICHHE. DHEPreTHKa KJICTKH,
1997.

PET'YJIALIHA YITJTIEBOAHOI'O OFMEHA

Perymsuus - 3T0 ynpaBjieHHE KaKUMH-THOO MPOLECCAMH IS JIOC-
THOKCHUS OTpelesieHHON menn. KakoBbI ke LENU PEryJsiuHd YIICBOJHOTO
obmeHa? Ha ypoBHe IIeJIOCTHOTO OpraHM3Ma OCHOBHasl LIEJIb PEryJIsiUd yr-
JIEBOJTHOTO OOMEHa B OOBIYHBIX YCIOBHSX JKU3HH - 9TO 00eCreYeHue OTHOCH-
TEJBHO TOCTOSHHOT'O YPOBHS TIIIOKO3bI B KpOBH. Ecium ypoBeHb caxapa B
kpoBu craHoBuTcs Bbie 150 Mr%, To riOK03a HAYMHACT BBIACIATHCS C MO-
4OW M TepsieTcsi Juis opraHu3ma. Eciu ypoBeHb caxapa B KpoBu Hmxke 50
Mr%, BO3HHMKAET THUIOTIUKEMHs, HAapyIIaeTCs MHUTaHWE TOJIOBHOTO MO3Ta
TITIOKO30H, SBISIOIMICHCS OCHOBHBIM SHEPTeTHYECKHM MaTepHalOM Ui €ro
paboTel. Huskuit ypoBEHb TIIOKO3bI B KPOBH (THUIIOTJIMKEMHSI) BBI3BIBACT
Cepbe3HbIC HApYIICHNS B IICHTPAJIHHON HEPBHON CHCTEME - 10 TIOTEPH CO3Ha-
HUS W CYJOPOXHBIX NPUNAnKoB. [IOBTOpHBIC MPUCTYIBI THIIOTIMKEMHUHU Y
JIETeli MOTYT BECTH K CIa0OYMHIO M JPYTHUM TSKEIBIM MOCIeACTBUsAM. [1o-
9TOMY OpraHu3M OOpeTcs 3a IOJAEp’KaHue MOCTOSHHOTO YPOBHS caxapa B
KpPOBH, 0COOCHHO POTHUB BO3HUKHOBEHUSI THITOTTTUKEMHUH.

[TocTostHCTBO YpOBHS caxapa B KpOBH 00€CIIEUNBACTCS:

1) perymsnueli TOTpeONECHHUs MHIM BCIEACTBHE BO3HUKHOBEHHS
YyBCTBA T'OJI0J]a WJIM YyBCTBA HACHIIICHHUS,

2) npeBparnieHreM M30BITKA THINEBOM TIFOKO3bI B TIIHKOTEH TIEYCHH
¥ MBIIII], a TAaK)X€ B KUPHI M APYTHE BEIIECTBA IMyTeM 00paTHOTO MpeBpalie-
HUS TIIMKOTEHA TI€YCHH B TIFOKO3Y KPOBHU IIPH CHWKCHUH €€ YPOBHS B KPOBH;

3) mpeBpaleHHeM aMHHOKHCIIOT, 0Opa3yoIuXCss u3 OCNKOB THIIH
WK U3 OENKOB TKaHeH, B Tif0K03y (PM HEMOCTATKE TIFOKO3BI B IHINE WA
HApPYUICHUSIX €€ YCBOCHUS TKAHSIMH);
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4) orpaHMYEHNEM 3aXBaTa TIIFOKO3BI M3 KPOBH OCHOBHBIMHU TIOTPEOU-
TENISIMH: MBIIIEYHON M JKUPOBOH TKaHBIO, a TAKXKE IMEUCHBIO C TEM, Y4TOOBI
[III0KO03a UCTIOJIh30BAJIACh IPEUMYIIIECTBEHHO TKAHBIO MO3Ta,;

5) ynaneHueM n30bITKA TIIFOKO3BI (PH THIIEPTIMKEMUK) C MOYOMA.

Bo3HHKHOBEHHE YyBCTBa rosiofa, (HOPMHUPYEMOro THIIOTaIaMuye-
CKUM THIIEBBIM [IEHTPOM, CBSI3a8HO CO CHIDKCHHEM B KPOBH KOHIIEHTPAI[UH
TJIIOKO3bI U, BO3MOXHO, JAPYrMX NHUTATEIbHBIX BemiecTB. "TomomHas KpoBb”
BO30YKIacT IICHTP roJioJ]a U BI3BIBACT MOSIBICHUE YyBCTBa rojonaa. Hao6o-
POT, TOCIIE €/Ibl, MO/ BIUSIHUEM CaAMOTO aKTa €JIbl, YyYBCTBA HATIOJHEHUS XKe-
Jayaka U pedIeKTOPHOTO M TOPMOHAILHOTO TOBBIIMICHHUS YPOBHS caxapa B
KpOBH (3a CUET YCKOPEHHsI TIIMKOTCHOJM3a B [IEUCHHU), IEHTP T'0JI0Ja yrHEeTa-
eTCsl, BOSHUKAET YyBCTBO HACBIIICHHUS - €1Ie JI0 TOr0, Kak B KPOBb M3 KHIIIEY-
HUKA HAYMHAET IIOCTYNaTh TJIIOKO3a, OOpa30BaBLIAsCS M3 ChEICHHBIX
MTUIIEBBIX MPOAYKTOB.

Perymsiiust yriaeBogHOro oOMeHa, MOMHMO OIHMCAHHOTO HEPBHOTO
MeXaHH3Ma TOJIOZa U HACBIIICHHS], OCYLIECTBIISIETCSI C MIOMOIIBI0 TOPMOHOB.
31ech MBI BCTPEUAEMCs ¢ ABYMsI OCHOBHBIMH MEXaHU3MaMHU:

1) nocrne enibl, KOTAa B KPOBb MOCTYIAET MHOTO MHUIIEBOM TITFOKO3BI,
YBEJIMYHMBACTCS BBIJCIICHIE MHCYJIUHA U3 OCTa-KIETOK MOJHKEIYIOYHOM Ke-
JIe3bl ¥ TOPMO3HTCS CEKPEIHsS TOPMOHOB TIFOKOKOPTUKOUIOB HAIIIOYCYHH-
KaMH U IIIIOKaroHa O-KJIeTKaMH MOKeTyI04HOH JKee3bl;

2) B IPOMEKYTKaX MEXy MPUEMAaMU IHUIIH, KOTIa OPraHU3M TOJI0-
JIacT, CEKPCUUsl WHCYJIMHA CHUXKACTCS, a CEKPCIHs TIFOKOKOPTUKOUIIOB, Ha-
000pOT, YBEIMINBACTCSI.

