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OT nepeBoayukKa

BHumaHMIO uyMTaTesieil mpemjaraeTcsli COBEPLIEHHO HeOObIYHas,
YHUKaJIbHasi KHHUTa 10 OnmoxuMuim - «CoBpeMeHHasI OMOXMMMUS B CXe-
Max». B mocienHee BpeMs Ha pPyCCKOM SI3BIKE ITOSIBWICS PsIm IIpe-
KPaCHBIX KHUT 10 OMOXUMUM, MpeaHa3HAYeHHBIX IIaBHBIM 00pa3oM
IS CIIEUMAIMCTOB, padoTalolMX B JaHHOU oOmactu. HoBast kHwura
MPUHLIMIKXAIBHO OTJIMYAETCS OT HUX MO KpalHEW Mepe JBYMsI OCO-
OGeHHOCTSIMU. Bo-mepBbix, cBoMM 00beMOM. (PyHIaMeHTalbHbIE OC-
HOBBI OMOXVMMWM W HOBEHIIINE MOCTIDKCHUS 3TOM HAYKM HM3JI0XKCHBI
B Hell oyeHb JJaKOHMYHO. KoHIIeHTpalusi orpoMHOro (hakTU4ecKoro
MaTepuana JOCTUTHYTa 3a CYET TOro, YTO LEHTPAJIbHOE MECTO OT-
BEICHO OYE€Hb HATJSIHBIM CXeMaM, a KPaTKMM TEKCT JIMIIb I0sIC-
HSET MX M BKIIIOYAeT OIIPEAeJICHMS OCHOBHBIX IOHATUI. OmHaKO
Hamo IOOYepKHYTh, 4TO «CoBpeMeHHass OMOXMMUS B CXeMax» He
Hay4yHO-TIOMYJISIpHOE, a MMEHHO HayyHOe u3IaHue, CBOEero poja
KOHCIIEKT Pa3JIMYHbIX DPa3ejoB OMOXUMUM.

Bropass oco0eHHOCTb KHUTU 3aK/JI04YaeTcss B TOM, YTO OHa pac-
CUMTaHa Ha caMblid IMMPOKWI Kpyr umTaresieii. OHa OKaxkeTcs II0-
JIE3HOM JIJ151 BceX, KTO U3ydyaeT OMOXMMMUIO, U OCOOEHHO MJIsI TeX, KTO, He
1Mesl CrieliMaibHOM MOATOTOBKM, CTOJKHYJICS ¢ ee IpobiaeMamu. buo-
XUMUSI BO BCeil CIIOXKHOCTU M MHOTooOpa3vy 4acTo MpeAcCTaBIsieTcs
Ype3BhIYaiiHO TPYyOHBIM IpenMeToM. Knaura Mycwia, HoBakoBoii u
Kynirza MakcuManbHO o0jierdyaeT 3HAKOMCTBO C 3TOM 00JIaCThIO Hay-
KU U aipecoBaHa YUTATENSIM C CaMbIM Pa3HbIM YPOBHEM ITOATOTOBKH.

B ocHoBy «CoBpeMeHHOII OMOXMMHNY B CXeMaX» IOJIOKEHO HM3Ia-
HUe, HalMCaHHOE TPYINOM YelICKMX aBTOPOB M BhILIEAIIEe Ha aH-
[JIMICKOM $I3BbIKE.

Ilo cBoeii cytn KHUTA OIM3Ka K OJecTSieMy y4eOHUKY, Hamu-
caHHoMmy A. JlenuHmkepom*. OHa 3HAKOMUT 4YUTATEJEd C ILIMPO-
KM KPYroM IIpo0iieM OMOXWMUM - CTPOEHHMEM OCHOBHBIX KJIACCOB
OMOITOIMMEPOB - OEJIKOB, HYKJICMHOBBIX KMCJIOT, YIJICBOAOB 1 JIUIIM-
JIOB, pacCMaTpMBaeT IIYTM MX pachaja M CHUHTE3a B KMBOM Opra-
Hu3Me. [leranbHO pa3oOpaH MeTaboIM3M aMUHOKMCIOT, IJIMKO-
JIN3 U TIpeBpallleHrs B IUKJIe JMMOHHOI KUCIOTHL. [laHO CTpoeHMe
KJIETKU, KJIETOYHBIX MeMOpaH M OOCYXIEHBI IPoOJeMbl TPaHCIIOP-
Ta, HakKoIJieHus1 M pacxoma sHepruu. CylllecTBEeHHOE BHUMaHME
yIIeJI€HO BOIpOcaM peIIMKalWKU, TPAHCKPUIILIMU U TPAHCASILMU Te-
HeTu4ecKoil mHpopmamuu. B 3akmoynTenbHON IJIaBe pacCMOTpeHa
perysiiuysi OMOJIOrMYECKUX MPOLECCOB KaK YacTHBIU ciiydyaid yrnpas-
JsieMbIX cucteM. OdeHb yIoOHO, YTO B KHUIE IIPUBEICHBI HEKOTOPEIS
equHuibl CU 1 Mx cOOTHONIEHWE C BHECUCTEMHBIMU U YCTAPEBIIMMMU
eAVHULIAMM.

* Jlenunoxwcep A. buoxumusi: [lep. ¢ anmi- M: Mup, 1974.



Pycckoe uzmanue «CoBpeMeHHass OMOXMMMSI B CXeMax» 3Ha-
YUTEJIbHO 00Jiee TOJIHOE T10 CPaBHEHWIO ¢ KHUTOW Ha aHTJIUICKOM
sa3bIKe. OHO BKJTIOYAET ILIECTb HOBBIX TIJIaB, TMOCBSIIIEHHBIX BOIPO-
caMm, KOTOpble paHee B KHUre He paccMmarpuBaiuch («CokpaTu-
TeJbHasl CUCTEMa MBbIIIEYHON KJeTKW», «HepBHas KJieTKa: CTPyK-
Typa U (yHkuus», «CoenuHUTENbHAasI TKaHb», «Boga M WOHBI»,
«KucnotrHo-ocHOBHOU OaiaHC U1 OOMeH ra3oB» U «buoxumuss um-
MYHHOU CHUCTEMBI»).

Ilpy moaroTroBKe pycckoro W3AaHUsT aBTOpaMu ObUT BHECEH
TaKXKe psii U3MEHEHWiIt B paHee HamucaHHble TiaBbl. B rm. XI
«MutoxoHapuu, ApixaHue, GHochopwIMpoOBaHUE» OHU TMO-HOBOMY
U3JIOKWIN XEMUOOCMOTHUYECKYIO TEOPUIO OKMUCIUTENbHOTrO (ocho-
pwiMpoBaHusl, TIpOLECChl TpaHcropTa ¢docdara u OukapOoOHara,
B 1. IX «Kierka» m3MeHWIM pas3gen O CTPOSHUU WHTepdas-
HOTO siipa U XpoMocoM. HekoTopble HETOUHOCTM OpMTHMHaIa yaa-
JIOCh UCTPAaBUThH TPU TIEPEeBONE U PEelaKTUPOBAHUU KHUTHU; 51 Ona-
rojapHa MOUM KoJIJleraM 3a LIEHHbIe 3aMe4aHMs, CACJIaHHbIE UMM
MPpU YTEHUU OTAENbHBIX €€ pa3lesioB.

MoXHO He COMHEBaTbCs, UTO KHMIa OylIeT MoJjie3Ha ILIMPOKO-
My KpYTy WHCCleAoBaresieil, paboTallMX B CMEXHBIX C OMOXU-
MUel O00JIacTsIX, CTyJeHTaM M aclupaHTaM, H3y4yalolluM OuoXu-

MMIO, a TakKKe IMperoaaBaressiM IIKOJ, TEXHUKYMOB M Ieaarorv-
YEeCKMX BY30B.

C. Asaesa



BeBenoeHuie

buoxumuss MOXeT OBITb OIpereiieHa KaK XUMMS KUBBIX OOBEKTOB (KJIETOK U OpraHu3MoB). KUBBIE OOBEKTHI OT-
JIMYAIOTCS OT HEXXUBBIX CBOEU CIOCOOHOCTHIO K () MeTabonu3Mmy; (0) BOCIIpOM3BEAEHMIO (C mepenadeil TeHeTUIeCKoit
MHGbOpPMALIIN).

npl/l 9TOM 2KUBBIC CYyHIECCTBA ABJIAIOTCA COCTaBHOI YacThIO Nnpupoabl N IMOAYUHAKTCA BCEM OCHOBHBIM 3aKOHaM
MIPUPOMBI, TAKMM, KaK 3aKOHBI COXpAHEHMsS] MacChl M SHEPTUW M 3aKOHBI TePMOIWHAMUKHU.

Kuevie 0bsexmbi TIPEICTABIISIIOT CO00I omikpbimbie cucmemvt (C TOUKH 3PEHUS TEPMOIUHAMUKW) WU OMHOCUMENb-
HO u3oaupoganHsie cucmembl (C TOUKUA 3peHUs] KubepHeTMKU). B oboux ciaydasix 3TO 03HayaeT, YTO KUBBIE CHCTEMBI
Y4acTBYIOT B OOMEHE C OKpYXKalolllel cpemoil. DTOT OOMEH CO cpeldoii OCYIIECTBJISIETCSI ¢ MOMOIIBIO CyOCTpaToB (MC-
TOYHUKOB CBOOOMHOIN 3HEPTUU) M MPUXOISINEH U3BHE MHMOPMAIIMU (ITO MPUBOIUT K CHIKEHHMIO SHTPOIUU M TOBBI-
IICHUIO YPOBHSI OpraHM3alliM KUBBIX CUCTeM). Takoro poga oOMeH CO Cpeloil MOAUYMHSIETCSI B OCHOBHOM IPUHLIUITY
Jle larenbe U MPUBOIUT K CMAUUOHAPHOMY COCMOsAHUN cucmembl. OHO MOXET ObITh OXapaKTepU30BaHO, KaK IWHa-
MUYECKOe COCTOSIHWE, IMPU KOTOPOM B KaKABIM TaHHBIA MPOMEXYTOK BPEMEHHM CHCTeMa ITOJyJaeT OT OKpYKarollei
Cpenbl Te Ke KOJMYeCTBa BEelllecTBa M SHEPTMM, YTO M BO3BpalllaeT B Hee, U, TAKUM 00Opa3oM, KOHIIEHTpAIUsI UX BHY-
TPHM CUCTEMBI OCTaeTCs HEU3MEHHOW. DTO SIBIIAETCS OTHOM M3 XapaKTEPHBIX YEPT KUBBIX OOBEKTOB, KOTOpasi OT/IU-
YaeT UX OT HEXHBBIX M30JMPOBAHHBIX CUCTEM, HAXOISIIMXCS B HE3aBUCSIIEM OT BPEMEHU paBHOBeCHM. B Takux He-
JKMBBIX CHCTEMaxX BCe KOJUYECTBAa BEIECTBA M DHEPTUU OCTAIOTCS HEM3MEHHBIMU M BCe TPOIECCHI ITPEeKpaInaloTcs.

Peakiiuu XMBBIX CUCTEM IIPpOTCKAIOT, TaKUM O6p330M, 80 6peMeHU U npocmpaHcmee. B cooTBeTcTBUM CO CTEINEHBIO
Pa3BUTUA 3THU CHUCTEMBI pPA3JINYAIOTCA CTCIICHBIO CJIIOKHOCTHU CTPYKTYPBHI.

Cmpykmypbl  #cugblx 006eKmoe OObIMHO 00pa3yloTCsl U3 MPOCTHIX HEOPTaHWYECKUX M OpPraHWYeCKUX BeIeCTB
U 00JIaIaroT ONpeAeeHHON MPOCTPAHCTBEHHON KoH@ueypayueii, KOTOpasi He OTpaXaeTcs MX MPOCTEHIIMMHU XUMHYe-
ckuMH (dopMyTamMu. DTy OCOOEHHOCTh HEOOXOMMMO MMEThb B BUAY TPH PACCMOTPEHUM PeaKIIMOHHOW CITOCOOHOCTH,
4acTo 3aBHUCAIICH OT KoHpuryparuu. OTHOCUTEIBHO MPOCThIE COSTMHEHUSI OOBEAMHSIIOTCS B MaKPOMOJIEKYJIbI M, Ha-
KOHell, B HaJIMOJICKYJISIpDHbIE CTPYKTYPHI, JieXalllie B OCHOBE IIABHBIX CTPOMTEJbHBIX OJIOKOB, M3 KOTOPBIX COCTOSIT
JKVBBIE CUCTEMBI,- KJIETKU W WX OpraHeUTbl. MOJIEKYJNbl XWBBIX CUCTEM WMMEIOT ONpelesieHHble pa3Mepbl U (opMmy,
CBsI3aHHBIE C UX (DYHKIUSAMU B OpraHMU3Max.

