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B kypce «O0meit OMOXUMUM» PacCMATpUBAIOTCS OOIIME 3aKOHOMEPHOCTU
MeTabomM3Ma, CBOWCTBA M (DYHKIMM Pa3IMYHBIX OMOJIOTMYECKUX COENMHEHUIA
(HYKJIEMHOBBIX KMCJIOT, OEJIKOB, YIJICBOJAOB W HU3KOMOJIEKYJSIPHBIX OHMOMOJIE-
KyJl), a TakKXe JApyrue OMOXMMUYECKUe TPOILECChl, XapaKTepHbIE ISl TeX WIU
WHBIX OPraHU3MOB. B MaHHOM rMmocoOuu oTpakeHbl OMOXMMHUYECKUE OCOOEHHO-
CTH, KOTOpbIE XapaKTepHBI IS OCHOBHBIX TUTIOB TKAaHEH M opraHoB. Benb nMeH-
HO OHM TIO3BOJISIIOT KOHKPETHOI TKAHW BBIMIONHATH ee (PyHKIMM. XOpoIlo Wu3-
BECTHO, YTO MOTEHLIUATbHbBIE CIIOCOOHOCTH, 3aJIOKEHHBIE B TeHOME JTII000i1 KieT-
KU OpraHv3Ma, OMHAKOBBI, HO TIpY T depeHIInany KJIETOK SKCIIPECCUST OTHUX
TeHOB TIONABJISIETCS, a APYTUX - YCUIMBAETCS. DTOT MPOIeCC B KOHEYHOM MTOTE U
TPUBOJIUT K TIOSIBJICHUIO CIELMATU3UPOBAHHBIX KIIETOK, (hOPMUPYIOIINX TKAHU.
M3yyeHue GMOXMMUYM TKaHE U OPraHOB HEOOXOMMMO [UIsl TTIOHUMaHUS X (yHK-
LIMOHUPOBAHMS U B TO € BPeMs UPE3BbIYAHO TMOJIE3HO JUIS JIYYIIeTO YCBOCHMSI
OCHOBHBIX OMOXMMUYECKUX 3aKOHOMEPHOCTEW, U3BECTHBIX U3 Kypca o0llei O1o-
XUMUU. BUOXMMUS TKaHeil M OpraHoB CIYXUT TPEKPaCHBIM WJUTIOCTPATUBHBIM
MarepuajioM JUisl CIEUMAJINCTOB BCeX OMOXMMUYECKMX HarpasieHuii. Cosep-
IIEHHO HEOOXOAMMBI 3HAHMSI B 3TOI 00JIaCTU B KayecTBe (hyHIaMEHTATbHOM 6a3bl
MpU U3y4eHUU (U3MOJIOTUM YesloBeKa W KMBOTHBIX, (hapMaKoJIOTMYeCKUX JUC-
LIMIUJTMH U COBPEMEHHOI 1IUTOJIOTUU.

HEPBHA{ TKAHb

Ilepen Tem Kak MPUCTYNMUTH K U3YYeHUIO OMOXVUMHUK HEPBHOM TKaHU, HEO0O-
XOIMMO MMETh TIpeNICTaBIeHNe 00 ee OOIIMX OCOOEHHOCTSIX, MPUYEM He TOJIBKO
OMOXMMUYECKUX, HO TaKXKe MOP(MOIOTMUYECKUX U (DYHKIIMOHATBHBIX.

OCHOBHBIE OCOOEHHOCTH HEPBHOW TKAaHU

1. HepBHast TKaHb - 3TO OoJiee CIOXHAsl M TeTepOreHHasi OpraHu3alvs pas3-
JINYHBIX CTPYKTYPHBIX JIEMEHTOB, 10 CPABHEHUIO C IPYTUMU TKAHSIMU YEJIOBEKa U
KUBOTHBIX. Ee¢ OCHOBHOI CTPYKTYpHO-(YHKIIMOHAIBHOM eIUHUIICH SBJISICTCS Heli-
poH. HelipoHbl 00pa3yloT CIOXHBIE MEXHEUPOHATbHBIE KOMIUIEKCH WM aHCAMO-
. Yucino HejipoHoB B 111IC BbICIIMX XUBOTHBIX cocTapuster 107 - 107

Hapsiny ¢ HeifipoHamu, B HEPBHOI TKaHU OOJIBIIYIO POJIb UTPAIOT Pa3IuYHbIE
HEUPOTTTUAIbHBIE KJIETKUA - aCTPOLUTBI, OJIMTOACHIPOLIMTEI, KJIETKA STEHIUMBI U
MUKporuu. braromapsi TeCHOMY B3aUMONEWCTBUIO HEMPOHATBHBIX U TJIMATBHBIX
KJIETOK, obecrieunBaeTcsi (pyHKIMOHATbHAS IesITeIbHOCTh HEPBHOM TKaHM.

2. CnoxHeiasi cucreMa MeXHEHPOHATbHBIX U Tepudepruyecknx CBsiei
OCYIIECTBJISIETCS 4epe3 crenuduueckue oOpa3oBaHUs - CUHAIIChI, O0ecreuyn-
BaroUMe TMepenayy M MOAYJSILUIO CUTHAA C TTOMOIIBI0 XUMUYECKUX U DJIEKTPU-
YeCcKUX MexaHu3MoB. Ha oqHOM HelipoHe MOXeT ObITh OT HECKOJIbKUX JECSITKOB



JI0 HECKOJIbKMX ThICSIY cUHarcoB. MiMeHHO Oiaromapsi CMHaNTUYeCKUM 00pas3o-
BaHUSIM OCYIIECTBIISIIOTCS MEXHEWpPOHAIbHbIE, HEHPOMBIILIEYHbIE U HEHpOoCceK-
PETOpHbIE KOHTAKTHI.

3. Ocoby1o poib B (PYyHKIIMOHMPOBAHUU HEPBHOM CHCTEMbI MIPacT CICIU-
(uka B cTpoeHUN HeMpOHAJTBHBIX MEMOpPaH, CIIOCOOHBIX K T€HEPaIMU U pacipo-
CTpaHEHMIO HepBHOro/iiMmynbca. Hanuune mMuenmHOBBIX 000s0uek obecrieuu-
BaeT HANIEXKHYIO 3JIEKTPUUECKYIO U3OJISIIUIO TeJl HEWPOHOB M MX OTPOCTKOB JJISI
WUCKITIOYEHUST HeaneKBaTHOTO B3aUMOJIEHCTBUSI MEXIy HEepoHaMu TpU pacripo-
CTPaHEHWU HEPBHOI'O MMITYJIbCa, YeM TapaHTUPYETCsl BBICOKAs CKOPOCTh MPOBE-
JIEHWsI HEPBHOTO WMITYJIbCA.

4. YHUKaJIbHOE CTpPOCHHE HEWPOHOB, /Ul KOTOPBIX XapaKTepHa 3HAUYUTEIb-
Has pa3HUIA MEXIY pa3MepaMM LIEHTPAIbHON YacTH KJIETKW W JJIMHOIM OTpOCT-
KOB, JeJlaeT TIOHSTHBIM CYIIECTBOBAaHWE B HEPBHBIX KJIETKaX CIeludUIecKuX
TPAHCTIOPTHBIX CHUCTEM, OCYILIECTBIISIIOIIMUX TEPEHOC METa0OJIUTOB, UOHOB U T.I.
AKcoruia3MaTUYeCKUil TOK 00eCIeurBaeT MOCTOSTHHOE OOHOBJIEHNE KOMITOHEHTOB
CHHAITUYECKUX CTPYKTYp, OCYILIECTBIEHME OOpaTHOI CBS3U MEXIYy OTPOCTKAMU
U TEJIOM HEWpOHa, a TAaKKe MEXIY OTIEIbHBIMU KOMITAPTMEHTAMU KJIETKU.

5. HepBHas TKaHb XapaKTEpPU3yeTCs] BHICOKMM COAEPXKAHUEM U TeTepOreH-
HOCTBIO JIMTIUIOB. DTO CYIIECTBEHHO OTJIMYAeT HEPBHYIO TKaHb OT JAPYIMX TKa-
Heit. Ha momo nmunumoB npuxomutes 10 50% cyxoit Macchl HepBHOM TKaHM. Jlist
HEPBHON TKaHU XapaKTepPHO HaJW4ue Crieuuuueckux JUMUIOB - TaHIJINO3HU-
JOB, TaJlaKTOLEPeOpOo3uaI0B U MoIupOCHONHOZUTHUIOB, KOTOPbIe B IPYTMX TKa-
HSIX MO0 OTCYTCTBYIOT, JTMOO OOHAPY>XMBAIOTCSI B HUYTOXHBIX KOJIMYECTBAX.

6. XapakTepHass 0COOEHHOCTb HEPBHON TKaHU - BBICOKAas WHTEHCUBHOCTb
sHepreTuyeckoro mMerabonusma. [1o moTpebaeHno KMUCIopona U TIIIOKO3bl MO3T
3aHUMAET TEPBOE MECTO CpPeAMd KPYITHBIX OPraHOB >XMBOTHOTO M 4eJIOBEKa.
I'Moko3a CyXuUT MperMyIECTBEHHbIM CYOCTpaTOM OKHCJIEHWsI B HEPBHOW TKa-
HHU M He MOXeT OBITh 3aMeHeHa IPYTUMHU CyOCTpaTaMy OKUCTeHUs [4).

7. OcoOEHHOCTBIO METa0O0IM3Ma HEPBHOW TKaHU SIBJISIIOTCS albTEPHATHB-
Hble TIYTW TpeBpallleHui a-KeToriayTrapaTta, nupysara u np. Tak, TAMK-myHT
SIBJISIETCSl XapaKTEePHOM /I HEPBHBIX KJIETOK Pa3sHOBUIHOCTHIO IMKJIA TPUKApP-
OOHOBBIX KucOT. PusKnoornyeckas pojib 3TOro MyTW 3akjioyaercss B 00pa3o-
BaHUM HeilpoMeauaTopa - y-aMMHOMACIISTHOM KUCJIOTHI.

OCHOBHBIMU BOTIpOCAaMM OMOXMMWY HEPBHOI TKAHU SIBJISIIOTCS CIIAYIOIIE:

1) kakoBa IpHponIa mpolecca Bo30yKaeHUs?

2) KakoB MEXaHU3M Tiepefiadyy HEPBHOTO MMITYJIbCa 10 aKCOHY?

3) KakoBbI MOJIEKYJISIDHBIE OCHOBBI CMHAINTUYECKOI Tiepeaayu?

4) kakuM 00pa3oM XMMMYECKUII COCTaB M OpraHu3alys HEpBHOW TKaHU

00ecreuynBaoT Bce 3TU sIBJIEHUs?

DTU BOMPOCHI pacCMaTPUBAIOTCS B JAHHOM pasjieJie.



HepBHble UMMYNbCHl TPEACTABISIOT COOOIl 3JIEKTPpUUYECKME CUTHAIIBI,
co3/laBaeMble TOKOM MOHOB 4Yepe3 Tula3MaTUYecKylo MeMOpaHy HelipoHOB. B
HelipoHe, Kak U B GonbUIMHCTBE KiIeToK, K' comepXurcs B BHICOKO# KOHLIEH-
Tpauuu, a Na' - B HU3KOI. ['paiueHTsl KOHLEHTPALMii 3TUX UOHOB TeHEPU-
pytorca Tak HaseiBaeMbiM Na', K Hacocom, wm Na', K° ATP-aszoii. OrtoT
(bepMeHT TMpUCYTCTBYET BO BCEX KJIETOUYHBIX MeMOpaHax, B TOM YHCIe U B
MeM6OpaHe akcoHa. Na', K ATP-a3a ocyluecTBiIsIeT BEKTOPHBIA 0OOMEH HMOHOB
yepe3 MeMOpaHy MPOTUB TpalMeHTa KOHILIEHTPAIMU 3a CYET DHEPTUM TUIPO-
mu3a ATP. T'uaponusd xaxmoir Mojekyiabl ATP mpuBoagutr K oOMeHy Tpex
noHoB Na', IepeHOCUMEIX U3 KJIETKM BO BHELIHIOK Cpely, Ha aBa moHa K,
KOTOpbIE TIEpeMellaloTcsl B MPOTUBOIIOJIOXHOM HarpaBjieHuu. PasHuila KoH-
LIEHTpAlMii MOHOB BHYTPU W BHE KJIETKU MPUBOAUT K TOJSIpU3ALMU ITUTO-
TJ1a3MaTU4YecKoil MeMOpaHbl U OOYCJIOBIMBAET CYIIECTBOBAaHME MEMOpPaHHOTO
MOTeHIIMala, KOTOPBId B HECTMMYJMPOBAHHBIX aKCOHaX cocTamiser -60 MB
(MeMOpaHHBII MOTeHILIMaN TOKO0s1). HepBHbBIN MMIMy/bC, WM TOTEHLIMAN Jeii-
CTBUSI, BO3HMKAET IPU JAETOJIpU3alMU MeMOpaHbl, BBIXONSIIEH 3a TMpeaesbl
nmoporosoro ypoBHs (¢ -60 mo -40 MB). 3a HECKOJIbKO MUJUIMCEKYHI MEM-
OpaHHBIN MOTEHIIMA CTAHOBUTCS TOJIOXUTENbHBIM, nocturas +30 MB, mocne
Yero CHOBa CTAHOBUTCS OTpuliaTelbHbIM. [loTeHIMan neicTBusl pacrpocTpa-
HSIETCS 10 HEPBY, AOCTUTasl HepBHOro okoH4YaHus. UccnenoBanust A. XOmXKKUH
u . XakciM TMokaszajid, YTO TMOTEHLMasl NeWCTBUSI BO3ZHUKAET B pe3yJjbTaTe
CWJIbHBIX KPaTKOBPEMEHHBIX U3MEHEHUI MPOHMIIAEMOCTM MeMOpaHbl aKCOHa
s noHoB Na' n K. Jlenonsapusannss MeMOpaHBI BBIILIE TOPOTOBOTO YPOBHS
NPUBOAUT K OTKphITMIO Ma'-xaHanoB. B cuily CyllecTBOBAHUSI BLICOKOTO
TpaHCMEMOPAHHOTO 3JIEKTPOXMMUUYECKOTO TpaaveHTa, KOHIICHTPAllUM WOHbI
HaTpUs YCTPEMJIAIOTCS B KIETKy. Bxon Na' ycuiupaeT genonspusaluio MeM-
OpaHbl ¥ TIPUBOAMUT K TOMY, YTO OTKpPHLIBaeTcs ele Gosbiuee yncio Na'- ka-
HasioB. DTa MOJIOXUTENIbHAas oOpaTHasl CBSI3b MEXIy NENojisspu3aliueid U BXO-
goM Na' IpuBOAUT K OYEHb CHJILHBIM M3MEHEHMAM MEMOPAHHOTO MOTEHLINA-
na: ot -60 mo +30 mMB 3a onHy muuucekynny. Bxog Na“ npexpainaercss npu
noctuxeHun npumepHo +30 MB, Tak Kak 3TO 3Haue€HUE COOTBETCTBYET paB-
HoBecHoMy Na'-moteHnmany. Ne'-KaHajbl CIOHTAHHO 3aKPbLIBAIOTCS, M HauyH-
HaOT OTKphIBaThc K'-xaHanel. B pesynbrare monsl K' BXomaT B KIETKy,
U TIPUMEPHO yepe3 2 MC MeMOpPaHHBI MOTEHIIUA]T CTAHOBUTCSI PaBHBIM -75MB,
T.e. paBHOBecHOM K'-morenumany. Yposens nokost (-60 MB) BoccraHaBnmmBaeTca
yepe3 HECKOJIbKO MUJUTMCEKYH]I.

Kax 6bUI0 CcKa3zaHO BhILIE, BXOA MOHOB Na' B aKCOH IPOMCXOIUT HE B
CITyJallHBIX y4YacTKaXx MEeMOpaHbI, a 4epe3 CTPYKTYphl, KOTOPbIE HMEIOT OCO-
Oyl0 OpraHM3alMI0 W Ha3bIBAIOTCSI KaHalaMW. B CTpyKTypy KaHajia BXOIWUT WH-
TerpajbHbIi MeMOpaHHBIA OeJIoK, 00JaJarlIuii CBOMCTBOM IIPOYHO CBSI3bI-
BaTbCsl C TETPOJOTOKCMHOM, CUJIbHOAEUCTBYIOIIMM SIIOM PBIOBI-UIJIOOpIOXa.



TeTpomOTOKCHUH, cBsi3bIBasch ¢ Ma'-kaHanom (K »10°M), mpemsTcTByeT TOKY
noHoB Na’' M TakuMm 006pa3oM OIOKMpPYET NPOBENEHME HEPBHBIX MMITYJLCOB,
YTO BBI3BIBAET Mapainy™® nbixaHusi. B CBsA3M ¢ BBICOKOI CrienM(pUYHOCTBIO Aeii-
CTBUSI TETPOJOTOKCUH C YCTIEXOM MCITOJIb3YeTCSI TIPU SKCIEPUMEHTAIbHBIX UC-
CJIEIOBAHMAX, a TAKCKe B Ipolecce BoiaeaeHus: Na' - kaHaios [7].

Ilepenaya HepBHOTO UMNYJbCa

BzaumopneiicTBue MexXIy HEpBHBIMU KJIETKAMU OCYIIECTBISIETCS] B MeCTax
WX COENUHEHWs, Ha3blBaeMbIX CHHaricaMu. HepBHBIE WMITYJIBCHI TEPEAaloTCs
Yyepe3 OOJBINMHCTBO CUHAINCOB C ITOMOINBIO HEHpOMEIUaTopoB - HEOOJBIINX
JIeTKO TUOOYHIUPYIOMINMX BEIleCTB, HAITPUMED, alleTUIXOJWHA WM HOpaapeHa-
JIMHA. ALCTWIXOJNWH CIYXUT TakKKe MEIUaTOpoM B yJ4acTKaX KOHTaKTa MEXITY
HEPBOM U TIOTIEPEYHOIIOIOCATON MBIIIIICH.

IpecuHanTyeckass MeMOpaHa XOJMHEPTUIECKOTo CHHarca (T.e. CHHarca,
B KOTOPOM B Ka4yecTBe HelpoMearaTopa UCIONb3yeTCsl alleTUIXOIMH) OTAeIeHa
OT TOCTCMHANTUYECKO MeMOpaHbl TaK Ha3bIBAEMOIl CHHANTUYECKOMN IETbIO
muprHoi okojo 500 A. OKOHYaHMEe TPECUHANTUYECKOT0 aKCOHA HAITOJHEHO
CUHANTUYECKMMHU TTy3bIpbKaMH, COIEPXaIlUMK alleTWIXoNuH. [lpemiecTBeH-
HHMKOM alleTUJIXOJIMHA SIBJIETCS] XOJUH, MOTpebisieMblid ¢ muineir. CHHTe3 arle-
TUJIXOJIMHA TPOUCXOIAMT B IIMTOIUIa3Me HelpoHa TpW ydacTHU (epMeHTa XO-
JIMHALIETHATpaHChepasbl:
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HiC-C-$-Cd HS=CoA
Auetn-CoA

OH-CHy-CHyN'-(CH,)y s H,C-C-0-CH,-CHy N*(CH;),

XonuH ALRTUNAONKH
(e}
OH-CH,-CH,-N"-(CH,), e ~ ~- H,C-C-0-CH,CH,BIYCH,)3
XomuH AneTWIXoMmH

3aTeM alETWIXOJWH TIOCTYyIMaeT B CHHANTUYECKUEe Ty3bIpbKU. [Ipu-
IeNIIUIA K CUHAIICY HEePBHBIA MMITYJIbC BBI3BHIBACT BBHICBOOOXKICHUE AalleTUII-
XOJIMHA B CHHANTHYECKYIO IIeTb. MOJEKYIbl alleTHIXOJUHA UG OYHIUPYIOT
yepe3 IMeJb U JOCTUTAIOT MOCTCUHANITUYECKON MeMOpaHBbl, TIe CBA3BIBAIOTCS
C pEeleNnTOPHBIMU MOJIeKyJIaMu. [Ipy 3TOM MPOUCXOIUT Pe3Koe U3MEHEHHE
MPOHUIIAEMOCTU MeMOpaHbl, U 3HAYUTETHHO BO3pacTaeT MPOBOAUMOCTb KakK
nna Na', tak u g K'. DTo npuBOmUT K AeMONspU3allMy MOCTCUHANTHYE-
CKOIl MeMOpaHbl, WHULMMPYS TMOTEHIIMAT NeHACTBUS B IMOCTCUHANTHYECKOM
HelipoHe (MBIIIEYHOM BOJIOKHE).



JIJIsT BOCCTAHOBJIEHUST BO30OYIMMOCTU TTOCTCMHANTUYECKON MeMOpaHbl HE00-
XOIUMO BBIKITIOUEHME AETOISIPU3YIONIET0 CHUTHANA. DTy (DYHKIMIO BBITOIHSIET
alleTUIIXOJIMHACTEPa3a, KOTopasi THAPOIN3YET alleTHIXOIMH JI0 alleTaTa U XOJIMHa:

o]
fl i
HyC-C-0-CHp-CHy N*(CH3}y +H;0 === H,C-C-0°  + OH-CHyCHpN'4CHy); 4 g*

N
ALBTHAAONHH AugTar XanwH

DTOT (epMEHT XapaKTepU3yeTCs MOPAa3UTEIbHO BBICOKMM YUCIOM 000pO-
ToB - 25000 c''. DTo 03HAyaeT, YTO OfHA MOJEKYJA ALETWIXOJMHA PaCLIeILIs-
eTcsa 3a 40 mkc. Takoe BBICOKOE YHMCIO 000pOTOB (hepMeHTa MMeeT OYeHb BaXK-
HOe 3Ha4YeHMe JUIST ObICTPOTO BOCCTAHOBJIEHUS TOJISIPM30BAHHOTO COCTOSTHUS
MMOCTCUHATITUYECKO MeMOpaHbl. biaromapss TOMy, YTO TOCTCHHANTHYeCKast
MeMOpaHa BOCCTaHABJIMBAET CBOIO IMOJIIPU30BAHHOCTH 3a TOJW MUJUTUCEKYHIBI,
CUHATIICBI CITOCOOHBI TepeaaBaTh THICSIY UMITYJIbCOB B CEKYHIY.

MHTUOUTOPHI alleTUIIXOJMHACTEPa3bl UCIONB3YIOTCA KaK JIeKapCTBEHHBIE
CpelCTBa M Kak sIObl. AJIKAJIOUA U3 KalabapcKux 0000B GU30CTUTMUH (33epHH)
U POACTBEHHBbIE €My MHTMOWUTOPHI, HAllpUMep, HEOCTUTMUH, SIBJISIOTCSI KapOa-
MOWJIBHBIMKM 3(PHpaMy U WHTHOUPYIOT alleTIXOJMHACTEpa3y IMyTeM oOpa3oBa-
HUS TPOMEXYTOYHOTO KOBAJEHTHOTO COCIUHEHHUsI, KOTOPOe OYEeHb MeEIUIEHHO
ruaponusyetcs (puc. 1). B uTore akTUBHBIN LIEHTP alleTUIXOJMHACTEpa3bl OKa-
3BIBACTCSI MPOYHO 3a0JIOKMPOBAHHBIM. HeoCTMIMUH MCTOIBb3yeTcs T JIeYeHUS
rmaykombl. Ero TepameBTrueckuii 3 heKT COCTOUT B TOM, 4TO, MHTUOUPYS alle-
TUJIXOJIMHACTEPa3y, HEOCTUTMHWH YCUJIMBAET ACMCTBUE alleTUIIXOJMHA.

HO——Ser——=1epménT
|r,c\ E H;(\ K
N— (== N (CHyly =—== N—(—0 Sar— GepmeHT
RE By
Heactwras KapOamoun- PepmeHTHLIN KoMOrer:
N—C——O Ser——®depmeHT
H,C
HeocTturmux Kap6amoun-depMeHTHbIN KOMMNeKe

Puc. 1. B3anmoneiicTBre alleTUIXOJIMHACTEPA3HI ¢ HEOCTETMUHOM [6]

CyniecTByIOT ellle 00jiee MOIIHbIE WHTUOUTOPHI alleTUIXOJIMHICTEePa3bl -
opranndeckue ¢ropdocdarel, B YaCTHOCTH, muu3ornponuiadropdocdar
(INDD). Dt coemuHeHUsT pearupyloT C aleTUIXOJMHACTepa3oil, obpa3ys
BBICOKOCTAOMJIbHBIE ~ KOBaJleHTHble  (ochopuii-hepMeHTHbBIE  KOMILIEKCHI.
MHOXeCcTBO pa3IMUYHBIX OopraHudeckux ¢ropdocdaToB ObLIO CUHTE3MPOBAHO
JUIS VCTIOJIb30BaHUSI B KauyecTBe WHCEKTUIIMIOB B CEIbCKOM XO3SICTBE,
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a TakKe B KAuecTBE OTPABJSIONIMX BEILECTB - HEPBHO-TAPAJTUTUUECKUX SIIOB.
DTU coenMHEeHUsT MOTYT BbI3BaTh CMEPTh M3-3a OCTAHOBKM AbixaHusi. Haunbosee
TOKCUYHBI TAOYH U 3apvH.

BiiokatropamMy HEpBHO-MBIIIEYHOTO TPOBEACHUST CIYXXaT TakKe COeIMHe-
HUSI, HEIOCPEJCTBEHHO BO3/CMCTBYIONIME Ha alleTWIXOJIMHOBBIA pelenTop.
K HMM oTHOCHUTCS sl Kypape, KOTOPbIii Ha TIPOTSKEHUM CTOJIETUI MCITOJIb30Ba-
JIA 10)KHOAMEPUKAHCKUE WHAEHIIbI. AKTUBHBIM KOMITOHEHTOM Kypape sIBJISIeTCSI
d-TybOKypapuH, KOTOPbIii KOHKYPUPYET C alleTWJIXOJIMHOM 3a CBSI3bIBAHUE C pe-
LIEITOPOM. AHAJIOTMYHBIM TTyTeM JIEHCTBYIOT a-OyHTapOTOKCUH M KOOPATOKCHUH.

I[MoMuMoO aneTWIXOMWMHA, U3BECTHBI W JIPYrvMe HelpoMeauaTopbl - MOHO-
aMUHBI, K KOTOPBIM OTHOCSITCSI KaTEXOJIAMUHBI, a TAKXKe CEPOTOHUH W TMCTAaMUH.
B rpymiy katexojlaMUHOB BXOISAT HOPaJpEeHAIWH, afipeHaquH u aodamuH. Tak,
B [JIAIKOMBIIIEYHBIX COCTUHEHUSIX, KOTOPble UHHEPBUPYIOTCSI CUMIIATUUECKUMU
HepBaMU, MEIUAaTOPOM CIIYXXUT HopagpeHanuH. MHakTuBalusi KatexoJaMUHO-
BbIX HEMPOMENMaTOPOB OCYLIECTBIsIETCS TyTeM MetunupoBaHusi 3-OH rpyrimbr
KaTexoJIOBOro Kosblia. Peakiuio karanmsupyeT Karexon-O-MeTuitpaHcdepasa.
Jpyroii MmyTh WHAKTUBALIMM 3TUX HEWPOMEAUATOPOB - ylaJleHHe aMUHOTPYIIIbI
B XOJIe OKMCJIEHUSI MOHOAMWHOOKCHIA30iA.

Cpenu TIpOM3BOAHBIX aMUHOKUCIIOT BBISIBJIEH €llle ONWH HeipomenuaTop.
D10 y-ammHomacistHas kuciora (CAMK). TAMK yBennumnBaeT mpOHUIIAEMOCTD
MOCTCUHANTUYECKUX MeMOpaH 11 K™ 1 TeM caMbIM oTHasseT MeMOGPaHHEIA TO-
TEHLIMAJ OT MOPOTOBOTO YPOBHS, MIPU KOTOPOM BO3HUKAET MOTEHIIMAJ ACCTBUS;
takuM obpazoM, TAMK - sto Topmo3Hoit Meauatop. TAMK o6pa3syercss npu
NeKapOOKCWJIMPOBAaHUM T[JyTaMaTa B peakiuu, KaTalu3upyeMoil TIiyTamar-
nekapookcunazoit. [lpocreTueckoi Tpymrmoi 3Toil jaeKapOOKCUIa3bl CIYXUT
nupuaokcanbdochar. TAMK uHakTMUBUpYeTCS IyTeM TpaHCAMWHUPOBAHUS C
00pa3zoBaHMEM MOJyaJIbIeTHIa STHTAPHON KUCJIOThI, KOTOPBI ajiee OKUCISeTCs
B CyKIIMHAT (puc. 2).

ImuiuH aBisieTcsl TOPMO3HBIM MEAMATOPOM B CITMHHOM MO3re U B 0OJIb-
IIMHCTBE CTPYKTYP CTBOJIA MO3Ta, IJe OH HAXOAUTCS B BBICOKOW KOHLEHTPALIUU.
B cymme peuentopsl mmurHa 1 TAMK cocTaBisitoT MOJOBMHY BCEX CUHAITH-
YECKUX PelenTOPOB MO3ra.

OueBUIHO, CYIIECTBYET OOJIbIIOE YKMCIO TUIOB PELIENTOPOB, KaXIbli U3
KOTOpBIX CrieluduUeH MO OTHOIICHUIO K CBoeMy Meauaropy. BosOyxknmarouuii
WM TOPMO3HOW XapaKTep IEHCTBUSI OTpeAessieTCsl He CBOMCTBaMU CaMOTO Me-
auaTopa, a crieud@uueckuMu KOH(POPMAIIMOHHBIMU M3MEHEHUSIMU PELIeTITOPOB
MOCTCUHANITUYECKO MeMOpPaHbl, UHIYLIMPYEMbIMU CBSI3bIBAHMEM MEIUATOPOB.



OnHolt 13 MOpGhOJIOTUYECKUX OCOOEHHOCTE HEPBHOM TKaHU, OTIMYAIOIINX
ee OT JIPYTMX TKaHEW, SIBJISETCSl BbIpaXEHHAsl I'€TepPOTeHHOCTb €€ KJIETOYHOTO
cocraBa. HellpoHBI COCTaBIIIOT JIMINb HeOomblrylo dacth kierok LIHC. Imu-
ajJbHBbIE KJIETKU 3HAUWTESbHO Tpeo0sIagaroT Haj HEPBHBIMU M 3aHUMAIOT BECh
00beM MeXIy cocymamMu M HelipoHamu. OTIMYUTENEHONH OCOOEHHOCTHIO Heli-
PODIMAJIBHBIX KJIETOK SIBJISIETCSI OTCYTCTBUE AKCOHOB. BOJIBIIMHCTBO 1IEHTpasib-
HBIX HEMPOHOB OKPYXEHO KJIETKAMU HEWpOTJIMU — acTPOLIUTaMU U OJIUTONEH I-
pouutamMu. PYHKIIMU TIMATBHBIX KIJIETOK pa3HOOOpa3Hbl. B mepByw ovepenb
OHU 00EeCIeYrBaIOT MTUTAHUE HEPBHBIX KJIETOK, IMOCKOJIbKY HEMPOHBI HE KOHTaK-
TUPYIOT C KanuJulsIpaMu, a OTAeJeHbl OT HUX KJleTKamu Heipornuu. Kpome To-
TO, TJIMAJIbHbIE KJIETKU TOTJIOIIAIOT KaJnii, KOTOPbI OCBOOOXIAETCsl U3 Helpo-
HOB TIpYU TIPOXOXIEHUM HEPBHOTO MMITYJIbCa, a TAKXKE YYaCTBYIOT B yIaJIeHUU
HeipoMenraTopoB M APYrMX CWJIbHOAEWCTBYIOIIMX AareHTOB, BbICTISIONIMXCS
MIpY HEMPOHAILHOI aKTUBHOCTH [4].

AKCOHBI U ICHOPUTHI TeprdeprnIecKoil HEPBHOM CUCTEMBI, KJIETOUHBIE Tela
B CEHCOPHBIX TaHIJIMSIX W HEpBHBIC BOJIOKHA B OEJIOM BEILECTBE IIEHTPATbHOMN
HEPBHOM CUCTEMBI OKPYXeHBI MUEITMHOBOW 000JI0YKOi. MueanHoBast 060109Ka
- BBICOKOOpPTaHM30BaHHAs CTPYKTypa, oOpa3oBaHHas CHJIbHO PACTSHYTOM ILIa3-
MaTUYeCKON MeMOpaHOI OJUTONEHIPOITUATbHON KIETKH, KOTOpasi, MHOTOKpAT-
HO 3aKpy4YMBasCh BOKPYT aKCOHa, 00pa3yeT MSTUCIOWHYIO CTPYKTYpY O€IoK-
JIUTTU-OETOK-TATTN-0eT0K. MeXIy ydacTKaMHu aKCOHa, TOKPBITHBIMA MUETUHO-
BOI1 000JIOUKOIA, OCTAIOTCS HEMUETMHU3UPOBAHHBIC 30HbI, Ha3bIBacMbIe TIepexBa-
Tamu PanBbe. B pacyete Ha cyxylo Maccy comepXaHWe JMIUIOB B MUEIUHE CO-
ctaBisier 70-80%, a Genka - 20-30%. Ha mumumsl MuenvHa TipuxoaMtes 65%
JIMTIMAOB BCEro GeJioro BelllecTBa Mo3ra. B 3pesoM MuerHe OTHOIIEHWE XoJje-
crepuH: (pochOormuieprabl: TaJaKTOIUIIUAL cocTaBisaeT 4:3:2. XonecTepuH 00-
HapyXXMBaeTCsl B HeaTepu(DUIIMPOBaHHOU dopMe; 3DUPBI XolecTeprHa B HOpMe
MPUCYTCTBYIOT HAa PAaHHUX CTaIWsIX PAa3BUTHS MHUEIMHA, OMHAKO, OHU OOHApYXH-
BalOTCSI NP TaKOM 3a00JIeBaHUM, KaK PaccesTHHBbIN cKiiepo3. Ilpeobramaronmm
dochormuiepuaoM saBisgeTcss GocdaTHAMIITAHOIAMIH, a IIPeobIagaroIIuMI Ta-
JIaKToNMIuAaMu - 1epedbposunsl. Jdudocdo- u TpudoconHO3UTHALI BXOISIT B
COCTaB MUEJIMHOBOM OOOJIOYKH, a TAKXKE SIBIISIFOTCSI KOMITOHEHTAMU aKCOHAJTbHBIX
MeMOpaH. bBenku MUeIMHOBOM OOONOYKM TIPENCTaBICHBI OCHOBHBIM OEIKOM
(p/ =10,6), Ha momo kortoporo mpuxomutcs 30% oOImero comepXaHus Oenka
MUETMHOBOW 00O0JIOUKM, W MpOoTeoaunuaaMu. [TpoTeounuapl MpeacTaBiIsioT co-
60i1 OETKOBO-TUMUIHBIE COSAMHEHNSI, HEPACTBOPUMBIC B BOIE, HO PACTBOPUMBIC
B cMecH xiopodopM-MeTaHoI. OCHOBHOM GeJIOK ¥ MPOTEOTUIMIBI SBISIFOTCS MH-
TerpaJbHBIMM KOMIIOHEHTaMU MUEITMHOBOI 00O0JIOYKHY.

Hanvuue MuenmHoBOi 000JI0UYKY TTO3BOJISIET MPOBOJIUTH UMITYJIbC B aKCOHE
C MMHUMAJIbHOW 3aTparoii sHepruu [7].



MeTabonmz3M YTIIeBOIOOB

ITpy HOpMAaNTbHBIX YCIOBUSAX SHEPreTUUECKHE TIOTPEOHOCTH 3PEIOr0 MO3ra
TOYTH MOJIHOCTBIO 00ECIIEYMBAIOTCS 3a CUET IIIOKO3bI. Y YesioBeKa (B IOKOe) Ha
JOJII0 MO3Tra IPUXOOUTCs Ipubm3nuteapHo 20% moTpediaeHns KUCIopoaa, B TO
BpeMsl KaK ero mMacca cocTaBiseT Juillb 2% Macchl Tesa. Mo3r 3¢ deKTUBHO TI0-
IJIOIIAeT TIIOKO3y M3 KPOBU B KOJWYECTBE, JOCTATOYHOM ISl 0OecIieueHHsT Ha-
OI0maeMoil CKOpocTH IbixaHMs. Eciau cHabOxXeHue Mo3ra INIIOKO30M yMeHbIa-
€TCsI, CKOPOCTb JIBIXaHUS MafaeT, U (PyHKIIMM MO3ra OKa3bIBAIOTCS IO YTPO30ii.
Bonee 90% r110KO3bI IMOABEPracTCs META0OIM3MY I10 TIMKOIUTHIECKOMY ITyTH
¥ OKMCJICHUIO B LIMKJIE TPUKAPOOHOBBIX KUCIOT. CIIOCOOHOCTDh KJIETOK MO3ra K
[JIMKOJIM3Y MPEBBIIIAET UX CIIOCOOHOCTh K OKUCIUTEIBbHOMY MeTabonusmy. Jlu-
MUTHUPYIOIIUM (DAKTOPOM TTOCIAESTHETO SIBJISIETCS aKTUBHOCTb M3OLMTPATACTHI-
poreHasbl. [konuTHYecKre hepMEHTHI JIOKATU3YIOTCS He TOJIBKO B Tejle KiIeT-
KU, HO ¥ B HEpBHBIX OKOHUYaHUsX. [IpoTeKalonuii B IpeCMHANTUIECKUX HEePB-
HBIX OKOHYAHMSIX TJIMKOJIM3 obecriedrBaeT sHeprueil (yHKIMOHWPOBaHUE CH-
Harica. PocdorToKOHATHBIM MyTh (DYHKIIMOHUPYET BO BCEX KJIETKAX MO3Ta; re-
Hepupyss NADPH, oH obecnieunBaeT CMHTE3 KMPHBIX KUCIOT U CTEPOUIOB.

ConepxaHue IIMKOreHa B Mo3re cocTapiser mpumMepHo 0,1%, ciemoBatelib-
HO, MeTaboJIM3M MO3ra He MOXET JIOJITO TIOMIEPXKMUBATLCS 3a CUET pe3epBa yIjieBo-
JIOB. DTO OOCTOSITEILCTBO MOXET OBITh MPUYMHON KOMBI, HACTYHAIOIICH IIPU TH-
MOTJIMKEMUH, BBI3bIBAEMOI BBeZieHMEM MHCYIMHA. Koma 1 HeoOpaTtumble Hapylie-
HUSI HACTYHAIOT JaXKe ITOCyie KPaTKOBPEMEHHOM TUIToKcun [7].

ZKupHble KUCTOTBI HE MOTYT CIY>KUTb MUCTOYHMKOM 3HEPTUM IS MO3ra, Tak
KaK OHU CBSI3aHBI ¢ ILOYMUHOM UM He CIIOCOOHBI IIPOHMKATD Yepe3 reMaTosHIeda-
Jmaeckuit 6apbep. [Ipy romogaHny TIIOKO3Y B Ka4eCTBE MCTOYHMKA SHEPTUU 3a-
MEHSIOT KETOHOBBIC Tea (alleToaleTaT U 3-TUIPOKCHOYTUPAT), KOTOphie 00pasy-
10TCca B iedeHu (puc. 12). AneroarneraT aktuBupyercs myreM repeHoca Co A ¢ Mo-
Jiekyibl cyKumHWI-CoA, mpu 3ToM obpasyercs aneroaneTii-CoA, KOTOPHIi 3aTeM
pacIieruisieTcs: THOJIa30il ¢ oOpa3oBaHMeM ABYX Mojekyn aueTwi-CoA, KoTopkie
BKJTIOUAIOTCS B LIUKJI TPMKAPOOHOBBIX KUCIIOT (puc. 14) [6].

MeTabonm3M aMUMHOKMUCIOT U OeJIKoB

AMWHOKUCIIOTHl Y TIENTHABI UTPAIOT UCKIIOYUTELHO BaXKHYIO POJIb B Me-
TaboMM3Me U PYHKIMOHMPOBAHUHU T'OJIOBHOrO Mo3ra. B TkaHu mMo3ra comepkarT-
¢S Bce aMUHOKHCIIOTBI, HEOOXOIMMbIE HE TOJIBKO JJIST TOCTPOEHHUSI OEIKOB, HO 1
psima TOPMOHOB, BUTAMUHOB, HYKJICOTHIOB U IPYTUMX OMOJOTMYECKU aKTMBHBIX
BEIIEeCTB, MENTUIOB U APYTMX KU3HEHHOBAXHBIX coeinHeHUi. He MeHee cyiie-
CTBeHHa B3HepreTuyeckas pojib aMUHOKHUCIOT TOJOBHOTO MO3Ta, TOCKOJIBKY
aMUHOKUCJIOTHI TJTyTaMUHOBOM (DYIIIBI HEMOCPEACTBEHHO CBA3aHBI C IIMKIOM
TPUKAPOOHOBHIX KHCJIOT.