Cekpelisi HHCYJIHHA MPSIMO CTUMYJIUPYETCSI TJIFOKO30# HPHU MOBBI-
LIEHHH €€ YPOBHS B KPOBU U, HA00OPOT, CHHMXKAETCS IMPH THIIOTIMKEMHH.
CrioxHee MEXaHW3M H3MEHEHHS TJIFOKOKOPTHKOUIOB (YBEIHYEHHE MX CEKpe-
LUK [IPU TOJIOJIAHUU 00YCIIOBJICHO MPHU BO30YXKISHUHU LIEHTpa T0JI0/a, YBEIH-
YEHHEM CEeKpelHU THIOTAIAMUYEeCKOr0 W TunoU3apHOro TOPMOHOB,
YCUJIMBAIONIUX SHIOKPHHHYIO (QYHKIIMIO KOPBI HAIIOYEYHHUKOB 110 BHIPabOT-
K€ U CEeKpeIHH TIIOKOKOPTHKOUIO0B). [locie enpl, GoraToil yrieBogamu mu-
[, B KPOBb MMOCTYMAET MHOTO MHUIEBOM TIIIOKO3BI ¥ MHOTO WHCYJHMHA. [1o1
BIHMSHHEM WHCYJIMHA YCKOPSIETCSI aKTHBHBIN MEPEXO]] TIIFOKO3bI Yepe3 MeM-
OpaHbI KJIETOK MBIIICYHOM U )KUPOBOM TKaHH. B KII€TKax MeYeHH, Ybsi IPOHU-
[AEMOCTh JUTS TJIFOKO3BI BCEr/la JIOCTATOYHO BBICOKAsS, HHCYJIUH aKTHBUPYET
(hepMeHT TeKCOKHMHA3y, IMPEBPAINAIONINi TIIOKO3Y B TJIOK030-6-hocdar u
(epMeHT TIIMKOTeH-CHHTeTa3y. Bo BceX ATHX TKaHsX MO BIUSHHUEM HHCYIIH-
Ha YCKOPSIETCS MOCTYIUICHUE TIIOKO3bI B KJIIETKH U €€ MPEBPAalICHHE B TIFOKO-
30-6-(hocar. BcenencTBre 3TOro ycKOpsieTcsi MpeBpallieHue TI0K030-6-
(dhocdara Mo BceM HampaBICHHSIM.
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TI'moko03a

[IpeBpamienue B

TJIMKOTeH
10-15 % 2%
I'mroxo30-6-pochar ———— > Ilpeparnenre B
2% TIEHTO3BbI
[IpeBpaiienue B IIpeBpamienue B
MYKOTOJIUCAXapUIbI 30% HKHPBI

10% 40%

IIpeBpamenue B
O-KETOKHMCIIOTBI U CO; + H,0 + sHeprus
B aMHHOKHCIIOTBI

CrietoBaTesbHO, Ha (POHE BBICOKOTO YPOBHS TIIFOKO3BI B KPOBH HH-
CYJIMH CMEIIaeT YTIICBOMHbBIM OOMEH B CTOPOHY YCKOPEHHOTO W YCHIICHHOTO
OKHCIICHUS TIIFOKO3BI B MBIIIIIAX, )KHPOBOM TKAHM, TICYCHA U APYTHX OpraHax
M 33 CYET SHEPrHH JTOTO OKHCICHHS 00eCledrBacT 3HAYUTENBHBIA CHHTE3
3alacHBIX BEIIECTB - XHUpa (B JKUPOBOM TKAHW M IEYEHH) M TIHMKOreHa (B
MBIIIIAX, [€YeHH, TI0YKax, a TaKKe JAPYTUX BEIIECTB  KIETOK-
MYKOIIOJINCAXapU/I0B, IEHTO3, AMUHOKHUCIIOT, KETO-KUCIOT U Ip.).

Ipu ronosaHuy, KOTJa YPOBEHb caxapa B KPOBM HH3KHi, CEKPEIUs
WHCYJIMHA YIHETEHA M Mpeo0iaaaeT AeHCTBHE TMIIOKOKOPTUKOMIOB.DTH TOp-
MOHBI YaCcTO Ha3bIBAIOT KOHTPHUHCYJISAPHBIMH. J[efCTBUTEIBHO, OHH TOPMO3ST
MEPEXO/T TIIOKO3BI B KJIETKU MBIIIEYHOM U KHPOBON TKAHHM M YTHETAIOT aK-
THBHOCTh T€KCOKHMHA3bI B TICUCHH, T.€. TOPMO3ST 3aXBaT TIFOKO3BI U €€ TIpe-
BpAIllCHUE B TIIOK030-6-pocdar B 3TMX TKaHsIX. B pesynbrare Tiokosa B
KpoBHU cbeperaercs s oOecriedeHus] paboThl Mo3ra. Kpome Toro, Tiroko-
KOPTHUKOM/IBI YBEJINYNBAIOT CHHTE3 (PEPMCHTOB WM aKTHBHPYIOT (DepMEHTHI,
YYaCTBYIONINE B TIIIOKOHEOTCHE3€ YIIICBOMOB W3 aMHHOKHUCIOT (T.e. u3 Oeln-
KOB). B pesynbrarte mpu rosogaHud ypoBEHb TIIFOKO3BI B KPOBH MOCTOSIHHO
MOTIONTHSIETCA 3a CUET pachana OeJKOB TKaHEH, a HalpaBJeHHe YIJIEBOIHOTO
0o0MeHa MEHSETCS B CTOPOHY CHHTE3a YIIIEBOIOB (0COOEHHO B TEUCHH).
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CuHTE3 III0K03bI

CuHTE3 ITIUKOTeHa T
— I'miok030-6-pochar —> CuHTE3 NICHTO3

T /HaBeneBochyCHaﬂ
DAIIB KHUCJIOTa
AMUHOKHCIOTBI —>  KeTOKHUCIOThI /

DHepreTHYecKre NOTPEOHOCTH MBIIICYHON U JPYTUX TKaHEH, a Tak-
JKE TIEYCHU B YCIOBUSAX TOJOIAHUS B OCHOBHOM YIOBJIETBOPSIOTCS 3a CHET
OKHCIICHHS KHPOB, TaK KaK TIIIOKOKOPTHKOUIBI YCKOPSIOT JHUIIOJU3 KHPA
JKHPOBOW TKAHU U TEM YCKOPSIIOT OKHCIICHUE KHUPOB.