DyHKIIMOHUPOBAHUE KUBBIX CUCTEM OCHOBAHO Ha OUOXUMUYECKUX peaKyusx, TPOTEKaloIIMX KaK B yXe YIOMSs-
HYTBIX KJIETOYHBIX U CYOKJIETOYHBIX CTPYKTYpax, TaK U B pacTBOPE LIMTOIUIA3MbBI MM B MEXKIIETOUHBIX KUIKOCTSIX.

buoxumuueckue peaxyuu TPOTEKAIOT B CPABHUTEILHO Y3KOM HMHTepBasie (HU3NIECKUX M XMMHUYECKUX TapaMeTpoB,
Kpome orpaHudeHuit B TeMreparypax M JaBICHUSIX 3TO OTHOCUTCS TaKXKe K MHTEPBaly KOHLICHTpALUii, WIM aKTHB-
HOCTEl BOIOPOIHBIX UOHOB (6eauuunst pH). 3Hauenuss pH momnepxuBaioTcs Ha HY>KHOM YpOBHE OygepHuimu cucme-
Mamu, TIOMIVHSIIOIIUMHUCS ypasnenuio [endepcona-Xacceavbasxa. OTHOCUTENBHOE TTOCTOSHCTBO 3HavyeHMii pH Bech-
Ma CYILECTBEHHO IJISI TOrO, YTOOBI IMPEAOTBPATUTh Juccouuayuio OMOJIOTUYECKM aKTMBHBIX COCIUHEHMI, MOCKOJIBbKY
B pe3yJIbTaTe MOXET MPOU30UTH M3MeHeHUe (OPMBI M PEaKIIMOHHON CIIOCOOHOCTA MOJIEKYJI OEJKOB U COOTBETCTBEH-
HO M3MEHEHUE UX CTPYKTYPHOM CTaOWIBHOCTH WIIK (hepPMEHTATUBHOW aKTUBHOCTH. HeKoTopble OMOXMMHUUYECKHE peak-
LIMY TPOTEKAIOT C ONTUMAJIbHOW CKOPOCTHIO JIMIIL TMPU OMPEACTEHHOM OCMOMUUYECKOM O0Q6AeHUU U UOHHOU cuae
B Cpelie, TIe COXpaHsSIeTCSl CTPOTO MOCTOSTHHBIM COOTHOIIIEHHME OMNpeneIeHHBIX MOHOB. Bce aTH (haKTOphl OKa3bIBAIOT
CYILIECTBEHHOE BJIMSIHUE Ha CBOMCTBA U (DYHKIIMM MOJIEKYJ U CTENeHb TUCIIEPCHOCTU CHCTEM. B 3aBUCHMOCTM OT MpU-

pOIBI pacTBOpa M pa3Mepa pacTBOPEHHBIX YacTHMII Mbl pa3jiiyaeM HWCTUHHBIE DPACTBOPHI, KOJUTOMIHBIE PAcTBOPHI
M CYCHEH3UU.

Buoxumuueckue peakiiuu MOTYT MPOTEKAaTh JIMIIb NMPU COOJIONCHUN OIPENeIEHHBIX dHepeemuteckux mpebosanui.
Ilepsuunbim ucmounukom 3Hepeuy Ha Halllel TlaHeTe sBhsieTcs u3nydeHue ConHia. YacTh 3TOM DHEPTUM 3aracaeTcst
B (hopMe Xumuueckoil sHepeuu B XUMHUYECKUX CBS3SIX Pa3IMIHBIX BelllecTB. B HacTosee BpeMsT Ha 3eMJie CYIIEeCTBEH-
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HO TIpe00J1aaloT a3pOoOHbIe YCIOBUsI, U OOJIBIIYIO YaCTh SHEPTUU KUBbIE CUCTEMBI TTOJIyYalOT 3a CUET OKUCAUMENbHO-
80CCMAHOBUMENbHBIX Npoyeccos (M B TIEPBYIO o4epe/lb 32 CUET OKUCJICHUSI OPTAHWYECKMX COeNMHEHUI aTMOCGhepHbIM
kucinopogom). [lporekawliiye B opraHU3Max peaklUuu SIBISIIOTCS JIMOO 32x3epeonuueckumu (OHU TIPOTEKAIOT CIIOH-
TaHHO), MO0 3HOepeonuueckumy (OHU TPEOYIOT IJISl CBOETO OCYIIECTBJICHUSI BHEUIHUI MCTOYHUK 3HEpPruu). MHO-
rue U3 SHAEPrOHMYECKUX PEaKlnii MOTYT MPOTEKATh JIUILb MOTOMY, UTO OHU COMPAJCEeHbl C IK3EPTOHUYECKUMU peak-
umsimu. HaumbGosee pacrpocTpaHEHHBIM TEPEHOCUMKOM 3HEPIUU SIBJISIETCS MoJieKya aderosunmpugocpama (ATP).

BuoxuMunueckue peakimu MpOTEKAOT CO CKOPOCMAMU, 3aBUCSIIIUMU OM KOHUeHmpayuil pearupyroimx MOJEKYJl
U KOHCMAHmM CKOpocmeil, XapaKTepHbIX JJIsi JAHHOTO TUIMA peaklMu. DTU CKOPOCTH CYIIECTBEHHBIM OOpa3soM MOTYT
OBbITb M3MEHEHBbI (OOBIMHO TIOBBIIIEHBI) B MPUCYTCTBUU Kamaiuzamopog (bepMeHTOB). BpemHble BO3AECTBUSI OKpY-
JKawllel cpelbl MPOSIBISIIOTCS B TEpBYIO odepenb Ha (epMEHTAaTMBHOM YpPOBHE, MHTHUOMPYsl COOTBETCTBYIOIIWE
peaxiuu.

OtnenbHBIE PeakliMU B XKUBBIX OOBEKTaX KOHMPOAUPYIOMCS CAMBIMU Pa3TUYHBIMU MYTSIMUA. DTOT KOHTPOJb OCY-
IIECTBIISIETCS KaK 3a CYET U3MEHEHUsI TIPOCTPAHCTBEHHBIX (DAaKTOPOB (M3MEHEHUsI IHTPOITUU XKUBBIX CUCTEM), TaK U 3a
CYET U3MEHEHMSI CKOPOCTEM peakuuid.



Ipoussonnbie emuuun CH o0pasyoTcs cienyiomuM o0pasom: OCHOBHBIE EAVMHUIIBI CHU
a) ymHOXenueM Ha (akrop 10°

[pedukc Cumson Muoxurens Metp (M)
3K3a c} 10° Kunorpamm (kr)
nera I 101|52 CekyHpa (c)
epa T 10
e r 10 Ammiep (4)
Mera M 10° KensBun (K)
KUJIO K 10° Monb (MOJIB)
-3
MU M }8‘ Kanzena (HoBast cBeva) (KI)
MUKPO MK
HAHO H 107 CH -mexayHaponHas cucteMa eauHul (Systeme
TIKO n 107" International d'Unites).
(bemTO ¢ 107"
aTTo a 10"

6) B 0cODBIX CiyyasX yMHOXKeHHeM Ha (aktop 10'

[peduike CumBon MHoxuTenb
reKTO r 10°
nexa na 10'
nenu In 10"
CaHTH c 102
CooTHOILIEHNE BHECHCTEMHBIX eQMHHL JmHbI M exunny CU Enununeid nymuel sBiasieTrcsa MeTp (M)
M A ¢t I PexomeHnayemble MpoU3BOAHbBIE: KM, CM, MM, MKM, HM.
I m
metp (CH) 1 10" 3,2787 3,94+10
1 A -10
aHTrCTpeM 10 1 3,2787+10""  394+10°
1 gr (ft)
byt 0,305 3,05+ 10° 1 12
1 1 (in)
JOUM 25,4+10° 25,4107 8,333-10° 1
CooTHolleHHe BHECHCTeMHBIX eaunuy mMaccsl U eaunun CU Enununneit maccesl sBagercda Kujorpamm (Kr)

KT T VH. anted. @ PekoMeHayemMble MPOU3BOJHbIE: MT, T, MI, MKT.
1K BcnomoratenbHas enuHuna: | ToHHa (1) = 10’ KT.
KWJIOTPaMM
(CH) 1 10° 322 2,2046
Ir
rpamMmm 10° 1 322-10°  2,2046-10°
1 yH. anreuy.

(oz. apoth.) R

VHLHS 31,1035-10" 31,1035 1 68,5715+ 10°
anTeyHast

1 ¢ (1b)

byHT 0,45359236 4,5359+10° 146 1




CooTHOLIeHEe BHECHCTEMHBIX eauHuIl Bpevenn W emuamn CU

c MUH q cyT

lc 1 1,6667 - 10> 2,78+10" 1,2-10°
cexkyHna (CH)

1 MuH 60 1 1,667« 10° 6,94+10"
MUHYTa

14 36+10° 60 1 4,1667 « 10°
qac

1 cyr 8,64-10° 1,44-10° 24 1

CyTKHU

CooTHOIIEHHEe BHECHCTEMHbIX €IMHHMI TemnepaTypbl W emunuy CU

Envnuneii BpemMeHu sBJisieTcs ceKyHna (c)

PexomeHnnyeMble MpOU3BOIHBIE: MC, MKC, HC
BcniomorarenbHble eaMHULBI: MUHYTa (MUH), 4yac (4),
CcyTKH (CyT).

Envnuieii TepMOIMHAMUYECKOI TeMIepaTypbl
aBisiercsa KeabBuH (K)

K °C °F ‘R °*Peomiopa Pekomennyemoe mnpoussogHoe: MK.
BcriomoratenvHast enunHuia: rpagyc Lenbcust (°C).
1 K 1 1 9/5 9/5 4/5
Kensun (CH) (1,8 1,8 ©0,8)
1°C 1 1 9/5 9/5 4/5
rpanyc 1,8 1,8 08
Lenbcus
I’F 5/9 5/9 1 1 4/9
rpaayc (0,555) (0,555) (0,444)
Dapenreiita
I°R 5/9 5/9 1 1 4/9
rpaayc (0,555) (0,555) (0,444)
PenkuHa
1°R 5/4 5/4 9/4 9/4 1
rpazyc (1,25) (1,25) (2,25) (225 HEKOTOPBIE IIPOU3BOJJHBIE EAVUHNULL CU,
Peomiopa WCIOJIb3YEMBIE B KHUTE
Emunnueii oobema siBisiercss  KyOumueckuii merp (M)
CooTHOIIEHHEe BHECHCTEMHBIX €IVHHIl 00beMa PexoMeHIyeMBIe MPOU3BONHEE: IM, CM’, MM,
u emmmn CH BcnioMmorartesibHasg equHuLa: Jutp (71).
M’ n opn ran T VH
1m° 1 10° 8,64842 2,6417+10° 1,7597 « 10° 3,5195-10°
kyouueckuit metp (CH)
1n 10° 1 8,64842+ 10 0,26417 1,7597 35,195
JIUTP
1 6px (bbl) 0,115628 1,15628+ 10° 1 30,454 2,03477  10° 4,0695 « 10°
cyxoil 6appen (amep.)
1 ran (gal) 3,78543-10° 3,78543 3,2738+10° 1 6,661428 1,33288+ 10°
rajjioH (amep.)
1 ot (Ig. pt) (aHrn.) 5,68261+10* 0,568261 4915-10° 0,150118 1 20,00
NMUHTA XUAKOCTU (AHIJ.)
1 yu (fl. oz.) (aurn.) 2,8413+10° 2,8413+10° 2,45727+10" 7,50588+10° 5,00+ 107 1

YHUUA KUIAKOCTHU
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COOTHOLLEHNEe BHECUCTEMHbIX €OMHUL, OABJeHUs

EnvHunuein paeneHns sBnsietcs nackanbs (Ma)

u emmmu CU PekomeHgyemble npou3sogHble: [Tla, Mrla, w™lla,
MkMa
Ma arm Topp MM Hg MM H,0 6ap H/mm? 1 ¢/kB. moim
1MNa 1 1,02:10° 7,5-10°  75-10° 1,02-10" 10° 10° 14,504-10°
nackasib (CU)
1atm 1,01-10° 1 760 760 10* 1,013 9,81-107 14,2233
dursmyeckas
atmocdepa
1 TOopp 133,3 1,36-10° 1 1 136 1,333-10° 1,333-10* 1,93-10°
TOpp
1 Mm Hg 1333 1,36-10° 1 1 136 1,333-10° 1,333-10° 1,93-10°
MM PTYTHOrO
cTonba
1 mm H,O 9,81 10 7,36-107 736-10° 1 9,81-10° 9,81-10° 1,422-10°
MM BOOSIHOIO
cTtonba
16ap 10° 1,02 750 750 1,02-10° 1 0,1 14,504
G6ap
1 H/mM® 10° 10,2 7,5-10° 7,5-10° 1,02-10° 10 1 145,04
HBIOTOH Ha MM’
1 d/kB. moinm 6,895-10°  7,03-10° 51,74 51,74 7,03-10° 6,89-10% 6,895-10° 1
dyHT-CcMna Ha
KBaOpaTHbIN
JallelZ [V
EavHnueit sHeprin (paboTbl, TeruioTbl)
aBnsetcs mkoynb (K)
PekomeHaoyemble npouisBogHble; Tk, X, MIOX,
CoOoTHOLLEHME BHECUCTEMHBIX E€AMHUL, 3Hepu, KK, MIDK
paboTbl u TernoTel U eavhuy, CU BcnomorartensHaa eovHuua: 9nekTpoHBONLT (3B).
x 3B 1BT-C KIc*M KKan 3pr ¢4
1 0x 1 6,242-10" 1 0,101972 2,388-10* 10’ 8,86
mxoynb (CW)
13B 1,6021-10™ 1 1,6021-10™ 1,63-10%* 3,827-10% 1,602-10™ 17
3NIEKTPOHBONBLT
1BT-C 1 6,242-10" 1 0,101972 2,388-10* 10’ 8,86
BaTT-CeKyHaa
1krc. m 9,81 61,234-10® 9,81 1 2,34-10° 9,81-10 86,96
KwiorpaMm-cuia-
MeTp
1 kkan 4,1868-10° 2,6133-10%  4,1868-10° 427 1 4,1868- 10" 37130
Kusiokanopusi
1 3pr 107 6,242+ 10" 107 1,0197-10°  2,388-10™ 1 8,86-10"
apr
1 dT-A, (Ibf-in) 11,2815+ 10° 7,042-10" 11,2815-10° 1,15-10° 2,7-10° 11,2815-10° 1
byHT-cuna
Ha OIONM
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CaoiicTBa JUCHEPCHBIX CHCTEM