HpI/I HOPMAaJIbHbIX (I)I/ISI/IOJ'IOI‘I/I‘{G:CKI/IX YCJIOBUAX TOJIOBHOM MO3T XapakTe-
PU3YETCA IMOCTOAHCTBOM COCTaBa M paClpeacICHUEM CBOOOIHBIX aMUHOKHUCIIOT.
HCpBHaH TKaHb 00JIagaeT CIOCOOHOCThIO oaaCP>XKMBATh OTHOCUTCIIBHOE I10-
CTOAHCTBO YPOBHA aMMHOKUCIJIOT IIpU Pa3IMYHbIX (bI/ISI/IOJ'IOI"I/I‘{CCKI/IX n gaxe
HCKOTOPLIX ITaTOJIOTMYCCKUX COCTOAHUAX. AMWHOKWCIIOTHBII IIyJ1 MO3ra MMeECT
XapaKTepHI)Ifl COCTaB, OTJIMYAIOIIMICI OT COCTaBa €ro B JPYTUX OopraHax. ®oHp
CBOOOJHBIX aMMHOKHWCJIOT MO3ra COCTaBJIsIET B CpEIHEM 34 mMxmojst Ha Ir TKa-
HHU, B 10 pas npeBbilasg coacpXXaHne aMMHOKUHCIIOT B IJIa3ME KPOBU.

AMVHOKUCJIOTHBI Tyl HEPBHOW TKAaHU OTIMYAETCS OT APYIUX TKaHEn
TPEXJ/Ie BCEr0 BbICOKOI KOHIIEHTpAlMeil Iyramara M ero NMpOU3BOIHbBIX - TITy-
TaMMHa, acriaparuHoBoi, N-alleTujiacrapariHOBON U y-aMUHOMACJISTHOW KUCJIOT
(TAMK), a Takke MX MHTEHCHUBHBIM METa0OJM3MOM. DTU IISITh aMUHOKHCIIOT
coctaBisIioT 95% doHma Bcex CBOOOMHBIX aMMHOKMCIOT TOJIOBHOTO MoO3ra, a
IFT'AMK wu N-anerwiacnaparnHoBass KUCJIOTbl JIOKQJIM30BaHbl B OCHOBHOM B
HEPBHOW TKaHMU.

HecmoTpst Ha MOCTOSIHCTBO KaueCTBEHHOTO COCTaBa M KOHILIGHTpaIWii aMu-
HOKMCJIOT B MO3Te, COAEpXXaHWe WX B Pa3IMYHBIX OTAENIaX MO3ra CyIIECTBEHHO
otinyaeTcs. PerrioHanbHasi HEOMHOPOAHOCTh MO3Ta B CONEPXXKaHUM aMUHOKMC-
JIOT CBsI3aHa ¢ MOp(OIOrnYecKoi, (hU3NOJIOTMUECKON U (PYHKIIMOHAILHON TeTe-
POTEHHOCTBIO ATOTO OpraHa.

B paznuuHbIX CYOKJIETOYHBIX CTPYKTypaX MMEIOTCSI CBOM (DOHIBI aMUHO-
KucaoT. PaznuuHble opraHesUlbl KJIETOK MO3ra MOTYT MHIWBUIYaJbHO KOHTPO-
JINPOBaTh YPOBEHb aMWHOKMUCIIOT, HaKaluIMBas MX MPOTUB TpagueHTa KOHILIEH-
Tpauuu. B TO e Bpemsi il CyOKJIETOYHBIX YacTHI] APYIUX TKaHEH, TaKUX Kak
TeYeHb, TTOYKU, MBIIILIBI U T.[., TAKOE HAKOIJIEHUE HE XapaKTepHO.

IMocTosTHCTBO KaueCTBEHHOTO COCTaBa AaMUHOKUCIIOT U UX KOHUEHTPALIMIO B
MeTtabonuueckux GoHIax He cieayeT paccMaTpuBaTh KakK CIEACTBME CTaThye-
CKOTO COCTOSIHUSI, TaK KaK MMEET MECTO OTTOK CBOOOIHBIX aMUHOKHUCIIOT W3
MO3ra B KpPOBb, KOTOPBII BOCIOJTHSIETCSl MX TMOCTYIUIGHUEM W3 LIMPKYJIMPYIOLIEH
KPOBU 4YacTO TMPOTUB KOHLEHTPALIMOHHBIX TPAAUEHTOB, a TakXke 3a CYeT UX 00-
pa3oBaHUsI B peakiUsiX BHYTPUKIETOUHOrO MeTabonm3ma. B opraHusme Bce 3T
Mpolecchl cOATAHCUPOBAHBI CIJIAXXKEHHBIM (DYHKIIMOHUPOBAHUEM T'OMEOCTaTH-
YECKUX MEXaHMU3MOB TeMO3HIedannueckoro Oapbepa MU MeMOpaHHBIM TpaHC-
MmopToM, Ojarofapss 4eMy OTHOCUTENIbHOE TIOCTOSTHCTBO YPOBHE CBOOOIHBIX
aMUHOKHUCJIOT B MeTaboinnueckux (oHmax HepBHOW TKAaHU TOMAEPXKUBAETCS He
TOJIKO B COCTOSTHUM HOPMbI, HO M TIPU CYIIECTBEHHBIX M3MEHEHUSIX (PU3MO0IIO0-
TMYECKOTO COCTOSIHUSI OpraHu3Ma.

BbifensitoT HECKOJNIbKO KJIAacCOB TPAHCIIOPTHBIX CHUCTEM IS aMUHOKWCIIOT
Mosra. TpaHCIOPTHBIE CUCTEMBI CYIIECTBYIOT MJIsi aMUHOKMCJIOT POACTBEHHOM
CTPYKTYPBI U 3aBUCSIT OT MIOHHOTO 3apsiia aMUHOKKCJIOT U OT pa3Mepa UX MOJIEKYII.

MeMOpaHHBII TTEPeHOC aMUHOKKCIIOT UMEET CIeyrole 0COOEHHOCTH:

1) yacTo UAET NMPOTHUB BBHICOKMX KOHIIEHTPAIIMOHHBIX I'PAlUEHTOB;
2) 3aBUCUT OT TeMriepatypbl 1 pH cpenbi;
?) MHrMOMpOBaHME aHAPOOMO30M 1 (hePMEHTHBIMU SIIAMMU;



4) mepeHOC aMUHOKUCJIOT C aKTMBHBIM MEMOpaHHBIM TPAHCIIOPTOM MOHOB, B
YacTHOCTH, MOHOB Na+;
5) KOHKYPEHTHOE TOPMOXEHUE MEMOPAaHHOTO TPAHCIIOPTa AMUHOKHUCIIOT.
Bonb1ioii uHTEpEC, MPENCTABISIOT 0COObIe TPAHCTIOPTHBIE CUCTEMBI C BBICO-
KUM CPOJICTBOM K OIpeAeeHHbIM aMUHOKHUCIOTaM. Takoe BbICOKOM30UpATelb-
HOE TOTJIolIeHUe ObUTO BIepBbie HAWIEHO /ISl TIIyTAMUHOBOM KUCIOTHL. B namb-
HeiileM ObUTO MOKa3aHO, YTO OOJBIIMHCTBO aMUHOKHUCIIOT MMEIOT ABE pas3iiny-
Hble TpaHcnopTHbIe cucteMbl B LIHC: onHy - 0ObIYHYIO ¢ HU3KUM CPOJICTBOM U
BTOPYIO - BBICOKOM3OMpATEbHYIO, CreUU(PUUHYIO0 TOJIBKO AJISl JaHHOW aMWHO-
KUCIOTBL. Takue BbICOKOM3OMpPATEIbHbIE TPAHCIIOPTHBIE CUCTEMbI OOHApPYXXEHBI
st tmmiuHa, TAMK, taypuna, L-mimyramuna, L-acmaparvia, ToIyTaMHMHOBOM KU-
CJIOThI. DTU CUCTEMBbI CIIyKaT IJIsi MHAKTUBALMU JEMCTBUSI HEelpoTpaHCMUTTEpa
B OYeHb KOPOTKOE BpeMsl, KOrla MeTaboJMyeckue CKOPOCTU HEIOCTaTOUYHO BbI-
COKM Y OCBOOOXJIEHHE HEMpOTPAaHCMUTTEPA M BBICOKOM3OUPATEIbHOE TOIJIO-
1IeHEe HEOOXOAMMbI aKTUBALIMY U MHAKTUBALIMU €T0 NeHCTBUS.

I'mytamaT v ero mpoW3BOMHBIE SIBSIIOTCS TOMUHUPYIOIIMMU B KOJAYECT-
BEHHOM OTHOIIIEHWUM B MO3T€ BCEX M3YYEHHBIX BUJOB XMBOTHBIX. B crMHHOM
MO3re, TaK Xe KaK W B TOJIOBHOM, KOHIIEHTpAallWs LJyTaMaTa W POICTBEHHBIX
€My aMUHOKMCJIOT BbIlIE, YeM JIPYTMX aMUHOKUCIOT. B mepudepuueckux Hep-
Bax MO3BOHOYHBIX, HA00OPOT, CONEPKUTCS 3HAUMUTEJILHO MEHbIlIe Tiyramara, N-
alieTuiIacrapTara, yeM B roJioBHOM mo3sre, a TAMK mouTu moiHOCThIO OTCYTCT-
ByeT. AHaJloTMYHasi KapTWHA HAOJIONAeTcs M y IPYruX KIaccoB MO3BOHOYHBIX:
pbIO, aMmpubdMii, penTiInil U NTULL. DTO CBA3AHO CO CMEIMATBHON POJIbIO, KOTO-
pYyIO UTpaeT IjyTaMaT U ero MpOM3BOIHbIE B (DYHKIMOHATBHOW AESITeIbHOCTU
HEPBHOW TKaHU.

AMVHOKUCJIOTHl TJIyTAMAaTOBOW TPYMIbl TOABEPraloTcsl OBbICTPOMY TIpe-
BpallleHWI0 B TOJJOBHOM MO3re, YeMy CITOCOOCTBYET MX TECHasl CBSI3b C MHTEH-
CHBHO TPOTEKAIINUM B 3TOM OpraHe a3poOHbIM okucieHrneM. OCHOBHOI 3Hep-
TeTUYeCKUil cyOCcTpaT Mo3ra - TJII0K03a OBICTPO TPEeBpalllaeTCsi B aMUHOKUCIIO-
Tol. [lociie MHBEKIIMM MEUYEHOU IIIOKO3bI, 3HAYUTEbHAS YacTh M30TOoMa, MpU-
CYTCTBYIOIIIasi B pacTBOpUMON (hpaKIMyi Mo3ra, OOHApy>KMBaeTcss B aMUHOKMUC-
JIoTaxX, OCOOEHHO B TiIyTamare, riyramuHe, acrnaptare 1 [AMK. Dto yactuuHo
00BSICHSIETCSI OOJIBIINM COAEPKAaHUEM CBOOOTHOTO TJyTamara, HaxOJISILEerocsl B
paBHOBecuU C L-keTorimyrapaTtoM LWKIIA TPUKAPOOHOBBIX KUCJOT. YTUIU3ALIMS
IJIIOKO3bl B MO3re B 3HAUUTENIbHOW CTENIeHM TMPOMCXOAMT uyepe3 OMOCUHTE3 U
OKUCJIEHWE AMUHOKUCIIOT.

HenocpencTBeHHBIM TPENIIECTBEHHUKOM JIJISI CUHTE3a TyTaMaTta B MO3Te
sBsieTcsl L-KeTormyropaToBasi KMCJIOTa, KOTOpasi MOXET MpPeBpalllaThCs B IIIy-
TamaT IyTeM MPSIMOTO BOCCTAHOBUTEIBHOTO AMWUHHUPOBAHUS C YYaCTUEM TIIIyTa-
MATIETUAPOTEHA3bl WU MYTEM MepEeaMUHUPOBAHUS.

Tkanp Mo3ra 00JIalaeT BBICOKOW TIIyTaMaTAETUIPOTEHA3HOU aKTUBHOCTBIO.
Peakuust o6patrma, oJHaKO paBHOBECHE CABUHYTO B CTOPOHY MPSIMOM peakiiuu,
T.e. CHUHTE3a TJIYTAMUHOBOM KWCJIOThI. TakuM 0Opa3oM, B TOJOBHOM MO3re



DIyTaMaTAETUAPOreHa3Hasl Peaklysl YYaCTBYET HE CTOJIbKO B OKUCJIEHUE DIyTa-
Mara, CKOJIbKO B €ro CUHTe3e U3 L-KeTomTyTapaToBOW KUCIOTHI, OOecreyrBast
TEM CaMbIM HEMPEPHIBHOE MpeBpalllcHrue CBOOOMTHOTO aMMHakKa B aMWHOAa30T
AMUHOKWCIIOT.

OCHOBHOI1 Xe TyThb OKHMCJEHUS U 00pa30oBaHMs IiyTamara - INepeaMuHU-
poBanue. Tak, B MUTOXOHIpUsX Mo3ra 90% TiryTamaTa OKUCISICTCS] Yepe3 TpaH-
caMUHMPOBaHUE ¢ oOpa3oBaHUeM acrmapTrata. PepMeHT, KaTaIu3UpPYOILUil Te-
peaMUHMpPOBaHUE TIJTyTaMaTa co IaBesneBoykcycHoi kucnoroi (IYK) - acnap-
TaTaMUHOTpaHcdepasa, sIBIsIeTCsl Hanboiee MOIIIHONM TpaHCAMUHA30M B T'OJIOB-
HOM Mo3re. BbinmesneHbl Ba M303H3MMa acrapraTaMUHOTpaHcdepasbl, JIOKaIu-
30BaHHbIE B MUTOXOHAPUSX U LMTOIUIa3Me. DyHKIIMOHATBHAS POJIb MX Pa3Iny-
Ha: MUTOXOHIPUAJIbHBII (DEPMEHT CBSI3aH B OCHOBHOM C IIMKJIOM TPUKapOOHO-
BBIX KHCJIOT, IUATOIIA3MAaTUYECKUIN - OMpPENeisieT MHTEHCUBHOCTh TJIIOKOHEOTe-
He3a. AKTMBHOCTh acrapTraTaMUHOTpaHcdepasbl B MO3TOBOI TKAHU 3HAYUTEb-
HO BBbIIIIE, YeM B MEYEHU U OCOOEHHO B TTOYKaX.

B perynsuuy OTHOWIEHWI MEXTy STUMU ABYMS MyTSIMU, KOHKYPUPYIOIIU-
MU 32 OMH CYOCTpaT, BaXXHasl POJib MPUHAIIEXUT MaKPOIPTUIECKUM COENUHE-
HuaM. M3onmipoBaHHas TyTaMaToeruaporeHasa pearupyer kak ¢ NAD', Tak u ¢
NADP’, B To BpeMsI KaK B MHTAKTHBIX MUTOXOHIPUSIX 3TOT SH3UM B3aMMOIEH-
cTByeT mpenMynectBeHHO ¢ NADP'. MHTeHCMBHOCTD 3TOil peakunu MpOIop-
nuroHanbHa otHolneHuio NADP/NADPH. Makposprudeckue coeIMHEHHs CIIo-
cOOCTBYIOT BoccTaHOBIeHUI0 NADP' uepe3 TpaHCTMOpOreHa3HYIO peakUUio U
TEM CaMbIM TONABISIOT Ie3aMUHUpoBaHUe riyramata. HaobopoT, TpaHcamu-
Ha3HBIN MyTh TPEOYET yJacTUs MaKpOIPTUUECKUX COENUHEHUIA, TTIO3TOMY BBIOOD
MEXIy STUMU IBYMSI PEAKUUSIMU OMPEAETSIETCS SHEPIeTUIECKUMU BO3MOXKHO-
cTaMu  MUTOXOHApUil. TakuM 0Opa3oM, IJIyTaMUHOBAsl KHCJIOTa BBITIOJHSET
Ype3BbIYAHO BaXHYIO (DYHKIMIO B SHEPreTUUECKOM OO0ECIeYeHUU TOJIOBHOTO
MO3ra, KOTopasi 3aKjlo4yaercsl B TOIIepXKaHUM METa0OJUTOB IMKIA TPUKapOo-
HOBBIX KHCJIOT Ha OTPEAEIEHHOM YPOBHE.

JnuTenbHasi aKTUBAlMs TJyTaMaTHBIX PELeNTOPOB (BHICOKUMM KOHIIEH-
TpauUsMU TJIyTamara), OCYUISCTBIISIONIAsCS NMPU HapylleHUM (PyHKIUU Hel-
POHOB, SIBJIsIETCS (haKTOPOM, BBI3BIBAIOIIMM KJIETOYHYIO CMEPTh. DTOT TIPO-
1IeCC HAa3bIBAETCSl DK3aUTOTOKCMYECKUM 3(dekToM TriayTamaTta. DK3aHTOTOK-
CUYECKME MEXaHW3Mbl TMOENU KIJIETOK SIBJISIIOTCS BEAYIUUMU TIPU CTapeHUM,
psiie HelpolereHepaTUBHBIX 3a00JIEBaHUM, a TakXkKe B ClIydyae HapylIICHUS
MO3T0OBOro KpoBooOpaiueHus [1; 8; 16].

Eme omHoli BaxkHOI (PYHKIIMEH aMUHOKWUCIIOT IJTyTaAaMUHOBOI TPYIIIHI SIB-
JIIeTCS yyacThe MX B TeHepaluu (U3 acraprara) M HedTpanuzauuu (IIyTaMUH-
CHHTa3Has peakiivsl) aMMuaka B HEpBHOM TKaHM.

Iukn npespamenuii TAMK B Mo3re BKIHOYAaeT TpU COIPSKEHHBIE peak-
muu, nonyumBinne HazBaHue TAMK-mrynta. TAMK-IIyHT SIBIsIeTCSI pa3HOBUI-
HOCTBIO IIMKJIA TPUKAPOOHOBBIX KUCJIOT, XapAaKTEPHOU TONBKO IJISI HEPBHBIX
KIIeToK (puc. 2).
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Puc. 2. Cxema TAMK-1mynTa: 1) myramatnekapookcuiasa; 2) TAMK-
TpaHcaMUHa3a; 3) JeTWApOoreHasa sTHTapHOTo Tojyaibiaervaa [4]

B Mo3re mpHcyTCTBYeT aMMHOKMCIIOTAa TaypuH, OOpa3yIoIIascs MOCPEICT-
BOM OKUCIICHUSI IIUCTEWHA 10 IMCTEHMHCYIh(POHOBON KHUCIOTBI, KOTOpas 3aTeM
JIeKapOOKCWIIMPYETCs ¢ 00pa30oBaHUWEM THIIOTAypHHA C TIOCIEMYIOIIUM OKUCIIe-
HUEM €ro JI0 TaypyuHa.

ApoMaTryecKrue aMUHOKHUCIIOTH - TpUnTodaH, GeHWTaTaHiH U TUPO3HH -
BaXHBI KaK MPEIIIeCTBEHHUKU S5-TMAPOKCUTPUTITAMUHA (CEPOTOHWMHA) M KaTe-
XOJJAMMHOB, UTPAIOIINX BaXHYIO POJIb B HEMPOHAIBHBIX MPOIIECCaX.

TpunTodaH sIBIsSeTCS HE3aMEHMMON aMUHOKHUCIOTOW W He CHMHTE3UPYETCS
B MO3Te BBICIIMX XKMBOTHBIX. Hauboliee MHTepeCHBIN IMyTh MeTabOJU3Ma TPHII-
TohaHa - CHHTE3 CEepOTOHMHA. B ammduse cepoToHUH TMpeBpalaeTcss B TOPMOH
MeJITaTOHWH.

Tupo3uH - OMUH W3 BaXKHEWIMX MCTOYHUKOB HEWPOMEIMATOPOB - KaTeXo-
namuHoB. [lpeBpallieHue TUPO3WHA B KATEXOJTAMUHBI SIBJISETCS TJIaBHBIM ITyTeM
MeTaboJIM3Ma TUPO3WHA B MO3Te M B HaAMMOYeUyHUKax (puc. 3).

AMWHOKUCIIOTBI, KOTOpBIE IMOCTYIAIOT B MO3T WM OOpa3yloTcsl B HEM,
OBICTPO BKIIOYAIOTCA B Oenku. CHHTe3 Gellka MPOUCXOMUT B IIMTOIIa3MaThde-
CKUX pubocoMax Tejla KJIeTKM U B MUTOXOHIAPUsIX. Belku HepBHBIX OKOHYAHMUIA
MTOCTOSTHHO OOHOBIISTIOTCSI. CKOPOCTh GEJTKOBOTO CHMHTE3a JTOCTUTaeT MaKCUMY-
Ma B TIepUOJ Pa3BUTHS M 3HAYUTEIBHO CHUXKAETCSI, KOTJa OPraHu3M JOCTUTaeT
3pesioro coctosiHus. HemaBHO ObUTO OOHapyKeHO, YTO CHHTE3 Oelika Harpsi-
MYIO CBSI3aH C armonTo3oM (ITporpaMMUPYeMOl KIJIETOYHOU Trrbesbio). YauBu-
TENIbHBIM SIBJISIETCSI TOT (haKT, YTO MHIYKIIMS aIoNTo3a 3aBUCUT OT CKOPOCTH
cuHTe3a mmnepanbaerua-3-docharneruaporenassl (FAD/) - «kimaccrmuecko-
ro» (bepMeHTa TIMKOJW3a. AHAIN3 BHYTPUKIIETOYHOTO pacmpeneieHuss FTAD]]
oKa3aj, 4To OoJbliasi yacTh Gelika JIOKAJIM30BaHa B sApaxX U MUTOXOHIPUSAX, B
TO Xe BpeMs B IIUTO30JIe KOJMYECTBO (hepMeHTa MPaKTUYECKH He MEHSIIOChH.
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®dusnonornyeckast CBs3b aronTo3a HelpoHOB ¢ 6uocuHTe3oM AD]I monTBep-
XmaeTcss TeM (akToM, 4TO WCIOJb30BaHUE BEIIECTB 3aMEISIONIUX CUHTE3
T'A®Jl (k HUM B YaCTHOCTH OTHOCSITCS IIpeIapaThl [UIS JICYCHUSI CJIa00OyMUs)
MPUBOIUT K 3aMeJICHUIO arlonTo3a HeipoHoB [16; 18; 13; 19].
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Pnc. 3. Cunres xaTexonaMHIHOBRIX HelipoMeanaTopos U3 THPO3IHHA:
1} Tnpozukrnapokcunasa; 2) JJO@A-pexapboxcunaza; 3) godaniuH--
rUApoKcHIasa; 4) deHnnaTaHonamuH-N-MetTpadcdepasa [4; 6]

MeTa060aU3M JTUMNIHI0B

Hmetoimuecss B Mo3re B GOJIBIIOM KOJTMYECTBE JUIMUILI BXOAAT B COCTaB
MeMOpaH HEHMPOHOB, a TaKXe MHMETMHOBBIX 000JI0YEK. YIUBUTEIBHOE MOCTOSH-
CTBO COCTaBa JIMITMIOB B 3pEJIOM MO3Te TO3BOJISIET MPEAroNaraTb, YTo0 CKOPOCThb
HX OOHOBJICHUSI OTHOCUTEIBPHO HU3Ka. MeTabou3M XoJiecTeprHa, 1IepeOpO3HIOB,
docharnmmisTaHolaMMHa ¥ COUHTOMHEMHA TIPOTEKAaeT B MO3re MeEIJIeHHO.
Docharuamaxomd U GochaTUIMIMHOZUTUAB OOHOBIISIOTCS OBICTPO: 00a 3T
JIMTIMIA CUHTE3UPYIOTCS U3 TIFOKO3bI U SKMUPHBIX KUCIOT. XOJECTepUH CUHTE3M-
pyeTcst B MO3re MOJIOJBIX KMBOTHBIX B Meprof pocTta. C BO3pacToM CIOCOOGHOCTh
K CHHTe3y XojecTeprHa Tagaer. OCHOBHas 4acTh XOJieCTepUHA HAXOMUTCS B MO3-
re B HeaTepU(PUIIMPOBAHHOM COCTOSTHUM; 3(UPHI XoJeCTepruHa OOHAPYKMUBAIOTCS
B y4yacTKax mueanHu3auu. [Tyt 6uocuHTe3a (HochoruiepuioB CXOIHbI C Te-
MU, KOTOPBIE OCYILIECTBIISIIOTCST B IPYTMX opraHaX. 2KUpHBbIe KUCIOTBI 00pa3yroT-
Cs1 B OCHOBHOM M3 TJTIOKO3bI, YaCTMYHO M3 alleToalleTaTa Wiy IuTpara.

OcoO0blif MHTEpeC B HACTOSIIIEe BpeMsl BbI3BIBAET MPEAIICCTBEHHUK B CUH-
Te3e chUHrOMHeNnHa - lepamun. LlepaMuabl ydacTByoT B IuddepeHIIMpoOBKe
U TMOeIn HepOHOB. Pe3ynbTar AeliCTBUST 3aBUCUT OT CUTHAJIa, KOTOPBIM aKTH-
BUpyeTCs cOrMHTOMUeTMHA3a ((pepMeHT, KaTau3UPYIOIIMiA pacan cUHroMue-
JIMHA U PEeTITOPOB, YYBCTBUTENILHBIX K IiepamMuaam) [9].



CoenuMHUTENTbHAST TKaHb BXOIUT B COCTAaB XPSIIIEH, CYXOXWIMIA, CBSI30K,
MaTpHKCca KOCTU, OHA HaXOAMUTCS B 00J1aCTH TIOYEIHOM JTIOXaHKN, MOYETOUHHUKOB,
MOUYEUCITYCKATEeTbHOTO KAHaa; OHA TOACTUIIAET KOXY, CIYXHUT Ul (bUKCALMKi
KPOBEHOCHBIX COCY/IOB; OHa € COCTABJSIET OCHOBY MEXKJIECTOUHOTO CBSI3bI-
BaIOIIETO BEleCTBA B MApEHXMMATO3HBIX OpraHaX, TakKMX, KaK TeYeHb, a TaKke
B MbIIIaXx. MexaHudecKass M TOMIepKUBaomas (QYHKIMK COSTUHUTEIbHOMN
TKaHU 00eCTeuynBaeTCs] BHEKJIETOYHBIMU HEPACTBOPUMBIMM HUTSIMU, KOTOPHIE
00pa30BaHbl BHICOKOITOJIMMEPHBIMU COSAMHEHUSMU, TIOTPY>KEHHBIMU B MaTPUKC,
Ha3bIBaeMbIii OCHOBHBIM BEIIECTBOM. B UMCIIO KIIETOK COEMMHMTENILHON TKaHM,
OTBETCTBEHHBIX 32 CHMHTE3 HEPACTBOPMMBIX HHMTE M PACTBOPMMOTO MaTpHUKca,
BXOJISIT XOHAPOLIUTHI U (PUOPOOIACTHI, a TAKKE TYYHbIe KIIETKU U MaKpodaru.

Koanaren

HepacTBoprMble HUTU COSOTUHUTEIBHOW TKAHU COCTOSIT M3 KOJUIareHa -
€caMoOro pPacrpocTpaHeHHOTO Gejika opraHu3Ma yejioBeka. OH COCTaBJISIET JIO
33% obmiero konuuectBa Oenka. KoimareH sBAsieTCsI OCHOBHBIM (DUOPMILISp-
HBIM 3JIEMEHTOM KOXU, KOCTEi, CYXOXWJIWU, XpsIla, KPOBEHOCHBIX COCYIOB,
3y60B. TpeTh aMWHOKHCIOTHBIX OCTATKOB, BXOMSIIMX B COCTaB KOJJIareHa,
MpeacTaBieHa TIUIMHOM; Ha TOJII0 TIPOJIMHA B CyMME C 3- U 4-OKCUTIPOJIMHOM
npuxonutcs 2 1% ocraTtkoB, a Ha moJto anaHuHa - 11%.

CTpykTypa

KomtareHoBble BOJIOKHA MOCTPOSHBI U3 DUOPUIUI, UMEIOIINX (hOpMYy IIM-
ymHapa auameTpoM oT 5 mo 200 HM. OpraHmzauus GuOpPMIUT B BOJIOKHAX pa3-
HBIX TKaHel pasnmnyHa. KojutareHoBble BOJOKHA CYXOXWIMI U KOXHM 0Opa3oBa-
HBI CBSI3KaMM TapaJljiebHBIX (GUOPUILT, B TO BpeMsl Kak (DMOPUILIBI B 3aXKMBatO-
el paHe OpraHM30BaHbl XaOTUYHO. [Ipy 3KCTpaKIIMU KOXM OYEHb MOJOIBIX
SKUBOTHBIX XOJOMHBIMU COJIEBBIMM PacTBOpaMU WM MPH JUTUTEILHON SKCTpaK-
LIMA HEepacTBOPUMOTO KoJUlareHa pa3BeACHHOW KUCIOTOM IOJydaroT PacTBOP
00pa3ylonmMx KoJUIareHOBble (DMOPWILIBI €IMHUII, Ha3bIBAEMBIX TPOITOKOJLIATe-
HamMu. Monekynbel TporokoimiareHa (300 OOOa) mmeror TommuHy 1,5 HM 1
mmmHy 300 HM. OHE 00pa3oBaHBI TPeMsI CYObeAMHMIIAMU, KaXnasi U3 KOTOPHIX
MpeaCTaBIsieT CO0O0Il IMOJMUIIENITUIHYIO Ielb, colepxainrylo IpuMmepHo 1000
aMUHOKUCIOT. OTAeNbHasT Lelb MPEACTaBIsSIET CO00M TIOTHYIO JIeBO3aKpyJell-
HYI0 CIIUpajib, a TPU LETM 00pa3yloT CTPYKTYpy, IMOXOXKYI0 Ha Kabenlb, cierka
3aKPYYEHHYIO B MPaBYIO CIIUPAb. |

YHuKaJbHasT CTPYKTYpa TPOIOKOJIareHa 00YCIIOBIeHa BRICOKUM COZIEpKaHEM
B HEM IIMIIMHA ¥ UMUHOKKCIIOT (TIPOJTHA Y OKCUTIPOJIMHA). [TMpponvanHOBbIe KOMb-
11a UMUTHOKHCJTOT MMEIOT OCOOBIE CTEPEOXMMUYECKIE CBOMCTBA, KOTOPBIE CITOCOOCT-
BYIOT (hOPMHMPOBAHUIO BTOPUYHOM CTPYKTYPHI B BUIE TPCXLETIOYECUHBIX CIMPATIEH.
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DTa CTPYKTypa OKa3bIBaeTCsl BO3MOXHOM Takke OJaromapsi TOMy, 4TO KaXKIblii
TPETUI OCTaTOK B MOCJIEAOBATEILHOCTH MPEACTABICH MIUIUMHOM, a-yrJepOIHbIi
aTOM KOTOPOTO TMOTPYXeH BHYTPb MOJIEKYJIbI, Toe R-rpyrina Ipyroit aMUHOKKC-
JIOTBI Pa3MECTUTBCST He MOXeT. Tpu Liemud CTaOMIM3UPYIOTCS BOIOPOIHBIMU
cBsa3simu Mexxny CO- m NH-rpynmamu MenTHOHBIX CBSI3€d COCETHUX IIeTeii.
B TpormokosiareHe, B OTJIMYKME OT IJI0OYJISIPHBIX OEJIKOB, R-TpyIImbl BCex aMu-
HOKHCJIOT HAaXOISITCSl Ha BHEITHEW CTOPOHE MOJIEKYJIbl M HE YYaCTBYIOT B CTaOM-
JIM3AaLMKA CTPYKTYPBI, XOTSI BO3MOXKHO, YTO OHHM YYaCTBYIOT B MEXMOJIEKYJISIP-
HOM B3aMMOJEHCTBUY MPU 006pa3oBaHUK (PUOPHUILT U BOJIOKOH.

CylLecTBYIOT crieluduyecKre TUTIbI KOJUTAreHOB, XapaKTEepHbIE ISl pa3ind-
HBIX TKaHEW M pa3nyarolmecss aMUHOKUCIOTHBIM COCTaBOM OOPa3yloluX UX MO-
JIEKyJ1 TpornokojuiareHa. Tak, KojuiareH Tuma I mprucyTcTByeT B KOXe, KOCTSX U Cy-
xoxunusix. KosnareH, BXOASIIMIA B COCTaB Xpsillia, OTHOCUTCS K Ty 11.

®OubpwIbl KoJUlareHa 0o0pa3oBaHbl MOJIEKYJaMU TPOIOKOJUIareHa, yJjao-
JKEHHBIMU KOHell K KOHIYy U 60K 0 6ok. [TapajiesbHble 1eny TPOIOKOJIareHo-
BOM (hUOPUJUIBI YJIOXKEHBI TaK, YTO HAYajlo COCENHEW Lienmu CMELIEHO Ha 4YeT-
BepTh MIMHBL (puc. 6, A). Takoe pacrojoxeHre 00ecleuynBaeT nepeKpbiBaHUE,
HeobXxoauMoe il B3auMONEeCTBUsT N-KOHIIEBOTO y4acTKa OHOW MOJIEKYJIbI C
C-KOHILIEBbIM YYacTKOM Jpyroil. B koiijareHe HOBOPOXIEHHBIX WJIM MOJIOIBIX
JKUBOTHBIX B3aMMOJICWCTBUE B TEPEKPBIBAIOIIMXCS y4acTKax OCYUIECTBIISICTCS
32 CYET HEKOBAJIEHTHBIX B3aMMOICHCTBUI, MO3TOMY 3TH KOJIJIAaT€HbI XOPOIIIO
pPacTBOPSIOTCSI B BOIHBIX pacTBOpax.

Ecnu HepacTBopuMBbIE KOJIIAreHbl SKCTPArupoBaTh KUIISIIEH BOJOW, OHU
YaCTUYHO COJTIOOWIN3UPYIOTCS, 00pa3ysi pacTBOPbHI - KeJaTUHbBI, KOTOPbIE CO-
JIEpP>KaT TPOTOKOJIJIAareHOBbIE 1eMM U UX (parMeHThI; MPU OXJIAXICHUU TaKUX
pacTBOPOB 0Opa3ylOTCs TeJId.

Konnaren xapakTtepusyercsi BBICOKOW YCTOMYMBOCTBIO MO OTHOILIGHUIO K
MpoTeonuTUYecKM (pepMeHTaM. OMHAKO CYILIECTBYIOT (hepMEHTHI - KOJUlareHa-
3bl, CrelM(GUUECKU pacilerisioime KojuiareH. OIUMH TUT KoJulareHa3 CUHTE3U-
pyetcst 6aktepusmu Clostridium histolyticum (GakTepuM, BbI3BIBAIOIIME Ia30-
BYIO TaHTPEHY). DTOT (hepMEHT pacIlerIsieT MOJUIENTUAHYIO 1elb KoJulareHa
6osiee yem B 200 yyacTkax, paspylliasi COCAMHUTEIbHOTKAHHbIE Gaphepbl Opra-
HU3Ma-X035MHA U CIOCOOCTBYSI TEM CaMbIM MPOHUKHOBEHMIO BBICOKOMATOTCH-
HOro Kjoctpunusi B opranuaM. Cama GakTepusi HE COAEPXUT KOoJuUlareHa U Io-
9TOMY HE TOJBEpXKEHa NEWCTBUIO KoJulareHasbl. BTOpOii TWI - 3TO TKaHEBbIC
KoOJIJIareHas3bl, KOTOpble 0OHAPYKUBAIOTCSI Y 36MHOBOJHBIX U MJIEKOTIUTAIOIINX B
pacTyuiMx WiM TMojBepraroiumxcss MeraMopdo3y TKaHSIX, HalpuMep, B XBOCTO-
BOM TUTaBHUKE TOJIOBACTUKOB B Tieproa MeTamopdo3a [6].

Bbuocunres

Kostaren cuHTe3upyetcst (pudpodiacTaMu B BUIE BbICOKOMOJIEKYISIPHOTO
MpeaIIecTBeHHNKA, Ha3bIBAEMOTO IMPOKOJUTAT€HOM, KOTOPBIA MMeeT H00aBoY-
Hble MoclienoBaTeIbHOCTH Y N- 1 C-KOHIIOB BCeX TpeX Liereil TpOomoKoJIareHa.
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JlommoTHUTETbHbIe (DparMeHTHI He TTOXOXM Ha OCHOBHYIO 4acTh Lienu. B HUX Maiio
[JIMLIMHA, TIPOJIMHA Y OKCUIPOJIMHA. N-KOHIIEBbIE MTENTHIBI CONepXaT BHYTpHUIIC-
MOYeYHbIe AUCYTbGUAHBIE CBs3M, a C-KOHIIEBBIC MENTHUABI CBSI3aHBI MEXIIETO-
YeYHBIMU JMCYTbGOUIHBIMU CBA3IMU. DTH (parMeHThl He 00pa3yloT TPeXIemno-
YEeYHYIO0 CIUpPaib, a HOPMUPYIOT TIOOYISIpHBbIE TOMEHBI, CTPYKTypa KOTOPBIX CO-
BEpIICHHO HE TOXOXe Ha CTPYKTYpy TporoKojuiareHa. [IpokoiareH ceKpeTupy-
eTcsl M3 KIeTKH (ubpobiacTa B COCTaBe BE3MKYJ, OOPa3ylOIIMXCS B arrapare
TonbIKU; MPOLIECCUHT MOJIEKYJ TpOKOJUIareHa (ymaJieHHe TOTIOJTHUTETBHBIX
(bparMeHTOB) MPOUCXOOUT BHE KJIETKU TION JEHUCTBUEM IPOTEOIUTHUECKUX (Dep-
MEHTOB - TpoKoJuiareH-menTuaa3. KoHIeBble MeNnTHAbI MPENsSTCTBYIOT HECBOe-
BpeMeHHOMY (hOPMUPOBAHUIO BOJIOKHA. BO3MOXHO, OHM y4acTBYIOT B TiepeHOCe
MpOKoJIIareHa yepe3 MeMopaHy ¢dubpobnacta. Ha Gonee paHHEM BHYTPMKIIETOY-
HOM 3Tarle JOTMOJHUTEIbHbIE TETTUIBI CITOCOOCTBYIOT B3aUMHOW OpPMEHTALIUU W
COCMMHEHUIO TpeX Iereil sl TMOCIenyIomero 0opa3oBaHus TPOMHOW CIUpaIH.