B HekoTOpBIX 06CTOsITENBCTBAX (MBIIICUHAs paboTa, SMOIMH THEBA,
cTpaxa), IpU KOTOPBIX BO3HMKAET HEOOXOAUMOCTh B 00Jiee OBICTPOM JOCTaB-
K€ TJIFOKO3bI K MO3TOBOM M MBIIIEYHON TKaHSM, LIEIbI0 PErysiiud yrieBoI-
HOro 0OMEHa CTAHOBHTCSI ITOJ/IEPKAHUE BHICOKOTO YPOBHSI caxapa B KPOBH 3a
cueT OBICTPOro pas3pylieHHs IJIMKOTeHa B ME4YeHH. B 3THX ciydasx Bo30yx-
JICHHE CHMIATHYCCKOTO OT/Eia HEPBHOW CHUCTEMBI MOJKPCIUISCTCS YBEIIH-
YCHHOW CEKpelrei TOpMOHa aJpeHaiHa B MO3TOBOM CJIO€ HAIIOYCYHHKOB.
DTOT TOpMOH aKTUBUPYET epMeHT hocdopuiasy B ICUCHH, PACIICTUISFOIIUI
TJIMKOTEH JI0 TIF0K030-1-bocdara, KOTOPBIN 3aTeM MPEBPAIIACTCS B TIFOK030-
6-thocdar u rirroko3y. ['MroK03a BEIXOJUT U3 IIEYCHU B KPOBH

['mukoren I'moko3a

<« docdopunaza / <« ®docdaraza

I'moxo30-1-pochpar — T'mroko3z0-6-pocar

Perymsanus yrineBogHoro oOMeHa Ha ypOBHE KJICTKH ITOJYUHSCTCS
TpeM nessiM: 1) 06eCeueHIIO BBILICIIEPEYHCICHHBIX OTBETHBIX PEAKIUNA BCe-
r0 OpraHu3Ma IIyTeM M3MEHCHHS OOMEHa B MBIIICYHBIX, )KUPOBBIX KIETKaX U
KJIETKax MeYeHH; 2) 00eCnedeHH0 CreupUISCKHX MyTed oOMeHa KIETOK
TOHM MM WHO# TKaHH, OISITh-TAaKKM B MHTEpEcax BCero opranusma; 3) obecre-
YEHUIO OTHOCUTENBHO NOCTOSTHHOTO ypoBHsI AT® B Kietke.

IlepBas menb, Kak MBI BHIUM, JOCTHIAeTCs W3MEHEHMAMH 3axBara
TJIFOKO3BI MeMOpaHaMH KJIETOK MJIM M3MEHEHHSMHU HAIPABICHUS YTJICBOIAHOTO
oOMeHa ITyTeM aKTUBHPOBAHHMS HIIM YTHETCHUS KIIIOUEBBIX (PEPMEHTOB.

Bo BTOpOM city4yae KJIeTKH pa3HBIX TKaHEH CHHTE3UPYIOT pa3Hoe KO-
JMYECTBO KIIOUEBBIX (epMeHTOB. Tak, MbIIIEYHbIE KJIETKH CHHTE3HPYIOT
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oueHb Maiio (pocdarasbl rr0K030-6-hocdara. B pesynbraTe TIIMKOTeH MBIIII]
HE MOYET MPEBPATHTHCS B TIIIOKO3Y M YHUTH U3 MBIIII], a IPEBPAIIaeTCs TOJIb-
KO B IJIF0K030-6-(hocdar, a1 KOTOporo MeMOpaHbl KJIETOK HEIMPOHUIIACMBI 1
KOTOPBIH MOKET OKUCIATBCS TOJBKO IO MyTH MOJHOTO okucieHus 1o CO;, u
BOJIbI, TAK KaK B MBIIIIAX MaJI0 ()epMEHTOB IICHTO3HOTO IIUKJIA. YTICBOIHBII
00OMEH B MBIIIIAX TPUCTIOCOONICH K MOMYYCHHUIO JHEPTUH 33 CUCT OKUCIICHHS
YTIIEBOIOB.

B kierkax >KMpOBOW TKaHH, HA00OPOT, CHHTE3UPYETCS JITOBOJILHO
MHOTO (€PMEHTOB TEHTO3HOTO MHKJA, reHepupyrommux HAJIDPH,, HyXHBIH
JUISL CUHTE3a XHUPHBIX KHCIOT U3 TIOKO3BI, a TaKkKe (PEPMECHTOB, YU4aCTBYIO-
mux B 00pa3oBanuu GochoriuieprHa u3 roko3sl. DocdornuiepuH HyxeH
JUISL CHHTE3a XHUPOB (TPUTTIMIEPUIOB BBICIIMX JKUPHBIX KUCIOT). DTOT MPO-
mecc cuHTe3a GocdorauieprHa u3 TIIIOKO3bI HIET BHaYaIe ¢ IOMOIIbIO dep-
MEHTOB TJIMKOJIU3a JI0 cTaauu oopasoBanus Gpocdoauokcuarerona u gocgo-
TIIMIEPUHOBOTO anbaeruaa (u3 ¢ppykrozo-1-6-nudocdara).

Janee dpocdoanokcnaneToH BoccTaHaBINBaeTCs B (OCHOTrTHLEPUH:

CH,OPO5H, CH,OPO5H,

| |

C=0 +HAJIE, ——> HCOH +HAJ
| |

CH,OH CH,0H

YrieBoaHBI 0OMEH B KHPOBBIX KIETKaX MPUCIOCOOJIEH K CHHTE3Y
JKHUPOB U3 yriieBoaoB. OcoObiMu HabopamMu (EPMEHTOB YIIIEBOJAHOTO OOMEHA
pacroJararmT, HanpuMmep, HEpBHBIC KICTKH, HE CIIOCOOHBIC CHHTEC3HUPOBATH
TJIMKOTCH M TTOATOMY HYXKIAIOIIUECS B IOCTOSHHOM CHAa0)KEHUH TITFOKO30i1.

OcobeHHOCTH OOMEHa B pa3HBIX BHIAX KJIETOK IPEIONpE/IeICHbI
TeM, 9TO WX TEHETHYECKHH ammapaT Mo-pa3HoMy OOeclieuynBaeT CUHTE3 pas-
HBIX 0eNKOB-(DepMEHTOB, YIaCTHUKOB TEX HMJIU JPYTUX IyTEH B yIII€BOTHOM
obmeHe.

TpeThs e peryisanuu yriieBOIHOIO 0OMEHa B KJIIETKaX - 3TO obec-
MEYCHUE OTHOCUTENIBHO MOCTOSTHHOTO cooTHOLEeHUs ATD, AJI® u AMO.

Panee mbl yka3piBanu, yTo HakormieHue B kieTkax AT®D Ttopmosut
TKaHEBOE JbIXaHUE U, CIIe0BATEIbHO, TOpMO3UT npeBpanieHue A/{O B ATO.
Hao6opor, nmpu 6sicTpoM pacxomoBannu AT® W CHIKEHUU ee KOHIICHTpa-
uuu (a 3HAYUT, TPU MOBbImeHUU KoHueHTpauun AJ[® u AM®) TkaHeBOe
JIBIXaHUE CTUMYJIUPYETCs, BCIECICTBUE YETr0 YCKOPSETCS OKUCIIEHHE YIJIEBO-
JoB (1o myTH rMKojnu3a U iukia Kpebca) u Apyrux BEmecTB, YBEIUUHUBACT-
cs1 oOpazoBanue ATO.