Hucnepcnu
aHAIUTHYECKHE  KOJUIOUAHBIE rpy6bie
Pasmep yactuu 1 HM 1—10° uM 10° um
I BuXeHue OueHb OueHp ObICTpoe MenaeHHOE
4acTull OBICTpOE OpoyHOBCKOE OpOYHOBCKOE
TerioBOe IBUXKEHNE NIBUXEHUE
JIBUXEHUE
Cnoco6HOCTh _ Konnonuesas BymaxHbIit
K GuibTpanuu MeMmOpaHa GbUIBT
Ouddysus beicTpas MenneHHas _
OcMotuyeckoe Bricokoe Huskoe —
NaBJeHKE
Crnioco6 — YibpTpaMuKkpo- BusyanbHblit,
HabJI0IeHUS CKOI, 3JIEKTPOH- ONTUYECKUI

HBII MHUKPOCKOIT MUKPOCKOIT

Pasauunbie cnocoObl BbIPAKEHHS KOHIEHTPALUH

MuJTMrpaMM-IpoLEeHT (Mr-%)
KonunuectBo BemectBa (B mr) B 100 r pactBopa

MunnnonHas gonst (MIH ', ppm)

1 wmua'—107%, T.e. 0,0001%
Iman'—0,1 mr-% (pacTBopa)
I man '—1 mMxr/man — 1 Mr/n

s evipajcenuss KOHUEHMpPauuu, ecau Heu36ecmia MOAeKYAAPHAs Mdac-
ca eeujecmea, ayuule 8cec0 UCHONb306AMb NPOUCHMHYI) KOHUESHMPAUUIO.
MaccoBbiii miporieHT (Macc.%)

W/W— KOJM4YecTBO BellectBa B rpamMmax B 100 r pactBopa

w/v — KOJIMYEeCTBO BellecTBa B rpammax B 100 My pacTBopa
Obsemubiii npoyenm (00.%)

V/v — KOJIMYEeCTBO BewlecTBa B Muuimautpax B 100 ma pactBopa

n M
MonspHas KOHUEHTpauus = —;— 1000 = 12/—2 1000

| 4

n, — YMCJIO MOJIeil pPacTBOPEHHOro BellecTBa B V MJ pacTBopa
g, — Macca paCTBOPEHHOIO BELIECTBa B rpamMmax

M, — Macca BELIECTBAa, YMCJIEHHO DPaBHasi €ro MOJIEKYJISAPHOH Mac-
ce
r2 g:v/IM;
HopmaibHass KOHIEHTpauus = 71000 = ——=1000

F, —4MCJIO TI'PaMM-3KBHUBAJEHTOB pACTBOPEHHOIo BelllecTBa B V Mi
pacTtBopa

v — (akTop, CBS3BIBAIOIIMI YMCIO MOJEH M YMCIO TpaMM-3KBUBa-
JIECHTOB BELIECTBA; OH YUCJIEHHO paBeH OOPAaTHOI BEJIUYMHE OCHOB-
HOCTU (aTOMHOCTM) KHUCJIOTH (OCHOBaHUS), YMCIY O3JIEKTPOHOB, Iie-
penaBaeMbIX WJIM aKIENTUPYEMbIX ONHOW MOJIEKYJIOW TIpU OKHUCIU-
TeJIbHO-BOCCTAHOBMTEIbHBIX Mpolieccax 1160 hopMaabHOM BaJleHTHOC-
TU TIPOCTHIX MOHOB

n M
MousiibHAsT KOHUEHTpauus = 72 100 = &/i_i 1000
g1 g1

n,—4UCJIO MOJell pacTBOPEHHOIro BeLEeCTBA B g, I PpacTBOPUTEJS
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JUCIHEPCHBIE CHUCTEMBbI

JlvicTiepCHBIE CHUCTEMBI COCTOSIT W3 HEMpPEPbIBHOM
ducnepcuonnoii  cpedvi  (KUIKOW, Ta3000pa3HON WK
TBEPAOi1) U DMCIIEPTMPOBAHHBIX YAaCTUL, TaK Ha3bIBae-
MOt ducnepcholi ghazbl. DT 4aCTUIBI OOBIYHO SIBJISIIOT-
Csl TBEPIBIMU, OMHAKO MOTYT OBITh TaKXe U XKUIKUMHU,
U ra3000pa3HbIMHU.

JlyicriepripoBaHHbIe YaCTHULIBI MOTYT TPEICTaBIATh
c000ii OTIEAbHbIE MOJIEKYJIbI (MOHBI) WJIM MX arperarsbl.
COOTBETCTBEHHO OHHU 00pPa3yloT MoaeKyaspHble Ouc-
nepcuu (UICTMHHBIE PACTBOPbI, aHAJUTUUYECKUE AUCIIEp-
CUU), KOAM0UOHble Oucnepcuu W epybble Oucnepcuu.

JlvicTiepCHBIE CUCTEMBI Pa3NeNsioTcs Ha MoHoducnepc-
Hble M noauducnepchvle. [lepBble M3 HUX XapaKTepu-
3yI0TCS OJMHAKOBBIM pa3MepoM, GopmMoit U GU3MKO-
XUMHWYECKUMHU CBOMCTBAMU TUCTIEPTUPOBAHHBIX YACTHULL.
INonunucnepcHble CUCTEMBI XapaKTEPU3YIOTCS Pasiiv-
YUeM JUCTIEPIrMPOBAHHBIX YACTULL 110 3TUM MapaMeTpam.
TUNUYHBIM MPUMEPOM TOJIUAMCIIEPCHON CUCTEMbI $IB-
JISIETCSl KJIeTKA.

EIAHULBI KOHIEHTPALIMI B CH

OCHOBHBIE [IpousBomHbIe

eIMHULIbI SIVHULIBI

MOJIb/T MMOJTb/J,MKMOJIb/J, MOJIIPHAs! KOHLIEH-
HMOJIb/T Tpauust

MOJIb/KT MMOJIb/KT, MOJISUTbHAST ~ KOH-
MKMOJIb/KT, LIEHTpaLus
HMOJIb/KT

MOJIb/MOJIb  MMOJIb/MOJTb, MOJIbHAsl J10JIS
MKMOJIb/MOJTb,
HMOJIb/MOJIb,

KT/1 I/, MT/J, MKT/1,  MaccoBasi KOHLIEHT-
HI/1 pauust

KI/KT /KT, MI/KT, MKI/KI MaccoBOe OTHOIIIEe-
HT/KT HUe

a/n MJ/7, MKJ/T 00BeMHOE

OTHOLICHUE

Mounsipaeiit (1 M) pactBop (MoJib/)

colepXUT | MoJb pacTBOPEHHOIO BEIEeCTBa
B 1 1 pactBOpa

Hopmaabhbiii (1 H.) pacTBop (r-3KB./)

COMEPXKUT | r-3KB. paCTBOPEHHOIO BelllECTBa
B 1 1 pactBOpa

Moasumbhbiii (1 M) pacTBop (MOJIb/Kr)

COICPXUT | MOJb PACTBOPEHHOTrO BeElLECTBA
B 1 Kr pacTBOpMTEJIS



Tunbl rpyObIX M KOJJIOMIHBIX JUCHEPCHii

JlucriepcuoHHbIE

HHCHCpFHpOBaHHHe YacCTHULbI

cpenbl
ra3000pas-  xuakue TBEPIbIE
HblE
I'py0Onie —_ Moxnpb, [bIM, TbLIb
Taso- TyMaH
o0Opa3Hble
Komnmounusie  — Aspo301b A3po301b
Kunxue I'pyOble Ilena OMynbcus Cycnensus
KonnouaHeie [Tena DMynbcust JIno3onb
(3011b)
I'pyGbie Teepapie  BkiuioueHus — Cwmecn
MEHBI TBEPIbIX
TBepable BeLEeCTB
Komnounusie TBepabie i TBepabie 30-
TIeHBI I

JluodoOHbie 3014

JInodunbHbe 3011

OO6BbIYHO HeopraHuyYecKue
CTBa

BEILIC-

BsizkocTh cpaBHUMa C BSI3KOCTBIO
NUCIIEPCUOHHOM XUIKOCTHU

SIcHO pasIMYMMBI B YJIbTpaMU-
KpOcKoIe

DnekTpodopeTndeckas  IOIBUXK-
HOCTb - XapaKTepMCTUYECKUM  Ta-
pamerp

Koarynsauuns ox
9JIEKTPOJIUTOB

neificTBUEM

CTaOUIbHOCTD 3aBUCHUT OT pas-
Mepa 4YacTHII

OOBIYHO OpraHMYeCKMe BelIecTBa,
MaKpOMOJIEKYJIbl

BsizkocTh MHOTO OoJibllie, 4YeM Yy
NUCTIEPCUOHHOMN XUIKOCTHU

[110x0 pa3nuyuMbl B yIbTpPaMUK-
pockore

DnexkTpodopeTnyeckasi MOIBUXK-
HOCTb 3aBUCHUT OoT pH; M3MeHeHUe
pH MoxeT BhI3BaTh mepeMeHy Ha-
MpaBieHHUs IBUXEHUS

O6patuMoe BbICaaMBaHUE H30BIT-
KOM 3JIEKTPOJIUTOB

CrabuIbHOCTb 3aBUCUT OT IPUPO-
IIbl COJbBATHON 000JOUKU

CBOIICTBA JIMOPUJIbHBIX
N JIMO®OBHbIX 30JIEU

Cpeny KOJUTOMAHBIX AUCIIEPCUil 0coboe 3HAYeHUE B
OMOXMMUM UMEIOT TMAPO30JHU (KOJIOUAHBIE AUCTIEPCUM
TBEPJBIX YacTUIl B Boxe). B cooTBeTcTBUU CO cBOUMM
CBOMCTBAMHU 30J1M AEJSITCS HA TUAPOMPUIbHBIE U TUAPO-
(pobHEbIE.

Bonbiiast yacte He cBSI3aHHBIX ¢ MeMOpaHamu Oeln-
KOBBIX MOJIEKYJ] o0OpasyeT JuoduIbHbIE 30U KakK in
vivo, Tak W in vitro (TaKOBbI, HampuMep, PacTBOPHI
0eJIKOB CBIBOPOTKM KPOBU, OCJIKOB LIUTOTLIA3MbI KJIETKH
nocje yaajeHusi OpraHesn).

KuBble cucTeMbl OOBIYHO CTpPEMSTCS MPEBPATUTH
nohoOHbBIe 30JIM B TMOMWIbHBIE, KOTOPbIe Oojiee pacT-
BOPMMBI B BOIHBIX cpenax. [Ipumepom siBisieTcst obpa-
30BaHUE MOJIEKY] JUIOMNPOTEUHOB, B KOTOPBIX JMUMUI-
Hble TuUApoOOHbBIE sapa OKPYXKEHbl MENTUIHBIMU 1ie-
MMM,

OJIEKTPUYECKUE 3APAABbI KOJJIOUIOB,
OBPA3OBAHME MMUMIIE/LI, KOAT'YJIALINA,
BbICAJIMBAHUE

[Tpu KoHTakTe C XUAKON (ha30it MOBEPXHOCTH AMC-
MEePrupoOBaHHbBIX YaCTUI] TIPUOOpETaeT, Kak IMPaBUIIO,
3JIeKTPUYECKUI 3apsii. DTOT 3apsii BO3HUKAET B pe-
3yJbTaTe aacopOLMKY MOHOB U3 XUAKOU (aszbl UM 31eK-
TPOJIUTUYECKON MMCCOLIMALIMU TTIOBEPXHOCTHOTO CJIOS
nucriepcHoit ¢aspl. Oba aTMX Tmpolecca 3aBUCAT OT
MJIOLWAAM MOBEPXHOCTU YAaCTHUIL U MO3TOMY pE3yJIbTH-
pYIOLIMIA 2JEKTPUYECKUN 3apsii OCOOEHHO CYILECTBEH
JUTST MEJIKOJMCIIEPCHBIX KOJUIOUAHBIX yacTuil. OHU crio-
COOHBI SJEKTPOCTATUYECCKHU CBA3bIBAaTh WUOHBI us3
pacTBopa WJM aacopOMpoBaTh MOJIEKYJIbl PacCTBOpPUTE-
751 (coMbBaTUPOBAThCS), 00pa3ysl TaK Ha3blBaeMble MU-
LEJUTBI.