SHMEPCENACT

CHNTE) NOAMNENTHAHOR LIENH

Obpazosanue

MOMSOEYHBK CLUHBOX

Muape

Otipxaopanwe TRORHOR CNHpanU

Kennarenoeoe BOOKHO

ChHopra abRUIT
FOSGXHOCIL KRG

TIpowr Tponokonnaren

OmuignneHue
KOMUESLIY Tenrmudtog

Puc. 4. @opMupoBaRHe KolareHoBoro ponokna [6]

Ocoboe 3HaYeHUE TIPY 3TOM MMEIOT MEXKIIETIOYeYHbIe TUCYIbuaHble cBsi3u. Kpo-
Me Toro, B xome (hopMUPOBAHMS CTPYKTYPhI KOJIIareHa, LIeny MPOKOoJUIareHa mpe-
TepIeBalOT PSIT MOCTTPAHCSIIMOHHBIX MoauduKanuii. Tak, aMAHOKUCIOTBI OKCH-
MPOJIMH W OKCWJIU3UH 0Opa3yroTcs TIPY TUIPOKCUIMPOBAHUM TIPOJIMHA M JIM3UHA
MPY YIaCTUU TIPOJVITHAPOKCUIIA3bl M JIM3WITHIPOKCIIA3I - (DepMEHTOB, COIEp-
KallluX B aKTUBHOM LIEHTpE aToM Keje3a B eppodopme. [IoHOpOM aTtomMa KUCTIO-
pona, npucoenuHsomerocst K C-4 nponuHa win K C-5 TM3uHa, CIYKUT KUCIOPO.
Bropoii atoM Kuciopoma BKITIOYaeTCsl B CYKIIMHAT, OOpa3yIOIIMICS W3 BTOPOTO
00513aTeTbHOTO YJaCTHWKA 3TOI peakiMu - a-KeTormyTapata. OcoGeHHOCTh peak-
LM TUAPOKCUIMPOBAHUS COCTOUT B TOM, UYTO JUIS MX OCYIIECTBIECHUS HEOOXOMUM
BOCCTAHOBUTEJIBHBII ~ areHT, KOTOPbIM  CIYKUT  acKOpOWHOBasi — KUCJIOTa,
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Gnaromapsi KOTOpoii coxpaHsieTcsi (heppodopMa Xejieza B aKkTUBHOM IIeHTpe dep-
MeHTOB. [lIpoliecc THMAPOKCHIMPOBAHMS TPOJIMHA HAYMHACTCS ellle Ha CTamuu
TpaHcasmy KoyutareHoBoii MPHK Ha prbocomax 1 3aBepliaeTcsl rmocie oopa3ona-
HUSI TPEXIETTOYEYHON CTPYKTYpbl. PaccMmaTpuBaeMasi peakivsl TMAPOKCUIIMPOBa-
HUST BbICOKOCTIeIMryHa. CBOOOMHBINM MPOTUH HE MOXET CIYKHTh CyOCTpaTOM
peakiuu. [MIpOKCHIMPOBAHUIO MTOABEPTAIOTCS YIaCTKU HECMPATM30BaHHOM ITO-
JUTIeNTUIHOM 1iern. ['mapokcumpoBaHuio mo C-4 momBepraioTcst TOJIBKO Te OC-
TaTKM TPOJIHA, KOTOPBIE PACIIONIOKEHBI CO CTOPOHBI AMUHOTPYITITBI TIIUIIMHOBOTO
ocrtatka. ['MIpOKCUIbHBIC TPYIITBI OKCUIIPOJIMHA, YIacTBYsI B 00pa3oBaHUM BOIO-
POIHBIX CBSI3H U TOMEPEYHBIX CIIMWBOK, CIIOCOOCTBYIOT CTAOWIIM3AIIMK TPEXIIETO-
YeyHOU CIMpaIy MpoKoJulareHa. HemoctaTo4HOCTh TMIPOKCUIMPOBAHKS KOJUIare-
Ha TIPUBOJMT K Pa3HOOOPA3HBIM MOPAKEHUSIM KOXHW M JIOMKOCTU COCYIOB, YETKO
BBIpaXkeHHBIX TIpY 1MHTe. L[HTa 006yCIOBIeHA HEMOCTATOYHOCTBIO aCKOPOMHOBOM
KHUCJIOTbI, KOTOpasi HeoOXOIMMa U HOPMAJTbHOTO (DYHKIIMOHUPOBAHUST TIPOJTAIT-
ragpokcuiasel. KotareH, CHHTE3MPOBAHHBIN B OTCYTCTBHE aCKOPOMHOBOM KHCITO-
ThI, XapaKTepPU3yeTCsl HU3KOM CTETNEeHbIO TMAPOKCWIMPOBAHMS W, CIIEHOBAaTEeIbHO,
HEe MOXeT 00pa30BbIBATH HOPMAJTbHBIE 110 CTPYKTYPE BOJIOKHA.

IMocne 3aBepiieHUsT TUAPOKCUIMPOBAHKS B COCTAB IPOKOJUIaTeHA BBOISTCS
VIJIEBOJAHBIE  TPYIIBI:  TajlakTo3a WIM  TalaKTO3WI-TIIOKO3a  00pasyloT
O-TIMKO3MAHYIO CBsI3b ¢ 5-OH rpynmoit OKCUIM3KHA.

Ilpn o0OBbeAMHEHWM TPHUMEPOB TPOIMOKOUIareHa B (QUOPMIIIBI  MEXIy
a-IermsIMu 00pa3yroTCsl TIOMEPEeYHbIe KOBAJIECHTHBIC CBS3M, KOTOpPbIC TMOBHIIIAIOT
MMPOYHOCTh KOJIJIATEHOBOTO BOJIOKHA. B 00pa3oBaHWM BHYTPUMOJIEKYJISPHBIX
MOMepPEeYHbIX CBs3eil B KOJIareHe YJacTBYIOT OOKOBBIE IIeny Jin3uHa. Ha mep-
BOM 3Tare MpPOUCXOIMT TpeBpaiieHne e-NH,- rpynmsl Ju3nHa B anpaerun npu
y4acTUU JIM3UIOKcHa3bl. Jlajee ABa aibAeruaa BCTYMAIOT B PEaKIUIO abIoJb-
HOI KOH/IEHCAIIU Y.

AJbIIOTbHASL TIOTIepeyHasi CBSI3b B pe3yJibTaTe B3aMMOJICHCTBUS ¢ GOKOBOM
LIETIbI0 TMCTUIMHA MOXET MPEeBpaIlaThCs B TUCTUINH-ATBIOIBHYIO TOIIEPEIHYIO
CBsA3b. AJIBIETUIHAS TPYIIa 3TOTO aJbIOIb-TUCTUINHOBOTO KOMILIEKCA CIIO-
cobHa maBaTh MG GHOBO OCHOBaHME C IPYroil GOKOBOM LEMbI0 THAPOKCHIN3HU-
Ha. B uTOore BO3MOXHO CBSI3bIBAHME YETHIpeX OOKOBBIX LIETIel JPYT C IPYroM,
MpUYEeM HEKOTOphIE U3 3THUX IIeMedl MOTYT MpUHALIEXaTh Pa3HbIM MOJIEKYJIaM
TPOIOKOJITareHa.

V GONBHBIX PEIKOi HACIEACTBEHHON OOJIE3HBIO, HA3BIBAEMON CHHIPOMOM
Onepa-danno tum V, Habmogaercs nehULIUT TM3MIOKCHIA3bl, a KOJUIareHbl Xa-
PaKTEPU3YIOTCS HEOOBIMHO BBICOKOI DPACTBOPMMOCTBIO, BCJIENCTBUE HU3KOIO
COJIepKaHMsI aJIbICTHIOB JIM3MHA M OKCIIM3MHA M, COOTBETCTBEHHO, IOIEped-
HBIX CIIUBOK [6].



DIIaCTUH - BTOPO IVIABHBIM OEJIOK COeIMHUTEILEHOM TKaHW. DTO OCHOBHOM
KOMITOHEHT 3JIaCTUYECKUX BOJIOKOH, 00JIaNalolInii CIIOCOOHOCTBIO PACTITUBATh-
csl B HECKOJIBKO pa3 B JUIMHY, a TIPU CHSITUM Harpy3Ku OBICTPO BOCCTAaHABIWBATH
ucxonHyo ¢opmy JI pasMep. DNacTWH HaXOAUTCS B GONBIIOM KOJNMYECTBE B
CTeHKax KPOBEHOCHBIX COCYIOB, OCOOEHHO B JIyre aopThl, PaCIOJIOXKEHHOI OKO-
JIO cepjlia, U B cBsizKax. OueHb OOraThl 3J1ACTUHOM ILEHHBIE CBSA3KU TPABOSIIHBIX
XWBOTHBIX. B KOXe, CyXOXWIMSX U PhIXJIOW COCAWHUTEIbHONW TKAHU 3J1aCTUHA
OTHOCUTENIbHO Majlo. HuTM ouuilieHHOro 3jacThHa TMOMOOHBI PE3UHOBBIM U
VIMEIOT BBIPDAXXKEHHBIM XENThI 11BeT. HaTWBHBIE BOJIOKHA 3J1aCTMHA MOCTPOEHBI
u3 chepuueckux MOJIEKYyJI, COEAMHEHHBIX B BOJOKHUCTbIE TSDKU C TTOMOIIBIO
JKECTKUX TIOTIEPEYHbIX CIIMBOK. B 00pa3oBaHWU TMOTEPEYHBIX CIIMBOK MPUHU-
MaeT yyacTue JU3UH. M3 4YeTblpex JM3WHOBBIX OCTATKOB, TNPUHAMJIEXKAIINX
JIByM, TPEM WIM Jaxe YeTbIPEeM DPAa3JIUYHBIM TENTUAHBIM LEMsIM, 00pa3yroTcs
COEIMHEHMUSI, Ha3bIBa€MbIE IECMO3MHOM U U30IECMO3WHOM. TpU ocTaTka JIN3uHa
CHayaJla OKUCJISIIOTCSI 10 COOTBETCTBYIOIIMX AIBJIETUIOB, a 3aTe€M KOHIECHCUDY-
IOTCSI C YETBEPTBIM OCTAaTKOM C OOpa30BaHMEM JECMO3WHA WU W30IECMO3WHA.
Bropoii T MonepeyHbIXx CHIMBOK B 3JIACTUHE OOpa3yeTcsl C y4aCcTUEM JIM3WH-
HOpJICHIIMHA.

Hutn HaTMBHOTO 37acTMHA HE TIEPEeBApMBAIOTCS TPUTICMHOM WM XWMOT-
PUTICUHOM, HO MEIUICHHO THIponu3ytoTcs nercuHoM nipu pH 2. TMomkenymou-
Hasl 3Kejie3a CeKpeTHpyeT IposjiacTasy, KOTOpas aKTUBHUPYETCS TPUTICUHOM C
obpazoBaHueM sJactasbl. [locienHuii depMeHT, SBISIONIMICS TPOTEMHA30M C
IIUPOKOM CHeM(PUIHOCTBIO, TUAPOIU3YET 3JIACTUH. B pesysibrare TUIponu3a
HHUTH WCYE3al0T, M 0Opa3yeTcsl pacTBOP KEJITOTO IIBETa, COAEpXXalllWii aMUHO-
KUCJIOTHI, TIENTHUABI U CMECh MOMEPEYHO CIITUTHIX MENTUIOB.

IIpoTeoraukabibl

CTpyKkTypa

IIpoTeormkaHbl 00pa3ylOT OCHOBHOE BEIECTBO BHEKJIETOYHOTO MAaTpHMKCa
COEMMHUTENTBHOM TKaHU. DTO TIOMIMAaHMOHHBIE BEIeCTBA OOJBIION MOJIEKYIIPHON
MAacChbl, KOTOPBIE COfiepXXaT OOJBIIOE YHCIO PAa3IMUHBIX TeTEPONOIUCAXapUIHBIX
OOKOBBIX 1IeTIei, KOBAJIEHTHO CBSI3AHHBIX C TIOMUTICTITHIAHBIM OCTOBOM. B oTimume
OT TMPOCTBIX TIMKOMPOTEUIOB, KOTOPhIE COAEPXKAT TOJBKO HECKOJIBKO IMPOIEHTOB
VIJIeBOMOB (IO Macce), MPOTEONTMKAaHbI MOTYT colepkath 6ojiee 95% yrieBomoB.
ITo cBoiicTBaM MpOTeOrTMKAHBI OoJiee CXOMHBI C IMOJIMcAaXapuaaMu, YeM C Oellka-
mu. [lomvcaxapuaHble TPYMIBI MPOTEONTMKAHOB MOXHO MOJTYyYUTh MOCe 00pa-
OGOTKM TPOTEOTUTUIECKUMHU (hepMEHTaMK. DTW TPYIIIbl BHAYajle Ha3bIBAIUCH My-
KOTOJIMCaxXapyuiaMHi, HO TIPEANOYTHTEIbHEE TEPMUH TIMKO3aMUHODIMKAHBI, TaK
KaK BCe OHM COIepXaT TIIOKO3aMUH U TajlakTo3aMUH. [IpeacTaBUTeNsIMU TJIMKO-
3aMUHOTIMKAHOB ~ SIBISIIOTCS  TMAJypOHOBAasl KHUCJIOTa, XOHIPOUTHHCYIIb(MATHI.
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JnepMaTaHCy/Ib(darel, KepaTaHCylb(darbl, TemapuH W rernapaHcyibdar. Moseky-
JISIPHBIE MacChl NIMKO3aMUHOIIMKAHOB HaxomsTcsl B ripenenax ot 10 [a mis rema-
puHa o 10 [la mist rMaaypoHOBOI KMCIIOTEL.

B cocraBe xpsiiieil nmporeorivKaHbl OOpa3ylOT CTaOWJIbHBIE arperatbl C
MostekysapHoit Maccoit (30 - 210)-10° Ia, B cocTaB KOTOPBIX BXOAST [UATYPO-
HOBasi KHCJIOTa, Je3arperupoOBaHHbIE MPOTEONIMKAaHbI (TaK Ha3biBacMble MpPOTe-
OTJIMKAHOBbIE CYObEAMHUIIBI) U HU3KOMOJIEKYJISIDHbIE OEJIKM. ArperaThbl MpoTe-
OIJIMKAaHOB UMEIOT CTPYKTYPY OYTBIJIOYHON 1IeTKU (puc. 5).

Monekyns XCHAPOUTHHCYNbgaTa

- /Monexynu KeparaHcyribgaTa

~— — - ThanypoHoRan KMCNOTA

Canasuipatolywi Senok

CepALeprHHLIA Banok

Puc. 5. Mogeib IETOYHOM CTPYKTYPhI IIPOTEOINIMKAHOB U3 Xpsia [6;7]

CoriacHO JaHHOW MOJENW, T'MaypOHOBasi KUCJIOTa O0pasyeT IJIUHHYIO
HUTb, K KOTOPOU IO BCE JUIMHE MPUCOECANHEHO OOJIBIIIOE KOJTUYECTBO MPOTEOT-
JIMKAHOBBIX CYOBEIUHUIL Pa3IMYHON JUTMHBI, PACIIOJIAralolIuXCcs JJaTePAIbHO TT0
OTHOIIIEHUIO K OCTOBY, a TaKXe CBS3YIOIIMX O€NKOB. [ITMHA HUTU THATTypOHO-
BOI KUCJIOTBI MOXET OBbITh pazimudHoil (oT 450 no 4200 HM), HO HE3aBUCHMO OT
ee IJTMHBI Ha Kaxaple 30 HM MPUXOAMTCS OfHA MPOTEOTJIMKAHOBasl CYObeIUHM-
1a. CrepxxHeM CyObeNMHUIIBI MPOTEOTIMKAHA SIBJSIETCS TIOJIUMENITUIHBII OCTOB,
KOTOPBI B3aMMOAENCTBYET OJHUM U3 KOHIIEBBIX YYACTKOB C TMATypOHOBOW KU-
CIIOTOW U CcBA3yOIMM OenkoM. [lonunenTuaHble enyu OTXOMST OT TMAIypPOHO-
BOM KUCJIOTBHI, 00pa3ysi CTPYKTYpy, MOIOOHyI mieTke. B 001acTu KOHILIEBOTO
y4acTKa TMOJUIMENTUAHOIO OCTOBa, KOHTAKTUPYIOIIETO C TMaTypOHOBOW KHCIIO-
TOU, HAaXOMSTCS KOBAJIEHTHO CBSI3AHHBIE OJINTOCAXapUIHbBIE LEMUA KEPaTaHCYJIb-
data, a Ha OoJiee ymaJeHHOM OT KOHTAKTa PACCTOSIHUM - LIEMU XOHIPOUTHUH-
cyibdara. Y4acToK MOJIUTNENTUIHON LIeTH, B3aMMOJEHCTBYIONINI ¢ THATypOHO-
BOI KMCJIOTOM, UMEET MOCTOSTHHBIN pa3Mep; MPOTSKEHHOCTh IPYTroro yyacTka, K
KOTOPOMY TIPUCOEAUHSIIOTCS KepaTaHCyJIbMaTrbl U XOHAPOUTUHCYIb(MATHI, MO-
XKET OBbITh Pa3JIM4YHOM, YTO U SBISIETCS MPUYMHON BapuUalldil MOJIEKYISIPHOM
Macchbl CyOBeIVMHULL MPOTEOTTTUKAHOB.

21



Kaxnpiit u3 onurocaxapuaHbIXx (pparMeHTOB MPOTEOITMKAHOB CHUHTE3U-
pyeTrcs B pe3yJbTaTe IOCIeNOBaTeIbHOTO AEWCTBUS psila TJIMKO3WITpaHChe-
pa3, KaTaJu3UpyIIUX MepeHOC MOHOcaxapuaa ¢ HyKJIeOTHI-caxapa Ha COOT-
BETCTBYIOIIMI aKIENITOP, KOTOPBIM MOXET OBITh OPYroil caxap WIM OCTaTOK
aMHUHOKHUCJIOTH B mojumnentuae. OnaurocaxapuaHas YacThb YBETUYMBACTCS
KaXablii pa3 Ha OOWH OCTaTOK. [MKO3WJIMpOBaHWE MPOMCXOAMT B ammapaTe
TonbmXu CeKpeTOPHBIX KJIETOK, TaKUX Kak XOHApOUMTH xpsiia. ITocie ocBo-
0OXIeHUs U3 pUOOCOM TOJIUTICTITUAHBIM KOMITIOHEHT MPOTEOIIMKaHa Tepexo-
IUT TI0 KaHajaM 3HAOIIa3MaTUYeCKOro PeTUKyJyMma B ammapaT [oJibIku, riae
CBsI3aHHBIE ¢ MeMOpaHaMu TpaHcdepa3bl HAUMHAIOT MOCJIeNOBaTeIbHbIM CUH-
T€3 OJIMTOCAXapUAHBIX TPYII. [TOJHOCTHIO CMHTE3MPOBAHHBIE MOJEKYJbI IO-
cTynaloT u3 ammnapara ['onbpIkyu B 00J1acTh IUIa3MaTHMYECKOM MEeMOpaHBI KIIeT-
KU M 3aTeM CEKPETUPYIOTCS.

KOCTb
CocTaB KOCTH

Bonbiras yacte cBegeHUit O MpUpOAE KOCcTel M UX (OPMUPOBAHUM ObLIa
MoJTydeHa TpU UCCIeAOBAaHUM JJIWHHBIX KocTell. [Ipy BeIMAauMBaHWM KOCTEil B
pacTBOopax KHMCJIOT MX MUHepaJibHble KOMITOHEHTBI PACTBOPSIIOTCSI, U OCTAaeTCS
TMOKMII OpraHWYECKUiA OCTaTOK, COXpaHSIOImMi ¢opMy Koctell. MuHepaabHast
4acTb KOCTeW cocToUT MIaBHbIM obpasoMm u3 Ca,(P0,)2, a Taxxe BKIIO4aeT Kap-
OOHaThI, (PTOPUIBI, TUAPOKCUILI M LMTpaTel. B cocTaB KocTeit BXOAUT OOJIbIIast
gacts Mg’', okono uyerseptut Na'H neGonbiast yacts K', comepxarmuxcst B op-
ranu3Mme. KpucTaibl KOCTM OTHOCITCS K THIpOKCHAIaTUTaM —COCTaBa
Ca,(P0,)6(OH),. Kpucrauel umeroT ¢opMy IUIACTUHOK WIN NMAJIOYEK TOJIILU-
Hoit okojio 8-15 A, mmpuHoit 20-40 A u mmunoit 200-400 A.

OpraHnyeckuii MaTpykc cocTout Ha 90-95% u3 KojuIareHa, JIMIIb OYeHb He-
0OJIbIIIE KOJIMYECTBA MPOTEOITIMKAHOB OOHAPY:KMBAIOTCSI B C(POPMUPOBABIIEIICS
koctu. KosmareHoBele (bMOPWUIBI KOCTHOTO MaTpUKca 00pa30BaHbI KOJUIAT€HOM
TOTO K€ THUIMA, KOTOPbI BXOAUT B COCTAB CYXOXWIMI U KOXM.

CrpykTypa u (opMUPOBaAHUE KOCTU

O6pa3oBaHne KPUCTAIUIOB KOCTM MHAYLUPYETCSI OOBIKHOBEHHBIM TpEXIie-
MOYeYHBIM KosareHoM. [Ipu aToM ompenensiomuM (pakTopoM SIBISIETCST Ompe-
JeJeHHasl OpUEHTAllMs MOJIEKYJl TPOITOKOJIareHa, a UMEHHO, UX CMeIIeHUe Ha
1/4 nuHBI OTHOCWUTENbHO ApYr mpyra. IIpu ompeaeneHHBIX YCIOBUSIX W3 pac-
TBOPEHHOTO TPOITOKOJUIar¢éHa MOXHO TIOJYYUTh BOJIOKHA, B KOTOPBIX MOJIEKYJIbI
TPOITOKOJIJIaTeHa OPUEHTUPOBAHEI 0e3 cMeleHus (puc. 6, b). B Takux BomokHax
MUHEpaJIn3alusl He TIPOUCXOIMNT.
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Puc. 6. A - cTyreHYaTOEe pacroNOXeHUEe MOJIEKYNT TPOTIOKOJIareHa B HOpMaJsib-
HOI1 KOoJuTareHoBo# (pubpwie; b - cerTMeHTMPOBAaHHBII KOJIJIareH, IMOJTYyYeHHBI
u3 TponokosareHa B npucyrctBuu ATP u ykcycHo#t kucioTsl. OCTpblii KOHEL
CTpesioK cooTBeTCTBYeT C-KOHIIAM MOJIEKYJl TpoIoKojuiareHa [7]

B mpoliecce MuHepanM3alMM MUHEPaJIbHbIE KOMITOHEHTBI ITOCTYMAOT W3
OoKpyXarolei kunkoi daspl. Kprcramisl 06pa3yloTcsl cHavala B 30He KoJulare-
HOBBIX BOJIOKOH, 3aTeM OHU CTAHOBSITCSI LIEHTPaMU HYyKJICallUu IS OTJIOXKCHUS
TMIPOKCUATIATATA B TIPOCTPAHCTBE MEXIY KOJJIareHOBBIMU BOJIOKHAMMU.

B mporecce MuHepanu3ayy TOMUMO KOJIareHa M MUHEPATbHBIX KOM-
IMOHEHTOB YYacTBYIOT W Jpyrue (HaKTOphl, MOCKOJbKY KOJUIareH COeIUHU-
TeJIPHOW TKaHU WHAYLUPYET OTJIOXEHUE KaJbIUsl TOJbKO B KocTH. PopMmupo-
BaHME KOCTH TPOUCXOIUT TOJbKO B HETIOCPEICTBEHHON OJM30CTU OT OCTEO-
6J1acTOB, MPUYEM MUHEPAIU3allds HAYMHAETCSI B XpsINEe, KOTOPBI COCTOMT U3
KoJUTareHa, HaxXoIsIIerocsl B MPOTEOTTTMKAHOBOM MaTpuKce. B 30He KajbIu-
(ukanmm MPoOUCXOomUT Herpagalis KOMIUIEKCOB OeJIOK-Tojucaxapua B pe-
3yJbTaTe TUIPOJIM3a OEJIKOBOTO OCTOBA JIM30COMAJBHBIMU TMpOTea3aMM Kile-
TOK KocTu. [lo Mepe pocTa KPUCTAIbI BBHITECHSIIOT HE TOJBKO MPOTEOTTIUKA-
Hbl, HO U Boay. [IJIOTHasI, LETUKOM MUHEPaTU30BaHHAsl KOCThb IOJTHOCTBHIO
obesBoxeHa. KotareHn cocrasnsier 20% maccol u 40% oObeMa Takoil TKaHW,
OCTaJIbHOE MPUXOIUTCS Ha JOJI0 MUHEpaIbHOM YacTh. Bo3MOXHO, 4TO MUHe-
paiu3alliM KoJUlareHa B KOXE, CYXOXWIUSAX WU apTepusiX MPEMsITCTBYET IMO-
CTOSTHHOE HaJW4yue MPOTeOrTMKaHOB. KpoMe Toro, B Iuia3Me BO3MOXHO TpU-
CYTCTBUE MHTUOUTOPOB KPUCTAJIM3AIINH.

KocTh He sABNSIETCS CTAaTUYHBIM JETMO MUHEpPATbHBIX BEIIECTB; OHA HaXO-
IUTCA B IMHAMMYECKOM COCTOSTHUM, TIPW 3TOM aKTMBHOCTb OCTEO0JIaCTOB M OC-
TEOKJIaCTOB 0OeCIeYnBaeT TOCTOSTHCTBO cOCTaBa KocTu. Ilociie BBemeHUs pa-
muonsortornoB P, Ca, Sr oHM BCKOpe MOSIBISIIOTCS JaXe B IUIOTHBIX y4acTKax
nuadu30B KPYIMHBIX KOCTed. B pacTyliylo KpHCTaJUTMYECKYIO PEIIETKY KOCTU
MOTYT BHEIPSITbCS MOHBI TSDKEJBIX METAJUIOB - CBUHEI, PaiMii, ypaH, a Takxke
3JIEeMEHTBI, 00pa3yIoIIMecs IPY pacraie ypaHa, HarmpuMep, CTPOHIIMIA.
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®akKTOPH, BIMALIME Ha MeTabonm3M KoCcTeln

Mertabonu3M KOCTei TECHO CBSI3aH ¢ MeTabOIM3MOM Kanblus, ¢ocdara u
perymMpyercst psiioM BUTAMMHOB, a TakKXe TOPMOHOB, CPelyd KOTOPbIX BUTAMUH
D, ButamMuH A, ackopOMHOBAsI KMCJIOTA, ITapaTTOPMOH, KaIbIIUTOHIH, 3CTPOTrEHbI.

Buramun D , saBmaercsa MpEeAIIeCTBEHHUKOM 1,25-mmokcuxoJe-
Kapludepona, KOTOPbII cTUMynupyeT BcachiBanme Ca’’ B xumeunmke. Oc-
HOBHAa$l YacThb KaJIbLiMsl TIOCTYTAET B OpraHu3M B Bune ¢docdara Kajblus, MoTo-
My YTO UMEHHO B Takoil (popMe OH COOEepXKUTCS B MUIIEBbIX MPoAyKTax. OmHaKO
BcaceiBanre Ca’’ B KMILEYHMKE OrPAaHMYEHO, BCIEACTBME TIOXOi pacTBOPUMO-
CTU OOJBIIMHCTBA €r0 COJICH. Y B3pOCIBIX BCACHIBAETCS MEHEE ITOJOBUHEI 00-
1LEro KOJMYECTBA Kasblusl, TocTynatoliero ¢ nuieid. Buramun D yBenuuuBaet
BCachlBaHUE KaJbLIMS Yepe3 HECKOJIbKO YacOB MOCIE BBEACHUS; 3Ta 3aepXKKa BO
BpeMEHU OOYyCIIOBJIeHAa HEOOXOAMMOCTBbIO 00pa3oBaHus M3 BUTamMuHa D ero
OMOJIOTMYECKN aKTUBHON (opMBI - 1,25-mMokcuxosekanblmdepona, 4To IIpo-
WUCXOIUT B TEYEHU U TOYKaAX IMyTeM IOC/IeA0BaTeIbHOTO TUAPOKCUIUPOBAHUSI.
JIMOKCUIIPOM3BOIHOE  CTUMY/IUMpPYeT o00pa3oBaHme B  KumeyHuke Ca’'-
CBSI3BIBAIONIETO OelKa, KOTopelil BMecTe ¢ Ca’'-3aBucumoit ATP-azoit ydacTsy-
eT B TpaHmopre moHa. Kpome toro, 1,25-mroKcuxonekanbuugeposl OKa3blBaeT
HEeTOCPEeICTBEHHOE BIUSIHUE Ha MeTa00u3M KocTu. MHTOKCUKALMS BUTAMUHOM
D npUBOINUT K paccachlBAHMIO KOCTH U YBEIMUEHMIO KOHIeHTpauun Ca™ u He-
opraHmaeckoro ¢ocdara B CHIBOPOTKEe KpoBu. [1oBbImeHne KoHneHTpauu Ca™
B KPOBU MPUBOAUT K YBEJIMUEHUIO KOHIIEHTPALIMM 3TUX MOHOB B MOYe U 00pa3o-
BAHUIO KAMHEW B MOYKAaX.

ACKOpOMHOBAsT KMCJIOTa UMEET CYLIECTBEHHOE 3HaYeHHE /I HOPMaJIbHOTO
pa3BUTHUS CKeJeTa, TaK KakK TpU ee HeooCTaTKe HapylraeTcs (GopMHpOBaHUE
KoJIareHa (CM. BBIIIE).

ITapaTropMoH, TOPMOH MapaliMTOBUIHBIX Xejle3, YJ4acTByeT B MeTabo-
msme Ca’’ u Heopranumueckoro docdaTa. BemeHIe ropMOHa CHAYaa BBI3BI-
BaeT AEMOJIMMEPU3AIMIO arperaToB MPOTEOTIMKAHOB B MeHee TUIOTHBIX Yac-
TAX KOCTEH, 3aTeM HaOJI0maeTcsl MCYe3HOBEHUE KPUCTAJIMIECKOM CTPYKTYPHI
M MaTpHUKca.

BnusiHue KanbIMTOHWHA TIPOTHUBOMOJOXHO BIMSHUIO TMapaTrOpMOHa:
KATBLUTOHUH CTUMYJIUpyeT mepeHoc Ca’" 1 HeopraHmueckoro cdocara U3 Kpo-
BU B KOCTH, YCKOPSIET OTJIOXKEHUE KAIbIUSI 1 MHTUOUPYET €r0 BBIXOJ U3 KOCTEIA.

Hapymenust Mmetabom3amMa KOCTHON TKaHM, KOTOpbIe NMPUBOAAT K €€ Jac-
TUYHOMY DPaccachiBaHWIO, MOTYT BO3HMKATh BCJIEICTBME HEMPaBUJILHOTO 00pa-
30BaHMS MaTpuKkca (octeomnopos). OcTeomnopos yaile Bcero HaOII0gaeTCs IOCe
MeHOIay3bl B pe3yJbTaTe CHIDKCHMSI 3CTPOTEHHOW aKTHBHOCTH, YTO CBUIETEIb-
CTBYET O CYIIECTBEHHOI POJIM 3CTPOreHOB B MeTaboju3Me KocTH [7].
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MpIibsl 00pa3oBaHbl MHOXKECTBOM YIJIMHEHHBIX KIIETOK - MBIIIEYHBIX BO-
JIOKOH, CITOCOOHBIX COKPAIIAThCS M paccaadsAThesl. MBI XOPOIIO CHaOXaloTCst
KPOBBIO, KOTOpasi TOCTABJISIET UM TUTATENIbHBIE BEIIECTBA U YOAISIET OTXONbI Me-
TaboaM3Ma. Y MO3BOHOYHBIX BBIIEJSIIOT TPU TMCTOJIOTUYECKUX TUTIA MBIIIILI;

1. CkeneTHble (ITOMEPEYHO-TIONOCATHIE) MBIIILIBI. DTO MBIIIIbI, TIPUKPETI-
Jsttormecs: K koctsiM. OHM 00ecrieurBaloT ABUXKEHME, ObICTPO COKpAIlAloTCs U
ObicTpo  yTomuisitoTcsl.  CKeJeTHbIe MBIIIIbl WHHEPBUPYIOTCS COMATUYECKOM
HEPBHOU CUCTEMOM.

2. Tnagkue MBIIILBI. DTU MBIIILBI HAXOIATCSI B CTEHKAX IMOJIBIX OPTaHOB U
00ecreynBaloT CaMOINPOM3BOJIbHOE COKpallleHue 3TUX opraHoB. OHU cokpalia-
I0TCS MEJUIEHHO W UHHEPBUPYIOTCSI BET€TAaTUBHON HEPBHOW CUCTEMOIA.

3. CepneuyHas mbima. OHa UMeeTCs TOJBKO B CEplle, COKpallaeTcs ca-
MOTIPOU3BOJILHO U HE MOJBEPXKEHA YTOMJIEHUIO.

IlonepeyHomojocaTbie MbIIIIbI

INonepeuHomnonocarass MbIIIIA COCTOUT U3 MHOXECTBA MBIIIEYHBIX BOJIO-
KOH, WIM MBIIIEYHBIX KJIeToK. OHU UMEIOT WIMHAPUYECKYI0 (OpMy U pacro-
JIOXXEHBI MapaJuIeAbHO APYT ApyTy. DTo MHOorosimepHble kKietku 0,01-0,1 MM B
IMaMeTpe, NOCTUTAIOIINE HECKOJIbKUX CAaHTUMETPOB B JUIMHY. Slipa B BOJIOKHE
PacIioIoXeHbl OKOJIO ero MOBepXHOCTU. [TydKu MBIIIEYHBIX BOJIOKOH OKPYXEHbI
KOJUTATCHOBBIMUA BOJIOKHAMU M COENMHUTENIbHON TKaHbIO. MeXay BOJIOKHaMU
TakXe HaXomuTcsl KoJilareH. Ha KoHIle MBIl KOJjlareH BMecTe C COeIMHU-
TEJTbHOIM TKaHbIO OOpa3yeT CYXOXWIMS, KOTOpble CIyXKar Uil TPUKPETUICHUS
MBIIII] K pa3HbIM 4YacTsiM ckeseta. Kaxmoe BOJOKHO OKpyXeHO MeMOpaHoii -
CapKoJIeMMOIi, KOTOpasi TI0 CBOEMY CTPOEHMIO CXOIHA C OOBIYHOI IIUTOIIa3Ma-
TUYECKO MEMOpaHOM.

B MBbIIIEUHBIX BOJIOKHAX COAEPKUTCSI OOJIBIIOE KOJIMYECTBO MUOGMUOPUILT,
KOTOpBIE CO3JAaI0T XapaKTepHYIO IOIMEPeyHylo HcuepyeHHOCTh. Kaxmas muo-
ubprsia coctoutr U3 OETKOBBIX HUTEW IBYX TUIOB - aKTUHOBBIX YU MUO3WHO-
BbIX. Mexay MuoduOpwiiaMu HaXOAUTCS MHOXeCTBO MUTOXoHApuii. Capko-
TJ1a3Ma CONEPXKUT CETh BHYTPEHHUX MEMOpPaH - CapKOoTUIa3MaTUYeCKUil peTUKy-
nym. [lorepek BojoKHA W MexXay MUOGUOpUIUIAMU TIPOXOIUT CHCTEMa TpyOo-
yek, Ha3biBaeMas T-cucteMoit, KoTopas cBsizaHa ¢ capkosieMMoii. CapKoriazma-
TUYECKUI1 PETUKYJIYM YJacTBYeT B 3aXBaTe U BbICBOOOXIeHHMM MoHOB Ca’’, uro
BNIMsieT Ha akTUBHOCTh ATP-a3bl 1, cienoBatesibHO, HAa COKpAaTUTENbHYIO (ByHK-
LIMIO MBIIIEYHOTO BOJIOKHA.

B cBeToBOIT MUKPOCKOIT BUIHA TTOTIEpeYHasl MCYEPUYEHHOCTh BOJIOKHA, KOTO-
pasi BBIVIIOUT KaK YepeJOBaHUE CBETJIBIX M TEMHBIX T0JIOC, Ha3BaHHBIX, COOTBET-
CTBEHHO, nuckamu | u A. Dra rcuepueHHOCTh OOYCIIOB/IEHA OMpPE/IEIeHHBIM pac-
MOJIOKeHUEM HUTEH akThHA (TOHKMX (hPUIAMEHTOB) U MUO3MHA (TOJCTHIX (huia-
MeHTOB) (puc. 7).
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Puc. 7. CTpocHHE MOMEPeuHO-ON0CATONO MEIHIIEYHOTO BONOKHA [3]

Capkomep
Puc. 7. CtpoeHue norepeyHo-moI0CaTOro MBIIIEYHOIO BOJIOKHA [3]

B nuckax A akTMHOBbIE U MUO3UHOBBIE HUTU TIEPEKPBIBAIOTCS, B TO Bpe-
Ms Kak B AuckKe | MpUCYTCTBYIOT TOJIbKO aKTMHOBble HUTU. CpenHsis 4acTh
nucka A - 6osnee cBeriias (3oHa H) [3].

MuozmH (ToncTeEe OJUMIaMeHTH )

Mornekyna MMO3MHA COCTOUT M3 ABYX YacTell: IJIMHHOTO ITaJ0YKOOOpa3HO-
ro yJacTka (XBOCTa) M IIPUCOCAMHEHHOTO K OMHOMY M3 €r0 KOHIIOB IJIOOYIISIp-
HOI'O y4yacTKa, KOTOpblii 00pa30oBaH ABYMSI OIMHAKOBBIMU «TOjJ0BKamMu». ['oyoB-
KU PEryjisipHO pacripeiessiioTcsl 1Mo BCel UIMHE MMO3MHOBOM HUTHU 3a UCKIIIOYe-
HMEM HeOOJIbIIIOr0 CPEeAHEro yyacTka, riae ux Her. B Tex mecrax, rie HUTH aK-
TMHA U MUO3MHA MEePEeKPbIBAIOTCSI, MUO3MHOBBIE TOJIOBKM MOTYT MPUKPETLISTHCS
K aKTMHOBBIM HUTSIM. B Mosiekyse Muo3nHa MMmeeTcs Ba TUIA IIAPHUPHBIX CO-
eIMHeHUI, Oyaromapsi KOTOPbIM TOJIOBKA MUO3MHA MOXET MPUCOEAMHSTHCS K
aKTUHY WM OTCOENMHSATHCS OT HEro, a TakXke, HaXOJSCh B CBSI3aHHOM C aKTH-
HOM COCTOSIHUMUM, MEHSTbh cBoe HampapieHue. LllapHupbl mpeacraBisitoT coboit
TMOKKMEe YYacTKW TMOJMIMENTUAHON LIeNU, JIETKO paclierviseMble TUIPOIUTHYEe-
ckuMu depMeHTaMUd. Muo3nHOBEIe To0BKM oOjamaioTr ATP-a3zHoii akTMBHO-
cthio; tuapomn3 ATP obecrieunBaeT 2HEpruio Wil MBIIIEYHOTO COKPAILIEHMSI.

AKTUH (TOHKME J(UIIaMEHTH)

Kaxnas akTiHOBasi HWUTh OOpa3oBaHA IBYMSI CIMPAJbHBIMM TSKaMU U3
MIOOYISIPHBIX MOJeKyn akThHa (G-akTuHa), 3aKpyYeHHBIMU OOWH BOKPYT IpY-
roro. Bech KOMILIEKC aKTMHOBBIX MOJIEKYN HasbiBaeTcsl F-aktuHom (pubpui-
JsIpHbIM akTHHOM). C Kaxmoll Moyekynaoil F-akTmHa cBsi3aHa omHa MOJIEKyJIa
ATP. Hu ongna u3 ¢opm aktrHa He obnamaer ATP-a3Hoi aKTUBHOCTHIO.

AKTUHOBBIE (DMTaMEHTBI COCTOST U3 F-akTiHa 1 IBYX BCIIOMOTATeIbHBIX Oell-
KOB - TPOIIOMMO3MHA M TPONOHMHA. TPONOMUO3MH - MaI0YKOOOpa3HbIi (uOpmiI-
JIIpHBIA Oeok. Tlamouky TpormoMmo3nHa COeIMHEHBI KOHEIl B KOHEIl M 00pa3yloT
JIBa TsSDKA, 3aKPYYEHHBIX B BUIE PACTSIHYTOM cripany Bokpyr F-aktuna. Tpormomuo-
3MH PETyJMpPYyeT BKIIOYEHNE W BHIKITIOUEHNE COKPATUTEILHOTO MEXaHM3Ma.
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TponoHuH - IOOYISIPHBINA OEJIOK, COCTOSILIMIN U3 TpeX CyObeAWHUII, KaxKIast
U3 KOTOPBIX BBITOJIHSET omnpenesieHHyo (yHkuuto. TpornonnH T cBA3bIBaeT Tpo-
MOHKH C TPOTIOMMO3MHOM, TporoHuH C 4yBcTBUTENEH K MoHaM Ca’' 1 MoxeT 06-
pa30BbIBaTh C HUIMU 00OpaTUMble KOMIUIEKCHI, TPOTIOHMH | MHIMOMpyeT B3auMOoeii-
CTBME MEXIy aKTMHOM U MHO3MHOM. O0a BCIIOMOTraTelbHBIX Oesika TONaBIISIOT
B3aMMOJIE/ICTBIE AKTUHA C MUO3UHOM B OTCYTCTBHE MoHOB Ca’'

Teopus CKOJAB3AIMHUX HHUTEH

Ipu cokpalieHn MBIIIEYHOTO BOJIOKHA aKTMHOBbIE HUTH CKOJIB3SIT OTHOCH-
TEJTbHO MUO3MHOBBIX, COBUTAsCh IO HAIpaBJIEHUIO K cepenuHe capkomepa. [lpu
5TOM TOJIOBKM MMWO3MHOBBIX HUTEW MpUCOeNUHsIIOTCS K F-akTuHy, 06pasys more-
peYHble MOCTHKM; 3aTeM IIOJIOKeHME TOJIOBOK M3MEHSIETCS TaKuM 00pa3oM, 4To
MOJIEKYJIbl aKTWHA BTSTUBAIOTCSI BHYTPb aucka A. [To okoHYaHMM 3TOrO Tpoliecca
MUO3UHOBBIE TOJIOBKM OTJEJISIIOTCSI OT aKTMHA U TIPUCOENMHSIOTCS K JIPyruM, 0o-
Jiee OTJaJIeHHbIM, YJ4acTKaM aKTUHOBOM HUTH. LIMKIT mpUcoenvHEHUs U OTAeNICHUs
MOTIEPEYHBIX MOCTMKOB MOXET MOBTOPSITHCSI MHOTOKPATHO U C Pa3JIMYHOI 4acTo-
toi1. CokpallieHue comnpsikeHo ¢ ruaponu3oM ATP: s ocyiiecTBIeHHs] OIHOTO
LIMKJIa TpeOyeTcs onHa Mosekyna ATP.