IToBbimenue konneHTpauuun AT® BbIlle U3BECTHONM HOPMBI TOPMO-
3UT OKHCIIEHHE YIJIEBOJAOB emie oaHuM nytemM. AT® aminocrepuyecku napa-
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JU3YeT KIT0YeBOW (EepMEHT TIuKoIM3a-hochoPpyKTOKHHAZY | MPEPHIBACT
TJIMKOJIN3, OTpaHUIUBaeT padboTy nukia Kpedcea mo renepanun ATO.
®depmenT GochoPpyKTOKMHAZA ATUIOCTEPUISCKH YTHETAeTCS JIH-
MOHHOW KHCIIOTOH, KoTOpas oOpa3yercs B nukie Kpebca u3 mpoaykToB 00-
MeHa YrieBoioB (IaBeIeBOYKCYCHAs KUCIOTa U aneThi-paaukain). Ciemnosa-
TeNBHO, yrHeTas (ocHoPpyKTOKHHA3Y, JTUMOHHAS KUCJIOTa TOPMO3HT CBOU
COOCTBEHHBIW CHHTE3, 371€Ch TAKXKE 00paTHAs OTPHUIIATEIILHAS CBSI3b.

I'moko3a

I'moko030-6-hocdar

DpykTo30-6-pocdar
(<)

Topmoskenue docdo-
(pyKTOKHHA3EI

OpykTo30-1-6-1udocdar
®ocdopHOrTHIepHHOBBI - =~~~
aNbJCTU L .

-
-
-
-
-
-
-
-
-

[TupoBuHorpaanas -~
KHCJIOTA

Auerui-pagukan

N

IIaBeneBoykcycHas ____ 5 JIuMoHHas
KHCIIOTa KHCIIOTa

\ AT®

Iuxn Kpebea

CxeMa aJuI0CTEPHIECKOTO TOPMOKEHUS (HocHODPYKTOKHHASHL.
HapyueHusi yrjieBOIHOT0 00MeHa
Ha mo0bIX ypOBHSIX OpraHHU3AIMH KHUBOTO OpraHU3Ma POJIb YIJIeBO-
JIOB M WX TIPOM3BOJHBIX KpaiHe pasHooOpa3Ha - OHM HMCIIOJB3YIOTCS Kak HC-

TOYHUKHU SHCPIHUH, YUACTBYIOT B HOCTPOCHUU pAla CBO60,HHI)IX TJIMKOIIPO-
TCUHOB - TOPMOHOB, TJIMKOIIPOTCUHOB - (bepMeHTOB, 6€HKOB'Hep€HOC‘II/IKOB, a
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TaKKe TIMKONPOTEHHOB, TNIMKOJIWIIUAOB, HYKJICOTHAOB, HYKICHHOBBIX KH-
CJIOT - BAKHEHIINX KOMIIOHEHTOB KJIETOYHBIX CTPYKTYP.

VYrneBoas! UrparoT OOJBIIOE 3HAYEHHE B HHEPIETHKE KIETKH, OCO-
O6eHHO HEpBHOI TKaHU. [10CTOSHCTBO conep KaHMs IIIIOKO3bI U APYTHX MOHO-
CaxapHIOB M WX IIPOHM3BOAHBIX B KPOBM SIBIIETCS OJHUM M3 ITOKa3aTeNeH
CTa0MJIBHOCTH HE TOJIBKO DHEPreTHYECKOro OOMEHa B KJIETKAax, HO M CTa-
OMJIIBHOCTH CTPYKTYP M (DYHKLUH CIIOKHBIX YIIIEBOACOAEPIKAIINX CBOOOIHBIX
OMOMOJIEKY)I ¥ KOMIOHEHTOB KJIETOYHBIX MEMOpaH U MEXKJIETOYHOTO Mart-
pHKca.

B perymsiunu yrnesogHoro oomeHa ocobast posb orBogurcst LIHC n
COMOJYMHEHHOHN ei YHAOKPUHHON cucTteMe. [ OpMOHBI y4acTBYIOT B peryJs-
UM aKTHBHOCTH (DEPMEHTOB YIJIEBOAHOTO OOMEHA, KOHTPOJIE TPaHCMEM-
OpaHHOTO TIEpEeHOCa TIIIOKO3BI, BKJIIOYEHHMHM MOHOCAXapHIOB B Pa3IHIHBIC
OMOXMMHYECKHE TPOIIECCHI - TIIMKOJIN3, IEeHT030(ochaTHOE OKUCIICHUE, CHH-
TE3 TIIMKOTEHA, BKIIOUCHNE MOHOCAXapHIOB U UX NMPOU3BOAHBIX B CTPYKTYPY
CIIOKHBIX GEJIKOB (MIMKONPOTEHHOB), IIIUKOIUITHIOB U APYTHX COCAUHCHUH .

Hapymenus yrineBogHoro oOMeHa HaOJIOAIOTCS Ha JIIOOBIX ypOB-
HSIX OpraHU3aliy XKMBOTO OpraHu3Ma M OOYCIIOBJIEHBI, B IIEPBYIO O4YepEellb,
HapylIeHHEM MEXaHH3MOB TOPMOH-PELENTOPHOIO CBS3BIBAHUS, PETyJISILNN
AKTHUBHOCTH (DEPMEHTOB BCIICACTBHE ICHETHYECKUX NE(PEKTOB MX CTPYKTYP,
HMHrUOMpyoLero aeiicTeie cnenupuIecknx U Hecreu(uiecKux mnapaimsa-
TOPOB H T.1.

HapymeHusi o0MeHa (pPyKTO3bI

I[Ipn Hacmemyemoll HEIOCTATOYHOCTH  (PYKTO30-1-hocdaTais-
JoJIaspl, pachieruistomero (Gpykro3o-1l-hochar Ha ¢ocdoamokcuamneTon u
TJIMIIEPUHOBBIN allbJIETHIl, B TKaHAX HakarumBaercs (GpykTo3o-l-docdar,
KOTOpBIH MHIHOMpYeT anbaonasy gppykroszo-1,6-nupocdara. 310 npuBoAUT K
HapyLICHUIO PEaKUi PaCIeTJICHUs] U CUHTE3a IJIIOKO3BI.

®pykro3o-1-hochar nHrHOUpyer Takke (ochopunaazy TIMKOTeHA.
OTH HapyIICHHs aKTUBHOCTH IIPUBOJST K CHIDKCHUIO YPOBHS TJIIOKO3BI B
KPOBH I0CJIe TIPHEMa ITUIIH, COAEpIKallylo ppyKTO3y WM caxaposy.