Muuennsl 110hoOHBIX 30/1eil MPUOOPETAIOT 3apsil
yaiie BCero B pe3ysibTaTe ajcopOIMM MOHOB M3 PacTBO-
pa. [lpu no6aBaeHUU PAaCcTBOPOB 3JIEKTPOJIUTOB MPOUC-
XOAMUT OocaxaeHue JuoGoOHbIX 30Jeil U3 pacTBopa. DTO
CBSI3AHO C T€M, YTO 3apsDKEHHbBIE KOJUTOMIHBIE YaCTUIIBI
aIcopOUpPYIOT MOHBI MPOTUBOMOJOXHOIO 3apsina. B pe-
3yJbTaTe YAaCTUIIBI TEPSIOT CBOM 3apsiibl M 3JIEKTPOCTa-
TUYECKOE  OTTAaJKUBaHWE, TMOJAEPXKUBAIOIIEEe  CTa-
OuabHOCTb TMOGOOHBIX 30Jei, ucuesaer. Takum obpa-
30M TIPOMCXOOUT HeoOpaTuMoe ocaxaeHue (Koaryssi-
uust) 3oxs. [IpuMepoM Takoro mporiecca MOXET CIy-
KUTb Koaryjadauusa JUIONPOTEUHOB IO ﬂeﬁCTBMeM re-
mapuHa B MpUCYTCTBUM HoHOB Ca’’.

Munennbl TMOGUIBHBIX 30JIell MPUOOPETAIOT 3a-
pSibl B pe3yJabTaTe AMCCOLMAIMU WOHOTEHHBIX IIO-
BEPXHOCTHBIX yyacTKoB. Mx conbBaTHasi 060Ji04Ka Co-
CTOUT W3 CJIOEB OPMEHTUPOBAHHBIX MOJIEKYJ PacTBO-
putensi, oOpa3ylolIMX TaK Ha3blBAEMYI0 COJIbBATHYIO
0000uKy. DTa 00070YKa CTAOMIM3UPYET YACTUIBI 30-
Jisl, IpendaTcTBys ero arperauuu. [lpu noGaBieHun He-
0O0JBLINX KOJMYECTB HEUTPAJbHBIX COJEH MPOUCXOAUT
paspylieHue CcoJbBaTHOU 00010uku. OCBOOOXIECHHBIC
OT CcTabuau3upyloleilt o000J0YKKM KOJUIOMAHBIE Ya-
CTUIIBl aTPerMpyIOT U BBHINAZAIOT U3 PACTBOpA; MpOUC-
XOAUT uX BeicanuBanue. OnHako 3dekT BricaTuBaHUs
SIBISETCS OOpPaTMMBIM W TIpU pa30aBIEHUU PAaCTBOpA
WIA yoaleHUW N00aBJIEHHOTO SJICKTPOJIUTA TUATTM30M
KOJIZTOMAHBIC YaCTULbl BHOBbL IEPEXOAAT B PacTBOp.
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. a=f-c,

f,.‘-KO3(b(bI/IL[I/IeHT AKTUBHOCTHU; €ro 3HAYCHHEC OIpPCACIACTCA KOH-
HEHTpaAMAMNU U 3apsgaaMM BCEX MOHHBIX 4YacCTUIl pacCTBOpa

2 —lgfi=kVu
k - KOHCTaHTa, U - MOHHas Ccujia
1 2 2 2 2 1 2
3. |,1=72(c,z1 +cy25 +c3zi + .+ 6 2f) =?2c‘z;

¢, - MOJISIpHas1 KOHUEHTpalusAa JNAaHHOW MOHHOI JacTuuhbl,

Z; ~4UCJIO €€ DJIEMEHTAPHBIX 3apsa0B

a=|K, v
v=1/c
v - pasbaBieHue, K, - KOHCTaHTa IMCCOLMALUU

CreneHb IUCCOLMALIAN YKa3bIBa€T Ha TO, KaKasd 4YacCTb 3JICKTPOJIMTa
JUccourrpoBaHa Ha MOHBI B YCJIOBHUAX PaBHOBECHUA.

AB==A* + B~
[A*][B7]
RN

[A"], [B] -paBHOBeCHBIE KOHLIEHTPALMU MOHOB (B T-HOH/T)

[AB] - paBHOBecHasi KOHIIEHTpalMsl HEIMCCOIMMPOBAHHOTO BEIllECTBA
(B Moub/1)

. H,O=H"+OH"

_ [H*][OH"]
%0~ " H,0]

[H,0] *K,,, = [H'][OH]
3. K,=[H+][OH]
4. [H'][OH]=10"
5. [H]=[OH]=10"
6. —Ig[H'] = —Ig[OH] = —Igl0~

7. pH=pOH=7

[pH=-1g[H"]]
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AKTUBHOCTD
N MOHHAA CHWJIA PACTBOPOB

Paznuuue B cBOICTBaX KOHIIEHTPUPOBAHHBIX U Pa3-
OaBJIEHHBIX PACTBOPOB 3JIEKTPOJIUTOB CBSI3aHO TJIABHBIM
00pa3oM CO 3HAYUTEIBHBIM 3JIEKTPOCTATUYECKUM B3au-
MOJIEAICTBMEM MOHOB B KOHLICHTPUPOBAHHBIX PAaCTBOpaX.
B cBs131 ¢ 3TUM BMECTO MOHSTUS KOHLEHTPALUSI UCTIOJb-
3yeTCsl TIOHATHE aKTUBHOCTb. AKTUBHOCTH i-ii MOHHOI
YacTULIbl @ CBsi3aHa C €€ KOHLEHTpaluel ¢, ypaBHe-
Huem 1.

Axmuerocmb SIBJISIETCS MEPO KOHLIEHTPALIMK C y4e-
TOM 3JIEKTPOCTAaTUYECKUX MEXMOHHBIX B3aUMOJEH-
CTBUIA.

CBsI3b KOHLEHTPALM MOHOB U 3apsioB MOHOB CO
3HaueHWeM Ko3(dbuilmeHTa aKTUBHOCTU WMOHHOW 4Ya-
cruubl f Bblpaxaercs ypaBHeHueMm 2. Ilpu stoM
MHOTro3apsiiHble HWOHBbI OKa3bIBalOT 0oJyiee CUJIbHOE
BJIMSIHUE Ha 3HaueHue f, yeM opHo3apsiaHble. CreneHb
3TOTO BJIMSTHUSI BBIPAXKACTCS UOHHOU CUAOU pacmeopa
COIJIACHO ypaBHEHWIO 3.

CUJIIbHBIE W CIJIABBIE OJIEKTPOJIUTDI,
KOHCTAHTA JIMNCCOLUALINNA,
CTEIIEHb JUCCOLIMALIUN

B BomHBIX pacTBopax JIMIIL HeOOoJblIas AOJS Clia-
0Oro 3JIEKTPOJIUTAa TUCCOLMMPOBAHA HA MOHBI, 0OJb-
masi e 4acTb MOJIEKYJ HaXOAMTCS B HEIUCCOLMUPO-
BaHHOU dopme. KonnuecTBeHHOI Mepoii AuUCCOLMAluN
TaKOTO 3JIEKTPOJIUTA B PACTBOPE SIBJISIETCS CTENEHb €ro
JUCCOIUAIU Ol

PaBHOBecue, cyuiecTByolee MeXAYy HEIUCCOLUU-
POBaHHBIMU U JMCCOLMUPOBAHHBIMM WMOHAMM, Ha3bl-
BaeTCsl MOHHBIM PAaBHOBECHEM.

[MonoxeHne paBHOBECUSI XapaKTEepU3yeTCs KOH-
CTAaHTOW pPaBHOBECHS, KOTOpas B 3TOM cCliyyae Hasbl-
BaeTcsl KOHCTaHTOW auccoumauuun (K).

INCCOLUALISL BOJBI, pH

MosieKyabl BOAbl AMCCOLMUPYIOT Ha MOHBI H'
OH (1).

TMonoxeHue paBHOBECUSI AMCCOLMALIMM BOABI Xa-
pakTepusyeTcs KOHCTaHTOH auccoumauuu K, (2).

TToCcKOJIbKY KOJIMYECTBO AMCCOLIMMPOBAHHBIX MOJIE-
KyJl BOIbl BeCbMa Majlo, KOHLIEHTPALUIO HEIUCCOLIUM-
pPOBaHHOI  BOOBI ~ MOXHO  CYMTaTb  IOCTOSTHHOM
([H,O] = const), a ee mnpousseneHue Ha K, O0aeT
BeIMUMHY K, Tak Ha3blBaeMoe MOHHOE IPOU3BENCHUE
Boabl (3).

3HaueHne K, 3aBMCUT OT TemIepaTypbl U TMpu
25°C pasuHo 1,02:10" wmomp’+s” (cp. ypaBHe-
Hue 4).

B HeiitpanbHEIX pactBopax [H'] = [OH]. (5)

Jlorapudmupyss ypaBHEHHE S, Mbl NPUXOAUM K

ypaBHeHuio (6). Ipunas, uro pH= —Ig[H'], a
pOH = —Ig|OH’], ™Mbl momyyaem ypaBHeHue (7).
3navenue pH-smo  ompuyamenvHolll  decsamuu-

Hblll  n02apu@M  MOASPHOU
Hocmu) 6000POOHBIX UOHOS.

KOHuenmpayuu  (aKkmue-



CBSA3b 3HAYEHMI pH
C KOHIIEHTPALIMEN BOJOPOJTHBIX
HOHOB

Mepoii KUCTOTHOCTH SIBJISIETCS KOHIIEHTPALUS BOIO-
POIHBIX MOHOB.

B xucnbix pactBopax [H'] 6oabme, uem 107, u,
TakuM obpaszoMm, pH MeHbie 7.

B menounsix pactBopax |[H'] Mmenbme, wem 107,
u pH Gonpmre 7.

H3amenenue pH Ha enuHuily osHavaetr 10-kpaTHoe
M3MeHEeHWe KOHLEHTPALMM BOIOPOIHBIX HOHOB.

YPABHEHUE TEHAEPCOHA-XACCEJIbBAJIXA,
BY®EPHI

[uccoumanus ciabbIx KUCHOT - ypaBHeHue (1).
Koncranra paBHoBecust nuccoumauuu K, - ypaBHeHUe
2.
Ero nmorapudmMupoBaHue MpUBOAUT K BhipaxeHHio (3),
KOTOpoe HasbiBaeTcs ypaBHeHMeM [eHaepcoHa-Xac-
cenpbaixa.

AHaJornyHoe ypaBHeHHE (4) MOXeT OHITh BbIBEHIE-
HO M 1Js1 LIEJOYHBIX pacTtBOpoB (K, - KOHCTaHTa paB-
HOBECHsI TUCCOLMALIMM OCHOBAHWUIA).

Bygepot - pacTBOpel cMecu c1aboii KHUCIOTBI M €€ CO-
JIM, TOJJEPXKMBAIOLIME TMOCTOSHHOE 3HAUYe€HHUE KOHIIEH-
tpauuu H™ (pH) B pacTsope.

bygepnas  emxocms ompepmensietrcs usMeHeHueM pH
npu no6GaBleHUM CHUJIbHBIX KHUCJIOT WJIM OCHOBaHUI
K OydepHOMy pacTBOopy. BDTa eMKOCTb BO3pacTaeT
C yBeJIMYEHUEM KOHIIeHTpauuu Oydepa. Makcumaib-
Has OydepHass €MKOCTb JOCTUTaeTcsi TPU COOTHOIIIE-
HUU COJIb/KHUCIIOTa, paBHOM 1.

[Mpouent
HeliTpanu3aluu pH

1 1/99 =001 —2 pK—2
10 10/90=0,1 —1 pK—1
50 50/50 = 1 0 pK
90 90/10 = 10 1 pK+1
9 99/1 = 100 2 pK +2
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1. AGC = —RTnk

‘pasH

2. AC = — nfE

‘Bocer/ok

3.AG = AH — TAS

4.AG°==2G" — 26

TPOIYKThL peareHTbI

AG = AH — TAS

AH -u3MeHeHMe SHTaIbNUM (TEII0COAEepXKaHUS)
AG - u3MeHeHre CBOOOTHON 3HEPruu

AS - U3MeHeHre BHTPOINU

T - abGcomoTHas TemIeparypa
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CBOBOJHAA ODHEPIUSA U EE M3MEHEHUWE

CBobGonHast sHeprus (G) ompenessieTcsl ypaBHEHUEM
G = H—TS, tne H - snrtanbnus, T - abCoONOTHAs TeM-
neparypa u S - 9HTPOMUS.