B cocTosIHMM MTOKO$1 KOHLIEHTPALMs CBOOOMHBLIX MOHOB Ca B MBILIEYHBIX KIIET-
Kax oueHb Majia. B 3TUX yCJIOBUSIX aKTMHOBbBIE HUTW HAXOISITCSl B HepaboueM COCTOsI-
HUM (TOJIOBKM MUO3MHA YaIeHbl OT aKTHHA), TaK KaK TPOTIOMMO3UH OJIOKMpYer yJya-
CTKM, K KOTOPbIM TTPUKPETUISIOTCSI TOJIOBKM MUO3UMHA. [1py CTUMYJIALIMN MBIILIEYHOTO
BOJIOKHA HEPBHBIM MMITYJIbCOM IO CApKOJIEMME PacipoCTpaHsIeTCsl BOJIHA JETIONSIpY-
3al1MK, KOTOpasi TIepexoIUT BHYTPh capkoMmepa. MMiysibe qocTuraeT capkoria3mary-
YEeCKOTro PEeTHKYJlyMa U CTUMYJTMpYeT BhICBOGOXK/IeHUe MOHOB Ca’', KOTOpbIE CBSI3bI-
Batotcst ¢ TportoHnHoM C. TpononuH C B CBOIO ouepe/b B3aMMOJIEHCTBYET C TPOIIO-
HuHOM | 1 cHuMaer 3hdeKT cUCTeMbl TPOTIOHMHA, TPETISITCTBYIOIINI 00pPa30BaHUIO
MOCTUKOB MEXITy aKTUHOM Y MMO3UHOM. MMO3MHOBas TOJIOBKA BHIBOIUTCS U3 TIOJIO-
SKEHUS TTIOKOSI U CBSI3bIBACTCS C aKTMHOM, 00pasysl MOMEpeYHbI MOCTUK. DHEpPIUsl st
00pa3oBaHMs TAKMX MOCTHKOB BBICBOOOXKIaeTcs mpu ruaposmse ATP; 3a cuer aToit
SHEPTUM MPOUCXOAUT TIOATITUBAHNE aKTMHOBOM HUTH K cepeuHe capkomepa. [lpu
3aTyXaHUM Bo30yxaeHus MoHbl Ca’’ OTKAuMBAIOTCS B LIMCTEPHBI CAPKOILIA3MATHYE-
CKOTO peTHKy/Tyma ripu nomoiiu ATP-3aBrucuMoro KaiblMeBoro Hacoca.

B cocrosiHuM moKosi MMO3UH TpOo4YHO cBs3biBaeT ADP u HeopraHmueckuii
docdar (Pj). IIpn cTUMyISIIIMM MBIIIEYHOTO BOJIOKHA TOJIOBKA MOJIEKYJIbI MUO3M-
Ha TPUCOEIUHSIETCS K TOHKOW HUTU B TIEPIIEHAMKYJISIPHOM HarpaBiIeHUU. 3aTeM
ADP u Pj BbIcBOOOXIAIOTCSI, a TOJIOBKA COBEPLIAET MOBOPOT, IMIPMHUMAsT HAKJIOH-
HOE TTOJIOXKEHME 110 OTHOIIEHUIO K TOHKOI HUTH. TakumM obpa3zoM, "pabounii xon"
obecrreunBaeTcsl BhICBoOOXKIeHeM cBs3aHHBIX ADP u Pj. Ha cremyromem srame
MPOUCXOAUT CBsi3biBaHMe ATP, KoTOpoe NMpUBOAMT K OTAEJEHUIO TOJIOBKM MHO-
3MHA OT TOHKOW HUTHU. [lajiee OTcoeAMHEHHAsl OT aKTUHA rOJI0BKAa MUO3MHA BHOBb
3aHMMAeT TIOJIOKEeHME, TEPHEeHIUKYISIPHOE HUTW aKTWHA. 3aBepllaroliuii 3Tar
mvKkiia - tuaponu3 ATP romoBkoii Muo3rHa, He CBI3aHHOM ¢ akTuHOM [3; 11].



I'magkast MycKyJaTtypa UMeeTcsl B CTeHKaX KMIIEeYHHWKa, MOYEBOTO ITy3bIps,
CTEHKaX COCYIOB, MOYETOYHHMKOB, MaTKM, CEMSIBBIHOCSIINX MPOTOKOB. [agko-
MBbIIIIeYHbIe KIETKU — ONHOSIAEPHBIE, BepeTeHooOpa3Hble. OHU CKPETUICHBI CO-
eIMHMUTENIHOM TKaHbBIO, COCTOSAIIEH B OCHOBHOM M3 KoyutareHa. Kietku pacrio-
JIaraloTcs TapauleIbHO IPYT IPYTy M 00pa3yloT OTAENbHbIE MBIIICYHBIE CIIOU.

OTnesnbHas TTAIKOMBIIIEYHas KJIeTKa B pacclablIeHHOM COCTOSTHUM OKOJIO
20-200 MxM B mmuHYy n 2-5-MKM B auameTpe. AKTHH pacIojioXeH B Hell IIpo-
JNOJTBHBIMU TsDKaMU. [JTafikue MBIIIIbBI TTO3BOHOYHBIX TaKKe COmepKaT MHO3M-
HOBbIE HUTH, KOTOpbIE MOTYT OTJMYATHCS OT MUO3MHOBBIX HUTEH CKEJETHBIX
™Mb, [TonepeyHas McuyepYeHHOCTb B IJIaAKWX MBIIIIAX He HaOIIOdaeTcs, 1Mo-
CKOJIBKY OTCYTCTBYET YIOPSIIOYEHHOCTb B PACTIOJOXEHWM aKTHMHOBBIX M MMO-
3MHOBBIX HUTEW. MeXaHW3M COKpAIlleHUs TJIAaKUX W IOINepeuHOIOI0CaThIX
MBIIIIL B OCHOBE CBOEI OMMHAKOB, XOTSI PETYJISIIIUS UX COBEPIICHHO pa3indHa.

BosbyxaeHne B IJIaiKoOW MYCKYJIaType DPAcHpOCTPaHSETCS OTHOCHUTEIBHO
MEIJIEHHO, YTO OOYCJIOBIMBAET MEIJIEHHOE IJTUTEIbHOE COKPAICHWE MBIIIIIBI 1
JUTUTENIbHOE pacciiabiieHue. MBIIIIIBI CIIOCOOHBI K CaMOITPOU3BOJIILHBIM PUTMHU-
YeCKUM COKpPAIEHUSIM.

KiteTkn MHHEpBHUPYIOTCSl IBYMSI BUIAMU BET€TATUBHBIX HEPBHBIX BOJIOKOH:
OHU M3 HUX OTHOCAT K CHUMIIATUYECKON, a Apyrue - K MapacuMITaTHYeCcKOM
HepBHOU cucTteMe. [IpOTUBOIONIOKHOE MEMCTBUE 3TUX CHUCTEM ITO3BOJISIET OCY-
IECTBIIATh PETYISIINI0 pabOThl TIAIKOMBIIIEYHONM MycKynaaTtypbl. Ha akTuB-
HOCTb TJIAJKUX MBIIIIL BIVSIIOT aagpeHaTuH W PSIT APYTUX TOPMOHOB.

DHepreTuKa MHIeYHOT'O COKpalleHMs

B rankux mpimax noHel Ca’’ Takke OTBEYAIOT 33 MHULMALMIO COKpallle-
HMsI, HO PETyJISITOPHBI MEXaHW3M He TaKOil KakK B IMOMePEeYHO-TI0NACATHIX MBbIII-
1nax. HepBHbIil nMmmynabc. HepBHBI WMMITYJIbC BETeTaTUBHOW HEPBHON CUCTEMBI
oTkpbiBaeT Ca’’ - KaHal B MeMOpaHe MIaJKOMBILIEYHBIX KJIETOK ¥ BHI3BIBAET BbI-
xof noHoB Ca’+ MX BHEIIHEKJIETOUHON Cpelbl BHYTPh KJIETKU. B ronoBke Kax-
JOW MOJIEKYJIbI MUO3WMHA PACITOJIOKEHBI Ba HEGONBIIMX Oelka - JIETKUe Ieru
MHO3WHA. B Tamkoit MbIIIIe ofHa W3 TaKUX ILIeTeil MHIMOUpPYeT CBSI3bIBAaHUE TO-
JIOBKM MUO3WHA C aKTUIIOBBIM (DMJIAMEHTOM M TaKMM OOpa3oM MpeaoTBpaiiacT
cokpaieHue. Ca’’ aKTMBUMpYeT KUHA3y JIETKMX LeNell MUO31Ha, KOTopasl B MpH-
cyrctBun ATP dochomupyer Jierkyro 1erb ¥ CHUMaeT WHTMOUpPOBaHKE, BbI3bIBast
TakuM 06pa3oM cokpaiueHue. Monbsl Ca’’ aKTMBMpPYIOT KMHA3y OMOCPEIOBAHHO,
CBSI3BIBAsICh C OEIKOM KaJIbMOIYJIMHOM, TOC/Ie KOH(MOPMAIMOHHBIX M3MEHEHUIA
KaJTbMOIYIMHA, KoMruleke Ca’+-KalbMOYJIMH TPUCOEIUHSETCS K HEeaKTUBHOM
KWHa3¢ JIETKUX Liereil MUO3MHA W aKTUBUpYeET ee. [Ipu CHIDKeHUe YPOBHSI MOHOB
Ca’" mpollecc uueT B 00paTHYIO CTOpOHY, a docdoTaza nedochopuaupyer Jer-
KYIO IIelTb MUO3WMHA, BbI3bIBAsI pacciabieHne MBI (puc. 8).
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Coxpanenne

Puc. 8. Mexanuam akruBaluy cOXpalieHua TaKol METHNLIE HOHAMK CaZ+ (9]

Puc. 8. MexaHu3M aKTMBallMK COKpAIEHUS TIaaKoi Mbliibl nioHamMu Ca2+ [9]

OOBIYHO MCTOYHUKOM SHEPTUU JJIS MBIIIEYHOTO COKPAILEHUS CIYKUT TJTU-
KOTEH, a WHOTJIa UCTIONb3YIOTCS XKUPHbIE KUCTOTHI.

B moxosimeiics mbiie KonuuectBo ATP HeBenuko, oHO Moxer obecrie-
YUTh DHEPTUEl OKOJIO BOCBMM OAMHOYHBIX coKparieHuil. Takoit ypoBeHb ATP
MOXET TIOJIEPKMBATLCS TIPU OOBIYHOM a’3pOOHOM MeETabou3Me (IbIXaHWM).
B mpouecce pabotsl mbmmm ATP 6bIcTpo pacxomyeTcsi, 1 ero ypoBeHb JOJDKEH
OBICTPO BOCCTAHABJIMBATHCS 32 CUET APYTUX IMPOLIECCOB.

B BoccraHoBieHuun ypoBHS ATP yuyactByeT comepKallMiicss B MBbIIILIAX
kpcatuHpochaT (bhochokpeatnH). OOPa3yIOMIMUIICS IPU MBIIICYHOM COKpAIIe-
Huu ADP BHOBb (ochopmmpyercs 3a cdyeT KpeatmHdpocdara Ipy ydacTUU
KpeaTMHKUHA3bI:

docdorpeatud + ADP === ATP + kpeatwd

B paGoratomieit mbliiie 3arnac kpeatuHgochaTa ObICTPO UCTOLIAETCS, Clle-
JoBaTeJIbHO, CHMXaeTcsl KoHueHTpaiuss ATP u Bo3pacTaloT KOHUEHTpalvu
ADP u Pj. ®epMeHT ageHMIaTKMHA3a KaTaIU3UPyeT peakiuio cuHTe3a ATP u3
IByX Mojiekyn ADP ¢ obpazoBanuem AMP:

2 ADP ATP + AMP

Hcromenue 3anacoB ATP u Bo3pactanmne koHneHTpaumiit ADP 1 AMP npuso-
JUT K CTUMYJISILIMMA TJIMKOJIM3a, LIMKIAa TPUKAPOOHOBBIX KUCJIOT U OKUCIUTEIBHOTO
docdhopunrpoBaHus B padotatoieil Mbiiiiie. OTHOCUTENbHBIA BKJIAI KaXkIOro U3
9TUX TPOLIECCOB 3aBUCUT OT TUTIA MBIIII. B KpacHBIX MBIIIIIAX YPOBEHb a3POOHOTO
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0oOMeHa HaMHOTO BBIIIIE, YeM B OeJTbIX MbIIIiax. OMHAKO TpY OYeHb MHTEHCUBHOM
paboTe MBIIIII TOCTYIAMOIET0 KUCIOPOIa BCKOPE OKa3bIBAETCSl HEAOCTATOYHO IS
MOIePKaHUsT OKUCTUTETLHOTO (hocoprmpoBaHus Ha TOJKHOM YpoBHe. B atmx
VCITOBMSIX KOHEUHBIN TMPOMYKT IIMKOJMW3a - TUPYBaT - TpeBpallaeTcsl B JIAKTAT.
JlakTat mepeHOCUTCS «' TOKOM KPOBH B MeYeHb, TIe M3 HEro obpasyeTcs TIioKo3a
(puc. 9). YacTb mIIOKO3bI BO3BpAIIAeTCSl B MBIIIIILI M TaM TIpeBpalnaeTcs B IU-
KOT€H; YacTh IJTFOKO3bI TIPEBpaIlaeTCcs B TIIMKOTEH B MIEYCHMU.

Fnureren —= [ pokoao-6- ——= Frokoaa Friokcaa
tpocar l
f Nipyaat
Piwpypar /
/Islra‘r { Naxrar
Ananun ANAHHH
Pacujetinesse Banka
AIENEHE
MBHLLLA

Puc. 9. O6men MerabonaTaMy MeXIy HeYenblo H Mbrutedi [6}

Puc. 9. O6MeH MeTaboIMTaMU MEXIY ITeYeHbIO W MBIIIILEe [6J

WHTtepecHbIM sIBNISIETCS TOT (DAKT, YTO TPOTIOHMH CHOCOOEH OOpPa30BbIBATH
KOMIUIEKC C TJIMKOMUTUYECKUM (hepMEHTOM - JlakTaTaeruaporeHasoil. MepMeHT B
KOMITIEKCE C TPOITIOHMHOM COXPaHSIET CBOIO KaTaJIMTUUECKYIO aKTMBHOCTb, a 00Opa-
30BaHUE KOMIIIEKCA 3aBUCUT OT MpUcyTcTBust HoHoB Ca’+ u pH cpensl. BosmoxHoe
uzmosnornyeckoe 3HaUCHUE TAKOM acCOLMAIMU 3aKJIIOYAETCSl B PETY/ISIIUU KOM-
napTMeHTaim3aimu kak camoii JIZIT, Tak v MpomyKTOB KaTtaqu3upyeMon peakiivu,
Jenast Mx 6oJjiee TOCTYITHBIMU TS JaJIbHEHIIX rpeBpareHuii [20].

CepaeyHass MbpIHIIa

CTeHKM cepalla COCTOST M3 CePACYHBIX MBIIICYHBIX BOJOKOH, COSTUHMU-
TEJIbHOW TKaHU M MeJThYalINX KPOBEHOCHBIX cocymoB. Kaxkmoe MbIIIeUHOE BO-
JIOKHO COIEPKUT OTHO WM IBa sapa, MUOMDUIAMEHTBI 1 MHOXECTBO KPYITHBIX
MUTOXOHAPHUIA. MBEIIIIeYHbIEe BOJOKHA Pa3BETBIISTIOTCS M COCMUHSIIOTCS MEXITY
c000i1, 06pa3yst CIOXHYIO ceTb. DTO obecreyrBaeT OBICTPOE PAaCIpOCTpaHEeHUE
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BOJIH COKpAIIIEHUS TI0 BOJIOKHAM, TaK YTO KaxJas Kamepa COKpAIlaeTcsl KakK Ofi-
HoO 1enoe. B cTeHkax cepmia He COAEPXKMTCS HMKAKWX HEMPOHOB. MIMITYINIbCHI,
BBI3BIBAIOLINE PUTMMUYECKUE COKpAILEHUS Cepiiia, BO3HMKAIOT B 0COOOM ydacT-
Ke TPaBOTO TMpencepansi, Ha3bIBAEMOM CMHOATPUAIBbHBIM y3710M. OH COCTOMT M3
HEOOJBIIOTO Yuclia OeCTOPSIIOYHO PACIIONIOKEHHBIX CEPAEYHBIX MBIIIEUHbBIX
BOJIOKOH, WHHEPBMPOBAHHBIX OKOHYAHUSIMU BETeTaTUBHBIX HEMPOHOB. B Kiet-
Kax, COCEACTBYIOIIMX C y3JIOM, BO3HMKAIOT PacIpOCTPaHSIONINECS MOTCHIIMATIBI
neiictBusi. BoiHa BO3OYXKIEHMSI TTPOXOAUT IO MBIIIEYHBIM BOJIOKHAM TIpencep-
IV, 3aCTaBJIsAsl MX COKpalaThes. MBIIeUHble BOJIOKHA TIPEACEPAN M KeoTy-
JNOYKOB  TIOJTHOCTBIO  pas3fefieHbl  COeAMHMTENIbHOTKAHHON  TpeicepaHo-
JKeJTyJOUYKOBOI TIeperopoiKoi M CBSI3b MEXIy HUMM OCYIIECTBIISIETCSI TOJBKO B
OTHOM YyYacTKe TpPaBOTO TPEACepAus - aTPUOBEHTPUKYISIPHOM Yy3ie. TKaHb
3TOTO y3J1a CXOMHA C TKAHbIO CMHOATPUAIBLHOTO y3ia. OT aTprMOBEHTPUKYJISIPHO-
IO y3/la OTXOOUT Iy4OK CIEIUaTU3UPOBAHHBIX BOJIOKOH (aTpHOBEHTPUKYJISP-
HBII TIy4OK) - €AMHCTBEHHBIN IMyTh, TI0 KOTOPOMY BOJIHA BO30OYXIEHUS Tepeaa-
eTcsl OT Mpencepauii K XenymoukaMm. Ilepemaya MMITYJIbCOB OT CMHOATPUAIbHO-
IO y3/1a K aTpUOBEHTPUKYISIPHOMY IIPOMCXOOUT ¢ 3amepxkkoii 0,15 ¢, 6ixaromaps
yeMy COKpallleHUe TpeAceparii 3aKaHYMBaeTCsl paHbllle, 4YeM HadyMHaeTCs Co-
KpallleHre KeTyJOYKOB. ATPUOBEHTPUKYISIPHBIA ITYyYOK TEPEXOAUT B IyIO0K
I'uca, KOTOpHI COCTOMT M3 BUIOM3MEHEHHBIX CEPAEYHBIX MBIIICYHBIX BOJOKOH
1 OT KOTOPOIO OTXOIAT OoJiee TOHKME BETOYKHU - BojokHa Ilypkunbe. MMimyib-
Chl PACIIPOCTPAHSIOTCSA TI0 BCEMY MHUOKapay KeiaymodkoB. O0a xeaymodka co-
KpAaIlaloTcsl OMHOBPEMEHHO, BBITAJIKUBAsI KPOBb B apTEPUH.

CepneuHas MbIIIIa 00jagaeT psAOM OCOOCHHOCTEH, ITO3BOJISIONINX €1l BbI-
MOJIHATh POJIb Hacoca B TedeHWe Bcel XKu3HW. HauaB cokpararbesi, cepreyHast
MBIIIIIA YKe He MOXKET OTBeYaTh Ha Ipyrue CTUMYJBI J0 TeX Top, MOoKa OHa He
Ha4YHET pacclabsAThCs. DTa CTamusl HOCUT Ha3BaHUE pedpaKTepHOro mepuona, a
OTPE30K BPEMEHH, B TeUeHHE KOTOPOTO MBIIIIIA He OTBEYaeT HU Ha KaKue CTUMY-
JIBbI, HA3bIBAaeTCS IIEPHOAOM aOCOIOTHOM pepakTepHOCTU. Y CEepIeYHON MBIIIIIBI
3TOT Tiepuof, 6oJiee MPOAOIKUTEICH, YeM Y MBI IPYTUX TUIIOB, YTO TTO3BOJISIET
€l SHEPTUYHO U OBICTPO COKPAILIATLCS, HE UCTIBITHIBAST YTOMJICHHS.

Yacrota cepmeyHBIX COKpAIlEHU! PpeTyaupyeTcsl HEPBHBIMU BOJOKHAMU
BEreTaTMBHON HEPBHOM CHCTEMBI, KOTOpble OepyT Hayajo B TPOAOJTOBATOM
MO3Te U TIOAXOIAT K CMHOATpUabHOMY y3i1y. Kpome TOro, CylecTBYeT Iemblii
PSIIl TYMOPAJbHBIX (DaKTOPOB, NEHCTBYIOIIMX HAa CMHOATPUAIBHBIN y3€I WM He-
MOCPEICTBEHHO Ha CEPACYHYIO MBIIIITY.

OCcobeHHOCTN DHepreTmdeckKoro obMeHa
B ocHoBHOM 3HepreTMyeckuit oOMeH MuoKapaa He MUMEET MPUHLUIMUAIb-
HBIX OTIMYMI OT DHEPreTMYecKoro ooOMeHa B opraHu3me. B kadectBe cyOcTpa-
TOB MUCIIOJNB3YIOTCSI XKUPHbIE KHUCIOTHI, YIJEBOAbI M aMUHOKHUCIOThL. OpHaKo
cepllie HE MMEeT 3HAUMTEJIbHBIX 3aracoB CyOCTpaToOB, MPU 3TOM HaAEXHOCThb



SHEPreTUYeCKOro CHaOXeHUs 00ecreuyrBaeTCsl UCMOIb30BAaHUEM IIIMPOKOTO
JMara3oHa cyOoCTparoB.

Ocoboe MecTo B 3HEpreTuKe MUoKapja 3aHMMaeT JIaKTaT, KOTOpblii Hanbo-
Jiee KOPOTKMM TIyTeM (4Yepe3 oOpa3oBaHMe MUpyBaTa) IOCTyIaeT B LMK Kpebca.
Bo Bpems (usnyeckoii/Harpy3ku B KpOBU PE3KO BO3PACTaeT YPOBEHb JIAKTaTa,
o0Opasylolerocsi B Xo/e TIMKOJIM3a B CKEJIETHBIX Mbliax. [Ipy MHTEHCUBHOIM
Harpyske JiaktaT MOXeT obecrieunBath 10 90% 3HepreTMYeCKUX 3aTpar.

Hpyroii 0cOGEHHOCTbIO MHOKApAMaIbHOTO 3HEPreTUUECKOro oOMeHa SIBJIsI-
€TCsl BBICOKUI YpOBEHb OKUCJIEHMS] CBOOOMHBIX XXUPHBIX KUCJIOT, OCOOEHHO Ha-
TOIIAK M B COCTOSIHUM TIOKosl. [lpu usmyeckoii Harpyske OTHOCHUTEJIbHBII
BKJIaJl CBOOOHBIX XKMUPHBIX KHUCJIOT B SHEPTETUKY Cep/lla 3aMETHO CHIKAETCs 3a
CYeT pe3KOro yBeJIMYEHUST UCTIONIb30BaHMS JTaKTaTa.

DHepreTuyeckuii 0OMEH MMOKapaa MMEET TPEMMYIIECTBEHHO a3pOOHbBI
XapakTep: okoyio 85% sHeprum obecredrBacTCs ¢ y9acTHeM KHCIOpoaa U JIUIIh
15% 3a cuer ramkonusa. DTO OMNpenesseT BHICOKUN YpOBeHb MOTPEOICHUS KH-
ciopoma MuokapaoM. B mokoe cepaire motpe6ister 8-10 M1 kuciopona Ha 100 T
TKaHU B MUHYTY. DTO TIpUMEPHO B 15 pa3 BbIlle, 4eM NMOTpebsieHre KUciopoaa
JIPYTUMU OpTraHaMM.

OcHOBHas1 4acTb HEPTUU PACXOMYyeTCs Ha OOecrieueHUe COKPaTUTETbHOMN
dynkumm muokapnaa (70%), Ha paboty MoHHBIX HacocoB (20%) M Ha CTPYKTyp-
HBII CHMHTE3. B CBSI3M ¢ 3TUM pacxoj 3HEPTruu CepilieM OIMpeNesieTcs] B OCHOB-
HOM YacTOTOM CepIeYHbIX COKpaleHui [8J.

XKNPOBAA TKAHb

Y MIIeKOMUTAIOIIUX OCHOBHBIM MECTOM HAKOIUICHUST TPUALIVJITIUIIEPOIOB
SIBJIIETCS IIUTOIJIa3Ma XKUPOBBIX KIIETOK. Karuim Tpruanminivieposia CIMBaloTCs,
00pasyst GOJbIINe TI00YIIbI, KOTOPbIE MOTYT 3aHMMAaTh MOYTHU BECh KJIETOYHBIN
00beM. 2KrpoBble KJIETKU CIeNUalIU3UpOBaHbl Ul CUHTe3a M XpaHEeHUs Tpua-
LHWITTALEPOJIOB, a TakKe JUIT MX MOOWIIM3allMi B KayecTBe TOILIMBHBIX MOJie-
KYJI, CITOCOOHBIX TIEPEHOCUTBLCS ¢ KPOBBIO K IPYTMM TKaHSIM.

ZKvipHBIe KUCIIOTBI UTPaloT JABE BaXKHBIC (DM3MOJIOTMYECKYE PO, Bo-TIepBbIX,
OHM SIBIISTIOTCSI TIPEAIIECTBEHHUKaMU (hOCHOIUTIMIOB M TIUKOJUITHAIOB - COSTUHE-
HU, KOTOPBIE BXOMISIT B COCTaB OMOJIOTMYECKUX MeMOpaH. Bo-BTOPBIX, XXUPHBIE KK~
CJIOTHI SIBJISTFOTCST MOJICKY/IaMH, BBITIOMHSIIOIIMMY POJTb TOTUIMBA. BhIXOH sHepruv B
pe3yJbTaTe TIOJTHOTO OKUCIIEHUST SKMPHBIX KUCITIOT COCTABIISIET OKOJIO 9 KKaJI/T, Toraa
Kak JUTS YIJIEBOIOB 1 OTKOB 3Ta BeJIMYMHA PaBHA OKOJIO 4 KKaJ/T.
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MeTabonmmM3M XMPHBX KUCIIOT

KupoBas TKaHb CHEUMAIbHO MPUCIIOCOOJEeHA g 3TepU(PUKALIMU KUP-
HBIX KMCJIOT M MX BBICBOOOXIEHUS W3 TPUALIWITIMIEPOJOB. Y UeloBeKa OC-
HOBHBIM MECTOM CHHTEe3a XUPHBIX KUCJIOT SIBJISIETCS MeYeHb. 3aTeM OHM CeKpe-
TUPYIOTCSI B KPOBb B BUIE JUIIONPOTENMHOB OYeHb HU3KOM iotHocTu (JIOHIT).
DTU JTUMOMPOTEUHBI TJIa3Mbl - OCHOBHOM MCTOYHWK XXMPHBIX KUCIIOT, HCIOJb-
3yeMblif XKUPOBOM TKAHBIO JJISl CHUHTE3a TPUALMITINIEeposioB. MYHKIMS XUpo-
BOM TKaHW COCTOMT B aKTMBALIMM 3TUX XKUPHBIX KUCJIOT U TEPEHOCe aKTUBUPO-
BaHHBIX COA-TIpoM3BOOHBIX Ha Tmuuepos. [muuepon-3-docdar, mpomexyrou-
HBIIl TIPOAYKT 3TOTO OMOCHHTE3a, 00pa3yeTcsl MPU BOCCTAHOBJIEHUU ITUTUAPOK-
cuaneToHdocdaTa, KOTOPBIM 00pa3yeTcsl U3 INIIOKO3bI B XoAe Imkonu3a. Kier-
KU XXKHUPOBOI TKAaHU HE CIIOCOOHBI MCTIOIb30BaTh SHAOTCHHBIN IJIMIEPOJI, TaK KaK
He colepXaT COOTBETCTBYIOIIEH KWHa3bl. [1o3TOMY Ul CHMHTe3a TPUALMITIIN-
LIEPOJIOB KUPOBBIM KJIeTKaM HeoOXomyuMa TII0KO3a.

ITepBBIM 3TAaIOM B UCTIOIB30BAHUM XUPA KaK UCTOUHUKA SHEPTUM SIBJISIETCS
TMAPOJIN3 TPUALWI TIMLEPOJ] a TOoA ACWCTBUEM JIMMa3. AKTUBHOCTb JIMTIA3bl B
JKUPOBOM KJIETKE PETyJIMpYyeTcsl TOpMOHAMU. ANpeHajvH, HOpaapeHaIuH, IJIo-
KaroH W aIpeHOKOPTUKOTPOIHBIA TOPMOH CTUMYJIUPYIOT aieHUIATIUKIA3Y XKH-
poBbIX KieTok. [loBblllleHMe KOHLeHTpauuu Lukiamdeckoro AMP akrtuBupyer
MPOTEeMHKMHA3y, KOTOpas aKTUBUPYET Jumasy myteM ee (ochopuirpoBaHusl.
Takum 00pa3oM, ToM AEHCTBUEM BBIIIETIEPEUNCIEHHBIX TOPMOHOB TIPOUCXOIUT
JIMTIONU3 TPUALMITIUIEPOJIOB U OCBOOOXICHUE XXMPHBIX KHUCIOT. TpaHCmopT
SKUPHBIX KUCIIOT K OpraHaM OCYILIECTBIISIETCS TPU YYaCTUM CHIBOPOTOYHOTO allb-
OYMMHA, KOTOPBIN CITy>KUT aKIETITOPOM KMPHBIX KUCIIOT.

TpuanuarIuIeposbl B XXKUPOBOM TKAHU TOCTOSTHHO TMAPOJIU3YIOTCS U pe-
cunre3upyiorca (puc. 10). I'munepoin, obpasyomuiics Ipyu TUAPOIU3E, Mepe-
HocuTcs B IledyeHb. [lpm u30bITKe Imiepos-3-docdara XUpPHBIE KHUCIOTHI
CHOBa TonBepraioTcs atepudukanuu. Eciu BeieacTBue HemocTaTKa TIFOKO3bI
co3zmaercs gepuIuT rInuepoi-3-docdarta, OHM BBIACISIIOTCS B ILIa3My KPOBHU.
Takum 00pa3oM, KOHIIEHTpALMs TJIIOKO3bI B JKHMPOBBIX KJIETKAaX - OCHOBHOM
(akTop, OT KOTOPOTO 3aBMCHT BBIAEICHUE KUPHBIX KUCIOT B KPOBb.

MeTab0au3M YrjiaeBOJAO0OB

Kak yxe ObUIO CKa3aHO BBIIIE, XMPOBOM TKAHM HEOOXOAMMAa III0OKO3a IJIst
CHHTE3a IuLepos-3-docdara, KOTOPHIA SBISIETCS MPOMEXYTOUHBIM ITPOIYKTOM
CHHTE3a XUPHBIX KUCIOT. [muimepoin-3-¢ocdar obpasyeTcss B XoAe INIMKOIM3a
n3 nrokcuaneToHdocdaTa. B To xXe BpeMs 1151 KUPOBOI TKAHU XapaKTepHA BbI-
COKasl aKTMBHOCTb ITeHT030(0C(aTHOrO IyTH, YTO CBSI3aHO ¢ HEOOXOAMMOCTHIO
reHepupoBaTh NADPH misg BocctaHOBUTEIbHOIO OMOCHHTE3a XUPHBIX KHMCIIOT
u3 auetun-CoA.



HUPOBAA TKAHB
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Prc. 10. CuHres B pacilenieRHe TPHALITTHUCPOIOR B WHPOBOH TRauH [0]

IleyeHb - caMblii KpYIHBI# U3 BHYTPEHHUX OPraHOB, YYacCTBYIOIIMX B TO-
MeocTaze. OHa uUrpaeT MCKJIIOYMTEIbHO BaXHYO pOJIb B OOMEHE BEIIECTB,
a TakXke B 00e3BpeXXVBAaHMM M BBIBEICHUM TOKCUYHBIX BeiecTB (Tabdi. 1). He-
CMOTpsI Ha OTPOMHOE MHOTrOoOpa3ue MeTaboInyeckKux QYHKIM, BBITIOTHSIEMbIX
MEeYEeHbIO, €€ TUCTOJIOThYecKasl CTPYKTYpa CPaBHMUTEIBHO TMPOCTa M OMHOTHUITHA.
Merabonnueckasi akKTUBHOCTb OCYILIECTBIISIETCSl KJIETKaMU Te4eHU (rernaroiu-
TaMW), KOTOpble cocTaBsAoT 80% Macchl 3TOTO opraHa W He TPOSBISIIOT HUKa-
KOl CTpyKTypHOI wWin (yHKIIMoHanbHON auddepeHumanuu. Kpome Toro, me-
yeHb conepkuT kieTku Kymndepa, oTHocsImMecs K PeTUKYIO3HAOTEINATbHOMN
cucreMe. OHM 00J1a1al0T CMIOCOOHOCTBIO K (DaronuTo3y M Y4acTBYIOT B paspy-
IIEHUM CTAPBIX 3PUTPOIIUTOB U B TIOMJIOIIEHUU MATOT€HHBIX OPTraHU3MOB.

lemaTolMThl MPUMBIKAIOT K BEHO3HBIM CUHYCaM, KOTOpbIe HECYT KPOBb U3
MOPTAJILHON BEHBI M MEYEHOYHOM apTepru, M K XKETYHbIM KaHajbllaM, KOTOpbIe
SIBJISIIOTCSI MEJTbYANIIIMMU OTBETBJICHUSIMU KETYEBBIBOASIIIIEN cucTeMbl. B 1ie-
JIOM TIeYeHb MPENCTaBISET CO0OIl TYCTylO CeTh M3 TenaTOLUTOB, KPOBEHOCHBIX
COCYZIOB U MEJIKMX 3KeJUHBIX MPOTOKOB. Takoe cTpoeHHe obecrieuyrnBaeT MaKCu-
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MaJIbHbII OOMEH BellleCTBaMU MEXIY KIECTKaAaMU IMEYCHU U KPOBbIO, 1 TAKUM 00-
Ppa3oM IMO3BOJILECT KOHTPOJIMUPOBATL €€ COCTaB. IleyeHb oGecreurBaeT UCTOUYHU-
KaMM 3HCPIruM MO3r, MbIIIIbBI W OPYTrUME€ OpTraHbI. BeH.IeCTBa, BCacChIBa€MbIC B
KMILIEYHUKE, TOMAJA0T B M€YE€Hb, YTO MO3BOJISIET €U peryjmpoBaTb KOHLICHTpa-
110 B KPOBHU MHOI'MX MeTabOoJIUTOB.

Tabauya 1
OcHoBHBIC PYHKIHNHA NEYEHA
[ - DYHKUHK nedeHy
Ob6mMen yrnepolior 'moxoneorenes

OfMeH KUpoB

ObmeH GelKoB

OOumeH ropMotion

3anacaHue

MetabomnaM ¥ axckpelma OH-
napy0HHa, NeKapcTB W wyme-
POAHBIX BEUIECTH

CHETe3 | pacnal rmHKoreHa

CHuTes JKHPHBX KUCIOT

CuHHTe3 1 BBBEiEHUE XONeCTEPHHA
CHHTES TNIONPOTCHHOB

Ketorenes

CHHTE? e/MUHEIX KHOROT
25-ruApOKCHIMPOBAHHE BUTaMHHa D

CnHtes Oe/IKOB RITA3ME]
CurHTe? MOYeBYHE]

MeTa0omH3M H BLIBSNCHHE CTePOHAHEIX Fop-
MOHOB

Merabonu3nM NONNNENTHIHLIX FOPMOROB

Taukoren, Buramun A, ButaMud B ,, xeneso

Pery.mml/m CoAepKaAHUA I''TIIOKO3bl B KPOBH

IleyeHpb moroaeT GOMBIIOE KOJUUYECTBO TIHOKO3bI, MpeBpallas ee B TIMKO-
TeH. DTOT IMPOLIECC HA3bIBAETCS TIIMKOTEHE30M U CTUMYJIMPYETCS MHCYJIMHOM.

Takum o6pa3oM, IeueHb crocoOHa 3amacaTh 6ombiie 400 kkan. I1pu Heo6-
XOAMUMOCTU TIEYEHb MOXET pacUIeTUISITh TJIMKOTEH, BbIIENsS IJIIOKO3y B KPOBb

(TTIMKOTeHOMIN3):
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Frwkore ———== [micxo3o-1-pocdar ——== IMKoa0-6-hochar === [NIOKOIA

tochopunasa hoCEOrOKOMYTAIZ
[CnvkoreH i mioko30-1-¢pocdar *: 'nioko30-6-docdart * Tnokosa
dochopunasa a docdornokomyTasa

TakuM 00pa3oM, TMeyeHb BBITIOJIHSET pojib Oydepa B peryisiuuv couep-
>KaHMS TJI0KO3bl B K.poBU. [lorionieHre uau BbIAEJIEHUE TJIIOKO3bl MEYEHbIO
peryJupyercsi TOpMOHaMU (TJIFOKArOHOM M MHCYJIMHOM), a TakXe KOHIEHTpa-
Meil IoKo3bl. [JII0KaroH - MoJUMenTUIHbIA TOPMOH C MOJIEKYJISIPHOI Mac-
coit 3,5 klla, ceKpeTUpyeMblii OC-KJIETKAMU TOKEIYI0UHON Xeye3bl. OCHOB-
HOIi OpraH-MHUILIEHb TJIIOKAroHa - mevyeHb. [JTI0KaroH 3amyckaeT KackKaj peak-
1M, onocpeayemblit ¢ AMP, 4To B KOHEYHOM WTOTE MPUBOAUT K aKTUBALIMU
dbepmenTa dochopunassl @, YYacTBYIOIETO B pacIlelUIEHUU TJHUKOTeHa.
Kpome Toro, ritoKaroH MHTMOUPYET CUHTE3 XUPHBIX KUCIOT U CTUMYJIUPYET
pacllerieHue TpUaluITIUIIepOiOB.

B MOMeHT omacHoOCTH, MpU CTpecce WIKM B YCIOBUSIX XOJIO/IA TAKXKe MPOUC-
XOIWUT akTuBalus ¢doccopriasbl @ TOA JESHCTBUEM aapeHAINHA, BBIAEISEMOTO
MO3TOBBIM CJIOEM HAIIOYEYHUKOB, U HOPaJApeHaMHA, OCBOOOXIAEMOIro OKOH-
YaHUSIMU CUMIIATUYECKUX HEMPOHOB.

WHcynmuH - 6eJKOBEBIII TOPMOH € MOJIEKY/ISIpHOI Maccoil 5,8 k/la cekpern-
pyetcs (3-KiieTkamM TTO/KETyI0YHOM KeJjie3bl. MHCYMH oKa3bIBaeT MPOTUBOTIO-
JIOXHOE JIEMCTBUE, CTUMYJIUpPYsS CUHTE3 TJIMKOTE€HA B TEUEHU U TIOJABJIsIsl TIIO-
koHeoreHe3. Kpome Toro, moj nefcTBMEM MHCYJIMHA YCKODPSIETCS TJIMKOJIU3 B
MeYeHU, YTO MPUBOIUT K YCKOPEHUIO CUHTE3a KUPHBIX KUCIOT. Bhicokasi KOH-
LIEHTPALMS TJIIOKO3bl MPUBOIUT K TOHMXKEHHOW CEeKPelMM TJII0KAroHa M TOBbI-
IIEHHON CeKpelMM WHCYIMHA TOMKeIyI0uHOo Xene3oi. BcienctBue 3Toro,
MPU TIOBBIIIIEGHHOM CONEPXXaHUM TJIIOKO3bl B KPOBU CHUHTE3UPYETCS TJIMKOTEH.
Kpome Toro, miokos3a criocobHa TMepekiitoyaTh MeTaboauM3M IJIMKOTeHa ¢ pac-
IIETUIEHUST Ha CUHTE3, Peryiupysl akTMBHOCTb (hocdopunasbl a. [Ipu Bbicokoit
KOHIIEHTpAllMX TJIIOKO3a CBsI3bIBaeTcs ¢ ¢ocdopuiazoit a, 4to aenaet hepMeHT
YYBCTBUTEJIbHBIM K JeHCTBUIO (ocdaTassl, TpeBpalnatolieit pochopunazy a B
dochopmnazy b. Dochopunaza b He criocoOHA pacHICIUISITh TJIMKOTEH.

Bbicokoe comepkaHue WHCYJIWHA TIOCNE €bl CIIOCOOCTBYET MPOHUKHOBE-
HMIO TJIIOKO3bl B MBIIIIBI 1 XUPOBYIO TKaHb. [locTyruieHue ToKO3bl B XKHPO-
ByI0 TKaHb oOecreurMBaeT oOpa3oBaHMe IUIEpoi-3-pocdara misd cuHTE3a
TPUALIAJITIIULIEPOJIOB.