ITockoJIbKYy TJaBHBIM HMCTOYHHKOM (QpyKTo30-1-pochara cimykuT
IUIIA, 3TO BPOXKACHHOE HApyIIEHHEe OOMEeHa MPOSIBISIETCS] B PAHHEM JIETCKOM
BO3pacTe IMocje Mepexosia ¢ TPYAHOro KOPMIICHHS Ha MHILY, COIEPIKAIIYIO
caxapo3sy. bone3Hp NposBiIseTCs NPUCTYIIAMH PBOTHI U CYJOPOT TOCIIE €bl.
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Hapymenusi o6MeHa rajiakTo3bl

Jlpyrum npuMepoM 3a00JieBaHusl SIBISIETCS TAJIAKTO3EMHUS, IIPU KOTO-
POM B OpraHH3Me YeJIOBeKa BCJICICTBUE TE€HETHYECKON aHOMAIIMH OTCYTCTBYET
¢depment Y]JId-rmokoza: 0-/[-ranakrozo-1l-pocdar ypununrpancdepasa, uro
o0ycnaBiInBaeT HapyleHue npespaiienus J[-rasakrossl B J[-rimoko3y. Benen-
ctBHe 3Toro J[-ranmakros3a u JI-ramakto3o-1-pocdar HaKamIMBarOTCS B KPOBU H
TKaHsX, YTO, OYEBH/IHO, SIBJSIETCS OAHUM U3 (DAaKTOPOB, YCUITMBAIONIMX MPOLIEC-
CBbI TJINKOJIN3UPOBaHUs OeJIKOB-()epMEHTOB, OENKOB IIIA3MaTHYECKIUX MeMOpaH
KJIETOK W, KaK CJICACTBUE, U3MEHEHUE nX (DYyHKIMOHAJIBHONH aKTUBHOCTH. bo-
JIe3Hb OOHAPY>KMBACTCSI C TIEPBBIX JTHEH MOCIIE POXKICHHS, IIOCKOJIBKY INIaBHBIM
HCTOYHUKOM J]-rajakTossl SBIsSETCs IpyaHOe MOJioko. HOoBOpOKieHHbIE OTKA-
3BIBAIOTCSl OT €[Ibl, TOSIBJISIETCS PBOTA, MOHOC. [leueHb W HEKOTOpbIE ApYyrue
OpraHbl yBEJIMYMBAIOTCS, HApYIIAETCsl 3pEHUE M3-32 MOMYTHEHUs XpYyCTalluKa
(karapakTa). 3agepKUBACTCS YMCTBEHHOE Pa3BHUTHE. YCTpaHECHHE W3 PalMOHA
00IBHOTO pebeHKa MOJIOKa CYIIIECTBEHHO CMATYAET MPOSBICHNE OO0JIC3HU.

CaxapHblii 1uadet

Upe3BhIUaiiHO Ba)KHOE 3HAYCHHUE I OpraHM3Ma MMEET HOJIepiKa-
HHUE MOCTOSIHHOTO YPOBHS TJIFOKO3bI B KPOBH, IIOCKOJIbKY TJIIOKO3a SIBIISICTCS
OCHOBHBIM YHEPIreTHYECKUM CYOCTPATOM [UIsi HEPBHOW TKAHHU.

YpoBeHb TIOKO3bI B KPOBU HAXOAUTCS 10/ KOHTPOJEM HEPBHO-
TOPMOHAIIBHBIX MEXaHU3MOB. B030yXICHAE CUMITATUYECKOTO OT/AEa BereTa-
TUBHOW HEPBHOW CHCTEMBI, YCWJICHHE CCKPCIHHU TJIHOKAroHa, aJpcHAajMHA,
TIIIOKOKOPTHKOUIOB TOBBIIIACT YPOBEHb TIIIOKO3bI B KpOBU. Bo30yxkieHue
MapacUMIIATHYECKOTr0 OT/Iella, YCUIICHHE CEeKpEelMn TOPMOHA WHCYJIHHA CHU-
JKAeT COJICPIKAHUC TITFOKO3BI B KPOBH.

WHCYNHH CTHMYIHpPYET TPAHCIOPT TIIFOKO3BI BHYTPh KIETOK, €€
pacmaj B mpoIiecce TIUKOIH3a U MeHT030-POochaTHOTO OKUCICHUS, CTUMYITH-
pyeT CHHTe3 TJIMKOTeHa, CHHTE3 TPHUALMITIMIEPHHOB U 3aMEHHUMBIX aMHUHO-
KHCJIOT M3 IPOMEXYTOUHBIX MHPOJIYKTOB YTIEBOAHOrO oOMeHa. MHCynuH
KOHTPOJUPYET ITH MPOIECCHl U HA TCHETHYECKOM YPOBHE KaK HHAYKTOP CHH-
Te3a KIIFOYCBBIX (DEPMEHTOB TJIMKOJIH3a: TeKCOKHHA3BI, PochodpyKTOKUHA3EI
¥ THPYBATKHWHA3bl, a Takke (pepMEHTa TIIMKOTCHCHHTa3bl. OIHOBpPEMEHHO
HWHCYJIMH WHTUOMPYET CHHTE3 KIII0UYEBOTO (PepMEHTa TIIIOKOHeoreHe3a — oc-
(hoeHOMMIMPYBaTKAPOOKCUKMHA3EI B TIEYCHH 1 TIOYKAX.

Hapymienne cexpelun WHCYIHMHA M MEXaHU3MOB WHCYJIHH-PEIET-
TOPHOTO B3aWMOJICHCTBUS MPUBOIUT K BO3HUKHOBCHHIO 3a00JICBaHUS - ca-
XapHOro nuabera. Y CTaHOBJICHO, YTO B €r0 OCHOBE JIGKHT MHOXKECTBO pas-
JIMYHBIX MOJICKYJISIPHBIX e(heKTOB!

1. HapyuieHue mpeBpallieHus MPOUHCYJINHA B WHCYJIUH BCIICACTBHE
MYyTalui, 3aTparuBalONIINX OCTATKH aMHHOKHUCIIOT B YYACTKE COCTUHCHUS A-
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uenu (wnu B-nienn) ¢ C-menTraoM B HPOMHCYJINHE ¢ 00pa30BaHUEM MEXIY
HUMH TPOYHON CBSI3W. B mima3me kpoBu Takmx OOJIBHBIX BBICOK YPOBEHb He-
AKTHBHOT'O NPOUHCYJIMHA.

2. Hapymenue MoJieKyJsIpHOI CTPYKTYpbl MHCYJIHMHA, 00YCJIOBJIEH-
HOE HEpa3pelICHHON 3aMEHOIl aMHHOKHCIOTHBIX OCTaTKOB B aKTHBHOM IICH-
Tpe MOJEKyJbl MHCYIHMHA. Tak, 3aMeHa (peHWIaTaHWHA Ha JICWIUH BOIU3U
KapOOKCHJIPHOTO KOHIa B-Iienm MHCYIMHA CHM)KAeT aKTUBHOCTb TOPMOHA B
10 pa3. DTOT y4acTOK MOJIEKYJIbl MHCYJMHA 3BOJIIOIMOHHO HE U3MEHEH JUIs
BCEX BHJIOB KUBOTHBIX.

3. HdedekT penenTopoB HHCYJIMHA B IIa3MaTH4YecKOW MeMmOpaHe
TIPUBOJUT K HAPYIICHUIO CBA3BIBAHUS NWHCYINHA C KJIETKaMH-MHIICHIMH.

4. HapymieHue cONpsDKEHUSI MEKAY HMHCYIHH-PELENTOPHBIM H CIie-
JYIOIIMM KOMIIOHEHTOM B LM NIepeladyi TOPMOHAIBHOTO CUTHaJIa.