CBo0OosiHast 3HEPTUS - 3TO Ta YacTh MOTEHIIMATbHON
SHEPTUM pearupylolivMX BellecTB, KOTOpas MOXeT
OBbITh WCITOJIb30BaHA [JIsI OCYIIECTBJICHUS TIOJIE3HOM
pabotel. M3meHeHue cBoOomHOl dHeprun AG =
= AH—TAS; 5Ta BeluMuWHa CIYXUT KpUTEpUEM
CIIOHTAHHOTO MPOTEKAHUSI XUMUYECKUX peakuuit. Peak-
LUK MOTYT TPOTEKaTh CIIOHTAHHO TOJBKO B TOM CIIy-
yae, €clIM CBOOONHAsl JHEPrusi yMEHbIIAaeTcs, T.e.
AG<( (9K3eproHUYecKre peakiivu).

Ecmu cBoOomHasi sHeprusi BO3pacTaeT, TO pPeakius
TpeOyeT  JOMOJHUTEIbHOTO  MCTOYHMKA  JHEPTUH,
AG>(0 (3HImeproHmveckue peakiuu). B ciyuae paBHO-
BECHBIX peaklldii U3MEHEeHHe CBOOOMHOI 3Hepruu Oaum3-
KO K Hymo, AG=0.

1. PaBHoBecHble peakimu (AG=0)

2. Bka3eproHmueckue peakuuu (AG<0)

3. DHueproHuueckue peakuuun (AG>0)

(E, ->Heprust akTUBALIUK)

HEKOTOPBIE CIIOCOBbI BBIYMCJIEHUSI
MN3MEHEHUSI CTAHJIAPTHOM
CBOBOJIHOM DHEPIUM (dG°)

AG° o3HauaeT MU3MEHEHHE CBOOOTHOI IHEPTUU CHC-
TeMbl B YCJIOBMSIX, KOTIa KaK pearvpyloliue BellecTBa,
TaK M TMPOAYKTH PeakiMM HaXONATCS B CTaHOAPTHBIX
yCIoBUSX |[MossipHas KoHueHtpauusi, 7=298 K, T.e.
25°C, pH =0; nmna ra3oobpa3HBIX cHUCTEM p =
=98,1 xI1a (1 atm)].

AG® MOXHO HaWTu:

1. W3 koHctaut pasHoBecust K
2. V3 OKMCIUTENbHO-BOCCTAHOBUTEIbHBIX MOTEH-
uuanos  (E,...)

3. M3 TabauyHbIX 3HaYeHWil OSHTaabnuu (AH)
u sHTponuu (AS).
4. W3 pasHoctu Mexay G° pearupymoolux BelIeCTB

1 G TPOLYKTOB pPeaKIuu

OHTPOIINA U EE NBMEHEHUE

OO11eii TeHAEHIIMeH BCeX HEeoOpaTMMBIX CIIOHTAHHO
MPOTEKAIONINX U TEPMUYECKU M30JIMPOBAHHBIX TMPOLIEC-
COB SIBJISIETCSI:

cTpeMJieHUe TMOOCOBOI CBOOOAHON HEPruu K MM-
HUMYMY;

CTpeMJICHUE SHTPONMUM K MaKCUMYyMY.

[lepexon OT XUBBIX K HEXMBBIM CHUCTEMaM CBSI3aH
¢ pocroM OsHTporuu. OO6pa3oBaHME OMOJIOTUYESCKUX
CTPYKTYp (BO3pacTaHue YMOPSIOYEHHOCTH) CBSI3AHO CO
CHMKEHUEM 3HTPOMUU. DHTPOMUS SBISIETCS MEpOil Be-
posITHOCTM maHHoro coctosiuus (S = kInT). Heynopsi-
JOYECHHBIC COCTOAHUA ABJIAIOTCA, KaK INpaBuio, MHOro
OoJsiee BEpOSITHBIMM, Y€M YIOPSJAOYCHHbIE, U 00J1aJal0T
Mo3TOMY 0o0Jiee BBICOKON BSHTPOMUEN.



BnusaHue pH Ha ceBoGoaHyio aHepruio rugponusa ATP (25°C)

3ABUCUMOCTb USMEHEHUS
CBOBOOHOW SHEPTUU OT pH

PaBHOBECKS MHOMIX BMOSIOMMYECKMX MPOLIECCOB 3a-
BucAT ot pH. CneposaTenbHO, M3MeHeHne CBOOOOHOM
3HEeprMm 3TUX MNPOLECCOB Takxe 3aBMcut OT  pH.
AG’ COOTBETCTBYET CTaHOA@PTHOM CBOOOAHOW 3HEPrvn
npy pH 0. Mockonbky Takoe 3HadeHne pH He saBnsieT-
ca  PU3NONOrMHECKUM, BENMHVHONW, MPUMEHSIEMOM B
oroxumunn, aBnaetcsa AG” - UBMEHEHME  CTaHOAPTHOMN
cBoOOaHOM 3Heprun npyu pH 7.

SHEPIMA AKTUBALIUMN

OHeprus, HeobxoaMmasa OS OCYLLECTBNEHUs 3d-
(PEKTMBHOIO CTOJSIKHOBEHUST  MOJIEKYST, MPUBOOSALLErO
K XMIMWUYECKOW peakuyn, Ha3biBaeTCA SHEpruein aktvea-
L.

SHeprva akTBaumMn OMNpeaensieTcs kak MUHUMasb-
Hasi BESMYMHA 3HEPrUW, KOTOPOW [JoskHa obnapatb
Mosiekyna gns BCTyrieHuss B peakumo. B rpadude-
CKOM U300paKEeHUMN 3HEPrvsi akTuBauMM €CTb BbICOTa
3HepreTnyeckoro Gapbepa, KoTopasi [oskHa ObiTb
npeogosnieHa A7 OCYLUECTBIEHUS XUMMYECKON peak-
. JencTeme katannm3aTopoB 3ak/loHaeTCs B CHUXe-
HUM 3HEPIUM aKTVBaLWIN.

A - peareHT, B - npooykT peakumu.

COMNPSDKEHHDBIE PEAKLIAN

OHOEProHnyeckme peakuyn, KOTopble COMpOBOXAA-
IOTCSl MOBbILLEHMEM CBOOOOHOW 3HEPIMM U He MpoTe-
KaloT CMOHTaHHO, MOryTt 6bITb OCyLleCTBJIeHbl Mpun mnx
COMPSKEHUN C 3K3EPrOHMHECKMMN peakumsmu. Ons Ta-
KOro COonpsbkeHnst Heobxoaumo, 4Tobbl 0b0e peakumm
MMenM kakoe-nmbo obuiee NpPOMEXYTOYHOE Ccoeau-
HEHVvie.
lNpumep: npespalleHve manata B dymapar asnseTtcs
QHOEProHMYECKON peakumein 1 TpebyeT 3aTpaTbl 3HEp-
mn (2,5 kk/Monb). 3Ta 3HEpPrust MNocTaBsSieTCs Co-
NPSHKEHHOM peakumern npespaiwleHnss dymaparta B ac-
napTar, Npm1 KOTopom BbiaensieTca aHeprvst (— 15,4 k >k /
/MOnb).
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TUIIBI CBA3EN B BUOJOTMYECKA BAXHBIX MOJEKYJIAX

Tun cesi3u [Mpumepsi DHeprus
CBSI3H,
kJIx/Mob

KoBajeHTHass ~ MexXaTOMHBIE CBSI3M B OpPraHMYECKMX Be-

HIeCTBax
414
350
610
720
305
IlepBuuHast CTpyKTypa MaKpOMOJIEKYJ] 146-880
BHyTpU- M MEXMOJIEKYISIpHbIC
—S—S-cBBU  (MOCTHKU) 210
Honnas DepMeHT—KOhEPMEHT 160-460
depMeHT—CcyOCTpaT
AHTUTEeH—aHTUTENIO

BomoponHas KoHdopmauus MojeKya 6eIKoB:

1. —C=0...H—N—(MexmoneKxyasp- 8-12
Hble CBSI3M MEXIy TpyIIaMHi, Y4acT-
BYIOIIIUMU B 00pa30BaHWM TENTUIHBIX
CBsI3ei)
2.

8-12
(MeX1y MenTUIHBIMU CBI3SIMU B CTPYK-
Type TUIA CKJIaJ4yaToro cJosi)
3. 8-12
(Mexny amuHorpynmamu Lys u Arg u
KapOOHUJIOM TENTUIHON CBSI3MU)
4.

25
(Mexxmy rugpokcwioMm Tyr, Ser, Thr u
KapOOHMJIOM TENTUIHOU CBSI3M)

IinpocdobHbie TpeTuyHass M 4YeTBEPTUYHAS] CTPYKTYPHI 4-85

B3auMOJIEi- OEJIKOB, CBSI3M MEXJY ILETSIMU XMPHBIX

CTBUSI KUCIOT B MeMOpaHax. CBsi3u mpu obpa-

30BaHUU U (YHKIHMOHUPOBAHUM ajlIocTe-
puuecKux (HepMeHTOB
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KoBajientHas (xumuyeckasi) CBSI3b 0oOpa3yeTrcsl 2JeK-
TpoHaMM, OOIIMMM [JIsST ABYX atoMoB. J[IBa oO0mmx
5JIEKTPOHAa 00pa3yloT OJMHAPHYIO CBsI3b, YEThIpE 3JIEK-
TpOHa O00Opa3ylT NBOWHYIO CBSI3b, a ILIECTb BJIEKTPO-
HOB - TPOMHYIO CBSI3b. EcCIM 3Ke CBSI3bIBAIONIME 3JIEK-
TPOHBI HE CUMMETPUYHO DPACTIOJNIOXKEHBI MEXAY IBYMS
aToMaMM, TO KOBaJleHTHas CBsI3b MpEeBpallaeTcsl B TakK
Ha3bIBAEMYIO HNOAAPHYI0 KOBAAEHMHYIO C653b W MOJie-
KyJia CTAHOBUTCS OUIOJNEM. Takoro TuIla CBSI3M 0Opa-
3YIOT 3JIEMEHTBl C BBICOKOW 3JEKTPOOTPULIATENb-
HOCTBIO, T.e. TaKue, KOTOpble 00JagaroT BbICOKUM
CPOICTBOM K 3JIEKTPOHaM. DTO CPOICTBO BbIPaXKaeTcs
B YCJOBHBIX €IMHMIAX. DJIEKTPOOTPULATEIbHOCTHIO,
oompireir yem 3, obmamator Cl, okoino 1 wmmeror Na,
Mg u apyrue Metaiisl. MeXay HUMM JieXaT 3HAUYCHUS
it O m N. Ecim pa3HOCTh  3JI€KTPOOTpUIIATENb-
HOCTEH NIBYX 2JIEMEHTOB, 00pa3yIoIUX CBs3b, HE TIpe-
BbIIIaeT 1,7, TO CBSI3b MUMEET TOJSIPHBINA KOBaJTEHTHBII
xapakTep. [Ipu OOJbIIMX 3HAYEHUSX 3TOM Pa3sHOCTHU
CBSI3U CTAHOBSITCSl UOHHbIMU. Bce CBS3M MOryT pac-
CMaTpUBAaThCSI KAK KOBAJIEHTHBIE, MTOCKOJIBKY HETOMSIp-
HblE M MOHHBIE CBS3M SIBJISIIOTCS JIMILb KPaHUMU CITy-
yassMM TOJISIpHBIX. [I1s1 OpraHMYecKWX COeTWHEHMUIA
XapaKTepHbl KOBAJICHTHBIE CBS3M; B Ka4eCTBE MpUMepa
MOXHO TIPUBECTH TENTUAHBIE CBS3U MEPBUYHON CTPYK-
Typbl OEJIKOB.

Honnbie cBs3u 00pa3yloTcsl B TeX ciyvasix, Koraa
ONWH aTOM OTHAaeT OAMH WJIM Oojiee 3JICKTPOHOB Ipy-
romy. B pesynbrare BO3HUKAIOT TOJOXWUTEIBHO W OT-
pUIIATEIbHO 3apsiKeHHBbIE MOHBI. DTOT TpPeAeTbHBIN
cllyyail MOJISIPHBIX CBS3€H OCYLLECTBISIETCS MEXIY HO-
HU3YIOIUMUCS TPYMIaMy MEeNTHIHBIX Iereil Kak BHY-
TPY ONHOW MOJIEKYNBI, TaK ¥ MEXIy Pa3IMYHBIMU MO-
JieKylaMH, a TaKXe IpU B3aMMOJEWCTBUM MaKpOMOJie-
KyJ C HM3KOMOJICKYJISIpHBIMA OpPraHWYECKUMM Bellle-
CTBAMM M HEOPraHMYECKUMHU MOHAMU.