Ipy cHUXEeHMM KOHUEHTPALMM TJIIOKO3bl OIMCAHHBIC BBIIIE IMPOLIECCH
MPOTEKAIOT B 0OpaTHOM HAMpaBiIeHUU, YTO MPUBOIUT K PACIIEIICHUIO TJIMKO-
TeHa M BBIIEJICHUIO TJTIOKO3bI B KpOBb. [lorolieHne rioKo3bl KMPOBO TKaHbIO
U MBIIILAMUA CHUXKAETCS M3-3a HU3KOM KOHIEHTpauuu WHCyiuHa. [Ipu ymeHb-
IIEHUW KOHUEHTPALMK TJTFOKO3bl B KPOBM MBIIIILI U TIEUYeHb UCIIONB3YIOT B Ka-
YECTBE UCTOYHUKA SHEPTUU KUPHbBIE KUCIIOTHI.

[NeyeHb MOXeET BBIIENSITh ITIOKO3Y B KPOBb HE TOJIBKO PACIIEIUISIS IJIMKOTEH, HO
TaKXKe CUHTE3WpYs IIIOKO3Y U3 TPEAIIeCTBEHHUKOB (IItoKoHeoreHe3). OCHOBHBIMU
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TIPEIIIeCTBEHHUKAMU  TJIIOKO3bI SIBJISIIOTCSL JIAKTaT M ajlaHWH, TIOCTYMAlolye W3
MBIIII, [ALEPOs, 00Pa3yIoIIMIACSI TIPU pacIIeTIeHUH TPUTITMLEPUIOB B XKUPOBOMA
TKaHM, U TTIOKOTeHHbIE aMUHOKHUCIIOTBI, TIOCTYIAIOIINE C MTUIIIEH.

BeakoBblii 00OMeH

IledyeHnr urpaer BaXHYyIO poJib B OEIKOBOM OOMEHE, a MMEHHO, OCYILECTB-
JIET peaklMM TpaHCAaMUHWPOBAHUs, Ne3aMUHUPOBAHUS, 00pa30BaHMSI MOUECBH-
HBI M CUHTe3 0eKOB Iuia3Mbl. OOpa3ylolMiicss aMMUaK MOXET OBITh MCIIOIb30-
BaH [UISl CUHTE3a OMpee/IeHHbIX aMUHOKUCIIOT WM a30THCTBIX OCHOBAHUMA, JIM-
00 ymajJieH M3 OpraHu3Ma.

TpaHCaMMHUPOBaHME

BT0 TIpoliecC CMHTE3a aMUHOKHUCIIOT IyTeM (hepMEeHTaTMBHOTO TIepeHOCa aMHU-
HOTPYIIIBI ¢ AMUHOKHUCIIOTHI Ha OKCOKUCTOTY. OOIIMI TMPUHIMIT 3TUX PeakUuii -
00MeH crierIIecKUMU paarKaaaMy MeXITy aMUHOKUCIIOTOM Y OKCOKMCIIOTOM:

NH; 4] Nily
| TpchaMMHaau "
H.C-CO0 4 C-CON s C-COOY  + H-l’.l‘.ACOO'
Ry R, R Ry
| TpaHCaMuHa3bl
H-C-COO + c-coo" -, C-Coo" +
1 | I
R, Ri R,

JaHHbBIE peaklMy KaTaau3upyrTcs ¢epMeHTaMM aMMHOTpaHcdepa3amMu, Ha3bl-
BaeMbIMU Takxke TpaHcamuHazamu. I ['pocteTrdeckoil rpynmoii Bcex TpaHcaMu-
Ha3 CJIyXUT NUupuaokcaibdocdar, KOTOPhIiA SBASETCS MPOU3BOAHBIM MUPUIO0K-
cuHa (ButamuHa B,). TpaHCaMUHUPOBAaHUE CIYyXUT CIIOCOOOM OOpa30BaHUS TeX
aMUHOKUCJIOT, KOTOPBbIX HE XBaTaeT B MUIIEBOM pallOHE.
ODe3aMMHUPOBaAHME

OpraHu3m He crocobeH 3aracatb aMUHOKUCIIOTBI, U €CJIM aMUHOKUCIIOTHI He
MOIYT OBITH Cpa3y HCIIOJIb30BaHBI IS OMOCHMHTEe3a OejiKa, OHU IIOABEpPraloTCs
JIe3aMUHUPOBaHUIO B IeyeHu. OOBIYHO a-aMMHOTIPYyIIa OOJIBIIMHCTBA aMUHO-
KHUCJIOT CHayaja TepeHOCUTCS Ha a-OKCOIIyTapaT ¢ oOpa3oBaHMEM IiIyTamara,
KOTOpBIA ITOTOM TIOJBEPraeTcsl OKUCIUTEIbHOMY J€3aMUHUPOBAHUIO C 00pa3oBa-
nueM NH/. BT10oT mpouecc coctouT B (hepMEHTATUBHOM OTLICTICHUA aMWHO-
TPYNIbl U OJHOBPEMEHHOM OKMCJIEHMM OCTaTKa MOJIEKYJbl C OOpa3oBaHUEM YT-
JIEBOJIA, KOTOPbI MCMOJB3YETCSl B TMPOLIECCE ObIXaHUS. A30TUCTBIM HpO,LlYKTOM

Ae3aMHH OBaAHUI HBJIHCTCH aMMHUax. +
R TaNaT 2 R s Hay - NH + -oxcornyrapar + NADH + K
IRYTaMATAEHAPOreHas
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ObpazoBaHMe MOYEBUHE

AMMMaK, 00pa3yroIInicsa Tpu Ie3aMUHUPOBAHUM, TIpeBpaIlaeTcs B MOYe-
BUHY - PacTBOPMMBIN TIPOAYKT, Toexamuii ynanenuioo. O0Opa3oBaHUE Moue-
BHUHBI TIPOUCXOIUT B OPHUTMHOBOM LIMKJIE, TTPEACTaBJIeHHOM Ha puc. 11.

4 Hy0
I
Pymapar Aprti H,N-C-NH,
MouBsHHa
APTHHMHICYEUMHAT OpHAUTHH
KapGamoundgocdar
R-C-NH;
HuTpynnax
AcnapTar
6]
R-MH; f
€0y + NHyY

Prc. 11. OprHumisoBelii npx [3]

Puc. 11. OpHUTHHOBBIN LMK [3]

CuHTe3 0€JKOB MJIAa3MBbI

B mevenu cuHTe3upyercsl OOJBIIMHCTBO OEIKOB IUIA3Mbl - aJIbOYMUHOB,
anba- M 0era-mIoOYyJIMHOB. AJNBOYMUHBI CIIy:KaT II€PEHOCUMKAMM KaJIbLIMS,
TpunTodaHa, OWIMpPyOMHA, COJICH XKETYHBIX KMCJIOT M HEKOTOPHIX CTEPOMIHBIX
TOPMOHOB. AJbha- 1 OeTa-IJI00YJIMHBEI YYaCTBYIOT B TPAaHCIOPTE TUPOKCHMHA U
VHCYJIMHA, a TaKXe XOJIECTEPUHA, JIMIUIOB, Xee3a 1 ButamMuuoB B, , A, D u K.

OOMeH XKHPHBIX KHCJOT M PEryjsnus JUNUIHOTO O0OMeHA

IledyeHp uUrpaeT IIaBHYIO POJIb B PETY/ISILMM JUIIMAHOTO Mertabonm3ma. Ko-
IJa B OpraHrM3Me UMeeTCs U30bITOK 9HEPIMHU, XUPHbIE KUCIOThl CUHTE3UPYIOTCS B
MeYeHu, 3TepubULMPYIOTCS U CEKPETUPYIOTCS B KPOBb B BUJE JIMIIONPOTEMHOB
oueHb HU3KoM 1wioTHOCTH (JIOHII), KOoTOphIe SIBISIIOTCSI OCHOBHBIM MCTOYHMKOM
SKUPHBIX KUCJIOT ISl CUHTE3a TPUIJIMIIEPOJIOB B XXMUPOBOM TKaHU. KUpHblE KH-
CJIOThl CUHTE3UPYIOTCS B IIMTO30JIE MyTeM TPUCOEAMHEHHUs IBYXYIJIEPOAHBIX OC-
TaTKOB K pacTyIlel emnu, 3aKpeIUICHHON Ha allWIIepeHOCsIIIeM OelKe.
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CMHTEe3 UM pacleljieHre XUPHBX KWUCIIOT

AKTUBHPOBAaHHBII IIPOMEXYTOUYHBINM IpoayKT ManoHmwi-CoA obpa3syercs
nyTeM KapOokcuiarpoBaHus aueTuia-CoA:

HCOq + ATP ADP +F;

| I
H,C-C-5-Coh = (OC-CHyC3-Coh

Auetun-CoA Agerun-Cod-kapboxcunasa Mancrwn-Coi

ALCTWIIbHBIE TPYIIBI TIEPEHOCSATCS M3 MUTOXOHIPHIA B LIMTO30Jb C TIOMOIIIBIO
LIMTPATHOTO YeIHOYHOrO MeXaHu3Ma (puc. 12). DToT xke MexaHu3M 00eCIIeurBaeT Ie-
HepupoBanre NADPH, HeoGxommoro aj1st BOCCTAaHOBIICHUSI TIPUCOEAMHEHHOTO alle-
TwibHOro ocrarka. OcrampbHoii NADPH mocrymaer u3 meHrto3odocdarHOro IryTi.
Hurpar crumymupyer aneTiii-CoA KapOoKcuiasdy - (epMEHT, KaTaIM3UPYIOIIiA pe-
maronmii stan. Ecim B kiietke umeercst u30bToK ATP u anetin-CoA, To KOHIIEHTpa-
LIMS IUTpaTa YBEJIMIMBAETCS M 3TO CTUMYJIMPYET CHTE3 XKUPHBIX KHCIIOT.

MUTOXOHAPHA LMTO30NE
AyeTwr-Col
LinTpar ——= LluTpar Xiuemn-c‘oﬁt
Crcanpayerar
CHCanoaueTaT NADH
ManaT
flupysar =—1—— [Mupysar ./(N;\DPH
L -

Puc. 12. UurpaTueii wenaouHsiit Mmexanmim (6]

Puc. 12. IuTpaTHBIA YeTHOUHbIM MeXaHU3M [6]

PacmeruieHre XUPHBIX KUCJIOT TPOMCXOIUT B MUTOXOHIPUATBHOM Mart-
pukce. OHu pacmiersiorcs no auetuia-CoA myrem P-okucneHusi, B xome KOTO-
pPOTrO OT MOJIEKYJIbI KUPHON KHCJIOTHI TOCIEA0BATEIbHO OTILETUISIOTCS IBYXYT-
JIeponHble (hparMeHThl, TaK YTO Ha KaXXIOM 3Tarie MOJIeKy/la YKOpauMBaeTcs Ha
JIBa aTOMa yrjiepona. 3aTeM, eclid IMOCTYyIaeT J0CTaTOYHOe KOJIMYECTBO OKCaslo-
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amerarta, aueTwi-CoA BCTymaeT B LIMKJI TPUKapOOHOBHIX KucioT. Ilpu Hemoc-
TaTKe oKcajoaneraTa aneTuia-CoA TmpeBpalnaeTcs B KETOHOBBIEC Tesla.

ObpaszoBaHMe KETOHOBEX Tel

Auetmn-CoA, o0pa3yloluiicss Ipyu OKUCICHUM XHUPHBIX KHUCIOT, OOBIYHO
BKJIIOYAETCS B LIMIO/TPUKAPOOHOBBIX KHUCIIOT, BCTyMasl B PeaklUio KOHAEHCALIUU
C OKCaJIoalleTaTOM, HO TOJBKO B TOM CJyvae, KOrma KOJWYECTBO XUPOB M YIJe-
BOJIOB B THMILE COAJAHCUPOBAHO. B OTCYTCTBME YITIEBOIOB WM TIPU HapyIICHUU
MX WCTIOJIb30BaHUsI KOHIIEHTpALMs OKcajoalleTaTa CHUXKaeTcsl. B Takmx cirydasx
JanbHeHIii MeTabomm3M aueTwi-CoA umeT Imo MmyTyu oOpa3oBaHMS alleToalleTa-
T1a 1 D-tuapokcubyTrpaTa, KOTOphIe Ha3hIBAIOT KETOHOBBIMM Tejamu (puc. 13).

o]

AleTin-CoA -8-CoA
e goA CoA y

’&8& Au.eT?n- iﬁ -S-CoA
2 Augrun-CoA = AueToauerin-CoA “H,

HO-C-CH,
i
con’

3-runpotcu-3-MeTunrnyrapun-CoA

AueTn-CoA

T: NAD* NADH+H* H' CO,
\._j - \.J
OH- ‘CH3 O=T—<.."3"_""'"-'0=(f_CH3
H,

|
H, CH,

[ule)
coo ALBTOH

D-3-ruapokcubyTupar AleToaueraTt
Puc. 13. OGpasoanine KETOHOBEIX Ten B NeveHH [6]

AueToH

COO-
D-3-ruppokcnbytupat AueToauetat

Puc. 13. O6pa3oBaHre KETOHOBBIX TeJl B TIeYeHN [6]

IIpy BocCTaHOBACHWM alieToaleTaTa B MUTOXOHAPUAILHOM MaTpUKCe 00-
pasyercs 3-tuapokcudytupar. M3 MUTOXOHApWIA IMeYeHU 3TU COeIUHEHUS Aud-
GYHIUPYIOT B KPOBb U IEPEHOCATCS K MepudepruecKuM TKaHSIM. AlieToaleraT
U 3-TUIPOKCUOYTUPAT BBIMIOJTHSIOT POJIb IBIXaTeJbHOTO TOIUIMBA W SIBJISIIOTCS
BaXXHBIMU WCTOYHMKAMM 3Hepruu. Tak, cepleyHas MBIIIIA W KOPKOBBIM CJIOM
MOYeK IMPEIOYUTAIOT MCIIONb30BaTh aleToaleTar. Moar, mIsi KOTOPOTro Tpef-
TTOYTUTETBHBIM HMCTOUHUKOM BSHEPIMM SIBIISIETCS TVIIOKO3a, B YCIOBUSIX TONOAA-
HUS WK TIpY auabeTe CrocoOeH amanTUpoBaThesl K MCIIONB30BAHUIO alleToalle-
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Tara. B 3ToM cayyae aueToaueraT npeBpallaetca B ABE MOAeKY sl aueTHn-CoA,
KOTOpPbIE BKAIOYAIOTCA B LHEN TPHKapOOHOBEIX KHCNOT (pHc. 14),

Cyrupnnn-Coa  CyripHar

CoA
PN/ 11 i
H,C-C-CH,-COO H,C-C-CHy-C-5-CoA 2 H;C-C-5-CoA

CoA-tpanchepasa Tuonasa
AueroaueTar Austoauetun-CoA AueThn-CoA

Puc. 14. Henone3oBanie aleTOALETATA B KaueCTRE TOMLAMBA

Tata. B aTOM ciydyae aleToaneTar mpeBpaniacTcs B ABe MOJIEKYNIBl aneTuia-CoA,
KOTOpBIE BKJIIOYAIOTCS B LIMKJI TPUKAPOOHOBBIX KUCIOT (puc. 14).

?2 "W'rr T r

H,C-C-CH,-COO——————*- H,C-C-CH,C-S-CoA *+ ~ > 2 H,C-C-S-CoA
CoA-TpaHcdepasa Twonasa
AwmeToauertar Auertoauetnn-CoA Auetn-CoA

Puc. 14. Ucnonb3oBaHue alieToanerarta B KauecTBe TOTUIMBA

Iocrapnsig alieToaleTar B MbIIILIbI M MO3T, cama MeYeHb He UCTIONb3YeT 3TO CO-
eIMHEHNE, TaK KaK He COIEePXKUT TpaHchepasy, HeoOXOIUMYIO U1 00pa3oBaHus alle-
TwI-CoA. B KauecTBe MCTOYHMKA SHEPIUU IIeUeHb MCITONb3YeT KUPHBIE KUCIOTHI 1
KETOKUCJIOTHI - MTPOIAYKThI OKUCIIEHUsST aMUHOKHUCIIOT. [JIMKOMM3 B MEYeHU CIIYXUT B
OCHOBHOM JIJIs1 00pa30BaHMUsI CTPOUTEILHBIX OJIOKOB IS OMOCUHTE3a.

a B MARSIBAPAn X OJIeC TepuHa

ITpoMexyTo¥RLIM TIPOAYKTOM B PCaRIIM Y ANSPH30BE HAE REISHOBLIX TEJ SIB-
nsgercs 3-tuapoRcu-3-MeTrnyTapuia-CoA. BTo coeqrHeHNe MPUCYTCTBYET Kak
B MUTOXOHApUARHAIIETOK MeueHu, Tak U B LUTOIUIA3Me. MUTOXOHAPUATLHBII
yJ1 3TOTO T KR} CJIY>KUT B OCHOBHOM ISl 0Opa3oBaHUsI KETOHOBBIX T, a
LUTOILIA3MATHYEH 1/11/1 MEkFHHSERECT B o6pa3OB MeBaJloHaTa - TMPEeALIECT-
BEHHUKA XOJIEC CB)I/IHa CHUHTe3 McBaloHaTa He gpemﬁmﬂmmcmmeay
XOJIECTepUHA, R kak ot peakuusi, Kafaiuzupyemass 3-TMIPOKCU-3-

MeTHIR AT COR BE K01, sBisiercs: ndd®psfvoit (puc. 15).
0

Hp

COO
MetanoHar

Puc, 15. IMpeppaitieHun 3-ruaporcH-3-mMeTHN-TAyTaphn CoA [6]
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MeBanoHar fBJIETCS NPEALIECTBEHHUKOM cKBalieHa, C,; -ynieBonopona, co-
CTOSIILIETO M3 IIECT M3OMPEHOBBIX emuHMII. JlaibHeile peakiuy UUKIU3aiu
ckBaneHa npu ydactun NADPH u monexynsapHoro kuciaopoga U IOCIeAyIolee
yaaleHUe TpeX METabHbIX TPYII NPUBOAIT K 00pa3oBaHUI0 xojectepuHa (Cxi).

Takum 00pa3oM, cXeMaTMYeCKH CHMHTE3 XOJeCTepMHA MOXHO TPENCTaBUTD
CIEeAYIOIMM 00pa3oM;

*- CksaneH (C,0) **  XonectepuH (C,,)

Auerart (C,)—»- MeBanoHar (C,)

XosecTeprH MOXET TIOCTYIaTh ¢ MUIIEH WIM CUHTEe3upoBaThcsl de novo.
CkopocTb 00pa3oBaHUsI XOJeCTepHMHA B OOJBILION CTEIIEHU 3aBUCUT OT KOJIMYe-
CTBa XOJIECTEPHHA, TOTPEOISIEMOro C IMHUIIEH, TaK KaK XOJeCTepUH IOJaBIISET
cuHTe3 3-THAPOKCcH-3-MeTmIrmyTapui-CoA-penykTa3el - (epMeHTa, KaTaau3u-
PYIOILIETO CUHTE3 MeBaJOHaTa.

B cuHTe3e xojectepuHa M3 CKBaJieHa M B TPEBpalllcHUU XOJiecTepruHa B
CTEPOMIHBIE TOPMOHBI M JKEJTYHBIE KUCJIOTHI OY€Hb BaXXHYIO POJIb MTPAIOT peak-
LMK rugpokcunuposanud. Bee stu peakumu unyt npu ydactun NADPH u 0,
MPUYEM aTOM KHUCJIOpOAa TUIPOKCUIBHON Trpynmbl mpoucxomut u3 Or- Bropoit
aToM KHCJIOpoJda BOCCTaHaBIMBaeTCs 10 Bombl. DepMeHTHI, KaTaau3upylole
MOJOOHBIe peakIMu, Ha3bIBAIOTCS MOHOOKCHUTE€HA3aMHU. AKTUBAIUST MOJIEKYJISp-
HOTO KHCJIOpoIa 00eceurBaeTCsl CUCTeMOM, comepxaiein nuroxpom PA)- Llu-
ToxpoM P4Y) sABnsieTcs KOHEUHBIM KOMITOHEHTOM ILIETM TepeHOCa 3JIEKTPOHOB,
OOHApYXeHHON B MMTOXOHAPUSAX HAANOYEYHWKOB M B MHUKPOCOMAax IIeYEHHU.
Ponb aT0# cUCTEMBI TIpeXIe BCETO B TUIPOKCUIMPOBAHUM, a HE B OKUCIUTENb-
HOM (pochOpUINPOBAHUN.

ObpazoBaHue BuUTamMmHaa D

XOoJIeCTepUH SIBIISIETCS MPEIeCTBEHHUKOM BUTaMUHa D, Wrparoiero meH-
TpaJlbHYI0 pOJb B MeTabonu3Me Kamblusg U (docdopa. IIposuramun D,
7-meruapoxojiecTeprH IoaBepraercsa (oToau3y IION IEeMCTBUEM YIbTpaduose-
TOBOTO CBETA, NMPEBPAIasCh B NPEBUTAMMH D, KOTOPBIH CHMOHTaHHO H30MEPH-
3yercd B BuTamMuH D,. Butamun D, (xonexanbuudepon) npespamaercs B ak-
TUBHBIA TOpMOH (1,25-mmoKcukanbuudepos) B pe3yabTaTe peakUM TUAPOKCH-
JIMPOBaHMS, IIPOMCXOISIIEH B ITIEYEHU U TTOUKax [3].

ObpazoBaHMe XEeJYHHX KMUCJIOT

B mevyeHu u3 xonecTepruHa CUHTE3UPYIOTCS TIEPBUYHBIE KETIHBIE KUCIOTHI:
XoJleBast M XeHomeoKcuxojieBas. M3 3TUX KUCIOT B KMILIEUHUKE IO BO3MEHCT-
BUEeM OaKTepHalbHON MUKPOMIOPH B Pe3ylbTaTe peaklUil AeKOHBIOTALMKM U
JeTaapOKCUIMPOBAHUSI TTPOMCXOAUT 00pa30BaHWE BTOPUYHBIX XETYHBIX KHCIOT
13 JEOKCHXOJIEBOM KUCIOTHI B MEYEHW W KUILEUYHUKE 00pa3yeTcsl YpCOMEOKCH-
XoJieBasl - TpeTUYHAs TUIPOMUIbHAS XeTuyHash KUCIIOoTa, KOTOpasl COCTAaBJIsIeT He
oosee 5 % OT OOLIEro Myia XeMYHbIX KUCIOT (puc. 16).
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1o 90-95% Xem4HbIX KMCIOT peabcopOMpyeTcsl B OCHOBHOM B TUCTaJIbHOM
oTzeNe MOAB3IOUTHON KUIIKM, 3Ta YacTh, KOTOpas MUHOBAla WJIEOLIEKAIbHBIMN
KJIamaH, - B TOJICTOW KuIlKe. TakuMm 00pa3oM, OCYIIECTBISIETCS SHTEPOTenaTh-
gecKash UUPKYJISIIUS KeTUHBIX KUCIIOT.

KemuHbIe KMCIIOTHI IIPEICTaBISAIOT CO00i aM(pUITATUYECKE BEILIECTBA, YTO
CBSI3aHO C WX MOJIEKYJISIPHOU CTPYKTYpOIi, KOTOpasli BKJIIOYaeT IMApohOOHYIO
4yacTh (MpeAcTaBlieHa CTEPOMIHBIM KOJILLOM M OOKOBOI LIEMbIO) W I'MIPOMIIb-
HYIO 4acCTh, OTpeNeIsIeMylo YMCIOM W TIO3UIMeN TUAPOKCUIBHBIX TPYIT U Kap-
OOKCWJIBHOI TPYMIIOi Ha OOKOBOM LIEIIH.

Ilo Bo3pacTanuio ruapodOOHBIX CBOMCTB XXETUHBIE KMCJIOTHI pacliojara-
10TCS1 B cliefytoleM ropsiake: xonesas (3a, 7a, 12a) > YIXK(3a, 73) > xeHo-
neokcuxoineBas (3a, 7a) > neokcuxosenas (3a, 12a) > nuroxoneBas (3a). Dtor
MOPSAIOK OTHOBPEMEHHO OIpeAessieT U YBeJUUYeHNe TOKCUMUHOCTHU XETYHBIX KH-
CJIOT: MMEHHO TUAPO(OOHHBIE (COOTBETCTBEHHO JMIOMWIbHBIE) CBOICTBA 0bec-
MEeYMBAIOT TIPOHUKHOBEHUE XEMUHBIX KUCJIOT B JUIIUAHBIC CIOU, TIPEXIE BCETO
B MeMOpaHBI, KaK Ijla3MaTuieckue, Tak 1 MeMOpaHbl MUTOXOHAPUI, YTO BBI3bI-
BaeT M3MeHeHUe X (PYHKIMOHUPOBAHUS U B KOHEUHOM MTOTE TMOE/Ib KIETKHU.

XonecTepRyE

ePBHYTHO KENIHEIE KHCNOTH (B IeveHH)

AeHoneoKcHXOMSBAA KHCAOTA Xoneras KHCIOTA

(3o, 7o) 3a, 78, 12¢0)
Bropuunme xkenukbie KRCAOTH
(B KHIEKE) +
Aurtoxonesan 7 Ketoantoxonesan Heokcrxonesan
KucnoTa (3a) KncnoTa (3o 7 kero) kHeoTa (3o, 12a)

TpeTH'—IHbIe WEMYHBIe KECTTOTHE (B KRIIKS H l'[e‘-leHH)

F
Cynsdonyroxoienas Vpcoreokcrxonepas o Jlo 5% o1
{cynpgoduposanbad 3a) kucaora (3o, 78) obinero oyna

AEMYHEIX KHCIIOT,
¢ Hetoxcnuna

Puc. 16, Obpazopatne weryHerX kucioT [14]

CuHTEe3 U CekKpelus JIUIIONIPOTEVHOB

XojecTepuH, TPUTIULEPUIBI W OpYyTUe JMMHUIOLI TPAHCIIOPTUPYIOTCS
KUAKOCTSIMU OpraHM3Ma C TIOMOIIbIO psda JUITOMPOTEMHOB, KOTOPHIE KJIac-
CUGULMPYIOT MO TUIOTHOCTH B TIOPSIIKE €€ BO3pacTaHUS: XMJIOMUKPOHBI, JIM-
MOIPOTEeUHBI oYeHb HM3Koi 1miotHocty (JIOHII), numompoTeMHBI HM3KO
mwiotHoct  (JIHII) u numompoTremnsl BbicOKO ImuiotHocTu  (JIBII).
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JIMTIONPOTEHBI CHHTE3UPYIOTCS U CEKPETUPYIOTCST MTEYSHBIO U KUIIEYHUKOM.
OHU COCTOAT U3 TUAPOGOOHOTO JTUITUIHOTO sIIpa, OKPYXKEHHOTO TOJISAPHBIMUA
JIUTIUAAMA U 000JI0YKOM U3 amobGelKoB. DTU KOMIUIEKCH COJNOOMIN3UPYIOT
cunbHOTHIAPOGOOHBIE TUMUALl. KpoMme Toro, 6eKu, BXOASIINE B COCTaB 3TUX
KOMILIEKCOB, HECYT CHMTHAJbl, PETYJUPYIONINE TOCTYIJICHUE OIpeneIeHHbIX
JIUTMUAOB B CIelMbUIecKre TKaHU-MUIIEHW W BBIXOI JUIMHMIOB U3 3TUX TKa-
Heil. XWJIOMUKPOHBI TIEPEHOCAT TPUALMITIMIIEPOJIbI, XOJECTepUH W IPYTHe
JIMIUABI AU U3 KUIIEYHWKA B KUPOBYIO TKaHb M nedeHb. JIOHIT cuHTe3u-
pYIOTCS TJIaBHBIM 00pa3oM B TMEYeHW W JOCTABJISIIOT HOBOCUHTE3MPOBAaHHbBIC
TPUALMITIUIIEPOJIBI K XuUpoBo TKaHu. Poib JIHIT 3akimodaercst B mepeHoce
XoJiecTeprHa (B BUae 3(upa JMHOJIEBOM KUCIOTHI) K MepudepruyecKuM TKa-
HSIM ¥ PETYISIIUM CUHTE3a XOJIeCTepUHA B 3TUX TKaHAX. [1pu HapylleHUu Jiv-
MUIHOTO OOMeHa MPOMCXOOUT yBedudeHue KoHueHTpauuu JIHIT B 1utazme
KPOBM, M XOJIECTEPWH OTKJIAIbIBacTCs B TKaHSIX M, 4TO Oojee omacHo, Ha
CTeHKaX apTepwii, MpuBoIs K aTepockiepo3y. JIBII cuHTe3upyooTcs B Me4eHu
U TIEPEHOCHT XOJIeCTepHH OT NepudepruecKnX TKaHeil K reueHu (8; 14].

3anmacanue BUTAMHHOB B NMEe4YEHH

B medeHn XpaHATCS HEKOTOpPbIe BOIOPACTBOPMMBIC BUTaMUHBI - B, C, HU-
KOTHMHOBas KucioTa, B12 (mmankoOamaMut) u (oaueBas Kuciaora. OQHAKO IIaB-
Hble BUTAMUHBI, 3ariacaeMble B IEYEHU, 3TO XUPOPACTBOPUMbBIC BUTAMUHBI A,
D, Eu K.

3anacaHue MUHepPAJbHBIX BellleCTB

Hapsiny ¢ xene3oM 1 KajlieM B TIeU€HM XpaHSTCS MUHepaJbHbIE BEIIECT-
Ba, HEOOXOIMMBIC B OYeHb MaJIbIX KOJMYeCcTBaX (MUKPO3JIEMEHTBI), TaKhe KakK
Melb, LIMHK, KOOaabT M MojubaeH. 2Kene3o XpaHWUTCS B BuIe (eppuTHHA -
KOMIUTeKca xene3a ¢ P-rmobymuHom. XKene3o ocBoGoXmaeTcsl TIpH paspyliie-
HMM B TIEYEHU CTapbIX dPUTPOIIUTOB M XPaHUTCS IO TeX TOp, MOKa He MOoTpe-
OyeTcst 111 06pa30BaHUs HOBBIX 3PUTPOIIMTOB B KOCTHOM MO3Te.

Pa3pymieHue 3puTpoOIMTOB U reMOrJOo0MHA

Bpems xxu3HM 3pUTpOIUTOB cocTaBisieT okojo 110 mueit. K KoHIy atoro
Teprosia OHU CTaperoT W pa3pylialTcs MakpodaraMy peTUKYJI03HAOTeIUab-
HOW CHUCTeMBbI TIeYeHM, CeJIe3eHKM M KOCTHOTO Mo3ra. ['eMornoOuH paciierisier-
cs Ha reM U TI0OMH. [7I0OMH pacIierisieTcs Ha COCTaBISIIONINE er0 aMUHOKUC-
JIOTBI, KOTOpbIE MCTONB3YIOTCS B COOTBETCTBUM C MOTpeOHOCTsIMU. OT rema oT-
LIETUISIETCS KeJIe30, a OCTAMIIUecss TUPPOJIbHbIE KOJblla 00pa3yloT 3eJIeHbIi
MUTMEHT OWJIMBEPAWH, KOTOPBINA TpeBpallaeTcss B OUIUPYOUH - XKENTHIA IHT-
MEHT, BXOISILUI B COCTaB Xequu. JKeryHble TUIMEHTHI - 3TO TPOAYKTHI, IOJI-
Jiexxaniue yaajeHuo U3 opraHu3Ma.



BakTepun u npyrve maTOreHHbIE OPTaHM3MBI YOAJSIOTCS M3 KPOBU Kyride-
POBCKMMU KJIETKAMM, a TOKCUHBI, KOTOPhIE OHU BBIIEJSIOT, 00€3BPEXUBAIOTCS B
pesyabTate (hepMEeHTaTUBHBIX DeakIuil, MPOUCXOMAIMX B remarouutax. O6e3-
BpeXXHMBaHNE TOKCHHOB TIPOVCXOIUT yTeM peakKIiii OKUCICHUSI, BOCCTAHOBJICHHS,
METWIMPOBAHMS WM KOHAEHCAIIUU C IPYroil OPraHnIecKor WM HeOpraHM4eCcKon
MOJIeKYJI0il. BaxkHyl0 posiib B JMETOKCUKAIMU TOTMIMKIMIECKMX apOMaTUIeCKUX
VIJIEBOIOPOIOB MTPAIOT peakly TUIPOKCUIMPOBAHMS, KaTATU3UPyeMble MOHOOK-
cureHa3aMu. BBemeHue TMAPOKCUIIBHBIX TPYII TO3BOJISIET MPUCOSAUHUTD K 3THM
MOJIEKyJIaM TIOJISIpHBIE TPYITITbI, KOTOPhIE YBEMUMBAIOT PacTBOPUMOCTb MOIMMM-
IIMPOBAHHBIX apOMaTHUUYECKMX MOJIeKyNT. Ilocie AeTOKCHKAlMU 3TH BEleCTBa BbI-
BOJSITCS ITOYKAMMU.

OpnHako zeiicTBue cucteMbl Pso He Bcerma Moje3HO A OpPraHM3Ma, Tak
KaK MMEHHO 3TMM ITyTeM HauOoJjee MOIIHbIE KaHLEPOTeHBbl TMPEeBPaILAlOTCS B
XUMUYECKU aKTUBHYIO (hopmy.

OCcOOEHHOCTH CTPOEHUSI JeNaloT TeueHb YPEe3BbIYAalfHO YYBCTBUTENBHOW K
NENCTBUIO TOKCMHOB. 30HAa, OKpyXarllas LEeHTPabHYI0 BEHY, XapaKTepu3yeTcsi
HM3KON aKTUBHOCTBIO O€llka M TJIMKOTEHCUMHTE3UPYIONIMX TMpoiieccoB. OaHako
TeTaToLMThl 3TOW 30HbBI COAEPXKAT BHICOKME KOHLEHTpaIuu (hepMeHTOB, MeTabo-
JIM3APYIOIINX KCeHoOMoTHKM, Iipexne Bcero NADPH-mmToxpoMpemyKkTa3HbIiA
komruiekc. MepmMeHTsl U (hepMEHTHbIE KOMILUIEKCHI JIOKAJIM30BaHbI Ha MeMOpa-
Hax DJIaKOro 3HAOIJIA3MAaTUYECKOro PETUKYJIyMa TrernaroiuToB. WMHIyKTOpbI
MeTabonn3Ma KCeHOOMOTMKOB OMHOBPEMEHHO YBEJIMYMBAIOT MAacCy 3HIOTLIA3-
MaTUYEeCKOTo pPETUKYJIyMa.

KPOBb

B otnuume or Bcex ApYrux TKaHeW, KJIETKM KPOBM B3BEIICHBI B KUIKOM
cpene M LMPKYJIUMPYIOT B 3aMKHYTOM cHCTeMe KPOBEHOCHBIX cocynoB. Kposb
oyt Ha 50% cocTouT U3 XXuaKoi Ba3bl (T1a3Mbl), comepkaiieil KpoMe 6eJTKOB
MHOXECTBO HU3KOMOJIEKY/ISIPHBIX COCAMHEHU. DPUTPOLUTHI (KpAaCHbIE KPOBSI-
HBle KJIETKU) COCTaBISIOT 45% o0beMa KpoBH, 5% 3aHUMAlOT TPOMOOIUTHI U
neitkouutsl. B 0,1 M1 kpoBu comepxkutcst okojio 500 a3puTpouuToB, 25 TpoMOO-
mutoB u 1 neiikomut. HasBanme «aputpouut» (erithros - XKpacHbIit) 00ycioBie-
HO TPUCYTCTBUEM B KJIETKaX KPACHOTO MUTMEHTA - reMorjioOuHa. JIedKouuThl
(leukos - Oenplif) mpu LETPUPYTHUPOBAaHMM OOPA3yIOT CIOK Oeoro IBeTa Ham
0CaZIKOM 3pUTPOLUTOB. TpomOouuTH (trombos - TpoMO) MOJYYWIM Ha3BaHME
10 UX CIOCOOHOCTU (OPMUPOBATH CTYCTKM KpOBW. [Ipu CBEpThIBAHUM KPOBU
o0Opa3syeTcsl XUAKOCTb, Ha3BaHHAsi ChIBOPOTKOM, B OTJIMYME OT IJIa3Mbl, OHAa HE
CONEPXUT pPsifi OEJTKOB, YJYAaCTBYIOUIMX B CBEPThIBAHMU KpoBU. K OCHOBHBIM
(yHKIMSIM KPOBU OTHOCSITCS:

1) TPaHCIIOPT KUCJI0OpOoAda OT JIETKUX K TKaHAM U MEPEHOC YITICKUCIIOTO ra-
3a OT TKAHEM K JIETKUM;
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2) TpaHCIOPT MOTJIOIIEHHBIX OPraHU3MOM MUTATEbHbIX BELECTB;

3) mepeHOC KOHEUHBIX IIPOAYKTOB MeTaboju3Ma B IOYKH, KOXY, JIETKHeE,
KUIIEYHMK JUIS TIOCTIEAYIOIIEeTO UX BbIBEIEHUSI;

4) mommepxaHWe B OpraHM3Me HOPMAJIBHOIO KHCIOTHO-IIEJIOYHOTO
paBHOBeCHS;,

5) perymsauus OajgaHca BOOBI MEXIY LIMPKYIMPYIOLIEH XUAKOCThIO U TKa-
HEBOU XNIKOCTHIO;

6) peryJIsiLysl TEMITePaTyphl Tela IyTeM PAaBHOMEPHOIO pacIpene/ieHUsT TeIla;

7) 3ammTa OT MHGpEKUUid (OCYLIECTBISIETCS JEHKOUUTAMM U ILIUPKYJIU-
PYIOLIMMU B TUIa3Me aHTUTEaMU), 3allUTa OT KPOBOTEUEHUI (CBEPThHI-
Balollas CUCTeMa KPOBHU);

8) perynsamus Metabonau3Ma (TpaHCIOPT CUTHAJIBHBIX MOJIEKYI);

9) TpaHCHOPT pa3JIMYHbIX META0OJUTOB, B TOM 4YMUCJE U C IOMOIIbBIO
TPaHCIIOPTHBIX OEJIKOB;

10) mHTerpanbHas ¢GyHKIUS (CBA3bIBAHKUE Pa3IMYHBIX OTAEJIOB OpraHu3Ma).

IInazma KpoBu

Ina3ma KpoBU - 3TO BOAHAs TpaHCHOpTHas asza IUIsl MUTATEIbHBIX Be-
IIECTB M MPOAYKTOB MeTaboaM3Ma, JOCTABIsIEMbIX B TKAHU, TOPMOHOB, HEOP-
raHUYeCKMX HOHOB M KOHEYHBIX TIPOAYKTOB, BBIBOIMMBIX M3 OpraHu3Ma.
OdeHb YacToO Ui TPAHCIIOpTa TUIOXO PAcTBOPUMBIX B BONE COCTMHEHMIl HMC-
MOJIB3YIOTCSl O€JIKY IUIa3Mbl. Tak Kak OelKu, B CUIY MX BHICOKOI MOJEKYJISIp-
HOW MAaccChl, He TPOXOIAT 4epe3 IMOYeUHBI Oaphep, OHM TEPEHOCAT TLIOXO
pacTBOpUMBIC B BOJIE BellecTBa K opraHam (Jalle BCero K IedyeHu), Tae oTU
BEIlIECTBA KOHBIOTUPYIOT C TIIOKYPOHOBOW KHCJIOTOM, 00Opa3ysl IMapHbIe CO-
eIVHEHMSI, pacTBOPMMEBIC B Bome. B TMeyeHM CUHTE3UPYIOTCS Bce OSNKMU ISt
TpaHCIOPTa SHAOTEHHBIX JUMUAOB. [l1a3Ma KpoBU COAEPXUT MMMYHOIJIOOY-
JINHBI, HEKOTOPbIe (PepPMEHThI, 1 HU3KOMOJIEKYJIApHbIE cCoenuHeHUs (TJII0KO3a,
dbochonmunuapl, XonecTepuH, JaKTaT, KETOHOBBbIE Teja, aMUHOKHCIOTHI, MO-
YeBMHA, MOYeBas KHUCIOTa U HEKOTOPHIE APYTHE).