IMpn caxapHoM panabere CHIKAeTCS NPOHULIAEMOCTH MEMOpaHbI
MBIIIEYHBIX KJICTOK JAJS TJIFOKO3bI, YTPAuMBAETCA UX CIOCOOHOCTH YTHIIH3HU-
pOBaTh IIIIOKO3Y, YMEHBIIACTCS CHHTE3 TTIMKOTEHA, CHIKAIOTCS €T0 3aIlachl B
MICUYCHH W JPYTMX TKAHAX, MOBBIIIAETCS KOHIIEHTPAIWs TIOKO3bI B KPOBHU
(rMnepriiMKeMus), MOSIBISICTCS TIIF0K03a B MOUe (TITIOKO3YPHS).

B neuenu, Ha (oHE CHWKEHMST MHTCHCHUBHOCTH CHHTE3a OCJIKOB W
JMIIONIPOTENIOB, YCHIIMBACTCA CHHTE3 (DEpMEHTOB TIIOKOHEOTeHe3a. B kier-
Kax MHCYJIMH3aBUCHUMBIX TKaHEH YCHIMBAcTCs KaTaOOIM3M aMHHOKHCIOT, B
KJIETKaX MBIIICYHONW M IPYTUX TKaHEH - yTHIM3alus )KUPOB, aKTUBUPYIOTCS
MPOLECCHl  [3-OKUCICHUST JKUPHBIX KHCJIOT. VHTeHCH(HUKALUs MpOLEcCOB
OKHCJICHHS JKUPHBIX KHCJIOT B IE€YEHH IPUBOJIUT K YCHJICHHUIO CHHTE3a KETO-
HOBBIX TeJ. [(-rHAPOKCHMACISIHOM M alleTOYKCYCHOH KHCIOT, KOTOPBIE HC-
TOJB3YIOTCSA KakK CyOcTpaThl OKHCICHHUS B peakumsax mmkiaa Kpebca kimeTox
MBIIIEYHOH, MOUEUHOH U psifa Apyrux TkaHed. OJHAKO CKOPOCTh yTUIIM3a-
LIMM KETOHOBBIX TEJNl OTCTAET OT CHHTE3a, YTO NPHBOAUT K Pa3BUTHIO KETOHE-
MHH M KETOHYPHH, HAKOTUICHHUIO KETOHOBBIX TEJ B TKaHsAX (KETO3).

IMocTynnenne B KpoBb OONBIIMX KOJIMYECTB KETOHOBBIX TEN U3 IIe-
YeHU 00yCIIaBIMBACT YBEIHMUCHNE KHCIOTHOCTH KPOBU Y OOJIBHBIX C TAXKEIOH
(dopmoii caxapHoro quadera - HabIIOIAEeTCs CHIIbHOE CHIDKeHne pH KpoBu 110
6,9-7,0mpu HOpMe pH 7,4, 9TO CBHICTEIBCTBYET O TIYOOKHX HM3MCHCHHAX
KHCJIOTHO-OCHOBHOTO paBHOBECHS B OpraHu3me. B pesynbrare koMIeHcarop-
HOTO YCKOPEHHs AUCCOLIMAINU YrOoJIbHOW KUCIOTHI U BbiBeneHUs: CO; B ner-
KHX, B opraHmsMme cHmkaercst koHueHTpanus H,COj - omHOTO M3 KOMIO-
HeHTOB OukapOoHaTHOH Oydepnoil cucrembl. CHMKEHHE CyMMapHOH KOH-
nenrpaun HCO3z- nu H,CO3 npuBOAMT K 3HAYUTENILHOMY YMEHBIICHHIO OY-
(hepHOI EMKOCTH KPOBH.

Jlis nuaGeta TspKenol (OPMBI XapaKTEpHO yBENWYEHHE SKCKPEIMN
MOUYEBHHBI, OOYCJIOBIEHHOE YCHWJICHHEM OKHCIHTENBHOTO pacraja aMHuHO-
KHCJIOT, PE3KHM BO3PAacTaHUEM CKOPOCTH TiIOKOHeoreHeza. OTCyTCTBHE WH-
CyJIMHa CHOCOOCTBYET BBEIBOAY TIJIIOKO3BI M3 IICUYCHH B KPOBb BCIICACTBHE
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MOBBIIICHUS aKTHBHOCTH TIIIOK030-6-pocdoTrassl 1 00pa3oBaHus CBOOOIHON
TJII0OKO3BI. 3amacel TIIMKOT€Ha B IIEYEHN NCTOIIAIOTCS.

Y G0NBHBIX TUAa0ETOM KOHIICHTPALUS TIFOKO3bI B KPOBH OOBIUHO ITO-
BBIIIICHA, 0OCOOCHHO B OYCHB TSDKEIBIX CIyYasX HEKOMICHCHPOBAHHOTO JIUa-
ocra. [Ipu nuabGere cpelHEW TSIKECTH KOHIICHTPALUS TIIFOKO3BI B KPOBH
HWHOTJ]a MaJI0 OTIIUYAETCS OT HOPMBI. B 3TOM ciydae 4yBCTBHTEIHHBIM JIHATr-
HOCTHYECKHM TECTOM SIBJISIETCSI TIPpo0a ¢ caxapHOH Harpyskoi. Y oOcniemye-
MOTO TPOBOIMTCS M3MEPECHUE COJCPKAHUS TIIIOKO3BI B KPOBH IO U 4Yepe3
kaxapie 30 MuH. B TeueHue 3-44. MOCiE NpUeMa BHYTPh CTakaHa BOJBI, B
koTopoM pactBopero 100T rimroko3sl. Y 340pOBOro 4eIoBeKa YPOBEHbB TIIO-
KO3bI B KPOBH ITOCJIC CaxapHOW HAarpy3Kd Bo3pacTaeT He Oojee uem g0 9-10
MMOJIb, ITOCKOJIEKY WHCYJWH YBEJIMYUBACT CKOPOCTh YTHIIM3AIMH TIFOKO3BI
TKaHsAMH U B TeucHHe 1,5-24. KOHIIEHTpAIHsI ITFOKO3bI B KPOBH BO3BpaIacT-
Cs K MICXOHBIM TaHHBIM.

Y OoNbHBIX caxapHbIM AuabeToM HaOII0JaeTCss CHIDKEHHE TOJe-
PAHTHOCTH K TJIIOKO3€. YPOBEHbD IITFOKO3bI B KPOBH ITOCJIE CaXapHOUW HATPY3KH
MOXET HaMHOTO MPEBBICUTH TTOPOTOBYIO ISl ITOYEK KOHIIEHTPAINIO, PABHYIO
10 MM, U OCTaeTCs MOBBIIICHHBEIM B TEUEHHE HECKOJILKUX YacOB, YTO CBUJE-
TEJNBCTBYET O HAPYUICHHW CEKPCIUU WHCYJIMHA WIA MEMOpPAHHBIX MEXaHU3-
MOB TIepelau TOPMOHAIBLHOTO CHTHAJIA.