Bomoponnbie cBA3M BO3HWKAIOT B pe3yabTaTe Ou-
MOJIbHBIX B3auMoneicTBUi. Yaie BCero OHM WMMEIOT
MECTO B TeX MoJieKynax, rae atombl H cBszanwl ¢ O,
N wunu rajgoreHamu, ocobeHHo F. Bwicokasi anexTpo-
OTPUIIATEIBHOCTh 3TUX 3JIEMEHTOB W MaJblii 00BbeM
aroMa H, oOpasyioiiero moJoXXWUTEIbHBIN KOHEI Iu-
TOJIsI, TIPUBOJIST K UCKIIOUUTETHHO BBICOKOI TTOJISIPHO-
cti oToit cBA3M. Ilpu sTOM Bomopon B ¢opme H°
CWJIBHO TIPUTSITUBACTCS 3apSDKEHHOU TPYMION Apyrou
TMOJIIPHON MOJIEKYJIBl. TakuM o00pa3oM, OIHA CBS3b
SIBJISIETCSL CWJIBHO TIOJISIPHOWM KOBAJIEHTHOM CBSI3bIO,
a Jpyras OCYIIECTBIISIETCS B pe3yJbTaTe 3JIeKTpOCTa-
TUYECKOTO B3aUMONEUCTBUS. MeXMOJEKYISIpHbIE BO-
JIOPOJHBIE CBSI3M OKAa3bIBAIOT BECbMa CUJIbHOE BO3MEH-
cTBUME Ha (u3MuecKue CBOICTBA MHOTMX BEILECTB, U
B MEPBYIO ouyepelb BOObl. BHyTpuMoOIeKyIsspHbIe BOIO-
pPOIHBIE CBSI3M SIBJISIOTCS BaXHBIM (haKTOpOM, cTabu-
Im3ylomuM  GopMy MOJIEKYJT (Hampumep, OEJIKOB),
U JieXXaT B OCHOBE HEKOTOPBIX M3 MX CBOMCTB (Hampu-
Mep, COKpaTMMOCTH). Pa3pbiB BOZOpPOmHBIX CBs3eil
MPUBOAUT K CYIIECTBEHHOMY WM3MEHEHMIO BCeil Moe-
KYJIBI - B CJlydyae OeJKOB MPOMCXOMUT WX IeHATyparius.

I'uapododnbie cBa3m (ruapodoOHbBIE B3aUMOIEHCT-
BUS1) CBSI3BIBAIOT HEMOJISIpHBIE (TUAPOGMOOHBIE) YaCTH O~
HOU WJIM pa3HbIX MOJIEKYJI B BOIHBIX pacTBoOpax. DHep-
TUS KaXI0TO TAKOTO B3aMMOEHCTBUS BECbMa Majia, Ofl-
HAaKO B3aMMOJEICTBHME OOJBIIOTO YKCIa UTMHHBIX ald-
daTuyeckux Leneil TPUBOAUT K BOBHUKHOBEHUIO BECh-
Ma cTaOWIbHBIX cucTeM. CyllleCTBOBaHME TaKWX CBSI3Ei
U WX CWIa ONpEeNeNsIoTCS W3MEHEHUEM JSHTPONUU
(cTermeHu YHOPSIIOYEHHOCTH) cucTeMbl. [uapodoOHbIe
B3aUMOJICIICTBUSl UTPAIOT BaXXHYIO pPOJIb B CTAOMIIM3a-
MU KOH(bopMaluuii OMOMOJUMEPOB U B 00pa3oBaHUU
CTPYKTYp OWOJIOTUYECKUX MeMOpaH.



XapaktepHas
rpynna

ObLwas
dopmyna

Tun
COeOVHEHVs!

Enondocoarsl

Aumnndocoartsl

l'yaHnanHwmia

docoartsl

AupnTnoadumpsl

Mupodocdartsl

MAKPOSPTUYECKHUE CBA3U

MakpospruyecKuMu CBSI3SIMU B XXUBBIX CHCTEMax
Ha3bIBAlOTCA TaKME€ KOBAJICHTHBIC CBA3U, KOTOPbLIC TM/I-
pOJIM3YIOTCSI € BbIACJICHUWEM 3HAYUTEIbHOW 3HEp-
ruu - 30 k/I>x/Monp u Oosee (CBOOOMHAsT 3HEPrUs
ruaponusa). TepMUH «MaKpo3pruyeckue CBSI3U» UC-
MOJTb3YETCSI UCKJTFOUMTEBHO TSI CBSI3€i, 9HEPIUSI KOTO-
pBIX MCIOJNB3YETCSI B METabOJM3Me, M He yKa3bIBaeT
Ha MCTUHHYIO BeJIMYMHY dHEpruu cBsizeid. Kak n3BecTHo,
OHEPIrus cBsI3eli BCEraa IOJIOKUTEJIbHA, IPYTUMU CJI0-
BaMU, pa3pbiB JIIOOOH CBSI3U (B TOM YHUCIE U MakKpoO-
9PTUYECKOI) TpeOyeT Bcerdaa 3aTpaThl SHEPTUU.

®AKTOPBI, OBYCJ/IOBJIMBAIOIIUE
3HAYUTEJIBHOE W3MEHEHUE CBOBOJIHOI
OHEPTUUN T'UJIPOJIU3A

Crenytomue ¢GakTopbl OKa3bIBAIOT CYIIECTBEHHOE
BJIUSTHME HA CBOOOJHYIO DHEPTUIO TUIPOIM3aA:

1. DnekTpocTaTyeckoe OTTaJIKUBaHUE OTpULla-
TEJIbHO 3apsIKEHHBIX TPYII COMPOBOXAAETCS BbIAEIE-
HHUEM 3HEPIUH.

2. IlpoayKThl THIOpoONM3a TEPMOIWHAMMUYECKU 00-
Jlee CTaOWIbHBI (T.e. WMEIOT MEHBIIYI0 CBOOOIHYIO
9HEPruio), YeM HMCXOAHbIE BelllecTBa Osiaromapsi 0OJb-
LIEfl DHEPIrUU PEe30HaHCca.

3. Ha cBOOOIHYIO 3HEpPrui0 TUAPOJM3a MaKpodp-
TMYECKMX BEIECTB OKa3bIBAIOT BIIMSHME MOHU3ALIMS,
M30MepU3alns U HeNTpau3alus TPy, 00pa3yroImx-
csl TIpU TUAPOJIU3E.

HEKOTOPBIE BEIIECTBA,
JJIA KOTOPBIX XAPAKTEPHA BBICOKAA

OHEPI'UA THJIPOJINU3A

Berectsa G*', xJIX/M0I1b;
25°C, pH 7,0
Kpearundocdar 42,70
AprunuHdocdar 29,30
Dochoenonmupysar 54,05
Auertundocdar 43,90
ATP —> ADP + P 32,23
ATP —> AMP + P~P 36,00
P~-P—>P + P 33,40
Auetmi-CoA 34,30
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i -koah¢unuenT Baur-T'odda (mormpaBoyHbIN KOO GHUITUEHT)

JIist IUCCOUMUPYIOLIUX BEILECTB UCTUHHASI KOHLEHTpAlUs He COB-
MafiaeT ¢ UX MOJIIPHON KOHLIEHTpAlMel W ONpenessieTcsl YMCIOM Yac-
TULl, OOpas3yIoIIMXCs TpU IUccolMali. B pa3GaBieHHBIX pacTBOpax
OHO JIOCTUTaeT MaKCHMMaJbHO BO3MOXHOW BEJIMYWHBI.

Jis NaCl, KCI, KNO, i=2
K,SO,, CaCl, i=3
K,Fe(CN),, AICI, i=4
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OCMOTUYECKOE JIABJIEHUE,
OCMOTHYECKOE PABHOBECHE

Ecnu nBa pacTBopa C KOHLEHTpaUUsIMU ¢, U C,
(c,# c,) pasmeneHbl MEMOpaHOM, TO MeXIy HUMHU BO3-
HHMKAaeT Pa3HOCTh XUMUYECKUX TOTEHLUAIOB (XUMUIEC-
KU TIOTeHIIMaJ pacTBOpa HUXE, YeM YUCTOrO PacTBO-
puTenst).

PaBHoBecHe MeKIy OSTHMH JBYMs pPacTBOPAMH MO-
2KeT ObITh JTOCTHIHYTO CJIEAYIOUMM 00pa3om:

1. CBoOoOmHBIM (paBHOMEPHBIM) pacrpeiesieHueM
PacTBOPEHHBIX BEIECTB IO 00€ CTOPOHBI MeMOpaHbI
(ecim MeMOpaHa TpOHMIIAEMa IS PACTBOPEHHOTO Be-
1IEeCTBA, HO HEMpOHMUIaeMa ISl PacTBOPUTEIS).

2. TlepeHocoM pacTBOpUTEIS OT pa30aBIEHHOTO
K KOHIEHTPUPOBAaHHOMY pacTBopy (eciu MemOpaHa
MpOHUIIaeMa TSI MOJIEKYJI PaCTBOPUTENSI U HENPOHMU-
laemMa Jjisi MOJIEKYJ PacTBOPEHHBIX BEILECTB).

3. laBieHHEeM Ha KOHIIEHTPUPOBAHHBIN pacTBOp,
KOTOpPOE€ [JOBEAET €ro XUMUYECKHil TMOTeHLHaN [0
YPOBHSI TMOTEHIMala pa30aBJIeHHOro pacTBopa.

JlaBjieHMe, KOTOpOe CJeAyeT OKa3aTh Ha KOHIIEH-
TPUPOBAHHBIM PACTBOP AJSI TOrO, YTOOBI BOCIPEMSIT-
CTBOBaTh IEPEHOCY pPACTBOpUTENSI uyepe3 MeMOpaHy,
SIBJISIETCSI MEPOU OCMOTHMYECKOTO NaBJIEHUsI PacTBOpa.

BBMUCJIEHUE OCMOTUYECKOIO
JIABJIEHUS

Ocmotnueckoe maBjieHHue (1) MPSIMO  ITPOIIOPIINO-
HaJIBHO MOJISIPHOW KOHIIEHTPAllUM PACTBOPEHHOTO Be-
1IEeCTBA, MOCKOJIbKY OHO 3aBUCUT JIMILIb OT YHUCJa ya-
CTULl B pacTBOpe W HE 3aBUCUT OT MX pasMepa
U MOJIEKYJISIpHOM Macchl. Mcronb3yst ypaBHEHHE OCMO-
TUYECKOTO JABJICHUSI, MOXHO TakKXe OMNpPEAEIUTh MO-
JIEKYJISIDHYIO Maccy pacTBOpPEeHHOro BelllecTBa (M,).
PacTBOp ¢ KOHIIEHTpalMeil pacTBOPEHHOIO BeEILEeCTBa,
paBHOI 1 ocMonb/,  COmEPXUT 1 monp (€.
6,023« 10%) OCMOTUYECKH AKTUBHBIX 4acTULl
B 1000 Mu1 pacTBopa U MMEET OCMOTUYECKOE NaBJIeHUE,
paBHoe 219 kIla.

PacTBOpbl ¢ OIMHAKOBBIM OCMOTMYECKHMM JaBlie-
HMEM Ha3bIBalOTCS M300CMOTUYECKUMU. [IBa pacTBopa,
paszesieHHbIe TTOJYITPOHUIIAeMO MeMOpaHOW M Haxo-
JSIIMECsT B OCMOTMYECKOM paBHOBeCcHMM 0e3 oOMeHa
pacTBOpUTEsIeM, HAa3bIBAIOTCSl M30TOHUYECKUMU.

TEHEPUPOBAHUE MEMBPAHHOI'O
ITOTEHILIVAJIA

CyllecTByIOT MeMOpaHbl, MPOHUIIAEMbIe IJIsI Ka-
THOHOB Na’, HO HeNpoHMLAeMble Ui aHUOHOB X .
Yacte oHoB Na' nuddyHaupyeT yepe3 3Ty MeMOpa-
Hy U3 pPacTBOpa C BBICOKOI KOHLEHTpalueil ¢, B pac-
TBOp C HM3KOW KOHLeHTpauueii ¢, B pesyiabraTe
B MEPBOM pacTBOpPEe BO3HMKAET HEKOTOPBIA M30BITOK
OTpMIATENIBHBIX 3apsiioB, a BO BTOPOM - ITOJIOXKU-
TEeJbHBIX. TakuM 00pa3oM, pacTtBopbel 1 m 2 Tpmodpe-
TAlOT pa3MUYHbIE 3JICKTPUUYECKUE TOTEHIManbl. Pasz-
HOCTbh TMOTEHIMAJIOB MEXIY TaKMMU ABYMSI pacTBOpa-
MM HasblBaeTcsl MeMOpaHHBIM IOoTeHLuaaom E
W 3aBUCUT OT JiorapridMa OTHOIIEHMSI KOHIEHTpAIUii
¢ U c,.



CKOPOCTU XVMHUYECKUX PEAKIINIA

CKOpOCTh XMMMYECKOUW peakluu - 3T0O U3MEHEHUe
KOHLIEHTpAallMM pearupymrolinx BEIIECTB BO BPEMEHHU.
OHa omnpenenseTcs: MO0 MO YObIIM KOHLUEHTPALMKU HC-
XOIHBIX BemlectB (—dA/dt), nubo 1O BO3pACTAHUIO
KOHIIEHTPALIMKU MPONYKTOB peakiuu (dP/dt) 3a onpene-
JICHHBI TMEepuoA BPEMEHHU.