IIpu dpakimoHnpoBaHUK OEJIKM IUIA3MEI AEISITCS HAa TP OCHOBHBIE TPYIIITHL:
¢ubpuHOreH, anTb0yMUH M MIOOYIMH. benky miasmbl MomgepKUBaiOT BHYTPHUCO-
CYIUCTOE KOJJIOMTHO-OCMOTMYECKOE MaBJIeHUE, KOTOpOe TMpemIoTBpallaeT CIWIII-
KOM OOJBIION BBIXOA KMIKOCTH U3 COCYIOB BO BHECOCYOMCTOE TKAaHEBOE IPO-
cTpaHcTBO. Hanbosnbimii BKIam BO BHYTPUCOCYAMCTOE KOJIOMIHO-OCMOTHYECKOE
NaBJieHWe BHOCUT aIbOYMMH, €r0 KOHIIEHTPALUs B IIa3Me BBIIE, YeM KOHLIEHTpa-
LIS ABYX IPYTHX TJIABHBIX OEJTKOB.

Bernkuy 1mjasMbel KPOBU

AJNBOYMUH CHUHTE3UpYETCSl B TIEUCHM, €r0 MOJIEKYJIsIpHas Macca COCTaBIIs-
et 69000 manbTOH, a eIMHCTBEHHAsS LEb COCTOUT 13 610 aMUHOKMCIOTHBIX OC-
TaTKOB. BaxxHast posib anbOyMuHa 3aKIIIOYAETCS B TOM, YTO OH SIBJISIETCS MOJIe-
KyJoii-riepeHoCUMKOM. C €ro IMOMOIIBIO OCYIIECTBISETCS TPAHCIIOPT OWIUPY-
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6I/IH3., KUPHBIX KUCJIOT, MHOI'MX JIEKAPCTBECHHBLIX COCIMHEHUA. MoneKyna aJlb-
6yMI/IHa COACPXKUT JIMIaHO-CBA3bIBAIOIINIC BbICOKOCHCHI/I(bI/I‘{HI)IC y4aCTKu, 4YTO
MO3BOJISIET €1 TPAHCIIOPTUPOBATL BCIIECCTBA, COACpXKAIIHUECA B IJIa3M€ B CJIEI0-
BBIX KOJIMYECTBAX. HpI/I CHMKCHUUN KOHLCHTpaAlun aJ'[I)6yMI/IHa B IJIa3M€ KpOBH,
COIMPOBOXKIAIOIIEEC HEKOTOPLIC ITATOJOIMYECKME COCTOAHUA HabJII0maeTcss OTeK
MSTKMX TKaHEN, CBI3aHHBIA C ITOHMXXEHUEM BHYTPUCOCYAUCTOTO KOJUIOMOHO-
OCMOTHUYECKOI'O JaBJICHUS.

I'n00yIMH CHIBOPOTKM TIPEACTABISICT COOOM CIIOXHYIO CMeCh OENKOBBIX
MOJICKYJ, 4aCTO HasbIBaeMbIX a-, P~ W y-IJI0OYIMHBL JaHHas KiaccuduKaims
MOCTPOEHA Ha 3JIEKTPO(GOPETUIECKOMN TOABUKHOCTH TJIOOYIMHOB.

I'nukonmpoTenHbl comepXaT KOBAJICHTHO CBSI3aHHBIE (parMeHTHI OJIUTO-
caxapumoB. JlaHHBIe OelKM OOHApYXMBAlOTCA BO Gpakimsax al- u a2~
[J0OYJMHOB. MHOTHE TIPOTEMHBI SIBIISTIOTCS  BBICOKOCTICIIMATM3UPOBAaHHBIMU
OeKaMu, HaIIpuMep, UMMYHOTJIOOYJTMHBI.

Jlunonporennsl. benkoBas 4yacTh JIMTIONPOTEMHOB HA3BIBAETCS AIlOJIUIIO-
MPOTEeUHOM WJIM arnoOesKoM. B HEeKOTOphIX JIMMOIpOTENHAX Ha €€ JIOJII0 MPUX0-
mutcst 60% (MIONPOTEMHBI BBHICOKOM TJIOTHOCTH), a B HEKOTOphIX 1% (Xujo-
MMKPOHBI). JIMTIOMPOTEUHBI COCTOSAT M3 JIMITUAHOTO SiIpa M HApYXXHOTO CJIosl,
copmupoBaHHOro dochoaunuaamMm, XoJaecTeposioM U arobdenkamu. Hekoro-
pble arobenKu SBJISIOTCS WHTETPATbHON YaCThIO JIUTIONPOTEMHA U TIOCTOSIHHO
BXOISAT B €r0 COCTaB, APyrue MOTYT CBOOOAHO TepeaBurathcs. B cocTtaB numo-
MPOTEUHOB TUJIa3Mbl BXOIST ONWH WM HECKOJIbKO OEJIKOB WM TOJUIENTUIOB,
KOTOphIe Ha3bIBaOTCcd amobenkamu. Amobenku A-I (28000 mambroH) m A-T1
(17400 mambTOH) BXOMSIT B COCTaB JIMIIOIIPOTEMHOB BBICOKOW ILIOTHOCTH. AMO-
Oenku Tva B MHTerprpoBaHbl B JIMIMONPOTEUHBI HU3KOM MJIOTHOCTH, JIUTIOIPO-
TEWHBl OYEHb HU3KOW IJIOTHOCTU W JIUTIONIPOTEUHBI CpelHel MmuoTHocTU. OnHa-
KO CYILECTBYIOT pa3jinyusi B aMMHOKHCIOTHOM COCTaBe M MOJIEKYJISIDHOW Macce,
HampuMmep, amooenok B xunomukpoHoB (B-48, 200000 manbToH) MeHbIIE aro-
6enka B-100 (350000 manbTOH) JUIIONMPOTEMHOB HU3KOI IUIOTHOCTH U HMEET
JPYroii aMUHOKUCIOTHBIN cocTaB. Paznnuus 3akiroyaroTcs eille U B MecTe CUH-
Te3a amobenkoB. B-48 cunHTesupyercs B KuineuHuke, a B-100 - meyeHn. Aro-
oenku C-1 u C-1I mpencraBisiior co0oii HEOOJNbBINNE ITOJUIICHTUIBI, KOTOPHIE
CBOOOZIHO MOTYT IMEPEXOAMTb OT OMHOTO JIMMOINPOTENHA K ApyroMmy. Kpome TO-
ro, C-I1 siBnsieTcsl akTUBAaTOPOM BHEIEYEHOYHOM JTUTMOMPOTEUHIIUIIA3bl U y4acT-
BYeT B OCBOOOXIEHUU KPOBOTOKA OT TPUALIMJITJIMIICPOJIOB.

Kpome anobenkoB A, B u C B m1asMe KpoBu UACHTUDUIIMPOBAH aro0eIoK
E (10% ot obiiero cocraBa aMMHOKUCIIOT B HEM COCTaBJIsIeT apruHuH). B 1ie-
JIOM, JIUTIOTIPOTEUHBI CIYXaT MEePEeHOCUUKAMU Pa3IMYHbIX JIMTTUIOB U COEeIUHE-
HMI1 HE PaCTBOPUMBIX B BOTHOI ¢hase Iia3Mbl

HmMyHOrI00ymMHbI. BaXkHeMIMMY KOMIIOHEHTAMH TITa3Mbl KPOBU  SIBJISTIOT-
¢S UMMYHOTJIOOYJIMHBI, WM aHTUTea. TepMUH «JIOOY/IMH», KaK YKe OTMEYasioch,
OTHOCUTCS K PaHHEH CHCTeMe KilacCU(UKAIIMM: TaK 0003HAYaIM OeNTOK, PacTBOPH-
MBIl B cojieBoM pacTBope. CyIecTBYeT HECKOJIBbKO KJIacCOB WMMYHOIIOOYJIMHOB,
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OITHUM M3 KOTOPBIX siBisieTcs IgG, BeIpaGaThiBaeMblii KJIETKAMHU B GOJIBIINX KO-
JIMYeCcTBaxX TPHU JJIUTEIBHOM KOHTaKTe ¢ aHTMUreHoM. Mornekyna IgG umeer
Y-06pa3Hyto ¢hopMy U COCTOMUT M3 YEThIpEeX MOJUTENTUIHBIX 1IETeil: IBYX OIU-
HaKOBBIX JIeTKUX L 1 IBYX TsoKeabix H, coemmHeHHBIX TUCYIbOUIHBIMU CBSI3SI-
mu (puc. 17).

(&

AHTHICH
© Capdade et [y
G . HTHACgn
oberin meneh
5 (3
Fe~gparsen Komcrawmes
TRl ey | . ofhiacs

Puc. 17. (a) Monexkyna IgG. Monekynsr IgM u IgA omimuaroTcs
Fc-pepmenTtamu, HO cxoxXu B BapuabeabHOM yacTu. H - Tsokemas uenb; L - rer-
kast. N 1 C cOOTBETCTBEHHO 0003HAYaIOT aMUHO- U KapOOKCHU- KOHIIbI TTOJIUTIETI-
tupa. ®parment Fc - C-koHieBas yacth H 1ierneii, KOBaJleHTHO CBSI3aHHBIX B
OIVH IOMeH S-S-cBsa3siMH. B HazBaHMM oTpaxkeHa criocobHocTh gparmenTa (F)
- OJTHOTO U3 TPOAYKTOB KaTaJIM3UPYEeMOro TMaranHOM T'MIPOJv3a MOJEKYJIbl aH-
TUTENIa B 00J1aCTY TMOKMX MApHUPOB - K KpucTammm3anun (C).

(6) INMonepeyHast CBSA3b aHTUTEHA C OTAENIBHBIMU CIIELIM(UIECKUMU SITATOTIAMU.
(B) AHTUTEHbl C MHOXECTBEHHBIMM AHTUTCHHBIMU JI€TEPMUHAHTaAMU OOpa-
3YIOT C aHTUTEJIOM TMOINEPEYHOCHINTRIN HEPACTBOPUMBIH Kiactep [9]

N-konub! L- u H-1iereit comepxar BapuabesIbHbIe 00J1aCTH, MMEHHO 3T 00-
JIaCTH ABYX lieTieil (popMUPYIOT aHTUTEH-CBSI3BIBIOLIMI YYaCTOK Ha KaXIOM JIyde.
CBsI3bIBaHUE C AHTUTEHOM OCYIIECTBIISIETCS 332 CYET HEKOBAJIGHTHBIX CBsi3eid. Ta-
KM 00pa3oM, aHTUTEJI0O UMEET Ba MICHTUYHbBIX aHTUTEH-CBSI3bIBAIOIIMX 1IEHTpa
U MOXET 00pa3oBbIBATH C MOJIEKYJaMM aHTUTeHA TOTIEPEYHYIO CBSI3b, 3TOMY
TaKKe CIIOCOOCTBYIOT TMOKMe "IIapHUpPHbIE" 00JIACTH MOJICKYJIBL. AHAJIOrMYHAs
CTPYKTypa CBOMCTBEHHA U APYIMM UMMYyHorIoOyinHaMm. Hekoropble U3 HUX, Ta-
kue Kak IgM, cocTosT U3 naTH CyObenMHMULL, Kaxaas U3 KOTOPhIX OUYeHb MOX0oXa
Ha Monekyibl IgG. Monekyna IgG OuBaieHTHa, OHA COOCPXKUT ABa MACHTUIHBIX
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y4yacTKa CBSI3bIBAHUSI, KXl U3 KOTOPBIX MOXET CBSI3bIBATHCS C OJHUM U TEM
K€ AnuToroM (cretrduyeckas 4acTh aHTUTEHA, y3HABaeMasl aHTUTEJIOM).

BosbIIMHCTBO BbIpabaThiBaEMbIX aHTUTET COJAECPXKUT MHOXECTBEHHbIE yJ4acT-
KU y3HABaHUS Pa3JIMUHBIX SMTUTOHOB IAaHHOTO aHTUTEHA, TTIO3TOMY B3aUMOJICIICTBIE
AHTUTEJI ¢ aHTUTeHAMU TIPUBOIUT K 00pa30BaHMIO MHOXECTBA MOJIEKYJ, KOTOPbIE
aKTUBUPYIOT CUCTEMY KOMIUIEMEHTa (KOMIUIEKCca OEJTKOB KPOBHU, JOTOJHSIIOLINX
NeCTBUE aHTUTE] B JIM3MCE MHBA3MBHBIX KJIETOK). CyIIeCTBYeT MSIThb OCHOBHBIX
KJIACCOB MMMYHOTJIOOYJIMHOB, OTJIMYAIOLIMXCS OOWH OT JPYroro KOHCTAaHTHBIMU
obnactsimu H-1iereit, OTBETCTBEHHBIMU 32 (PU3MOTOTMYECKYIO (DYHKIIMIO aHTUTE.
IlepBbIM U3 CUHTE3UPYIOLIMXCS B OpraHu3Me aHTuTen siysiercs: [gM. O1o MynbTr-
cyobequHuYHas dopma aHTtuTena ¢ 10 aHTUTeH-CBSI3bIBAIOIIMMU Y4acTKaMU OCO-
6eHHO 3¢(eKTUBHA TP 00e3BpeXXUBAHIN BUPYCOB U GakTepuii. IgM yuacTByer B
aKTUMBU3AllMM KOMITIEMEHTa M obecrieueHUM carounTto3a. [ToBTOpHbIE BBeIEHUS
TOTO € aHTUTeHA MPUBOJAAT K MacCUBHOMY oOpa3oBaHuto IgG, KOTOpBIii aKTUBU-
pyeT cucteMmy KoMIuleMeHTa U 3(h(EeKTUBHO MEPEeHOCUTCS Yepe3 TUIaleHTapHBI
Oapbep. IgA mpencrapisieT nMepByro JMHUIO 3alUThl OPraHU3Ma, TaK KaK BMECTE CO
crielMUIeCKUM CEKPETOPHBIM TIENTHUIOM TPAHCIIOPTUPYETCS B CJIU3UCTBIN CJIOM
KUIIIEYHUKA, IbIXaTeJIbHOW CUCTEMBI, a TaKKe ceKpeTupyercsl B Mojioko. IgE yua-
CTBYET B BbIIEJIEHUM TUCTAMUHA U CITOCOOCTBYET Pa3BUTUIO CUMIITOMOB aJUIEPTUU
B TIPUCYTCTBUU CIelM(UIECKOTo aHTUTeHa Win ajuiepreHa. IgE MoxeT rnpuBoauTh
K CHHTe3y (pakTopa aKkTHMBAIIMM TPOMOOIIMTOB, BbI3BIBAIOILETO WX arperamuio.
®Oynakimu [gD Hen3BeCTHEL

Kpome OCHOBHBIX PacCMOTPEHHBIX TUTIOB OEJTKOB ITTa3Ma KPOBH CONEPKUT
TakKe METAVICBSA3bIBAIONINE OSIKKM, HAITpUMep, TpaHCHheppuH, a TakkKe psan dep-
MeHTOB (ocdaTasbl, U3k, JAKTaTAETUIPOTeHa3y, TpaHCAMUHA3hI, (heppoKCH-
nasy, KpeaTMHKWHA3y W fap.). [Ipm paspyiieHUW TKaHeW WM TPpU HapylIeHUU
CTPYKTYpbI MeMOpaH BHYTPUKJIETOYHBbIE (DepMEHTHI BBICBOOOXKIAIOTCS BO BHYT-
pUBACKYJISIpHOE MPOCTPAHCTBO. B TakMx ciydasx WX KaTaJUTH4YecKash aKTUB-
HOCTb MOXET CJIYKMTb KOJMYECTBEHHBIM ITOKa3aTeJieM CTeNeHU TOBPEXICHUS
TKaHeid. JIMHaMWKa aKTMBHOCTH (bepMEHTOB IUIa3Mbl KPOBU MOXET CIIyXKHMTb
pPaHHUM IWAarHOCTHYECKUM MPU3HAKOM MATaJOTMYeCKOro Ipoliecca.

CBeprlBaHl/le KpOBH

INpexpaiieHe KPOBOTEUEHMSI TIOC/IE TPAaBMATUUECKOTO TOBPEXICHUSI KPOBE-
HOCHBIX COCYJIOB Ha3bIBaeTCsl reMOCTa3oM. Bhimensitor yeTsipe has3bl reMocTasa:

1) cokpaiieHue KpoBeHOCHOro cocyaa. [Ipu 3TOM yMeHbIlIaeTcss KpoBO-
CHaOXEeHMe TUCTAJIbHOM OT TpaBMbI 00JIaCTH;

2) o0pa3oBaHME B MECTe MOBPEXKICHUS PHIXJIOM TPOMOOLIMTAPHONI ITPOOKM
WM 6eyioro Tpomoa;

3) dopmupoBaHUEe KPAaCHOIO TpoMoOa;

4) yacTMYHOE WJIM TIOJTHOE PACTBOPEHUE CTYCTKa.
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IIponecc Koarymsaimu (CBEpThIBAHMSI KPOBU) OTHOCUTCS K 3aLIUTHBIM (hepMEH-
TaTMBHBIM MeXaHW3MaM opraHusma. C XMMHUUYeCKOW TOUKW 3pEeHHs, TepBOHAYAIb-
HBII CUTHAJT OYeHb CJ1a0, a (PM3MOJIOTUUECKUI OTBET Ha TIOBPEXICHME Cocya J0-
JKeH OBITh OBICTPHIM M MAaCCHPOBaHHBIM. B 3TOM cilydae OMOXMMMYECKOEe yCIIEHHE
CUTHajIa JOCTUTAeTCs C TMOMOIIBIO KacKama peakimii. CBepThIBaHME KPOBM MOXKHO
paccMaTpuBaTh Kak COBOKYITHOCTD JIBYX TPOLIECCOB: KacKamHO Pa3BUBAIOIIEHCS aK-
TUBHOCTH (pepMeHTa, OOpa3yIoIlero CrycTok, M OOpa3oBaHHE CaMOIO CIYCTKA.
KackanHast akTUBHOCTh OCHOBaHA Ha OrpaHUYEHHOM ITPOTEOJIM3e: HEaKTHBHBIC
MPeAIeCTBeHHUKN TPOTeHA3 aKTUBU3MPYIOTCS TTOC/Ie TOTO, KaK B MX MOJIEKY-
JlaxX TIPOM30IIIe]T pa3pbiB OINpeAeeHHBIX TIENTUIHBIX CBsI3eil. Bce HeobXomumbie
MPEAIIeCTBEHHUKY MPOTENHA3 HAXOIATCA B KPOBU B HEAKTMBHOM COCTOSTHUU, JI0
MOMEHTa TIOBPEXIEHUSI CTEHOK cocymoB. HomeHkarypa (hakTopoB CBepTbIBa-
HUSI OYeHb CJIOXHA, TaK KaK OHA HE COOTBETCTBYET OUEPENHOCTH ydacTus (hak-
TOPOB B TIpoliecce Koaryasauuu. M mo cBoeit XuMuueckoii mpupomne ¢hakTop Mo-
KET SIBJISITBCS (PEPMEHTOM, MO0 a/IOCTepUIeCKUM peryisitopoM (dakrop IV -
Ca2+), mubo penenTopHbIM 0enkoM (¢dakTop V - Ac-To0ynuH).

®aKTOPH CBEPTHBaAHUS KPOBU

®axkrop I - guopunocen - TIVKONPOTENH C MOJIEKYJISIPHOIM Maccoil OKOJIO
340000 manpToH, cocrosiuuii u3 2946 mociaenoBaTebHBIX aMHUHOKKCIIOT, IIpel-
CTaBJIsIeT co0Oi TUMEpP, B KaXIOM CyObeqUHUIIE KOTOPOTO COMEPKATCS TPU TO-
JIMTIENITUHBIE 1IeTM, COCAMHEHHbIE AUCYIbGUAHBIMM MocTuKamMu. Pakrop |
B TOM BHJIE, B KAKOM OH BbIPaOATHIBAETCSI MAapEHXMMATO3HBIMU KJIETKAMU TIeue-
HM TIOCTYNaeT B KPOBb U HasbiBaeTcsl (GUOPUHOTEHOM A, B OT/JMuue OT (pubpu-
HoreHa B, Kkoropwlii ocaxmaercs w3 1jaa3Mbl BUTaMUHOM K (Mpou3BOIHBIM
p-HadToxuHoHa). [loa aeiicTBreM TpoMOUHa (GUOPUHOTEH MpeBpalllaeTcs B He-
pacTBOpUMBIN B KpOBU (pUOPUILISAPHBIN GeloK — (puOpHH, OCHOBHOE BEIIECTBO
(cybctpar) Tpomba (crycrka).

B pesynbrate yBenmdyeHUsI KOHLIEHTpaluy (GuOpMHOreHa B KPOBU PE3KO I10-
BBIIIAIOTCSI CKOPOCTh OCEIaHMsI SPUTPOLIUTOB, B3KOCTb KPOBM, HO HE YCUIIMBAET-
Cs1 TEeMOKOAryJisilusl. YMEHbIIeHUeM KonndecTBa ¢uOpuHoreHa A Hike 1 1/
HMHOLJIA 00YCIOBIEHBI KpOBOTeUeHUsI (TMIOGUOPIHOTEHEMIS).

T'uno- u adpubpuHoreHemus: (IOJIHOE OTCYTCTBUE (PUOpPUMHOIeHa B KPOBH)
OBIBAIOT BPOXICHHBIMM U IIPUOOpeTeHHBIMU. Berpeuyaercss u aucubpuHOreHe-
MM — COCTOSIHME, KOrha IIOH OeiicTBUEeM TpoMOMHa (MOpPHMHOTeH KpOBU HE
npeBpaniaercs B (uOpuH, BciencTBUe (YHKIMOHAIBHON HEMOJIHOLUEHHOCTH
MOJIEKYJIbl (hUOPUHOTEHA.

®OubprHOreH MO BIMSHUEM TPOMOMHA IpeBpallaeTcs B (UOPUH IO TUITY
MPOTEOIUTUYECKOTO OpOOJCHMSI MOJEKYIbl (puOpuHoreHa. Brauane TpoMOuH
OTILIEIUISIET OT MOJIEKY/IBI (prOprHOTeHa 2 rmenrtuma A, odpasys ae3-A-MOHOMEPHI
¢uOprHa (HEMOJHOLIEHHBIE MOHOMEpHl (uOpuHA). 3aTeM  OTILEIUISIIOTCS
2 nmentuna B, u Bo3HuKaloT ne3-AB-MoHOMEpHI, WM ITOJIHBIE MOHOMEPBI (hrOpH-
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Ha. OcraBiiasics Mojekyna ¢uOpuHOreHa - (HOPHMH-MOHOMEp. DTa MOJEKysa
MpUoOpeTaeT CIMOCOOHOCTh COENUHSTBCS C cede TONOOHBIMU U OOpa30BHIBATH
GuOpUH-TIOIMMED, KOTOPBIM MPEACTaBIsAeT Teib (WK crycTokK). COopka MOHOME-
poB (MOpPUHA TIPOXOAUT ITAIbl (HOPMUPOBAHUSI TUMEPOB, U3 KOTOPBIX NPU TPO-
NOJBHOM U TIOMEPEeYHOM CIIMBaHUM O0Opa3yloTcsl TMoJMMepbl  (uOpuHa -
npoToUOpUIUIbI, a 3aTeM HUTU ¢ubdpuHa. Tpomb 13 Takoro (ouOpHHa JIerko pac-
TBOpsieTcsl (PMOPUHOIU3MHOM M TIOTOMY HE MOXET O00eCIeYMUTb TOJTHOLECHHbII
reMocrta3. DTo Hepeako ObIBaeT MPUYMHON KPOBOTOUMBOCTUA W TUIOXOTO 3aXKMB-
JieHust paH. [TomoOHbI (UOPYH Ha3BIBAeTCsI pacTBOPUMBIM (pubpuH S, soluble).
TMoNHOLEHHBIM, TO €CTh YCTOMYMBBIM K (DUOPUHOIU3MHY, OH MOXKET CTaTb TOJ,
nevictBueM uopuHasbl (pakropa XIlla). Ob6pasoBaBiumiicss GUOPHUH Ha3bIBAETCS
HepacTBOpUMbIM (pubprHOoM (pubpuH 1, insoluble).

®aktop Il - npompombun - orHocuTCa K 3yriobymuHam. [lom meiicTBuem
[IPOTPOMOUHA3bl 06PA3YIOTCS a-, p- U Y ~-TpOMOUHBL. a-TpoMOUH 001a1aeT CUIb-
HOIi CBEPTHIBAIOIIEH aKTUBHOCTHIO B OTHOILIEHUU (DUOPUHOTEHa, HO ObICTPO HEil-
Tpanusyetrcs: aHTUTpoMOuHoM I1I. P-TpoMOMH pe3ucTeHTEH MO OTHOLLEHUIO K re-
napuHy u AT III. y-TpomMOuH He MMeeT CBepThIBalOIlEeil aKTMBHOCTH, HO €My
TpUCYILIE 3CTepa3HOe U (PUOPUHOIUTUYECKOE ACCTBUE.

®aktop Il cuHTe3upyercs B medyeHu npu ydactuu BuTamuHa K. Ecim Ha-
pyuiaercst QyHKIMS TeYeHHM, KOHLIGHTPALMS TPOTPOMOMHA B KPOBU CHUXKAETCSI.
YpoBeHb TPOTPOMOUHA, WU ero QYHKIIUS, CHUXKAETCS MPU IHI0- WM 3K30TeH-
HOIl HemocTaToyHOCTU BUTaMMHAa K, Korma CUHTE3MpyeTcss HEeNOJHOLICHHBII
nporpombuH (6enku PIVKA). CkopocTh CBepThIBaHMS KPOBHM HapyIIAeTCs
JIMIIb MPU YMEHBIIEHUH KOHIEHTpaluu MpoTpoMOnHa Hike 40 %. TloBblieH-
Hblil ypoBeHb (akTopa Il criocobcTByeT pazButuio Tpom0030B. Kak mpaBuio,
TUIEePIIPOTPOMOMHEMUST OCTaeTCsl (PAKTOPOM PUCKA, €CJIU TOSBIISIETCS aKTUBHAS
NpoTpOMOMHA3a, CHUXKAIOTCS aKTUBHOCTb aHTUTpoMOMHa 111 u remapuHa, a Tak-
K€ yTHeTeH (PuOprUHOIU3.

CyllleCTBEHHON OCOOEHHOCThIO (DAKTOPOB TMPOTPOMOMHOBOTO KOMILIEKCA
SIBJISIETCSI 3aBUCMMOCTb MX aKTMBHOCTU OT YYacTusl B MX CMHTe3e ButamuHa K.

Ipu ero yuyactuu BbIpabaTbiBaeMble B TIeYeHM (HaKTOPbl WUMEIOT ramMmMa-
KapOOKCUTPYIIITUPOBKU, KOTOPbIE OCYILECTBIISIIOT pPEaKlMI0 C OTPULIATEIbHBIMU
rpyrnamMu TpoMOOIJIaCTUHA Yepe3 KablLiMeBble MOCTUKM. Takasi pekoHdUrypauusi
HeaKTUBHOTO hakTopa oOecreurBaeT eMy DPAaCKpbhITUE COOCTBEHHOTO aKTUBHOTO
LIEHTpa, ¥ TaKUM 00pa3oM MPOUCXOIUT MPEBPAIICHUE B aKTUBHYIO (hopMmy.

®akrop III - mkaneswiii mpombonsacmun (HeaKTUBHAsI TKaHeBasl IIPO-
TpoMOMHa3a, arornporenH C - TepMOCTaOWJIbHBIN Junonporeun). Paspyiaercs
npu 75 °C. Ero MHOro B JIETKMX, TKaHSIX MO3ra, cepila, KUAIIeYHWKa, MaTKu, B
sHpoteaun. OH, B OCHOBHOM, y4aCTBYET B JIOKaJTbHOM TemMocTa3se. [Ipu KoHTakTe
¢ miasMeHHbIMU  (pakTopamm (Vila, IV) cnocobeH akTuBupoBath dakTop X
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(3TO BHEWIHMI ITyTh (POPMUPOBAHUSI MPOTPOMOMHA3KI). M3 (DOPMEHHBIX BIeMEH-
TOB TKaHEBBI TPOMOOILJIACTUH MOTYT CUHTE3UPOBATH TOJIBKO MOHOLIMTHI.

®axkTop IV - uonst kasvyus - ©UMeeT MEPBOCTENCHHOE 3HAYCHUE JISI aKTH-
BaLlMU ITPOTPOMOMHA3BI U MPeBpalleHUs TPOTPOMOMHA B TPOMOUH. Y CKOpSIET (hpuod-
puHOreH-(hb1OPUHOBYIO peakinio. MIOHBI Kablivs HEOOXOIUMBI JIJISI B3aUMOJIEHCT-
BUS (DAKTOPOB CBEPThIBAHUS C (HOCHOIIIIIHON MOBEPXHOCTBIO KJIETOK. Y 310p0-
BbIX Jtozieit hakTop IV onpenensiercst B KoHueHtpauu 0,8-1,75 Mmonb/.

Kanbiuii crnocobeH CBsI3bIBaTH TenapuH, Onarofaps 4eMy CBepTbhIBaHUE
KpoBu yckopsietcsi. be3 kanblus Hapyiaetrcs aderaius TPOMOOIIMTOB U peT-
paKius KpoBSIHOTO cryctka. MoHbl KaabLusi MUHTUOUPYIOT (GUOPUHOINS.

®daxkrTop V — npoakcenepun, nabunvhbtii pakmop, uiu Ac-enobyaun, —
oOpasyercsl B TieueHU, HO, B OTJMYME OT APYTUX MEYEHOUYHBIX (HhaKTOpOB Mpo-
TpoMbuHoBoro komruiekca (II, VII, IX m X), ero cuHTe3 HE 3aBUCUT OT
ButamuHa K. TepmonabuieH, He aacopOUpyeTcsi CEPHOKUCIbIM OapueM.
IpoakceyepuH TJIOXO COXpaHsIETCSl B KOHCEPBUPOBaHHOU KpoBU. OH HeoOXo-
UM JiJ1s1 00pa30BaHUsI BHYTPEHHE MPOTPOMOMHA3BI, TIPU 3TOM 3aMETHO aKTHU-
BupyeT (pakTop X, W IS MpeBpalleHUs] MPOTPOMOMHA B TPOMOMH, KOTAa B KOM-
IUleKC BKMovatotes dakTop Xa, Ca2” u dochonumua. Bo BpeMsi cBepTHIBAHUS
KpoBU (pakTop V norpebisiercs, Kak u (akrop 1I, mosToMy B CHIBOPOTKE HE 00-
HapyxuBaeTcs. B ciaydasx neduuura ¢aktopa V B pa3iMyHOI CTENEHU Hapy-
LIAOTCSl BHEUTHUI U BHYTPEHHUI TTyTU 00pa30BaHUSI MPOTPOMOUHA3HI.

®dakrop VI - axcesepun, vim coteopomounwiii Ac-eno6yaun, - aKTUBHAS
¢dopma daktopa V. B cBsI3U C TeM, UYTO OTAEJbHBIM (DAKTOPOM IIpU3HAETCS
TOJIbKO HeaKTUBHasl, npodakTopHasi, (popma KoaryjisiHTa, akCeJepruH UCKIIOYeH
U3 ynorpebJieHs1 1 HOMEHKJIATypbl (DaKTOPOB CBEPThIBAHUSI.

®akTop VII - npokonsepmun, W Koneepmun - CUHTE3UPYETCS B IEYCHU
Mpu y4yactuu BUTamMuHa K, mosiro ocraercss B CTaOMIM3UPOBAHHON KPOBU, XO-
pOIIIO TIEPEHOCUT HarpeBaHUEe, TO3TOMY Ha3bIBaeTCsl CTAOMJIBHBIM (haKTOPOM.
®akTopwl XII, Xa, kaumkpenH MoryT mnpeBpaiaTh dakrop VII B Vila 1 B oc-
HOBHOM CITIOCOOCTBYIOT O0Opa30BaHMIO TKAHEBOW MPOTPOMOMHA3bI U TpeBpallie-
HUIO TIpoTpoMOMHa B TpoMOuH. PakTop VII B LIMPKyIMpylOleli KpOBY aKTUBH-
pyet dakrop X. D10 AeiicTBUE YCUIMBAETCS MOCIe aKTUBALlUU MPOKOHBEPTHMHA
TKaHEeBbIM TPOMOOIJIACTUHOM. Y OOJIbHBIX C MOpaXEHWEM TeUeHU U Yy TOJBep-
raeMbIX JICYCHUIO aHTUKOATYJISTHTAMU HETPSIMOTO JACMCTBUSI aKTUBHOCTb (haKTO-
pa VII cHmxaetrcsa. BpoxneHHbIM HempocTtaTkoM (akropa VII oOycioBieHo pas-
BUTHE remMopparmyeckoro muare3a. Makrop VII, momobHo daktopam XMa, XI,
X, IX, Tla u KalIuKpeuHy, SIBISIETCSI CEPUHOBON TMpPOTEa30ll C apruHuH-
3CTepa3HON aKTUBHOCTbIO.
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®dakrop VIII - anmueemoghunvruiii enobyaun A, Wi naazmeHHbl Mpom-
bonaacmuyeckuil gpakmop A, - OTHOCUTCSL K CJIOXHBIM DJIMKOMNpoTeuaaMm. MecTo
€ro CMHTEe3a TOYHO He ycTaHOBJIeHO. [loka3aH cuHrte3 dakTtopa VIII B eueHu, ce-
JIe3eHKe, KJIeTKaxX SHIOTENUS, JIEHKOIUTAX, TToYKaX. AHTUTeMOMUIbHBIN TI00Y-
JmH A 6bicTpo nHakTuBUpyetcs mpu 20° u 37 °C. OH cTabmiIeH HeCKOJIbKO YacoB
npu +4 °C u HeckoibKo Hemelb mpu —20 °C. BeIcTpo mcye3aeT U3 KOHCEPBUPO-
BaHHOI1 kpoBu. @aktop VIII nosbliie aKTUBEH B MPUCYTCTBUU IIUTpATa HATPUS
npu pH 6,2-6,9, HO GBICTPO TepsieT aKTUBHOCTH B cpene ¢ DJATA. OH He ancop-
oupyercsl Ha cyiabdaTe 6apust U TUAPOOKUCH aTIOMUHUSL. DTUM TOJIb3YIOTCS IS
otneneHust ¢dakropa VIII ot ¢akrtopos II, VII, IX u X. B kpoBu 3T0T (hakTop
LIMPKYJIMPYeT B BUJAE KOMIUIEKCAa M3 Tpex cyOobenuHull, obo3Hayaembix VIII<-
(xoarynupyrowas enuHuua), VIII-AT (ocHoBHO#1 aHTUreHHbI Mapkep) u VIII-
¢B (dakrop Bumnedbpanga, ceazaHHblii ¢ VH-AT). VIII-¢B peryaupyer cuHTe3
KOAaryJsitHTHOM 4actu aHTureModuiabHoro riodyauHa - VIIIR. Ilpu cBepThiBaHMU
kpoBHu ¢akTop VIII ocraercss B HEaKTUBHOM COCTOSIHUM.

®dakrop IX - Kpucmmac-paxmop, anmuzemopunvhbiii 2100yiun B, niaz-
MEeHHbLiL mpombonaacmuroeéslii komnonenm (plasma thromboplastin component -
PTC) - oOpa3syercss B medeHu. B mpoliecce cBepThiBaHMs KpoBH ¢aktop IX
He MOTpeOIsSIeTCsl U OCTaeTCsl B ChIBOPOTKE ellle B 0ojiee aKTMBHOM COCTOSIHUM,
YyeM B IUIa3Me.

®aktop X - ¢axmop Cmioapma-Ilpayspa - TIUKOIPOTEUH C Maccoil
Mostekysibl 54200-56000 manbToH. BbhIpabGaThiBaeTcsl B MEYEHM B HEAKTUBHOM
COCTOSIHMM TIpU yyacTuu BuTamMuHa K ¥ COCTOUT U3 ABYX MOJUMENTUIHBIX 1Ie-
neit: Tsokesoir (¢ MoeKyssipHoii Maccoit 38000 majabToOH), Ha KOTOpPOM Haxo-
JUTCSI aKTUBHBIN LIEHTP, U JIETKOM - C OCTaTKOM KapOOKCUTTIOTAMUHOBOM Ku-
CJIOTBI, HEOOXOAUMOII [Isl pucoeauHeHus K pochonununam. beictpo aeHaty-
pupyet pu 56 °C. B koHcepBUpoBaHHOI KpoBu Ipu 4 °C coxpaHsieTcs 2 Mecs-
ua. g obecrieueHus: reMocTasza gocratouHo 10 % dakropa X.

®akrop X akKTUBUPYETCS TPUIICUHOM U (hepMEHTOM U3 sina raatoku Paccena.
®aktop X TpaHchopMupyeTcsi B Xa IMOJ IeHCTBUEM COJIEBBIX PACTBOPOB C BbI-
COKOI1 MOHHOM CUJION.

Jns mpuoOpeTeHHOro WJIM BpPOXIEHHOIO HeaocTaTka ¢akTtopa X Xapak-
TEPHO YUIMHEHWE MPOTPOMOMHOBOIO BpeMEHU, HOpMaiM3ylolierocs "crapoii”
ChIBOpPOTKOI. BcerenacTBue BpoxkaeHHOro HepocTatka dakropa X, HacllenyeMoro
10 HEMOJHOMY ayTOCOMHOMY THITy, Bo3HUKaeT 6oyie3Hb Ctroapra-Ilpayspa, Ko-
TOpasi BCTpeYaeTcsl KaK y My>XUMH, TaK U Yy XeHIIMH. HakJIOHHOCTb K KPOBOTO-
YUBOCTU OTPEAEIISIETCS TOJIBKO Y TOMO3UTOTHBIX OCOOEiA.

®akrop XI - PTA (plasma thromboplastin anticedent) - TUTa3MEeHHbBINA TIpem-

LIECTBEHHMK TPOMOOILIACTUHA, [JIMKOIPOTENH C Maccoil Mosekyisl 160000 paib-
ToH. TepMonabuiieH paspywaerca npu 56 °C. B KpoBU 3[I0pOBBIX JIHOIEH €ro
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conepxurcst 50-185 %. Ha 2/3 octaercst B r1a3me 1ociie aacopOou riapOOKUCHIO
ATIOMUHUST WM CEPHOKMCIIBIM GapueM. B mpoiiecce cBepThIBAHUSI KPOBU HE MO-
TpeOJISIETCSI, TIO3TOMY OOHAPYKMBAETCSl B OOJIBILIOM KOJIMYECTBE B CHIBOPOTKE.

AxTuBHas ¢opma 3toro dakropa (Xla) oopasyercs rpu ydyactuu ¢akTopoB
XHa, ®neruepa u Outipkepanbaa-Dioxe. @opma Xla akrusBupyet dakTop I1X,
KOTOpbIN mpeBpartiaercs: B daktop 1Xa. Dra peakuusi OCyIIECTBISICTCS U TPUII-
CUHOM B MPUCYTCTBUU MOHOB KaJIbIIUSI.

BpoxneHHast HemocTtaToyHOCTh (pakTopa XI HaciemyeTcs Mo ayTOCOMHO-
peLieCCUBHOMY THUITY. DTa HEJOCTATOYHOCTD BBISIBISIETCS Y MYXKUMH M XKCHIIVH.
KpoBOTOUMBOCTH B OCHOBHOM OTMEUaeTCsl TOC/ie TPaBM U OTepalluii.

®aktop XII - gpakmop Konmaxma Xacemana - coefiHEeHUE C MacCOM MOJie-
kynbl 80000 mansroH. ®akTtop XII BbIpabaThIBacTCSI B HEAKTUBHOM COCTOSIHUM.
MecTo ero crMHTe3a He M3BECTHO. B J1aGOpaTOpHBIX YCIOBUSIX aKTUBUPYETCS MPU
COTNPUKOCHOBEHUM C TIOBEPXHOCTBIO CTEeKJIa, KAaoJMHa, 1ieJnTa, acOecTa, yriaeKu-
cioro Gapusi; a B opraHu3Me — IIPU KOHTAKTEe C KOXEeil, BOJIOKHAMHU KoJUlareHa,
XOHJIPOUTUHCEPHON KUCJIOTON, MMIIE/UIAMUA HACBIIIEHHBIX >KUPHBIX KUCIIOT,
OakTepyalbHBIMU JIUIIONOJIMCAXapUIaMU, CONEepKaIlMMU  PaguKallbl KUPHBIX
KHUCJIOT, SHIOTOKCUHOM, alpeHAJTMHOM U HOpalpeHATMHOM.

®akTop XaremaHa - "MHUIMATOP" BHYTPUCOCYIMCTOI KOAryJslMHU, aK-
TUBUPYET TMPEKAJIMKPEUHBI TJ1a3Mbl, KOTOpblE MpeBpaliaroTcs B (epMeHTh
KaJUIMKPEUHbI, OCBOOOXIAIOIEe KUHUHBI, U CIYXUT aKTUBAaTOPOM (HUOpUHO-
nu3a. Kannukpeun aktusupyet dakrop XII B 10 pa3 cuiabHee, 4yeM ILUIa3MUH U
daktop Xla. B xwumkoii cpeme dakrop Dieryepa okaspiBaeTCsl Hamboliee
BaXXHBIM aKTUBaTOpoM akTopa XareMaHa. B KpoBM eCTb MUHTMOUTODP aKTHB-
Horo ¢akTopa XareMaHa.