15[ naber

MOYEYHBIN nopor

I'moko3a kpoBu, MM
=
o

HOpMa

Puc. 21. Kpussle caxapHOI Harpy3KH y 30POBBIX M OOIBHBIX JHAOECTOM JIIOJCH.
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JIms OLEHKHM TTMKEMIYECKUX KPHUBBIX YYHUTBIBACTCS HECKOJBKO II0-
KazaTenen: BpeMs MaKCUMaJbHOTO ITOABEMA, BEICOTa MOJbEMa M BPEMs BO3-
BpaTa KOHIEHTPAIMM TJIOKO3Bl K HCXOAHOMY YypoBHIO. OmHnMmM u3
TOKa3aTesiel, NMEIOIINX Ba)KHOE 3HAYCHHe, sBNsAeTca KoddduumeHT bomy-
SHa!

B4 004,
A

rae A - copepkaHue TIIIOKO3bI B KPOBU HATOIIAK,

B - makcumanbHbBINM ypPOBEHDb TIFOKO3bI B KPOBH IIOCTIE CaXapHOU Ha-
TPY3KH.

B HOpM™Me 3TOT K03 HrIHeHT cocTaBisieT 0kojo 50%.

Takum o6pa3om, ocHOBHbIMU cumMiniToMamu CJ] siBistroTCI:

1. I'muepriawko3eMus u TIWK0O3ypus. Heo0XoauMo OTMETUTB, YTO
TUIEPTIMKEMUS - JOBOJILHO YaCTHIA CHMIITOM Pa3JIMYHBIX OOJC3HEH, mpex/ie
BCEr'0 CBSI3aHHBIX C MOPAKEHUEM DHAOKPUHHBIX JKeJie3, yYaCTBYIOIIUX B pe-
TYJSIUA YTIEBOAHOTO oOMeHa. Tak, HampuMmep, THIEPIIMKEMUsT MOXKET Ha-
OMIOaThCS TP OIYXOJIAX KOPKOBOTO BEIECTBA HAANOYCYHHKOB, KOT/A TOT
JIEHCTBHEM TIIIOKOKOPTHKOWIOB B IIEYEHHU U IMOYKAX YCHIIMBAIOTCS IIPOLIECCHI
TIIFOKOHEOTeHe3a W3 aMHHOKHCIOT (CTeponmHblii muaber). [umeprimkeMust
OTMEYaeTCs P THIepPYHKINH IMUTOBUIAHOM JKeJIe3bl, OIyXOJIsIX MO3TOBOTO
CIIOSl HAMIIOYCYHUKOB ((heOXpOMOIMTOMAX) - AAPEHATIOBAsT THIICPTIINKCMHUS;
opraHuYecKux nopaxkeHusx medenu u [THC.

I'moko3ypust - OAMH M3 BEAYNIMX CHMITOMOB CaXapHOTO nuabeTa,
peXe MpU HApYIICHUH PE30POLUU TIFOKO3bI B MOYCUHBIX KaHAJBIAX U PsJIC
JPYTUX MATOJOTHH.

2. KeToHeMHsl ¥ KeTOHYPHSI — MHTCHCUBHOCTh CHHTE3a KETOHOBBIX
Tes 00yCIOBJICHA OTHOCUTEIBHON M30BITOYHOCTHIO TOPMOHA TITFOKArOHa, KO-
raa B moctabCOpOTHMBHOM COCTOSIHUH CHEDKEHA CEeKpelust HHCyIuHa (4TO
TaK)Ke XapaKTepHO I caxapHOro aunabera). B 9THX yCIIOBUSIX HHTCHCHBHOEC
OKHCJICHHE JKUPHBIX KUCJIOT B IEYCHN CTUMYIUPYET 00pa30BaHNE KETOHOBBIX
TeJN, KOTOpoe o0ecrieynBacT 3HAUNTENBHYIO YacTh MOTPEOHOCTEH OopraHu3Ma
B JHEprud, Ha (OHE TUMOTIIMKEMHUH WJIN WHCYIHMHOBOW HEIOCTaTOYHOCTH.
[Ipu caxaproMm nuabere HaKOIUIEHHE KETOHOBBIX TEJ B OpTaHM3ME SBISETCS
MPUYKHON anua03a.

3. A3oTeMusl U a30TypHUS - CICICTBHC CHIDKCHUS CHHTE3a OCIKOB,
YCHIICHHS paciiajja aMHHOKHUCIIOT W YBEIMYCHUS CHHTE3a MOYCBHHBI Ha (hOHE
HEJJ0OCTaTOYHOCTU WHCYJIUHA.

4. omypusi ¥ MOJAAUTICHSI - XaPAKTCPHBIC CHMIITOMBI CaXapHOTO
nabeTa, 0O0YCIIOBIICHHBIC THIICPTIIMKEMUCH, KETOHEMHUEH W TUIepaMMOHHE-
mueii. [ BeiBeeHn OOJBIINX KOJMYECTB TIIIOKO3bI, KETOHOBBIX TEJI M MO-

82



4eBUHBI TIpU auabere TpeOyroTcs Oombinme koimdecTBa Boabl. COOTBETCT-
BCHHO YBEJIHMYHBACTCS MOTpebieHne Boapl (momumuiicus). Beinenenue 6omb-
X KOJIMYECTB BOJBI W3 OpraHW3Ma YMEHBIIaeT O0BEM KpOBH, YTO B
JanbHEeHIeM TPUBOIANT K OETHApATAllU TKaHEH BCIIEICTBHE MOCTYIUICHHUS
BOJIBI B KPOBEHOCHOE PYCIIO U3 MEKKIICTOYHOH KUIKOCTH.

Anuios u Aeruaparaiys sSBISIFOTCSA TPO3HON Mpearedei quadeTmye-
CKOM KOMBI.

Jns Tsokenbix (opM  caxapHOro jamabera XapaKTepHBI [IyOOKHUE
CTPYKTYpPHBIC ¥ ()YHKIIMOHATHHBIC HAPYIICHHS CIOXKHBIX OMOMOJIEKYII KPOBU
¥ MeMOpaH KJIETOK TKaHEH.

Peskoe yBennueHre KOHIICHTPAILUH TITFOKO3BI B KPOBU U KJIIETKAX Op-
TaHOB W TKaHEW NPH caxapHOM IuadeTe yCHIHBaeT He(epMEHTATUBHOE TIIH-
Konm3upoBaHue OenkoB. [THKOIM3MpOBaHWE W3MEHSCT CTPYKTYpY |
CBOIicTBa O€NKOB, HapymaeT uX QyHKINH. Tak, TTUKOIN3UPOBAHUE TEMOTIIO-
OWHa HapyIIaeT CBS3BIBAHUE W TPAHCIIOPT KUCIOPOa K TKAHSM.

[Ipu BBICOKOW KOHIICHTPALMU TIIOKO3Bl B KIIETKaX yBEIMIUBACTCS
(hepMEHTaTUBHOE MPEBPAILCHUE TIFOKO3bI B IPYTHEe MOHOCaXapa, yCUINBACT-
Csl TNIMKOJIN3UPOBAHUE CTPYKTYPHBIX OCIKOB KICTOK KANHJUIAPOB, YTO TAKIKE
CHOCOOCTBYET HAPYIICHUIO CHAOKEHHS TKAHCH KHCIOPOIOM.