CKOpOCTh peaklMy TMPOMOPIMOHATbHA TIPOU3BEe-
HUIO KOHLIEHTPALMil PEareHTOB M KOHCTaHTE CKOPOCTU
peakuuu. DTa KOHCTaHTa YMCIEHHO DaBHAa CKOPOCTU
peaxkiuy Ipu MOJISIPHBIX KOHIEHTPAIIUSIX, PABHBIX €Iv-
HUIIE.

Yucio MoJieKysl, Y4acTBYIOIIMX B 3J€MEHTapHOM
aKTe peakIMu, OIpelesieT MOPSIIOK peakiln.

Peakuuu HyJeBOro mNopsaka - 3T0 TaKKMe peaklluH,
CKOPOCTb KOTOPBIX HE 3aBUCUT OT KOHLEHTpalUU
peareHToB.

Peakuuu mepBoro mnopsaka nNpoTEKalOT CO  CKO-
POCTBIO, IPSIMO MPONOPLUHUOHATBHOM KOHLIEHTPALUU pe-
arupymouero BCUICCTBA B Ka)KZ[bIﬁ NaHHBIA MOMEHT
BpPEMCHU.

Peakuyu BbICOKHX MOPSIKOB MMEIOT CKOPOCTH, MPO-
IMOPpUMOHAJIBbHBIE BBICOKUMM  CTCIICHAM KOH]_ICHTpaHI/Iﬁ
peareHToB.

CTALIMOHAPHOE COCTOSHUE

DTO TUNMUYHOE COCTOSIHME XMBBIX 00BeKTOB. OHO
XapaKTepU3yeTcsd IUHAMUYECKUM COCTOSHUEM CHCTE-
MbI, IIpM KOTOPOM OHAa 3a JAaHHBIA IEPUOA BpPEMEHU
[OJIyYaeT U OTHaeT OAMHAKOBOE KOJUYECTBO BEIIECTBA
(u sHeprum). Takum oOpasom, oOllee KOJIMYECTBO Be-
miecTBa U 3HEPIruu B CUCTEME HE U3MCHACTCA.

IIOHATHUE IIOJYIIEPUOJA B BUOJIOI'nmn

[MponomXuTeIbHOCTh IENCTBUS TIOCTOPOHHUX Be-
IIIECTB B OpPraHM3Me 3aBUCHUT, MOMUMO IPYrux ¢akro-
pOB, TakxXe OT CKOPOCTM WX BbIBOJA M3 OpraHU3Ma
WJTU OT CKOPOCTH UX npeBpaieHus. KonnyecTBeHHOIT Me-
poil  3TOro SBJIsETCS OMOXMMMYECKUI  TMOYIepUO
(#,,,), KOTODBIiA OIIpeessieTcst KaK BpeMsl, TpeOyIoLIeecst
JJId CHUXEHUSA KOHLECHTpALlMKU OCUCTBYIOLICTO BCLIC-
ctBa BaBoe. ONpenenutb f,, MOXHO, UCXOIs U3 KUHE-
TUYECKUX W3MEPEHWii, T.e. CJeAs 3a MU3MEHEHHEM BO
BPEMEHM KOHIEHTPALIMM WCXOMHOTO BEIIeCTBa WU
MPOAYKTOB €ro MpeBpallleHuUs.

[MockonbKy B cucteMax, MOAOOHBIX IJIa3Me KPOBH,
KOHLIEHTPALMs BELIECTBA ¢, NPONOPLMOHAIbHA €T0 00-
1eMy KOJIMYECTBY B OpraHU3Me, IMPOLECC MOXET ObITh
omucaH ypaBHeHUeM |, Tme k-KOHCTaHTa CKOpPOCTU
pacxomoBaHMS 3TOTO  BellecTBa. MHTerpupoBaHue
ypaBHeHMs1 1 maer ypaBHeHue 2. Ilocne norapudmupo-
BaHUsI OHO TpeBpaliaeTcsl B ypaBHeHue 3. B momysora-
pudmMrUecKX KOOpAMHATAX 3aBUCUMOCTb KOHILIEHTpa-
LMY IJJa3Mbl OT BpeMeHU JHUHEWHAa U kK MOXET OBbITh
omnpeziesieHa U3 HaKJIOHA KpuBOil. buoxumuueckuit mo-
Jlynepuof (f,,,) CBsI3aH ¢ KOHCTAHTOM CKOPOCTH PEaKLMK
ypaBHeHUEM 4.

[Ipumeuanue. 3alITPUXOBaHHbII yyacTOK Ha rpacu-
Ke OTBeYaeT MPEeBPAIIEHUIO BEIIECTBA MO NOCTWKEHUS
CTAI[IOHAPHOTO COCTOSIHUSI.
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Benkn M MxX CTpyKTypa

FBeaku wrparor GyHIAMEHTAILHYIO pOIb B (POPMUPOBAHMM M TMOMIEPKAHUM CTPYKTYPHI U (DYHKLMIA XHUBBIX Opra-
HM3MOB. bBeikm 06pa3yloTcs W3 OTHOW WM HECKOJIBKHMX HOAUNENMUOHbIX yeneil, Kaxmasd M3 KOTOPBIX COCTOMT W3
AMUHOKUCIIOT, CBSI3AHHBIX IPYr C APYrOM TIENTHUIHBIMU CBA3SMU. MOJIEKYJIsSIpHast Macca OeNKOB KONeOJIeTCsS B Tpele-
saax or 6000 mo 1000000 u GoJee.

Bce Genku MOCTpOeHBI B OCHOBHOM M3 ABANLATU PA3IMYHBIX aMUHOKKCIIOT, PACTIONOXEHHBIX B ONpedeeHHON Io-
CJIEOBATENEHOCTH, KOTOpAsT HA3bIBAETCH NepeuuHoll cmpykmypoil 6eaxos. DTH UIMHHBIE TIENTHUIHBIE IEMM OPUEHTHPO-
BaHBI B TIPOCTPAHCTBE OIPENEIEHHBIM 00pa3oM, CO3/aBast GMOPUYHYI0 cmpyKkmypy O€JIKOBOM MoOieKynbl. IlpuHuMas
BO BHMMaHHE IUIOCKOE CTPOEHME TENTUAHOW CBA3M, BO3MOXHOCTH CBOOOIHOIO BpAIEHMs CBA3EH y O-yIJIEPOIHOIO
aToMa U TOCTOSTHCTBO YIJIOB M MEXATOMHBIX PACCTOAHMI, MOXHO TIPUIATH K IBYM OCHOBHBIM MOJIENISIM BTOPHYHOI
cTpyKTyphl. [lepBas - 370 crimpanb (IpaBasg WM JieBasg), KOTOPYIO MOXHO ceOe TPEICTaBUTh B BUIE TNENTUIHON LENH,
3aKPYYEHHON BOKPYT TUIIOTETUYECKOTO HMIMHAPA. DTO BTOPUYHAS CTPYKTYypa CTAOMJIM3YETCS BOOOPOMHBIMM CBSI3SI-
MM, KOTOPbI€ BO3HMKAIOT MEXAY aMUHOKMCIOTaMM nenTuaHoi nenu. CreneHb CIMpalu3aldd B O€IKax KoieOyeTcs
or 5 mo 80%. Bropas Bo3MOXHasi CTPYKTypa - 3TO CTPYKTypa THUIIa CKJIaa4aTOro CJIOsi, B KOTOPOW MOJMIIECITUAHBIC
LENU JIeXaT aHTUMNapaieNbHO (WIM NapalieiabHO) APYr APYTY U BOJOPOAHBIE CBA3W COEIUHSAIOT [BE pa3NYHbIE
nenTuaHbie Henn. OcTaBlIascsa 4acTh MOJIEKYJBI Oelika, He BKJIOYEHHAsd B A-CIHApanb U [-ciou, obpasyer Gecriops-
JOYHBINA KIYOOK. Tpemuunas CTPYKTypa OGENKOB - 3TO TpEXMEpHas CTPYKTypa IMOJUIIENTHIHON LIEMU, KOTopas Ompe-
JeNeTcs MEPBUYHON M BTOPUYHON CTPYKTYypoil. TpeTryHasd CTPYKTypa oOpa3yeTcs CITOHTAHHO U 3aBHCHUT OT pa3Me-
pa, HOpMBI M TOJIPHOCTH AMUHOKHUCIOTHBIX OCTATKOB. DTH OCTaTKM B3aMMOIEWCTBYIOT APYT C IPYrOM, a TaKxXke
C MOJIEKYJIAMU PACTBOPUTENA W, TAKMM OOpa3oM, YMEHbBINAIOT CBOOOLHOE BpallleHWe CBA3EH IMOJMIENTUIHOTO OCTO-
Ba. OrpaHn4yeHue TMOABMKHOCTY MOXKET BO3HMKATh 3a CUET KOBAJEHTHBIX IUCYIbMUIHBIX CBA3EH BHYTPU LENMHA WA
MEXIY IOBYMS DPa3IMYHBIMU LEMSIMHU, a TakKXKe 3a CYET TI'MAPO(MOOHBIX B3aMMOIEICTBUI, MOHHBIX W BOJOPOMHBIX
CBA3EIA.

IMenTuaHbie LENU 2100y459pHbIX 0eako8 KOMIAKTHO CBEepHYThl. Bce WJIM MOYTHM BCE MOJSPHBIC TPYMIbl TI00Y-
JISIPHBIX OEJKOB PACIOJIOXEHBI HAa IMOBEPXHOCTM MOJIEKYJIbl UM TUAPATUPOBAHBI, TMAPO(OOHBIE OCTATKU HAXOMASATCS
BHYTPU MOJIEKYJIBL.

HexoToppie Monekyabl OeIKOB COCTOST M3 CyObemMHMI] (HarpuMep, T'eéMOIIOOMH, aJTOCTepUIecKue (epMEHTHI).
YerBepTUuHAasl CTPYKTYpa TAaKUX OJUTOMEPHBLIX OEJIKOB TaKXE B OCHOBHOM OINpEAEISETCS MX aMUHOKMCIOTHON IO-
cl1ea0BaTeIbHOCThI0. OQJIMrOMepHbIe GEIKM XapaKTepU3YIOTCS HEKOTOPhIMU OYEeHb CIeln(PUIeCKUMU KUHETUYECKUMU
CBOICTBaMU.

Benku MOXHO pas3aeiuTh Ha IBe OOJbLIME IPYIIbI: MPOCThIE U CIOXHBIE. [Ipocmbie Oeaku TUAPOIU3YIOTCS (KUC-
JIOTAMU WIM 1LeJ0YaMu) 10 aMUHOKKMCIIOT, HO MpPM 3TOM He JAIOT APYTMX OPraHMYeCKUX WM HEOPraHUYECKUX COeoU-
HeHuii. B cpemHem B ux cocraB Bxomsat: 50% C, 7% H, 23% O, 16% N u 3% S.

AMMHOKUCIIOTHI - 3TO ajudaTnuueckue, apoMaTUYeCKMe WM TeTePOLMKINYECKME COeIMHEHMS, COIepXallue I10
KpaifHell Mepe OfHYy aMMHO- W OIHY KapOOKCMIbHYIO Trpymimy. B ammHOKuMcmoTrax 6GenkoB NH,-rpynma Haxomutces
y Q-yrjaepoaHoro atoMa. Bee mpupoaHble aMMHOKHMCIOTHI ONTUYECKM aKTMBHBI (32 MCKIIIOYCHUEM TJIMIIMHA), AaMUHOKKC-

JIOTbI BBICHIMX OpPraHM3MOB NPHHAIJICXKAT K L—pﬂz[y, OIHaKO B HEKOTOPLIX 0COOBIX COETMHEHMSIX MPIKDO6HOTO TIpo-
UCXOXICHUA MOTI'YT NPUCYTCTBOBATh aMHMHOKMCJIOTHI D—pf{z[a.

Croxcnble Oeaxku (HYKJIEONPOTEUABI, JUMOMPOTEUIbI, TIMKOMPOTEHHBI, (HochOnpoTerasl, reMOmpoTenabl, ¢aaBo-
MPOTEUIBI, METAJUTONPOTEUIBI) MPU THAPOIKU3E JAIOT HE TOJbKO aMUHOKHMCIOTHI, HO TaKXe M IPYyrue OpraHuveckue
WM HEOpPTaHUYECKHE COEIMHEHHUs; B HEKOTOPBIX CJydasiX OTU COEAMHEHMUS Ha3bIBAlOT MPOCTETMYECKOW TPYITITON.

Tiukonpomeurns: MOTYT COIEPXaTh HeWMTpajbHBIE caxapa: rajakTo3y, MaHHO3y M (yKO3y, a TakKe aMuHocaxapa:
N-aneruaraoko3aMuH, N-aleTUIrajaKToO3aMUH, CHAIOBbIE U YPOHOBBIE KUCIIOTHI.