BpoxneHnbiii  gepuuutr ¢axkropa XII Haciaemyercss Mo ayTOCOMHO-
pELleCCUBHOMY THITY.

®akrop X1 - pubpuncmaburuzupyrowuii pakmop, ubpunaza, gpaxmop
Jlaku-Jlopanda - a2-rmvkonpoteun ¢ Maccoit Moiekyibl 300000-340000 mambToH.
MeHee TepMmocTabuiieH, yeM pudopuHoreH. OmnpenensieTcsl B COCYIUCTON CTEHKE,
TPOMOOLIUTAX, IPUTPOILIUTAX, MOYKAX, JIETKMX, MBIIIIAX, TUialeHTe. B riasme
HaxomuTcsl B Bujae mnpodepMeHTa, CoeluHEeHHoro ¢ ¢dubpuHoreHoM. Pakrop
XIII mom BausiHMEM TpoMOMHA IpeBpallaeTcsl B akTuBHYI0O ¢opmy (XIla).
B kxpoBu 310poBbIX Jioaeit ero comepxkurcs 80-120% (crycTok pacTBopsieTcsl 3a
50-100 ¢). 10% dubpuHassl 0becneYrBalOT MOJHOLIEHHBIA TeMocTa3, 2% 3Toro
dakTopa 10CTaTOYHBI IJISI OCTAHOBKU KPOBOTEUCHUSI.

TpomObI, obpa3oBaBIlIMeECS B MPUCYTCTBUU (DUOPUHA3bI, OUeHb MEIJIEHHO
nonaBepraioTcsa ausucy. Eciau aktuBHOCTH (pakTopa XIII cHuXaercst, cryctku
OYeHb OBICTPO pacmajgaloTcs, Jaxe Korma (UOPMHONUTUYECKAs aKTUBHOCTh
KPOBU HOpMaJibHasl.



YCTaHOBJ'[CHO, YTO CHMXKCHHE AaAKTMBHOCTHU (I)I/I6pI/IHa,3])I COITPOBOKIACTCA
YMCHBIICHUEM aAIr€3MBHOCTU U a(beramxnxl KPOBAHBIX ITNIACTUHOK, 1 HaOﬁOpOT - IIpu
TIOBBIIICHWM aKTUBHOCTH (I)I/Iﬁpl/IHaBI)I 3TU CBOMCTBA TpOM6OHI/ITOB TTOBBIIIAKOTCS.

®akrop DaeTuepa — n1a3MeHHbLI NPeKaliuKpeut, y9acTBYIOIINI B peak-
LMSX KOAryJisiliui B KOHTakTHOM (aze. Ecnu daktopa Pretuepa HET B OpraHU3-
Me, HapylaeTcs obiee BpeMs cBepThiBaHUs, X0Ts dakTophl I - XIII comepxarcs
B KpOBHU B Tipeziesiax HopMbl. [Ipu aToM 3aMensisieTcsi BHyTPEHHSIsSI CUCTeMa aKTU-
BallMM TIPOTPOMOMHA BO BpeMsi KOHTaKTa IU1a3Mbl CO CTEKJIOM, KAaOJWHOM.
®akTop ®netuepa aktuBupyeT pakropel VII m IX. Tem caMbIM OH CBSA3BIBacT
BHYTPEHHIOIO M BHEIIHIOK cucTeMbl akTuBaluu ¢akropa X. [IpekaminkpenH
TpaHchOpPMUpPYETCsl B KaJUTMKperH ToJ BiusiHueM ¢akropa XIla.

Heduumr dakropa Duetdyepa, MOOOOHO HEOOCTAaTKy akTopa XareMaHa,
KJIMHUYECKU HUYEM He TIPOSIBIISIETCS.

®@akrop Duripkepaipaa (Puripkepanbaa-Dioxe) - bvicoOKOMONEKY-
AAPHBLIL KUHUHO2eH naaszmbl (BM-xununozen), KOTOPBIA TEPEBOAMTCH KaJLIUK-
pEVHOM B KMHUH M Yy4acTBYyeT B akTuBaluu ¢akropa XI, yckopssi neiicTBue
Ha nocieaHuii akropa XIla. B mpolecce cBepThIBaHUSI KPOBU 3TOT (PAKTOP
He mnotrpebisiercss. Ero akTUBHOCTh HE CHUXKAETCs MOJ BIMSIHUEM HEIPSIMBIX
AHTUKOATYJISIHTOB.

Ecmu dakropa ®Puripkepaibia HET B OpraHM3Me, HapyLIAeTCsl aKTHBALIUS
BHYTpPEHHel cuctembl KaonnHoM. HemocraTok (aktopa Puripkepaibia obHa-
pYXMBaeTcs y OOJIBHBIX CAydailHO, ITOTOMY YTO Y HUX He OBIBaET reMopparuye-
CKOro JuaTesa.

®akrop Bwineopauna (VIILFW, uau VIII:gpB) - KpyITHOMONEKYISIPHBII
KoMrtoHeHT ¢paktopa VIII ¢ momekymsapHoit Maccoir 1500000-2000000 mambsToH,
BbIpa0aThIBACTCS B SHIOTEINU, BBIIEISIETCS B KPOBOTOK, B KOTOPOM OOBEIMHSI-
eTcs ¢ KoaryssiuuoHHoM vacTthio dakropa VIII (VIII:C, VIII:K), obpa3ys moin-
HOLIEHHBIN 2-MOJIeKY/ISIpHbIN KoMIuieke - ¢akrop VIII cBepThiBaHUS, WU aHTU-
reMo@uIbHBI T00ymMH A. YacTh (pakTopa BumiebpaHma w3 sHIOTENINS Iepe-
MelraeTcsl B CyOSHIOTENINIT U COSTUHSETCSl TaM C KOJIJIAareHOBBIMU BOJIOKHAMM 1
MUKpOGUOpWIIaMi, B KOTOPBIX HAXOMATCS LIEHTPHI JJISI CBSI3bIBaHUST (hakTopa
Bunmne6panma. VIII®B Hecer B ceb¢ IIaBHBIM aHTUTEHHBIH Mapkep (akropa
VIII, o6o3navaemsrii kKak VIIIR:Ag wm VIIEAF. OH Takke Ha3bIBaeTCs pUCTO-
neruH-Kogakrop (RiCoF). VIII: ¢B HeoOxomuMm mis aare3md TPOMOOLIMTOB K
cyoaHpoTenuio. MeHHO 4epe3 Hero TpoMOOIUTHI are3upyroTcs K KOJIareHo-
BBIM BOJIOKHaM U1 Mukpodudpmuiam. brmaromapst cBsasbiBanuio VIIIR:Ag —
VIII :dB obGneryaercst paciuiacTeIBaHUE, a He aare3ns TpoMOomuToB. JlokazaHO
Takke, yto VIII"B crumynupyer opraHuM3M CUHTE3UPOBAThb KOATyJISILIMOHHBIN
komrmoHeHT dakropa VIII (VIIIL: K).
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Bce daxTopsl opraHu3oBaHbl B CUCTEMY, YCJIOBHO TIOZIEJICHHYIO Ha BHEUTHUI
W BHYTPEHHUI ITyTh (POpMUPOBAHMS IIPOTpoMOMHA M TpombOuHa (puc.18). Ona
MMeeT KackKaJHoe IMOCTPOeHKE, YTO O3HAYaeT KaK MHOTOKPATHOE YCWJICHHE OTBEeTa
Ha MEePBUYHBIN CUTHAJI, TAK W CTPOTYIO MOCJIeI0BATEIbHOCTh TEUEHUsT BCETO 1IMKJIa
peaxiiuii, Korja MpomyKT OJHON PeakiMu CIIYXXUT KaTalu3aTOpOM JIPYTOi.

YcnoBHO BbIIENICHb BHEIIHMA MeXaHM3M OOpa3oBaHUsS TpPOMOMHA,
WMEIOIIUI 3alllMTHBIA XapakTep IMpU TpaBME COCyla, M BHYTPEHHMid Mexa-
HHM3M, KOTOPbIif MMeeT MHOTONIPUYMHHYIO aKTUBAllMIO, W TO3TOMY JitoOble IaTa-
JIOTUYECKUE COCTOSIHUSI MOTYT JIaTh €My ITYCKOBOIl MMITYJIbC.

OObenUHSIOUM U TOT, U JAPYroi MeXaHU3M (DaKTOPOM SIBJISIETCS HEOOXO-
JUMOCTb y4acTusi B Kackane GhochOoMUNUIHBIX MULIE/UT U MOHOB Kaiblus. Oc-
HOBHBIM UCTOUYHUKOM (hochoumnuaoB Aj1si BHEIIHETO MyTH SIBJISIETCS] TKAHEBbI
TPOMOOTLIACTUH-(GOCHOTUIIONPOTENH, CMEIINBAIOIIMIICS ¢ KPOBBIO MPU TPaBME.
BenakoBpIMU ydyacTHMKAaMM BHEIIHETO Ipoliecca sBisttores dakropsl VI, IX, X u
II (mporpomM6uH). OCHOBHBIM MCTOYHMKOM (hOCHOIUIINIOB BHYTPEHHETO ITyTH
SIBJISIIOTCSI TPOMOOLIMTBI M SHIOTEJIMOLUTHI. AKTUBATOpaMU OETKOBBIX YYaCTHU-
koB 3Toro mnytu - ¢akropoB XII u XI - gBISIOTCS YyKepOJHbIE TOBEPXHOCTH,
LIMPKYJIUPYIOIME UMMYHOKOMIUIEKCHI, KaJUIMKPEUH-KUHUHOBAs CHUCTEMa, TOK-
cUHBI, aHTUGhOCHONUNUIHBIE aHTUTeNla U T.1. HezaBucuMo oT HayasbHOM (ha3bl
o0a ITyTH 3aTeM BJIMBAIOTCSI B OOIIMII KacKaj, KaTaam3upyeMblil gakropamu VIII
u V. OuHaIbHBIM 3TarioM SIBJISIETCS TpeBpallleHue MPOTPOMOMHA B TPOMOWH
C TIOoCJIeAYIOLIEH 3TAITHOM MmojuMepu3anueii pudprHoreHa (puc. 18).

Kax BHemHwmii, Tak ¥ BHYTPEHHMIA IMyTh 00pa30BaHUSI TPOMOMHA MOTYT OBbITh
CITPOBOLIMPOBAHBI B3AUMOJIECTBUEM C U3MEHEHHO 3HIOTEINATLHON BBICTUIKOM.

1. BHyTpeHHMIA MEXaHU3M CBEPTHIBAHUA KPOBU

Ipu TMOBpEeXIEHUH SHIOTENUATBHOTO CJIOSI COCYIOB OOHAXKAIOTCSl KOJUIareHOBBIE
BojiokHa. [lepBoil peakiiveit Ha 3To OymeT arperaiyst TPOMOOIIMTOB B MeCTaX IO-
BpexaeHus. [TycKoBBIM MeXaHU3MOM JUTsi 00pa30BaHMsI TpoMOa sIBJIsIeTCsT ancopo-
LIUST Ha TTOBPEXKIECHHON IMOBEPXHOCTH psiia GEJIKOB KPOBU, YTO TMTPUBOIMT K B3aUM-
HOI ayTOKaTATUTUIECKOM aKTUBHOCTH IBYX MPOTerHa3, omHa 13 Hux ((akrop XII)
3aITycKaeT TPEXATAIHBIA KacKal peakIlvii, pe3yJIbTaTOM KOTOPOTO  SIBJISETCS
aKTUBALIMSA ellle OmHOM TpoTenHasbl - (akrtopa X. MakTop X, B CBOIO OYepenb,
aKTUBHPYET MPOTPOMOWH, TpeBpallias €ro B IJIaBHBIA (DepMEHT CBepThIBAHUS
KPOBH - TIPOTeMHA3y TPOMOMH. MIMEHHO TPOMOMH HEMOCPEICTBEHHO Y4acTBYET
B 00pa30BaHWU CTYCTKOB KpPOBU (TpoMOOB). TepMUH <«BHYTPEHHMI MeXaHU3M»
oTpaxaeT TOT (haKT, YTO BCe KOMIIOHEHTBI CBEPTBIBAHUS KPOBU HAXOMATCS B Helt
caMoii, KpOBb, HAIIPUMEDP, MOXKET CBEPTHIBATHCS U BHE OpraHM3Ma.
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Ka/nuKpe - kaiuHOBan TMOBPEAAEHHT
TKAHEBOR TPOMBONIIACTHH
agrop 111, SIHTEOR] H
Ca++

l Vi

Daxtop IX
Catt+ ¥

Gaxtop X

Cat+
TpoMOoTapredi doconmmun @

Catt

drax o)
daxrop X1 <—i

Puc. 18. Cxema ceepraiBayua kposu [10]

Puc. 18. Cxema cBepThiBaHusS KpoBu [10]
2. BHemHMid MEeXaHU3M CBEPTHIBAHUS KPOBU

[1a BHemHEM YT CUTHAJI IIPOXOAUT HE OT MOBPEXKIACHHBLIX COCYyJdO0B, a OT IIO-
BPEXAECHHBIX TKAHEM. OTUM CHUTHAJOM CIIYXUT OENKOBBIM KOMILJIEKC, Ha3bIBae-
MbIii TKAaHEBBIM (baKTOpOM. CyTI) €ro NEWCTBUS 3aKJII04YaeTcs B aKTUBALMU TIPO-

TenHassl (pakTop VII), KoTopas 3aTeM aKTUBU3UpYeT pakTop X.

BHewrHuit ¥ BHYTpEeHHU MEeXaHU3M CBEPTHIBAHMSI COCAUHSIOTCS Ha CTAIUK
aktuBauuu (akropa X. Ha koHeuHOM 00lieM 3Tare MPOUCXOIUT MePexo] Mpo-
TpoMOMHA B TPOMOMH M KaTaJW3UpyeMoe TPOMOWUHOM IpeBpalineHue GuOpuHo-

reHa B pubpuH TpomOa.

AHTUTPOMOUHOBAsSI cHCTEMA

AHTI/ITpOM6I/IHOB3.9[ cucTteMa KpoBu mnpeacraBji€cHa CBOMMU TJIaBHbBIMU KOM-

noHeHTamMu - aHTUTpoMOUHOM III (AT III) 1 PHIOTreHHBIM TEMapPUHOM.

AHTUTPOMOUHOBAsT aKTMBHOCTh KPOBU IEMCTBYeT KaK CUCTeMa «ILIaBalo-
MKUX JIOBYLIEK», HWCKIIOYUTEIbHO Ha TpoMOuH. Eciu riaBHBI aKTUBaTOpP
CBEPTHIBAHHUS €llle TOJIbKO NOJIKEH MOSBUTHCS B KPOBM B pe3yjbTaTe Kackaia
npeBpamieHuit, To anturpom6uH III Bcerma HaxooUTCs B KPOBOTOKE, M €ro
byHKUMA paccuMTaHa Ha CeJIeKTHMBHOE CBSI3bIBAHUE aKTUBMUPOBAHHOTO IpPO-

TpoMOUWHa, T.e. TpoMOuHa (puc. 19).
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HeakTHBHbLIA KOMITNEKC

Prc. 19, AuTurpomMGUHEBAd aKTHBHOCTE Kposu [10]
HeakTvBHBIN KOMILUTEKC

Puc. 19. AHTUTpOMOMHOBAsI aKTUBHOCTb KpoBu [10]

Hecmotpsi Ha TO, YTO B KpOBM €CTb W JAPYrMe€ CEPUHOBBIC MPOTEa3bl
- ¢pakroprl cBepThiBaHus, AT 111 ux He G10KMpyeT A0 TeX IOp, IIOKa OH He Mpo-
B3aMMOJICHICTBYET C TermapuHOM, KOTOpBIi B HEOOJBIIUX KOJIMYECTBAaX BCeraa
eCTb B KPOBOTOKE 3/JI0pPOBOTO UejioBeKa. B TakoM KOMILIEKCe aHTUTPOMOWH
nHakTUBHpyeT (akropsl Xa, 1Xa, Xla, XMa u mia3MuHOreH.

Hanmuuve B KpoBu TremapvHa CYHIECTBEHHO JUISI MHAKTHMBAlMKM (hakTopa
XHa, BoOCIpUHUMAIOILIETO BIWSIHUE NPYTMX CHCTEM opraHu3ma. B uactHocTu,
HauboJiee CYIIECTBEHHBIM SIBJISIETCS 3Tal 00pa30BaHMSI KOMILIEKCA, KOTOPbIi
B3aMMOJIEHICTBYET C pelienTopaMu He(UKCUPOBHHBIX KJIETOK - TPOMOOLIMTOB, a
Takke (PMKCUPOBAHHBIX — TYYHBIMU KJIETKAMMU, SIBJISTFOIIIMMUCS TJIABHBIM XpaHU-
JIMIIEM TerapruHa U Ba30aKTHBHbBIX BEIIECTB - TMCTAMWHA U CEPOTOHMHA.

DpPpUTPOUUTHI

TpaHcnopT KuCIOpona W YIJIEKUCIIOTO Ta3a OCYILECTBIISIETCS C TOMOIIBIO
KPacHBIX KPOBSIHBIX KJIETOK - 3pUTPOIIMTOB. B opraHusmMe yenoBeka obOpasyercs
160 MIH 3pUTpOLUTOB B MUHYTY. OHU LIUPKYIUPYIOT B KpoBu 110 gHeit u 3atemM
paspyiatorcsi. [loMMMo OCHOBHOI KUCIOPOATPAHCTIOPTHOUN (DYHKIIMM, 3PUTPO-
LIMTHl YYaCTBYIOT B PETYJSIIMM KUCIOTHO-IIEIOYHOTO pPAaBHOBECHUsI, TPAHCIOP-
TUPYIOT U UHAKTUBUPYIOT MHOTHE TOPMOHBI U MEIUATOPbI, PUHUMAIOT y4acTUe
B aIcOpOLIMM M MHAKTUBALIMU SITOB. 3peJible 3PUTPOLIUTHI MJICKOMUTAIOIINX HE
WMEIOT si7ipa U TIPENCTABISIOT COOOM CIUTIOIIEHHBIN TBOSIKOBOTHYTHIN AuCK. Ta-
Kasi (hopma KJIeTKM TOIIEPKUBAETCS IIUTOCKEJIETOM U CIIOCOOCTBYET YCUJICHUIO
ra3o00MeHa MeXIy SPUTPOLIMTOM M BHEKJIETOYHOI Cpenoii.

Y sMOpuoHa 3pUTPOLUTHI O0Pa3ylOTCs B MEUYEHU U Celie3eHKe, Y B3pocC-
JIBIX - B KOCTHOM MO3Te TUIOCKMX KOCTEl, B KOTOPBIX KPOBETBOPHBIE CTBOJIOBbIE
KJIETKM HETIPEPBIBHO Pa3MHOXAIOTCA W TMPOMYLUPYIOT MPEAIIeCTBEHHUKOB BCEX
TUTIOB KJIeTOK KpoBU. OOpa3oBaHUE pa3HbIX TUIOB KJIETOK KPOBU PETYJIMPYETCS

38



crieunduyeckumu Gesnkamu. Tak, OelOK 3pUTPOIIOSTUH, BbipabaThbiBaeMbIll B
MO3TOBOM CJIO€ TIOYEK, CTUMYJUpPYeT o0pa3oBaHue 3puTpoliuToB. CKOpocTh 00-
pa3oBaHUs BPUTPOTIOITMHA OOPATHO MPOMOPIMOHATIbHA TAPLMAILHOMY JaBJie-
HUIO KucIoposaa B TKaHU. [Ipy HemocTaTKe KUCIoponaa BbIpabaThiBaeTCsl OOJIbIIIe
SPUTPOINOITUHA U, CJIEIOBATEIbHO, OOJIbIIIE SPUTPOLIUTOB.

Ha pa3HbIX cTamusix 3pUTpOLIMTHI COAEPXKAT SIAPO, OMHAKO, MO3IHEE y MJle-
KOTIMTAIIIMUX OHO McYe3aeT, U 00pasyeTcsl He3pesasi KpacHasl KJIeTKa peTUKYJIO-
LIMT, KOTOpasi TOoCTynaeT B KpoBoTOK. Perukynouutsl conepxkar MPHK u cuHTes
Oesika B HUX MPOUCXOAMT JI0 TeX MOp, TMoKa KJIeTKa B IMpoliecce CO3peBaHUS He
npeBpamaercsa B sputpount. [Ipy okpammBaHuu KieTku pubocoMmbl 1 MPHK
BBITJISIASIT KaK TEMHbI MUTMEHTUPOBAHHBIN peTukysnyM. OTciofa v MpOU30IIIIO
Ha3BaHME BTUX KJIETOK - PETUKYJIOLMUTH. B 3pesoil KieTke HeT MUTOXOHIPUH, 1
JUIsT BBIpAOOTKM 3HEPIMM OHA WCITOJIb3YeT IIMKOJIM3 C O0pa3oBaHUEM JIaKTara.
B 3penoM spurpouurte akTMBEH MEHTO30(OChATHBII TyTh, B XOAE€ KOTOPOTO
npoucxoauT BoccTaHoBieHrne NADPH.

T'em u ero cunres

CaMoii BaxXHOI MOJICKYJIO B HOCTaBKE KHCIIOpPOAa OT JIETKMX K TKaHSIM
SBJISIETCS TeMOMIOOMH. ['eMornodbuH - 3T0 O€JIoK MIOOWUH, MNPOCTETUYECKON
TPYIIOil KOToporo siBisgercs reM. OH IpeAcTaBiisieT coOOil KOMIUIEKC IBYXBa-
JICHTHOTO kene3a ¢ mporonopdupuHoM (puc. 20). INociaemuumii o6pa3oBaH de-
TBIPbMSI UMPPOJILHBIMUA KOJIBLIAMU: YEThIpE 3aMEIICHHBIX IMUPPOJa CBSI3aHBI Me-
TIIeHOBEIMA MocthKamu (=CH-), Tak 4To co3maeTcs cucTeMa COIPSDKEHHBIX
IBOMHBIX CBsA3el. Takas KOHBIOTMpPOBAaHHAS CHCTeMa ABOMHBIX CBsI3eil ITOphu-
PMHOBOTO KOJIblIa IIPUAAET TeMy KpaCHOBATHII IIBET.

Puc. 20. Crpyxrypa remornofnna

Apyric reMel, paiMyalolMecs cBOUMHE GOKOBBIMH UelifinMH, oDHApyXensl B
uproxpomax. B mueorioGWue reM pacmonoxeH B YIIYONeHUW MOREKYMEI,



MpUyYeM ero ruapoduibHas 4YacTb oOpalieHa K TOBEpXHOCTH, a TMapodoOHbIe
TPYIIIIBI - BHYTPh MOJIEKYJIBI Oeka [9].
B reme getbipe upponbHEIX aToMa N cBsa3aHbl ¢ Fe2+ (puc. 21), ocTaBisis

IIBe 13 IIecTy cBsi3eii Fe2+ cBoOOOAHBIMU U JOCTYITHBIMU JUTA APYTUX JIMTAaHOOB.

s

—N_,; N -
—N : N—-
i o1

Puc. 21. CeasbeiBanne Fe”+ B reme
ATOM 3Kejie3a B reMe MOXKET CBSI3BIBATLCS C IIECTHIO JIMTAHIAMU: YEThIpE CBSI3U 3a-
HSITHI aTOMaMU IMUPPOJLHOIO a30Ta, a ABE APYrHe PaCIOOXEHBI Hal W IO
IUIOCKOCTBIO CTPYKTYPHI [9].
Cunre3 rena

Jlyis cuHTe3a reMa HeoOXOAMMO TOJIBKO JIBA MCXOAHBIX peareHTa: MIULUH U
cykunHMWI-CoA. DTH BellecTBa HEOOXOAMMBI IJIsSI CUHTE3a aMUHOJIEBYJIMHOBOM
KUCJIOTHI, PeaklMio 00pa3oBaHUsI KOTOPOW KaTaau3upyeT hepMEHT aMUHOJIEBY-

mmHatrcuHTaza (ALA-cuHTaza) (paac-22)on
-S—CoA
+ CHa(NH,)COOH
CH3 + CH,(NH2)COOH
éUUH

Ol Coa T
Cyxkunut-CoA Imwn

ALA-cHHTIH

CO—CHz——NH,
CHy + €0y

2 + CoA—SH
COOH
F-AMIEHONERYIHIOEIR KHCR0TE {ALA}

Puc. 22. [Nepbas c1agus cHHTE3a r'eMa, KaTaaH3upyeMas
5-amunonesynnAaTcuHTazoi (ALA-cunrtasa).
CrpykTyps! NpHBeReHE! B HEHOHH3HPOBAHHOH dopme



5-aMUHOJIEBYJIMHOBAsI KUCJIOTA - €IMHCTBEHHBIN MPENIIeCTBEHHUK IPU
cuHTe3e nopdupuHa. [IBe ee MOJIEKY/IbI, MCIIONb3YIOIIMECS IS 00pa3oBaHUS
nupposo-nopdodmmnHoreHa (I1bI), moaBepraioTcst meruapaTtaluyd OO AEHACT-
BueM ALA-nmerunpatasel (Puc. 23). OcrajgpHple cTaguy OMOCHHTE3a TIeMa
BKJIIOUAIOT B ce0si coemmHeHue deThipex Mojiekyn I1BIT B emunHyio cTpyKrypy,
MOIU(UKALIMIO TPYIIT OOKOBBIX LIEeil 1 00pa30BaHUE XeJIATHBIX KOMILIEKCOB C
NBYXBAJIECHTHBIM aTOMOM 3Xele3a. [TpoMeXyTOYHBIMU TeTpanupposiaMu Ha CTa-
Iusix Mexay oopasoBanueM IIBI u popmupoBaHMeM rema SBJISIIOTCSI O€CIIBET-
HBIE YPO- U KOIPONop(pUPUHOTEHHBI (CoaepXKallue METUICHOBbIE MOCTHKU) U
KpacHLIN IMpoTonophupuH (COAepKAaIINil METCHOBBIE MOCTUKN).

(EOOH FOOH
COOH CH, COOH CH,
L | ALA- | .
~Hr H, atupatrio "2 H,
cHlo1=C—————————¢c — ¢ +I2H76]
- 1
£ JI T
,CHi*r6"H,V Ne
NH, °-"-* NH,
JIBe monacyisl ALA Topdobuuraoreu { TIBI)

Puc. 23. Cunre3 nopdoodununorena (I1BI0) - cragusa nermmparanmu,
karanusupyemass ALA-nmernmpara3oii. JIJist IpoCTOTHI IIPEACTABICHEI
HEMOHM3UPOBaHHbBIE CTPYKTYpPhL. [lopdodbunmHoreH saBiseTcs
MOHOIIMPPOJIOM; TeMOIJIOOUH - TeTpanuppot [9]

MeTtaboauuecKuil yTh CUHTE3a F'eMa OTJIMYaeTCsl TeM, UTO TiepBasi peakius -
cuHTe3 ALA - mpoxomuT BHYTpYM MUTOXOHApuiA, mocie yero ALA mocrtymaer B
nuToruiazmy. OmHaKO KOHEUHbBIE TPY CTaIMK CHOBA MPOTEKAIOT B MUTOXOHIPUSIX.

Perynanusa 6mMOCHUHTEe3a peMa
U ODOoCTaBKa Xejleza B DPUTPOILUT

Perynsiimsa 6uocuHTe3a reMa HeroCpeACTBEHHO CBsI3aHa € TIOCTYTUICHUEM WJIH

XpaHEHWEM XeJle3a B KIIETKE M MOXET ObITh TIPeJCTaBIeHA PSIIOM TIOJOXEHUIA:
1) aktuBHOCTH ALA-CHMHTa3bl TUMUTHUPYET BECh IIPOLIECC CMHTE3a remMa;
2) cunte3 ALA-cuHTa3bl, ClIeg0BaTeIbHO, U €€ YPOBEHb PEryIMpPYeTCs KOJIM-

YeCTBOM XKeJle3a;

3) ypoBeHb Keje3a 3aBUCHUT OT KOJMYECTBA pelienTopa TpaHcheppuHa;
4) ypoBeHb XKeJe3a 0 MeXaHU3My OOpaTHON CBSI3M PEryJnpyeT CMHTe3 OeaKa-
perienitopa TpaHcepprHa.

IIpu GuocrHTe3e reMa CKOPOCTh-TMMUTHUPYIOILEH CTamueil sBIseTCs] CUHTE3
ALA. Cunre3 camoro depmeHTa ALA-CHMHTa3bl peryaupyercss B KPaCHBIX KpPOBSI-
HBIX KJIETKaX Ha ypoBHe TpaHcsiuu. Ha 5'-HeTpaHcampyeMoM KoHIIE (TO eCTh Ha
yyacTtke nHunmanuy tpancissuun) MPITK depmeHTa nMeer MIMICYHYIO TIETIIIO,
Ha3BaHHYIO Xejne30-4yBcTBUTebHBIM 31eMeHToM (IRE, iron-responsive element).
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IIpu HU3KOM ypoBHe kene3a IRE-cBs3biBarommii 6eok npucoenunsercs K IRE
U TIpeloTBpallaeT TpaHcasauuo. [Ipu BHICOKOM ypoBHE keJie3a 0e0K BbICBOOO-
K/IaeTcsl B pe3yJibTaTe B3aMMOIEWCTBUS C KEJIE30CEPHBIM KilacTepoM (HeOOoJb-
MM KOMITJIEKCOM, COCTOSIIIIUM U3 KeJie3a, IIMCTeMHa U HEOPraHWIeCKOoi cepbl),
MocJjie 4Yero HauMHAeTCsl TPAHCISALMS; TaKUM 00pa3oM TOCTUTaeTCsl COOTBETCT-
BUE MEXIYy CKOPOCTbIO CMHTE3a remMa 1 3alacoM XeJjiesa.

CuHTe3 remMa HAYMHAETCSI B TIPO3PUTPOOIACTE, ColepKalleM SIpo, 3a70JTr0o
10 00pa3oBaHUs PETUKYJIOLNTA, Tak YTo TpaHcsius MPHK npoucxoaur B atux
KJIETKaX M TIPOJIOJIKAETCS Ha CTaluM PETUKYJIOLIMTA.

XKeneso TpaHcrnopTupyercsl B Tula3Me KPOBM B BHJIE KOMIUIEKCA ¢ OeIKOM
TpaHcheppUHOM, KOTOPBI 00pa3yeTcsl B NeUeHU. DTOT KOMIUIEKC 3aXBaThIBAETCS
KJIETKAMU B XOJE PELeNTOP-OIOCIeJOBAHHOTO 3HIOLMTA. B HE3pUTPOUIHBIX
KJIETKaX 3aXBaT OMpeENesisieTCsl YpOBHEM OesiKa-perenTopa TpaHcheppruHa, CUHTE3
KOTOPOTO PEeryIvpyeTcss ypOBHEM Kejie3a B KieTke. 2Kejie30 OCyIlecTBIIsIeT KOH-
Tposb 3a ctabuinbHOCThI0 MPHK Genka-penientopa TpaHcgepprHa, KoTopas CO-
JIEepXHUT Ha 3'-KOHIIE MOJIEKYJIbI KeJIe304yBCTBUTENbHBIN 21eMeHT. [1pu HU3KOM
ypoBHe Xkeje3a B Kietke IRE-cBsaswpBarommii 6e1ok mpucoenutsiercs kK MPHK
OenKa-pelienTopa, 3allyilas ero oT Jerpafgaiuvu. B Tex ciaydasx, Korma ypoBeHb
xene3a B KiieTke BbIcOK, IRE-cBsi3biBatoluii 6€10K OTCOSIUHSIETCS, YTO TIPUBO-
IUT K cHIDkeHMio crabmibHoctn MPHK 6enka-penienropa tpancheppuna. Takum
00pa3oM, Kene30 BbI3bIBACT «JIayH-PETyJISLAIOo», WM CHUXEHME YUClia PelernTo-
poB TpaHchepprHa, KOTOpbIe B CBOIO O4Yepelb CHUXKAIOT MOTpebieHre KiIeTKaMu
xene3a. [1py HU3KOM ypOBHE XKeJie3a Bce MPOMCXOIUT B 00paTHOM mopsinke. [lo-
Ka He YCTAaHOBJIEHO, TTPUMEHUM JIM 3TOT MEXaHU3M K 3PUTPOUIHBIM KJIETKaM, Ofi-
HaKO M3BECTHO, YTO B 3PUTPOLIMTAX €CTh PELENTOPbI TpaHChEppUHa, YUCIO KO-
TOPBIX YBEJIMUMUBACTCS B TIPOLIECCE CO3PEBAHMSI KIIETKHU.

3anachl kejie3a B 3pUTPOLIUTAX HAXOMSATCS B BUIE (DeppuUTHHA - KOMILIEKCA
Oenka anocheppuTHA U HEOpraHUYeCcKoro xene3a. MHTepecHo, 4To cuHTE3 armo-
deppuTrHa perynmMpyercsl M0 TaKOMY XK€ MEXaHM3My, KaK W CUHTe3 (epMeHTa
ALA-cuHTa3bl: Xene30 BbI3bIBaeT npucoenrHeHue [RE-cBs3piBatonero o6enka K
MPHK anogepputiHa, crioco0cTBysI CHHTE3y OelKa.

I'eM HyXeH 1151 IMTOXPOMOB B LIEMM TPAHCIIOPTA JICKTPOHOB, a TaKXKe W JIJIsT
Ipyrux (hepMEeHTOB. DPUTPOLIUTHI OOJIee BCETO HYXKIAIOTCS B 3alOJTHEHUU 3pesioit
KJIETKU TreM-cofiepxXaiuMm OefkoM - remorioouHom. Cremytonieid 3a KpacHbIMU
KPOBSIHBIMM KJIETKAMU 10 KOJIMYECTBY TeMa WIET TeueHb, Onarogapsi BHICOKOMY
comepXaHuio B Heil muroxpoma P450. Perymsmms ALA-cuHTa3bl B pa3HBIX KJIeT-
Kax MMeeT ompeneiicHHbIe oTmmunsd. B meuenu rem mecrabmwmsupyer MPHK ALA-
CHHTa3bl, a TAKXE TOPMO3UT TPAHCTIOPT MOJIEKYJT (hepMEHTa B MUTOXOH/IPUU.

MPHK ¢epMeHTa He MMeeT Xeie30-4yBCTBUTEILHOTO 3JIeMEHTa, KOTOPBINA
CYIIECTBYET B BPUTPOMIHBLIX KieTKax. M30bIiTouHast mponykuust ALA-cuHTa3bl
U BBICOKHMI ypoBeHb ALA B KpOBU MPH OCTPOI TepeMeKaromieiicss mopdupuu y
MallMeHTOB KOPPEIUpPYeT C TIOSBJICHUEM CBOMCTBEHHBIX 3TOMY 3a00JIeBaHUIO
HEBPOJOTMYECKUX CUMIITOMOB. Y TaKuUX TMaIlMEHTOB YaCTMYHO OJOKUPOBaH
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IyTh OMOCHHTE3a reMa. XJIOpoPMLT TaKXKe SBISIETCS TETPAMppOIOM, OTHAKO,
ALA y pacTeHuii CMHTE3UpyeTCs B XOOe APYro peakilvu.
Pacnang rema

DPUTPOLIUTHI Pa3pyIIAIOTCS TJIaBHBIM 00pa30M PETUKYJIO3HAOTEINATbHBI-
MU KJIETKaMU CeJIe3eHKHU, TUMGATUIECKUX Y3JI0B, KOCTHOTO MO3ra U TeYeHHU.
VnaneHue CUaJOBBIX KUCJIOT M3 TJIMKOIPOTEMHOB 3PUTPOLIUTAPHON MeMOpaHBI
CIIYXUT CHUTHAJIOM WX CTapeHus. JIMIIEHHbIe CHAJOBBIX KHUCJOT YIJIEBOIHBIC
KOMITOHEHTBI CBS3BIBAIOTCS C PEIETITOPAMU 3TUX KJIETOK, YTO TIPUBOIMT K IHIIO-
LIUTO3Y CTapbIX 3pUTPOLUTOB. DEPMEHT reMOKCUTeHa3a PacKphIBaeT TETParmp-
POJILHOE KOJIbIIO, BHICBOOOXKIAs KeJ1e30 ISl IIOBTOPHOTO MCIIONIb30BaHMSI, 00pa-
3ys JIMHEWHBINM TeTparmuppos - OmiMBeparH. bumBepanH BoccTaHAaBIMBAETCS B
ommupyouH. IlocnenqHuit He pacTBOPUM B BOXAE, HO, CBSI3BIBASICh C CHIBOPOTOY-
HbIM aJTBOYMUHOM TIEPEHOCUTCSI KPOBBIO B TMEY€Hb, TIE TOC/IEe MPUCOSAUMHEHUS
JIByX OCTAaTKOB TJIIOKYPOHOBOI KHCJIOTBI OH CTAHOBUTCSI TOpasno Oojee IMojsip-
HBIM, a 3aTeM 3KCKPETUPYETCS C KeTYblo B KUIIEYHUK; MOAMMDUKALINA U Yac-
TUYHAsI peabcopOIMsi HEKOTOPHIX COCTaBHBIX KOMITOHEHTOB 3XEIUW TIpUmaeT
JKENITHIA LIBeT Mode (IIpelriojaraeTcsi, Yro OmampyonH (pyHKIMOHMPYET B Kade-
CTBE aHTMOKCUIAHTA).

Peryndanmus CUHTE3a TJI0o0mMHa

I'eMoOr100MH COCTOUT M3 TeMa, CBI3aHHOIO C 0eIKOM IIOOMHOM. JIBa KOMITO-
HEeHTa - TJIOOWH M TeM — JOJDKHBI 00pa30BbIBATHECS B OTHOCHUTENLHO OMMHAKOBBIX
KOJIMYECTBAX, JJISI 4ero M CYLIECTBYeT KOOPAMHUPYIOIIAs PEry/sITOpHAst CBSI3b.
B ormbiTax ¢ M3ataMy peTUKYJIOLMTOB ObLIO TIOKA3aHO, YTO B OTCYTCTBHE reMa Ipo-
TenHKMHAa3a pochopuiupyeT onquH u3 (HaKTOpoB MHULIMALMK CHHTe3a Oenka. OH
001aaeT CIOCOOHOCTBIO OCTaHABIMBATh MHMIIMALIMIO TPAHCISIIMA B KPAaCHBIX
KPOBSIHBIX KJIETKAaX M TaKMM 00pa3oM IIpedoTBpalllaTh CUHTE3 I1o0uHa. B mpu-
CYTCTBUM TeMa KMHa3a MHaKTUBHUpYeTcs, a (ocdaTaza HOpMaNIU3yeT aKTUBHOCTD
dakropa nHULIMAIMUA. TakuM 00pa3oM, CMHTE3 IJI00MHA IIPOMCXOAUT B TOM CIIy-
Yae, KOrJaa MPUCYTCTBYET TeM. DTOT MeXaHU3M CIielUbUIeH IS 3PUTPOUITHBIX
KJIETOK.

TpancmopT ra3oB B KPOBb

PacTBOprMOCTH KHCTOpOga B OOBIMHBIX pACTBOPAaX HEIOCTATOYHO IS TO-
ro, 4TOOBI OOECIIEYNUTh TKAHM OpraHu3Ma KucaopomoM. g 3Toro HeoOXOaUMBbI
MEepeHOCYMKU KUCIOpoAa B KpoBHU. AHamormyHbeIM obpazom C02 He MOXer
TPAHCITOPTUPOBATLCS C OCTATOYHOM CKOPOCTBIO OT TKaHEil K JITKUM B TIPO-
CTOM pacTBOpeE.