IIpu nuaGere B KIETKaxX apTepPHATbHBIX CTCHOK, B IPUTPOLMUTAX, B
ceTyaTKe W Xpycraimke, kietkax [lIBaHa, B ceMEHHHMKAaX BBICOKAs KOHIICH-
Tpanusl TIIIOKO3Bl CTUMYJIHPYET COOCTBCHHOC MpPEBpAICHHE B IMICCTUYTJIC-
POIHBIA CIHUPT COPOUTON W TOCieAHeT0 BO (pykTo3y. CopOHUTOJN IIOXO
MIPOHUKAET Yepe3 KIeTOYHBIE MEMOPAHBI, 9TO CIIOCOOCTBYET IMOBBIIICHUIO €T0
KOHIIGHTpauH B KieTkax. Hakomienne copburona u GpyKTO36I IPUBOANT K
OCMOTHYECKOMY HAaOyXaHHUIO KIETOK M HapyIIeHnio ux ¢ynknwii. [Tpn ramax-
TO3eMHH COPOUTON, OOpa3yIOMMHCS W3 TalaKTO3bl, SABISAETCS, OYECBHIHO,
TIEPBONPUIHHON KaTapaKThI.

MHorue OeJKH I1a3Mbl KPOBH, CHHTE3UPYIOIIUECS B MICUCHH, TIPE/-
CTaBISIOT COOOH TIMKOMPOTEHHBL. [Ipy THIIEPrIIFOKO3EMUH CHHTE3 TIHKOIIPO-
TEUHOB YCUIIUBAcTCsA. [IOBBINICHHE KOHIECHTPAIIMKA 3TUX OEIKOB B IUIA3Me
SIBIIICTCS. OJTHOM W3 MPUYHMH YBEIHYCHUS BSI3KOCTH M YXYIIICHHUS KPOBOOO-
pAaIIeHUs B KaITWIUIAPaXx.

I'inkoreHoBbie 001€3HH
Psn HacrieacTBEHHBIX HapyIICHUH OOMEHA IIIMKOT€HA 00YCIIOBIICHBI

TEHETHYECKUM JIe(DEKTOM KaKoTO-TH00 u3 (hepMEHTOB, YIACTBYIOIIUX B 3TOM
mpotiecce.

83



I'aukoreHo3pl - 00JIE€3HH, CBSI3aHHBIE C HAPYLICHUEM MOOWIIN3AINN
TJIUKOTeHA.

Tnuxozenos | muna (6one3nv I'upke). Hanbonee yacto BeTpeyaro-
LIMACS TJIMKOTEHO3 CBS3aH C HACJEJCTBEHHBIM JepekToM cuHTe3a (epmeHTa
rIII0K030-6-hochorassl. Bose3Hp HacieayeTcs M0 ayTOCOMHO-PELECCUBHOMY
npu3Haky. OTCYTCTBHE ()CpPMEHTA B MEYCHU M IMOYKAX SBJISCTCS MPUYUHON
HapyuieHust 00pa3oBaHusi CBOOOJHOM IITIOKO3bI M €€ BBIXOZa U3 3TUX OPraHoB
B KpOoBb. CUMITOMBI OOJIC3HH HPOSIBISIOTCS YK€ HA MEPBOM TOAY XKU3HH -
YBEJIMYCHA MEYCHb ¥ HE3HAYUEIBHO - MOYKU. B KpOBH CHIDKEHA KOHIICHTpA-
LU TIIFOKO3bI, YTO SIBISCTCS MPUYUHOW OOMOPOYHBIX COCTOSIHUH, MOSBICHUS
CYJIOpOT; YBEIIMYCHA KOHIICHTPAIXs JIAKTAaTa U MUPYyBaTa B KPOBU M KJIETKAX
TKaHEH.

Tnuxozenos || muna (6onesnv Ilomne). Bener k ¢araibHbIM I10-
cieicTBUSAM. bolle3Hb XapakTepusyeTcss OTCYTCTBHEM JIM30COMAlIbHOM Of-
(1-4) rmuko3umasel, GyHKIKEH KOTOPOH SIBISIETCS JErpajanus TJIUKOreHa,
MPEAOTBpAIIAIONIasl €r0 HAKOIUICHHE B JIM30COMaX KJIETOK Bcex TkaHew. Jlu-
30COMBI MIEPErPYKEHBI TTUKOTCHOM.

Tnuxozenos |1l muna (6one3uv @opoca unu 6one3uv Kopu). Xa-
paKkTepusyeTcsi OTCYTCTBHMEM jeBerBsmiero (epmenra (ammino-(1- 6)-
TIIFOKO3W/a3bl), B Pe3yJIbTaTe HAKAIUIMBACTCS XapaKTePHBIA Pa3BETBICHHBIN
MoJICaxapu/ B EYEHH, MBIIIIIAX, JICHKOHUTaX.

TI'nuxozenos |V muna (amunonekmunos, 6one3ns Anoepcena). Xa-
paKTepU3yeTcs OTCYTCTBUEM BeTBsmiero gepmenra (1,41mroxan-6-0-TIrOKO-
swITpancdepasbl), B pe3yJbTaTe 4ero B KIETKAaX MMEUYeHH HAKAIUTUBAETCS MO-
JMCaxapyujl, COACPKAIIUN HE3HAYUTEILHOE YHCIO BeTBel. OOBIYHO JIeTalb-
HBI MCXOJ] HACTyHAaeT B TMEPBBIA TIOJ JKU3HH U3-3a CEPICYHON WU
NIEYCHOYHON HEJ0CTaTOYHOCTH.

TI'nuxozenos NV muna (6one3ns Mak-Apons). B kietkax cKeleTHOMH
MYCKYJIATYPBI OTCYTCTBYET (hepMeHT hochopuiaza. Y OONBHBIX HAOIIOIAET-
Csl TIOHW)KEHHAs BBIHOCIUBOCTh K (DM3UUECKMM Harpy3kam. B CKeneTHBIX
MBIIIIAX Y HUX COJEPKUTCS AHOMAJBbHO BBICOKOE KOJIMYECTBO TIIMKOTCHA
(2,5-4,0%),B kpoBH 10CiIE (HU3MYECKON HATPY3KH JIAKTAT IIOYTH HE OOHApPY-
KHBACTCS.

Aznuxozenoswl. bonesnu, CBsi3aHHbIE C HApYLIICHUEM CHHTE3a TJIH-
KoreHa (BcienctBue aedexra riaukoreHcuHTassl). CoepkaHue TITUKOreHa B
KIETKaX CHIDKEHO. XapaKTCPHBIC CHMIITOMBI - THUIOTIIFOKO3EMHUS HATOIIAK,
0CcOOCHHO TIOCIIE TIepephiBa B KOPMIICHHM M KaK CIEACTBHE PBOTA, IOTEPS
co3HaHus. [locTossHHOE YriIeBOJHOE TojoaHHe KIETOK MO3ra NPHBOIUT K
OTCTaBaHHIO B YMCTBCHHOM Pa3BUTHH OOJBHOTO peOCHKA.
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