Heopranuueckuil mon Fe ™ MoxeT cBA3bIBaTbcs ¢ KUCI0poAoM. OmHAKO
uonbl Fe’* cnonTanHo okuchsiores B Fe'*, moaTtoMy HeopraHuueckoe XeJe30 caMo
o cebe He MOXET ObITh XOPOLIMM MepeHOCUnKoM Kiciopona. Fe’ B cocrase rema



CIIOCOOHO CBSI3BIBAaTh KUCJIOPOI, HO OHO OBICTpO okucisercs 1o Fe3+, obpasys
reMaTuH. BcrencTBue 4yero, CBOOOAHBIA TeM TakKke HE SBJISIETCS XOPOLIUM
MEePeHOCUMKOM Kuciopozaa. JIisi oKucaeHusl TeMa HeoOXOIMMO, YTOOBI JIBE €ro
MOJIEKYJIbI B3aUMOJIEHCTBOBAIM C MOJIEKYJION Kuciopona. ['em, pacroyioXeHHbIiI
B yryOneHun 6eka, He CIOCOOEH K TaKOMY B3auMMOJICCTBUIO, TTO3TOMY MOHBI
Fe’" B cocTase rema reMorio61Ha ropasio 6oJiee YCTOMUMBBI K OKHCIEHUIO, YeM
CBOOOIHBIN reM. BaskHO OTMETUTD, YTO TEM LIUTOXPOMOB 3JIEKTPOHTPAHCIIOPTHOM
LeNn HaxoAMTCs MoouepenHo B cocTosiHuAX Fe’” u Fe'', a rem B remorno6uHe
(DYHKLIMOHUPYET TONLKO B COCTOSIHMM Fe *, Ha KOTOpOe B3aMMOIENCTBUE C KU-
CJI0pOIOM He BiusieT. Jleio B TOM, UTO aToM Kejie3a B reMOTJIO0MHE CBSI3aH C Ye-
THIPbMSI aTOMaMU a30Ta MUPPOJIBHBIX KOJIEll, TIsITasl U 1IecTasi KOOPAMHAIIMOHHbIE
CBSI3M PACIIONIOXKEHBI HETIOCPEACTBEHHO HA U IO IJIOCKOCTBIO CTPYKTYPBI TeMa;
OJlHA U3 3TUX CBI3El COeIMHEeHa C OCTaTKOM I'MCTHUAMHA OesKa, a pyrast JOCTyII-
Ha JUISI CBSI3bIBAHUSI C KUCTIOPOJIOM.

CprKTypa MHOIJIO0OMHA M €ro PoOJib B CBsA3bIBAHUM KHCJOpPOIdA

MuornobuH sBiIsIeTCs KPAaCHBIM ITMIMEHTOM MBI, 3HAKOMCTBO C €r0
CTPYKTYPOIl TIOMOXET IOHAThb 00Jiee COXKHBIA MeXaHM3M HaChILIEHUS] TeMOIJIO-
OMHa KMCJIOPOJIOM.

Mmuoro61H pocTo CHaOXKAaeT MBIIICYHYIO KIeTKy KuciaoponoM. OH 3axBaThI-
BaeT KUCJIOPOA U3 KPOBU U MEPEHOCUT €ro BHYTPb KJIETKU, L€ TOT MCIIOIb3YETCS
MUTOXOHIPUSIMU [UISI BBIPAOOTKM 3HEprud. MHOIIOOMH - CIIOXHBINA OEJIOK, CO-
CTOSILIMIA U3 ONHOM TMOJIUIENTUIHON LIENW U CBSI3AaHHOM C HEW MOJIEKYJION rema.
Benok nmeer chepuyeckyio GopMy M COmEpPXKUT P a-CIIMpayieil, a MOJeKyJa
reMa pacrnoJjoXeHa B YIIyOJeHUU MEXIY IByMs U3 HUX.

Hacpimenne Muomio6MHa KUCIOPOIOM IIPY YBEJIMYEHUU ITapIHAaIbHOIO
mapiaeHns C” XapaKTepu3yeTcsl TMIIepOOJIMYSCKOl KpMBOII TaKOTo XKe THUIIA,

KaK U B Cjlyyae KPUBOM 3aBUCUMOCTHM aKTUBHOCTH «KJIACCUYECKOTO» (hepMeHTa
OT KOHIIEHTpaluu cyocrpara. MUorjioouH ob1agaeT BBICOKUM CPOJCTBOM K KU-
CJI0poly M TIOTOMY JIETKO 3a0MpaeT ero U3 OKCUIreMOoIIoOMHa KpoBU. B wmbiii-
113X, T/Ie KOHLIEHTpalusl KUCI0po/a MafaeT B Mpolecce TpaHCIopTa 3JIEKTPOHOB
n obpazoBanuss H20, MuorinoOMH oToaeT CBA3aHHBINA Kuciaopod. Takum obpa-
30M, B (DYHKIIMOHAJILHOM TUIaHE 3TO OYEHb MPOCTOI MEePEHOCUUK KUCIOPO/IA.
MuorobuH cTaa nepBbIM OEJIKOM, ISl KOTOPOro ObLla OIpeneaeHa TpexMep-
Hasl CTPYKTYpa, 1 3TO JOCTMKEHUE CYMTACTCS [IOBOPOTHBIM ITyHKTOM B OMOXUMUMU.

CTpykTypa reMoraoouHa

I'eMOTIOOMH COCTOWT M3 4YeThIpeX OEMKOBBIX CYOBEOIWHWII, Kaxmas W3
KOTOPBIX HAITOMUHAET CBEPHYTYIO TOJUIMENTHIHYIO CTPYKTYpY MHUOTIIOOMHA
U COIEPXWT TeM, CIIOCOOHBIN CBS3bIBaTh KUCIOPOA. MoJjeKyja reMorioonHa
B3POCJIOTO YeJIoBeKa COCTOUT U3 NBYX MISHTUYHBIX a- M JIBYX WACHTUYHBIX
(3-cyobenmHMII.

64



Mornekyna reMorjo0MHa CBS3bIBAET YEThIPe MOJIEKYJIbI KUCIOpoa, Mo Of-
HOIl Ha Kaxmyro cyobenuHuily. HacwllieHMe reMoriobrHa KMCIOPOAOM OIMUCHI-
BaeTcsl He TUIEepOOIMIECKO KPUBOM, KaK B ClIyyae MUOIJIOOMHA, 8 CUTMOWIHOM,
MpUYEM 3Ta KpUBasl CABMHYTA BIIPABO MO OTHOILIEHWIO K KPWBOM, XapaKTepHOM
IUIsT MuoriioouHa (puc. 24). Ins noctckeHust 50% HachbIIeHUsS] TeMOTTOOMHA K-
CJI0poIoM HeobxonrMa 0oJjiee BhICOKasi KOHIIEHTpAlMs KUCIopoa, YeM B cilyvae
C MUOTJIOOMHOM, CJIeOBAaTeIbHO, MUOTJIOONH o0Jianaet 6osiee BBICOKUM CPOJICT-
BOM K Kuciiopony. ['eMormoonHy HeoOXomuMo 3abpaTh KaK MOXHO OOJBIIE KU-
cioponia U3 JIETKUMX U OTIaTh €ro KarmauisipaM B TKaHsX. HauOGonbinas kpyTusHa
CUTMOMIIHON KpPUBO# (CBUIETEILCTBYIONIAS O HAaMOOJbILIEH OTHaue KUCI0po/a)
HabmonaeTcs npy aaBieHU C>2, COOTBETCTBYIONIEM €r0 JABJICHUIO B KaIMJLIS-
pax. HacellieHre reMornoOrHa KHUCIOPOIOM TPOMCXOAMUT TpU 0OoJiee BBICOKOM
JABJIEHUN KUCJIOPOJa, KOTOPOE XapaKTepHO IS JIETKUX.

108 -
Hacwpenue Muornodun Famornedn:
EHUHOPOLULOM |75}
e
TIpRBunaIrensHoe A3BNE1IHE
e KRCAGDOAS I KRIHDAZPAX
Q
80,

Puc. 24. Kpupas HackineHus reMornoGuaa KHcropomom [9]

Aocteprueckre (EPMEHTBI, KaK TPaBHUJIO, SIBISIOTCS MYJIBTHCYObEeIN-
HUYHBIMU OeJIKaMU, KOTOpbIE TIOABEPraroTcsi KOHGOPMAIlMOHHOMY U3MEHEHUIO
MPU CBSI3BIBAHMM C MOJIEKYJIOM cyOGcTpata. DTO MPUBOIUT K M3MEHEHUIO CPOJI-
cTBa (hepMeHTa K IMOCIEAYIONIUM MOJIeKyIaM cyoctpaTta. To e camoe mpume-
HHMMa U K CBSI3BIBAHUIO KMCJIOPOAA C TeMOTIIOOMHOM.

HecMoTpst Ha TO, YTO MOJIEKY/IbI TeMa B TeMOIIOOWHE JOCTaTOYHO yraje-
HBI IPYT OT Apyra, MepBOHAYaIbHOE CBSI3bIBAHWE KHMCJIOPOJAA C OIHOU CyOhemu-
HUIIEH YCKOPSIET CBSI3bIBAHME MOJIEKYJT KUCIIOpOJa C OCTATbHBIMU CYObeTUHU-
aMu. DTO SIBJICHWE U3BECTHO KaK TOMOTPOITHBIN TOJOXKUTEIbHBIN KOOTIepaTHB-
HBI 3¢ deKT (TOMOTPOMHBIN MOTOMY, YTO YYaCTBYET TOJBKO KUCIOPOM), KOTO-
pBIii 00yCTaBIMBAeT CUTMOMIHBIN XapakTep KpWBOi. DddeKT 3akimovaeTcs B
TOM, YTO TIepBOHAYaJIbHOE CPOJACTBO JIE30KCUTEMONNIOOMHA K Kuciopomy B 200
pa3 HIKe, YeM TO, KOTOpOe MMeEeT MECTO Ha 3aKJITIOUMTEeIbHOM 3Tare CBsI3bIBa-
Husi. HachlmeHue KucimopomoM (OKCUTeHAIMs), COOTBETCTBYIOIIEe KOHEYHOMY
OTpe3Ky KPMBOI, OrpaHUYEHO YHCIIOM YJaCTKOB €TI0 CBSI3bIBAHMSI.
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MOJIEKY JIBL TreMoTIIobrHa

B coOTBeTCTBMM € COIJIAaCOBAaHHOM MOJENbIO, TeMOIIOOMH CYIIECTBYET B
JIBYX KOH(OPMALIMOHHBIX COCTOSIHMSX: "HampspkeHHoOM", win T (aHII. tense) -
COCTOSIHUM C HU3KUM CPOICTBOM K KUCIopony 1 "pacciabieHHoM”, wi R (aHm.
relax) - COCTOSTHMM C BEICOKHM CPOICTBOM K Kuciaopony. O0a COCTOSTHMSI HaXOOST-
csl B cBOOOIMHOM paBHOBecuu. B oTcyTcTBHME Kucinopona mpeobnanaeT T - cocTos-
Hue. [Ipy CBSI3bIBAaHMM KUCJIOPOAA YBETMIMBAETCS BEPOSITHOCTh TOTO, UTO BCE Ye-
TBIpE CyOBEOMHMIIBI MOJIEKY/Ibl TeMOIJIOOMHA OyayT HaxomuThcsl B R-cocrosHum
(BBICOKOTO CpOJICTBA); IIpY 3TOM paBHOBecue T<-»R caBuraercs BrpaBo:

0
T<>R «> RO2

C uCrnonb30BaHMEM METOMA PEHTTEHOCTPYKTYPHOTO aHajim3a ObUla orpe-
nejieHa KOH(MOopMalusl TeTpaMepHOM CTPYKTYPhl TeMOIJIOOMHA B OKCHUTE€HHPO-
BaHHOM U JE€30KCUTeHUPOBAHHOM cocTossHUsIX. Kak yxe ynmoMuHaaoch paHee,
TEMOTJIOONH SIBJIIETCSl TETPAaMEPOM M COCTOMT M3 JABYX MICHTUYHBIX a- M JBYX
WICHTUYHBIX p-cyObeauHull. B TeTpamepe mx o6o3HavawoT Kak a\, (X2, Pi u P2-
ITo maHHBIM PEHTIeHO-CTPYKTYPHOTO aHaiM3a, KOHTaKThl Mexmay a- u P-
CyObeIMHUILIAMM CJIETKA Pa3InJyaloTCs MEXIY COOOI.

CTpyKTypy Te€MOINIOOMHA HEOOXOOMMO paccMaTpUBaTh B BHUIAE ABYX IeTe-
pOIMMEpPOB, 00Pa30BaHHBIX a- U p- cyobeamHuuamu: oup| u (X2P2- Mmenno
B3aMMOJIECTBUE MEXIy ABYMSl TeTepoluMMepamMu B TeTpamepe MPUBOAUT K Tie-
perpymnupoBke To-R, 00ycioBIeHHOI CBSI3BIBAHMEM KUCIOPOA.

Annocrepuueckoe U3MEHEHUE UHULMUPYETCS HEOOJbIIUM TepeMelieHueM
aToMa xeje3a MpY CBSI3bIBAHUM KUCJIOPOAA C TEMOM, UYTO U OOYCJIOBIMBAET Tie-
pexon T4-»R. XoTs1 rem SIBISIETCSI IUIOCKOM MOJIEKYJIOM, B J€30KCUT€HHUPOBAH-
HOM COCTOSIHMM aTOM 3KeJjie3a pacriojlaraeTcsl Haj TUIOCKOCTbIO MOJIEKYJIbI, TMO-
CKOJIbKY pa3Mep aTroMma CJIMIIKOM BEJIMK, YTOObl BCTPOUTHCS B TETPANMPPOJIb-
HyI0O CTPYKTYpy. B [1€30KCMI€HMpPOBAaHHOM Te€MOIJIOOMHE TeTpanuppoibHast
CTPYKTypa He coBceM Iuiockad. Atom Fe’™ cBsa3bIBaeTCsl ¢ OCTATKOM TMCTHAMHA
OIIHOI1 U3 a-CIMpajiel, BXOASIIINX B COCTAaB CyObeAMHMIIEI.

bnarogapsi 371€KTPOHHBIM M3MEHEHUSIM, TTPOUCXOMASIIMM TIPU CBSI3bIBAHUU
KHUCJIOpO/Ia, aTOM KeJjie3a B TeMe CYILECTBEHHO YMEHbIIAeTCsl B IUaMETPE U BXO-
JIUT B TUIOCKOCTb TETparnuppoJia, 4yTo JejaeT BClo MOJeKy/y Oojee Tuiockoid. [Tpu
9TOM TIepecTpaMBaeTcs U cama MojieKyla Oefnka. DTOT He3HAYMTENIbHBIM CIBUT
aToMa xeJje3a MPUBOAMUT K OOJBIIMM CTPYKTYPHBIM U3MEHEHUSIM B IPYTOM MECTe
MOJIEKYJTbl OeJIKa M OKa3bIBaeT BIMSHUE HA CTPYKTYPY MOJUTIENTUAHON LIEMHU B 1ie-
JIOM. DTO TOUKa, Toe a-CyOheNMHWMTY OIHOTO AMMepa B3aUMOICWCTBYET C p-
cyobenuHuieit apyroro (Ha rpanuie 04-P2/ 02-Pl)- Tlpu TakoM B3aMoneidCcTBUM
oOpa3syeTcs psi caa0bIX CBSI3el MEXITy aMUHOKHMCIOTHBIMUA OCTaTKaMU JIBYX CyOb-
equnull. B T-coctostHuu 310 oguH Habop, B R-cocrosiHuu - mpyroit Habop CBs3el,
YIEPXKUBAIOIIMX JUMeEpbl BMecTe. Takum 00pa3oM, WHULMKMPOBAHHOE aTOMOM
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XeJesa repeMelleHre, MPUBOAUT K 3aMeHe OJHOTO Habopa CBsA3el MeXIy IrMe-
paMU Ha JIpyToii, YTO BBI3BIBAET OTHOCUTEJILHYIO POTALIMIO TUMEPOB.

CnemyeT OTMETUTh, YTO CYILIECTBOBAaHME CTPYKTYP, COOTBETCTBYIOIIMX T-
u R- cocrossHusSIM reMOrIoOMHa TOJHOCTHIO NTOKAa3aHO METONAMM PEHTIeHO-
CTPYKTYPHOTO aHajM3a KPHUCTA/UIOB IeMOIJIOOMHA M OKCUTEMOIJIOOMHA, COOT-
BeTcTBeHHO. OmHAKO, TOJYYUTh KPUCTALIBI YaCTUYHO OKWCJIEHHOTO TeMOTJIO-
OMHa HEBO3MOXHO, M TIOTOMY CTPYKTypa IOC/IeNHEr0 HeM3BeCTHa. B cBs3m ¢
STUM TTPOMEXYTOUHbIE CTaauu (€CJIM OHU MUMEIOTCS), MPU KOTOPHIX MPOUCXOMIST
B3aumomnpeBpaieHus T- u R- opM He ycTaHOBIEHEI.

OcobeHHOCTHU TIMKOJNIM3a B DPUTPOLIUTE

I'maBubIM mocTaBikoM ATP B sputponute SIBISIeTCS [NIMKOINU3. DHepre-
TUYECKUII METa0O0JM3M JpUTPOLIMTa CKIAAbIBaeTca W3 [NIMKOIu3a, 2,3-
nudocoramaepaTHoro U MmeHTo30(ochaTHOro IIyHTa, HEOOXOOMMOTO, IJIaB-
HBIM 00pa3oMm, 1151 mpou3BoacTBa NADPH.

M3yyeHune rvMKonau3a B 3pUTPOLIUTAX TMPEACTABISIET OCOOBIA MHTEpeC I
OMOXMMUKOB, T.K. OH MMEET BaXHYI0 OCOOCHHOCTb, COCTOSAIIYIO B TOM, 4TO
MPOOYKT DIIMLEpanbaerua-3-pocdaraeruaporeHasHoi peakiuu, 1,3-madocdo-
TJIMIEPAT, MOXET MCIIOJIb30BaThCsl HE TOJIBKO 3-docdormmiepaTKiuHa3on ¢ 00-
pazoBanueM ATP u 3-dochormuuepara, Ho u 2,3-gudochorauiepaTMyTa3omn.
2,3-Nudocdormuueparmyraza mnpeBpamaer 1,3-mudocdormuuepar B 2,3-
nudocdormmiepaT - BEIISCTBO, ITOHIDKAIOIIEE CPOICTBO TEMOIJIOOMHA K KUCIO-
pony. «2,3-HudocdormmiepaTHblii MIyHT» ObUT OTKPHIT B 1950 . PamonmoproM u
Jiobepunrom  [17]  (puc. 25), oH cHaOXaeT BpPUTPOLUTHl  2,3-
nudocdormmiepaToM B TaKMX KOJIMYECTBAX, KOTOPHIE TUKTYIOTCSI METa0OIMue-
CKMM COCTOSTHUEM OpraHM3Ma B TaHHBIA MOMEHT.

Taxkum oOpa3oM, INIMKOJIM3 HEOOXOOUM 3PUTPOLIMTAM HE TOJIBKO IS IPO-
n3BoacTBa ATP, obecrmeumBalomero Mx 3HEPreTUYECKUEe 3ampochbl, HO W IS
cunresa JJOI, Mmoxynupymoiero GyHKLUIO reMOrIo01Ha.

Cnenyer Takke 100aBuTh, 4To obpazoBaHue NADH B mpouecce rimkonmsa
HeoOXomuMo i1 (PYHKLUMH METTeMOITIOOMHPEAYyKTa3bl, KOTOpas yAep:KrBaeT
KeJie30 reMOTJIOOMHA B BOCCTAHOBJICHHOM COCTOSTHUM.

PacxoxneHue aByx IyTeil aHA3pOOHOrO paclleIuIeHUsI INIIOKO3blI (Iudoc-
dornuiepaTHBIA IIIYHT) HauMHAeTCsl Ha ypoBHe 1,3-mudochormmiepara - 00-
1LIETO cybcTpara IIJIST 3-dochormueparkKuHa3bl u 2,3-mm-
dochornmuueparmyTassl. MMHTeHCMBHOCTh cuHTe3a 2,3-mudocdormuiuepara 3a-
BUCHUT OT KOHLEeHTpanuu 1,3-mudocdormuiepara, o0pas3ylolerocss B peakiuu,
KaTaJI3upyeMoin IIALepaIbIerua-3-(pochaTnernaporeHa3om. 1,3-
nudocdoramiepaT MOXeT MCIOJIb30BaThes 3-(PpochormmiepaTKnHa30M sl CUH-
Tesda  ATP wm  2,3-mudocdormuuepar-myra3oi ol cuHTe3a  2,3-
nudocdorauiepara.
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TakuM 006pa3oM, ecTh BCe OCHOBaHUS TPEAIoJiaraTh TECHOE COMPSDKEHME
(GYHKIIMOHMPOBaHUSA TpeX (DepMEHTOB: MIMIIEePaIbIeTia-3-pochaTaernaporeHassl,
3-dochormiepaTkHasel 1 2,3-mdocdormmieparMyrassl [12].

Ha B3aumoneiicTBie yKa3aHHBIX BbIlIe (PEPMEHTOB MOTYT HAaKJIaabIBATh OT-
MeYaToK KOHKpeTHbIe YcaoBust (pH, KOHIIEHTpalMsT pa3TuYHbIX METabOJIUTOB) B
Pa3TMYHBIX YYaCTKaX KPOBSIHOTO pycia, CJIEACTBUEM Yero MOXKET ObITh U3MEHEHHE
addexkTrBHOCTI 06pazoBanus ATP u 2,3-mudocdormiepara. bonbinoe 3HaueHme
MOXET MMETh U CITOCOOHOCTD TIIUIepaIbaeri-3-hocdataernaporeHasbl K CBSI3bI-
BaHUIO C MeMOpaHaMU 3PUTPOIIMTOB, a TAKXKe B3aMMOJICHCTBHE TIIMLICPATbICT -
3-pocarmernaporeHa3sl U APYIUX MIAKOJUTUYECKUX (PEPMEHTOB APYT C APYTOM
¢ obpa3zoBaHreM OM(epMEHTHEBIX KOMIUIEKCOB [12].

I'moko3a
4
3
3-DrA
NAD"®
] TTANEPAALIETHI-3-
GOCHATAETHAPOTEHA3A
NADH 13-4

2.3-NdIMyraza

Al
]3-¢r‘km l 2,3-A@T

2,3 1T docdarata
3-dr

1
2-0r

JlaxraTt
Puc. 25. 2,3-nudocdormnuepatibiit oyt [17]
B onHol 13 paboT GbUTa MPeINpUHSTA MOMBITKA OTBETUTh Ha BOMPOC: TO-
YeMy HeKOTOpbIC [TUKOIUTHYeCKUEe HEPMEHTBI U3 dPUTPOLIUTOB CKIOHHBI K ac-

COLIMAIMY C 3PUTPOLIMTAPHON MeMOpPaHOIi, a Ipyrue - HeT. BblIo moKa3aHo, 4To
IBa 13 TaKUX MeMOpaHOCBSI3aHHBIX (hepMEHTOB, IJIMLIEpaNbIeTua-3-docdar-
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JeruaporeHasa u 3-gocdormmiepaTkKuHaza, KOHTPOJIUPYIOT 3PUTPOLIMTAPHBIN
mkonu3 U Na/K-tpancrnopr. UToGbl poBepUTh TUIIOTE3Y O TOM, YTO MeMOpa-
HOCBsI3aHHAas1 (pakiust 3TUX (PEPMEHTOB COCTOUT U3 U303UMOB C MOBBIIIEHHOM
CIOCOOHOCTBIO K acCOLMalMU ¢ MeMOpaHOi, ObLIM YaCTUYHO OYMILIEHBI U OXa-
pakTepu3oBaHbl (DEPMEHTBI M3 IIUTO30Js, a Takke (DepMEeHThI, CBSI3aHHbIE C
MmeMOpaHoii. OrnpeneneHUe MOJEKYISIPHOTO Beca METOIOM TIejib-(hUIbTpaliuu,
KWHETUYECKHUE TTapaMeTphl, KPUBbIE 3aBUCMMOCTH aKTUBHOCTH OT pH mokasainu,
YTO HE CYILECTBYET MPUHUMUITUATBHBIX Pa3IU4Mil MeXIy MeMOpPaHHON U 1IUTO-
Iia3MaTudeckoil 3-gocormmuepaTKuHazol M MeXIy MeMOpaHHOW U LIMTO-
IUIa3MaTUYeCKON mIuLepaibaerua-3-dochar-geruaporeHasoi. MHruoupyoime
aHTUTeNa K DIulepaibaerua-3-docdar-geruaporeHase He OTIMYAIM (epMeH-
Thl, TOJy4€HHbIC M3 MEMOpAHHOW M LMTOILIa3MaTU4ecKoi dpakumii. [nuue-
panbaerun-3-gocdataeruaporeHasa, MpPOYHO CBSI3aHHAasi ¢ MeMOpaHOii, cocTaB-
Jistna okojio 60% ot o6lero aputTpourTapHoro Genka. Josist MeMOpaHOCBSI3aH-
Holl 3-(ochormiepaTkuHa3bl HACUUTHIBAIA TOJIBKO 1% OT 0O6IEero Kojam4ecTBa
3PUTPOLUTAPHOTO (hepMEHTA, MPUYEM ITOT OEJIOK JIETKO YAAISIJICS C MEMOpPaHBHI.

XoTs KoHLeHTpauus 2,3-nmudochoriauieprata B 3pUTPOLMTAX U3MEHSIETCS
B JIOCTaTOYHO IIMPOKOM AMaria30He, MEXaHU3M PETYJISIIUU COAepKaHUs TaHHO-
ro MeTabojIuTa OCTaeTcsl Hem3BeCTHBIM. Bo3MoxHO, yto KoHueHTpauus DI B
SPUTPOLIUTAX MOXET KOjiebaThCsl B 3aBUCMMOCTH OT pH 11a3Mbl KpoBU, MpUYeM
TaKOro poja U3MEHEHUE MOXET ObITh CBA3aHO Takxke ¢ pH-3aBucMMBIM 06pa3o-
BaHUEM KOMILJIEKCOB MEXIy IJvlepalbaerui-3-gocdataeruaporeHazon u 3-
dochornuuepaTKMHA30  WIM  MEXOy JeruaporeHazoir u  2,3-mudocdo-
mvLepaTMyTa3oil. Henmb3sl Takke MCKIIOUUTh BO3MOXKHOCTb TOTO, YTO 3aBUCHU-
mas ot pH agcopOivst Ha MeMOpaHe SPUTPOLIMTOB OTACIbHBIX (PEPMEHTOB 3TOTO
ydacTkKa MeTaboJIM3Ma MM UX KOMIUIEKCOB U3MEHSIET COOTHOIIEHUE 3(PPeKTUB-
HOCTH TIPOTEKaHUS IIMKOAU3a U 2,3-11u¢oc@oraniLepaTHOro 1yHTa, ITOCKOJbKY
3TOT MPOLIECC MOXET BJIMSITh KaK Ha aKTMBHOCTb (DEPMEHTOB, TaK U Ha 00pa3o-
BaHUE KOMIUIEKCOB.

9 9 con-
-0-p-0- il

(i: 0 8 0 CH—0——0"
CHOH E'

| (o) i

I Il CH;—0—P—0"
CH,—0—P-CT &

O- 2 3=Anrcdomyuc par
1,3-Mudocdormiepar

Puc. 26. Ctpoenne 1,3-JAudochormuueparau 2,3-Audocdoriuiepara

JOTI urpaer BaxXHyI0 pojib B TPAHCIOPTE KUCIOPOJA, CHUXKAsl CPOJACTBO Te-
MOIJIOOMHA K KUCJIOPOAY M TAKUM 00pa3oM TOBbIIIIasl OTAA4Yy KUCIOpOoIa TKAHIM;
OH CIOBUTaeT KPUBYIO TUCCOLIMAIIMM OKCUTEMONIOOWMHA BMpaBo. TeTpamepHas
MOJIeKyJla TeMOIIOOMHA MMeeT yIIyOjeHWe BAOJIb BCE MOJIeKYyJibl. BokoBbIe
TPYMIIbI TOJOXUTEIBHO 3apSKEHHBIX AMUHOKUCIIOT TTPOELUPYIOTCS BHYTPb 3TOTO
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yonyonenus. Monekyna J®I, mmeromas 4yeTblpe OTpMIATEIbHBIX 3apsia, II0
CBOCii BeJIMUMHE U KOH(MUTYpallMM COOTBETCTBYET pasMmepy YIiyosieHust U oopa-
3yeT MOHHBIE CBSI3M C TIOJOXMUTEIbHO 3apsoKeHHBIMM —ydacTKaMM — Oejika.
Ilpu 3TOM ynEepXuBaTh TEMOTJIOOWH B JIE30KCUTEHUPOBAHHOM COCTOSIHUM TTOMO-
raeT TepekpecTHoe clliMBaHue p-cyobenuHuil. B pesokcurenuposanHom (T) co-
CTOSIHUM TeMOTJIOOMH,MOXeT BMecTUTh Monekyny JIPI. OmHako mpu okcureHa-
mn B R-coctosiHuM B pesynabrate KOHGOPMAlMOHHBIX U3MEHEHUI B Oejike yr-
JIyOJIeHWe CTAHOBUTCS MEHbIIe M He MoxeT BMectuth Mojekyny J®I. Crno-
cooHocTh NPT nMpoyHO CBSA3BIBATHCS M CTAOWIM3MPOBATH JE30KCUTEHUPOBAHHOE
COCTOSTHME OJIarOTNpHUSITCTBYET OCBOOOXKAEHUIO KUCIIOpOJa B KaNWLIsIpax.

(a) Hb-xucnopon *-» Hb + xucnopon
(6) Hb + O®dI' ~ Hb-A®I'

Peaxiius Hb ¢ I®I° cmocobCcTBYeT cABUTY paBHOBECHS peakluu (a) B CTO-
POHY BBICBOOOXIEHUSI KMCIOPO/a.

Ecnu xpoBb m3pacxomoBaia Bech cBoii 3amac J®PI, remMorno6uH ocraeTcs
akTryecKk HACBIIIEHHBIM KUCJIOPOIOM JaXe MPY KOHUEHTPALUU TOCJIEIHETO
HUXe, YeM B Kanmujulspax TKaHu. BciienctBue 3Toro reMorioouH OymeTr Hecro-
cobeH ocTatouHo 3¢dEeKTUBHO OTAaBaTh Kucjaopon TkaHsaMm. BiusHue JPI Ha
CBSI3bIBAHME KKCJIOPOJA C TEMOTJIOOMHOM TIOKa3aHO Ha puc. 27.

Yem Boime KoHneHTpanusa P, tem OGosee BhIpaxkeHO MpeobiiagaHue Oe-
30KCUTeHUPOBaHHOUN (opmbl reMorioouHa. Co3nmaercst peryyisTopHas cUcTeMa:
TPU HU3KOM JAaBJIEHUM KUCJIOPOJAA B TKAHSIX B KPACHBIX KPOBSHBIX KJIETKAX CUH-
Te3upyercst Oosbiiee konmyectBo DI, KOTOpBI CMOCOOCTBYET YBEJITUUYEHUIO
oTnauu Kucjopona. [Ipu akkinmmaruzauu K yCJIOBUSIM BBICOKOTOPbsI COZIEpXKa-
Hue Pl B KpacHbIX KpOBSHBIX KJeTKax yBenuuupaercs. ClemyeT 3aMeTHTb,
yto x0Ts DI u BbI3bIBAET OOJIBIIYIO OTHAYY KUCJIOPOJAA TKAHSM, CHMXXEHHOE
CPOJCTBO TEMOTJIOOMHA K KUCJIOpOMY TPaKTMYECKM HE BIUSET Ha CTEleHb
OKCUTEHALIUU TeMOTJIo0nHa B Jierkux. HopmanbHas MossipHast KoHueHTpaius JdT
B KPOBM ITPUMEPHO 3KBUBAJIEHTHA KOHIIEHTPALIMK TETPAMEPHOT'O TeMOIJIO0MHA.

300 —
Hey A9I”

Hoctnyenne
wieaeponom (%)

CHIRKEUME CPOACTRE ¥
KHCROpOMY B TpHeyverBRe Jd:

pl;

Prc. 27. Kpueble HachIeHUs reMOTI00HHA KHCIOPONOM,
snmoctpupyionne adgerr 2.3-gudochoriuuepara (AP} [9]
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B perynsropnoii cucteme IPI ecth elie omHa 0COOEHHOCTb, KOTOpasl IOKa-
3bIBacT, Kak HeOONbIIME M3MEHEHUs B OeJKax MOTYT BbI3BaTh 3HAYUTEILHBIE
¢usnonornueckre 3¢hdextol. [Ipy cHaOXeHMM IUIOAAa KHCIOPOIOM HEOOXOMMMO,
YTOOBI I'eMOIIOOMH IUIoAa 3a0Mpail KUCIOpOJ M3 OKCHUIeMOITIOOMHA MaTepy depe3
mianeHTty. st 3Toro reMomIoOMH IUIoga JO/DKeH MMETh 00Jiee BBICOKOE CPOICT-
BO K KHCJIOPOAY, YeM MaTepPMHCKUIl MEePEHOCYMK. DTO JOCTUTAETCs 3aMelleHIeM
p-CyOBEAMHUILI T€MOITIO0OMHA B3pOCJIOr0 4YejJoBeKa y-CyObeAMHULAMU IUIOAA, B
KaXIOi M3 KOTOPBIX OTCYTCTBYeT OIOMH U3  TIOJIOXUTENbHBIX  3apsiioB
p-cyobemuHmIbl. OTCYTCTBYIOT KaK pa3 Te 3apsiibl, KOTOpPbIE Y TeMOIJTIOOMHA
B3POCJIOTO YeJIOBeKa HAXOAdTcs B yIiyOleHMU, B KoTtopoe BcrpauBaercs DI
HMMest Ha 1Be MOHHBIE TPYIMIMPOBKMA MeEHbILE, T€MOIIOOMH TUIONA CBSI3bIBACT
J®T menee npouno. IMostomy JPT MeHee 3(DPEKTUBHO CHUXKAET CPOACTBO Te-
MOIJIOOMHA K KHCJIOPOMY, YTO O0ecIieuynBaeT reMorJIo0MHy Iioga 0ojiee BEICOKOE
CPOICTBO K KHCJIOPOY, 10 CPABHEHUIO ¢ MATEPUHCKUM TeMOTJIOOMHOM, KOTOPBII
JIETKO OTAAET CBOM KUCIOPO.

BnusHme pH Ha CBA3BBaHME KMCIJIOpOoma C I'eMOIJIODMHOM

I'eMorIOOMH B J€30KCUTEHMPOBAHHOM COCTOSIHUM MMEET 0ojiee BbICOKOE
CpPOICTBO K IIPOTOHAM, 4YeM oKcureMornoouH. Jpyrumu ciaoBamu, R-¢opma
SBJISIETCA OoJiee CWJIBHOM KUCIIOTOM, 4eM T-¢opMa (Ie30KCHMIeHMpOBaHHAs);
B pe3yJibTaTe, TPU CBA3BIBAHUM C KUCJIOPOIOM, IPOUCXOMUT AUCCOLMALINS TIPO-
TOHOB OT MOJIEKY/Ibl TeMOIJI00MHa. DTOT (peHOMeH u3BecTeH Kak 3ddexT bopa:

Hb+40, <-* Hb(0,)4 + (H"),,

L€ I1 - BeIMIMHA 2-TO MopsIaKa (YKCI0 3aBUCUT OT LIEJIOr0 KOMILUIEKCA IapaMeTpOB).

IIpoToHBI BHICBOOOXKIAIOTCSI, HAIIPUMEP, M3 OCTAaTKOB TMCTUAMHA B OelKe.
IIpyunHOil  BHICBOOOXKIEHMSI SIBISIIOTCA  KOH(MOPMALIMOHHBIE M3MEHEHMS,
BO3HMKAIOIIMe MpHU Tepexone M3 T-coctosiHua B R-cocTosiHue, BaMsiomye Ha
noHusauuio (pK,) aMMHOKHCIIOTHBIX OCTAaTKOB.

Pone wm3MeHeHMN PH B TpaHcnopTe Kucinopoma m CO”N

Dddexr bopa, onmucaHHBINA BBIIIE, UMEET BaxXHOe (PU3MOJIOTUIECKOE 3HA-
yeHue. O6pasyromuiics B TKaHax C0, NOMKEH TPaHCIOPTUPOBATLCS B JIETKUE.
OH IIOCTyIIaeT B 3PUTPOLUTHI, Ime (epMeHT KapOoaHTuapas3a IMpeBpallaeT ero B
H2CO3, xoTopsIii guccouupyeT Ha OMKapOOHAT-MOH U IIPOTOH:

C02 + H,0 ~ H,CO3 ~ H+ + HCO3".

IIpoton cnuraer pasHoBecue BieBO, 3acTasisas HbO0, otnasats cBoit kucio-
pox - 3(pheKT, HaXOMSAIIUICSI B COOTBETCTBUM C (PM3UOJIOTMIECKIMU IIOTPEOHOCTSIMU.

HCO3" nmaccuBHO TpoABUTaeTCs uyepe3 aHMOHHBIA KaHal IO TPagueHTY
KOHIIEHTpaumii B ceiBOpoTKy. Ilpomsmxkenne HCO3" " compoBoxmaercst mepe-
MenieHrneM H+ MOCKoIbKYy HET KaHaa, MO3BOJISIONIET0 eMy MPOUTH Yepe3 MeM-
Opany sputpoumTa. JJIsI coxpaHEeHMSI SJIEKTPHUECKOro OajaHca (paBHOBECHS)
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npu Beixoge HCO3" ™ kinerku CI' mepemelnaeTcst BHYTPh €€ 4epe3 TOT K€ aHU-
OHHBIN KaHas. Takoe IBOWHOE MepeMelieHre U3BECTHO KaK XJIOPUIHbBINA CIBWT.

PactBopennniii HCO3" mBuKercsl BMecTe ¢ BEHO3HOM KPOBBIO OOpaTHO B
Jierkue. 31ech U3MEHEHMSI KOHLIEHTpAIlMM MPOTOHOB TaKXe MOMOTAIOT JTOCTUYb
XeaeMbIx (DU3MOJIOTMYECKUX Pe3yJIbTaToB. BBICBOOOXIEHME TMPOTOHA U3 TeMO-
IJIOOMHA TIPY OKCUTEHAIMK TIPUBOAUT K JBYM OCHOBHBIM pe3yJibTaTaM: MPOMCXO-
it obpazoBanre H2CO3 u3 HCO3" ™" °" mpocToro paBHOBECHOTO Tpoliecca

HCO3"+H+ *-> H2CO3,
YTO ITO3BOJISIET KapOoaHruapase obpaszoBath C02- CiemyeT OTMETUTD, YTO CyO-
crpatoM KapboaHruapassl saBisiercss H2CO3 (1o ve HCO3"):

H2CO3 **H20+CO02.

Pazpymenne HCO3" B sputpoumte OOYCIOBIMBAacT BXOXICHHE B HETO
HCO3" ™ coiBoporku u Bbixox CI' 1Mo rpagudeHTy KOHLIEHTpalWii, TaK 4TO B
JIETKUX TIPOUCXOIUT OOpaTHBIN XJIOPUAHBIN CIOBUT, TIPUBOMSIIUI K BBIBEACHUIO
C02 ¢ BBIOBIXaeMBIM BO3IyXOM.

He6onbmme konmyectBa C02 mepeHOCSITCSl ¢ KPOBBIO B PACTBOPEHHOM BU/IE,
oIHaKo Gosblnas yactb (okono 75%) TpaHcnoptupytores B Buge HCO3". Okomo
10-15% C02 nepenocut remorno6uH. C02 CIIOHTAHHO B3aMMOIEHCTBYET C He3a-
psekeHHBIME N H2-rpyrimaMu rmo6rHa ¢ 00pa3oBaHeM KapOaMUHOBBIX TPYITIT:

RNH, + C02**RNHCOOH**RNHCOO" + H+ -

B aT0i1 peakiuy yyacTBYIOT OCTaTKM JIU3UHA U apTMHUHA, OOKOBbIE aMUHO-
TPYIIbI KOTOPBIX MMEIOT BbICOKKME 3HaueHUs pKa 1M moTtomy ocTaioTcs Mperumy-
LIECTBEHHO B HE3apsIKEHHOM COCTOSIHUU.

Takum 00pa3oM, 3HAUUTEbHbIE U3MEHEHUS B KOHIEHTPALIMU MOHA BOIO-
pona B KpoBM cBsizaHbl ¢ TpaHcroptroM C02 u kucnopona. [lpu oGpazoBaHUM
KUCJIOThI B TKaHSIX 3HayeHue pH B KpacHBIX KPOBSHBIX KJIETKaX IOJDKHO CHU-
xkatbcsl. Bydepnsie cBoiictBa HCO3", docdaroB u camoro reMoriobrHa urpa-
0T CYIIECTBEHHYIO DOJib B TOANEpXaHUM (hU3MoIorndeckoro 3HaueHus pH.
Dddexr bopa, onmcaHHBIN BBIIIE, TaKXKe UrpaeT poib oydepa. [Ipy BRICBOOOXK-
JNEHUU KWCIOpoAa TeMOIJIOOMH TPUHUMAET MPOTOHBI, YTO COCTAaBJISIET MPUMEP-
HO nonoBuHy MoHoB H', renepupoBanHbiX 3a cuer CO2 B TKaHsAX, U 3TO MOJI-
nepxuBaeT pH B KpacHBIX KPOBSIHBIX KJIETKax Ha YpOBHE (hM3MOJIOTMUYECKUX
3HAYECHUIA.
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