Jlunonpomeuds: comepkaT TPUALIVITIMIIEPUHBI, XolecTepuH U (ochomumuasl. B coctaB memannopepmenmos BXOAUT
U060 MOH MeTajula, KaK TaKOBOM, JIMOO B BHIE TAKOrO0 KOMILIEKCHOTO COEIMHEHHs, KaK TeM.
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Pacmeopbl aMAHOKUCIIOT U OEJIKOB SIBJISIIOTCSI MOJIEKYJISIPHO-AUCIEPCHBIMU, WIM UCTUHHBIMU, PACTBOpAaMU, OIHA-
KO BCJICACTBUE OOJIBIIOTO pa3Mepa PacTBOPEHHBIX MOJIEKYJ TaKMe PacTBOPbI MMEIOT HEKOTOPbIE CBOMCTBa, OOIIMe
C KOJUIOMIHBIMU pAacTBOpaMu (Auanu3, onthyeckas pedpakiiusi, ruapodoOHble U TUAPOMWIbHBIC CBOMCTBA, OHKOTHU-
yecKoe JaBlicHUE, BA3KOCThb, CEAMMEHTALIUSI, SJIEKTPOGOPETUIECKOE MMOBEAEHUE U T.1.).

Kaxpasa ©enkoBasi Mosekynda obiagaeT psnoM uoHusyloomuxcs rpynn (koHuesble -NH,- 1 —COOH-rpynmnst
U HEKOTOpbIe OOKOBBIE I'DYIIbI MENTUAHON LIEMU), KOTOPble BHOCST CBOW BKJIA[ B KUCAOMHO-OCHOBHblE XapaKmepu-
cmukuy pacTBopa 6enka. JI1s Kaxkaoro 6ejika CyllecTByeT XapakKTepHoe 3HaueHue pH, mpu KOTOpOM OH He JABUKETCS
B DJIEKTPUYECKOM M0JIe, MOCKOJIbKY Mpu 3ToM pH (M3037eKTprUuecKasi Touka) OeIoOK MMEET OJMHAKOBOE KOJIMYECTBO
TTOJIOXKUTENbHBIX U OTPULIATENbHBIX 3apsa0B. [1pu 3HaueHusix pH BbIle M3037€eKTpUUECKO TOUKU OET0OK HECET OTpH-
LIaTeJIbHBINA 3apsin, a mpu Oojiee HU3KMX 3HAYEHUSIX - TOJIOXKUTETbHBIN.

Cmech 0eIKOB MOXET OBbITh pasieieHa Ha OCHOBE MX DPAa3IMYHON TOABUXKHOCTU B 3JIEKTPUYECKOM Iojie (CBO-
OOMHBIM BJIEKTPO(POpPEe3oM, BJIEKTPO(POPE30M Ha HOCUTENSIX), METOIOM Xpomatorpaduu (Ha MOHOOOMEHHBIX CMOJax
WM Ha TeJisIX), a TaKXe Ha OCHOBE WX DA3IMYHOW pacTBOpUMOCTU. bejikn HamMeHee pacTBOPMMBI B M303JIEKTpUYE-
CKOM TOYKE, M UX PACTBOPMMOCTb MOHMXKAETCS MPU YBEJIMYEHUU KOHIICHTPALIMM HEUTpPaIbHBIX coiell (BblCaMBaHUE
OenkoB). benku, a Takxke M aMWHOKHCIOTBHI BeAyT ceOsi B pacTBOpe Kak amOIUTHI.

B Ouonornueckmx cmucreMax Oeaku 00eCTeurMBalOT MHOXKECTBO CITelMGHUIeCKMX CBOMCTB. Tak, Hamboyiee BaxKHBIE
(GYHKIIMOHAIBHBIE OCNIKM - 3T0 ¢hepmenmol (TIPOCTBIE, AIOCTepUUYECKUE, peryisaTopHble). Hambomee BakHbIE cmpyk-
mypHble OCJIKM - 3TO KOJUIareH, KepaTWH, TJIMKOMPOTEWMHBI, 2JIACTUH W COKpATUTEJIbHbIE OeKM, TakWe, KaK aKTUH
n Muo3vH. Hekotopbie OeJIK BBITIOIHSIIOT MPAHCHOPMHYIO @YHKYUO JTNOO B PACTBOPUMOM COCTOSTHMU (CHIBOPO-
TOYHBII aJbOYMWH, bH-JTUIIONIPOTEUI, TeMOIJIOONH), MO0 B MemOparax (pa3lIWdHbIC TMEPEHOCUNKM) WM XKe SBIISTIOTCS
eopmonamu (MHCYIVH, aIpeHOKOPTUKOTPOIHBIM TOPMOH, TOPMOH POCTa), mokcuHamu (OOTyIWH, Simbl 3Mei), anmuee-
Hamu U aumumensamu (UMMYHOIJIOOYJIMHBI), a Takxke 3anacHoimu Oeskamu ((HEppUTHH).



IEINTUIHAA CBA3b

AMUHOKUCIIOTBl B TIEMTUIHON LIETH CBSI3aHBI Me-
XAy coboil uyepe3 KapOOKCHMJIBbHYIO TpYNMy OAHOM
Y aMUHOTPYIINY APYroil aMUHOKMCIOTH. Takasi CBs3b
Ha3bIBaeTCsl nenmudnoii cea3vro. llenmTumHast CBA3b
MMeeT HEKOTOpbIe YepThl MBOWHON CBSI3M: BOKPYT Hee
HET CBOOOMHOTO BpalleHWs, U OHa KOpOouYe APYrux
C—N-cBsi3eil.

Bce uwetpipe atoma mentumHoit cBsizu (C, H, N, O)
U [Ba O-YIJIEPOAHBIX aTroMa JieXaT B OMHOW IJIOCKO-
ctu. Kucnopoa KapOOKCHJIBHOW TpyHIbl M BOJOPOL
NH-rpynnel yanie Bcero HaxoAsITCsl B TpPaHC-MOJIOXe-
Huu. [pynna, cBsi3aHHasi C Q-YIJIEPOJAHBIM AaTOMOM,
obnanaeT CBOOOIHBIM BpalllEHUEM.

®dopMa MenTUAHOM MOJIEKYJIbl OMpenesieTcsl yriia-
MU MEXAY ITUIOCKOCTSIMU, B KOTODPBIX JIeXaT aTOMBbI
MENTUIHON CBSI3W, pa3desieHHbIMU JpYr OT Apyra
—CH—R-rpynnaMu, 4to M BeleT K BO3HUKHOBEHUIO
OTpeNeIeHHBIX BTOPUYHBIX CTPYKTYP.

INEPBUYHAS, BTOPUYHAA,
TPETUYHAA N YETBEPTUYHAA CTPYKTYPbI
BEJIKOBOM MOJIEKYJIbI

BropuuHast cmpykmypa 0enkoB npeicTaBieHa Ipa-
BOl o-crnupanblo ¢ OONBIIMM KOJUYECTBOM BOJO-
POAHBIX CBsI3ed (MYHKTUPHblE JUHUM). Tpemuunas
cmpykmypa TIOKa3aHa Ha TIPUMEpEe MOJIEKYJbl MMO-
r100MHa, 3HAUMUTENbHAsl YacTb MENTUAHON LeNu KOTO-
pOro crnupaauM3oBaHa M IUIOCKUI AUCK reMa MOTPYXeH
B MOJOCTb OEIKOBON MOJIEKy/bl. 3HAHUSI TPETUYHOMN
CTPYKTYpbl Oejika OCHOBBIBAIOTCSI Ha JaHHBIX PEHTIre-
HOCTPYKTYPHOTO aHajiu3a. MUOITOOUH - OUeHb KOM-
NaKTHasi MOJIEKYJIAa, TOJIBKO YETbIPe MOJIEKYJIbl BOIbI
MOTYT Da3MeCTUTbCS BHYTPU CBEPHYTON MENTUIHON
uenu. Bee mosnsipuble R-rpymnmbl aMMHOKHCIIOT JIOKaIU-
30BaHbl Ha BHEIIHEH MOBEPXHOCTU M TUAPATUPOBAHBI.
Bce ruapodoOHble (HEMmoMsIpHbIE) TPYIIbl HAXOMSTCS
BHYTPU MOJIEKYJbl M HE MMEIOT KOHTaKTa C BOIOW.
YacTp menTuaAHOW ULenu, KOoTopas He oOpasyeT crupa-
i, comepxut Pro, Ile, Ser, a Takke aMHUHOKHUCIOTHI,
umetome pu pH 7 orpunarenbhbiil 3apsia. Kondop-
Malusl MOJIEKYJbl OJMHAKOBa y BCEX MMOIIOOMHOB,
BBIIEJIEHHBIX U3 MJIEKOMUTAIOIIUX, HE3aBUCUMO OT
pasnuyuii B MX NEpBUYHOI cTpykType. benkom c ue-
meepmuHHol  cmpyKkmypoil SIBISIETCS. TeMOIJIOOMH, Mo-
JIeKyJla KOTOPOTO COCTOMT M3 YeThlpeX CyObenruHULL.
Mexny cyObeauHMIIAMU HET KOBAaJIEHTHOI CBSI3U, OJ-
Hako TeTpamep IMpeAcTaBisieT coboil enuHoe 1ienoe,
B KOTOPOM CyObeIMHULBI TECHO CBSI3aHbl U BEIYT ceOst
B pacTBOpe KaK OfHa MoJeKyJa.
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CTPYKTYPA o-CIIMPAJIN

IBJIseTcsl Hambosiee BaXHBIM U IIUPOKO PACIpo-
CTPaHEHHBIM CJTyYaeM MPOCTPAHCTBEHHON OpraHU3aluN
MOJIEKYNl 2100yaapHbix  Oeakos. B a-crmMpanu mentum-
Has 1Iemb 00epHYTa BOKPYT MOBEPXHOCTHU TUIIOTETHYE-
ckoro mwimHApa. Crivpanh MOXeT ObITh JIEBOW WA
npapoii. CripanbHasi CTPyKTypa BO3MOXHa Oiaronaps
MJIOCKOMY DAacCTOJIOXEHNI0 aTOMOB MENTUIHOUN CBS3U
U CBOOOMHOMY BpAIlEHWIO Y Q-YIJIEPOIHOTO aToMma.
[lnockocT ABYX COCEAHMX MENMTUIHBIX CBS3€il pacro-
JIOKEHBI APyl MO OTHOLIEHWIO K JIPYry MOI YIJIOM
108°. IpucyrcTBHEe OGONBIIOrO YMcIa BOXOPOIHBIX CBS-
3eil B MOJMMNENTUAHON LeNu CTabWUIM3yeT MOJEKyIy,
Mo3TOMY HauboJjiee cTaOMIBHOU SIBISIETCS CTPYKTYpa,
MmojffepXuBaeMasi  MaKCUMaJbHBIM  4YHCIOM  BOJO-
POIHBIX CBSI3EH.

bokoBbie 1IeMM aMUHOKWMCIOT HAMpaBi€HBI OT TO-
BEPXHOCTH LMIMHApPA. OOBIYHO B TPEXMEPHOM CTpPYK-
Type Oenka TuaApo(OOHbIE aMUHOKUCIOTHI CIUPATH
oOpalleHbl BHYTPb MOJIEKYNBI, a TUAPOMIIbHBIE HApY-
Xy. o-CrnupasbHON CTPYKTYpOil 00JNagaeT JWIIb 4acTb
MENTUAHON Lenu (HampuMmep, Lernb MUOIIOOMHA CIupa-
nau3oBaHa Ha 75%).

CTPYKTYPA CKIIAJYATOI'O CJ104

BCTpeYaeTcss B @hubpurisaphvix Oeskax tuma ¢Guodpo-
WHa mmenka u P-xepatuHa. [lenTuaHble 1€y pacmono-
KeHBI aHTUIAPAJIETBbHO MO OTHOIIECHWIO OPYT K ApY-
ry. B HpoTHBOMOJOXHOCTb [-CHMpald BOLOPOAHBIE
CBSI3U B P-CTPYKTypax oOpa3yloTcss MeXAy IBYMs pas-
JMYHBIMU ~ TIOJMMENTUIHBIMM  LensMU.  BokoBble
IPYNINbl aMUHOKMCIOTHBIX OCTaTkoB (R-rpymmsl) Ha-
MPaBJIeHBI MEPIEHANKYISIPHO TUIOCKOCTH CKJIaI4aToro
CJI0S. M pacloJioXeHbl Bbllle W Huxe ero. KomOuHa-
1Mell HeCKOJIbKUX TaKUX CKIIATYaThIX CJIOEB TONydaeT-
csl AvyeMcTasl CTpyKTypa Oeska.

CBA3H,
CTABWJIN3UPYIOIIUE BEJIKOBYIO MOJIEKYJIY
U ONPEJEJSIOIINE EE CTPYKTYPY

(I) Hounas c6436 OTHOCHUTCS K BJIEKTPOCTATUYECKUM
B3aUMO/EINCTBUSIM

(I1) Bodopoonass ces3v BO3HMKAaeT MeXIY OOKOBBIMU
HEMSIMY aMUHOKKMCIOT U TENTHIHBIMU CBA3IMU

(I11)  Aucynrsgpuonas céa3p obGpasyeTcs MeXIy IHMCTEU-
HOBBIMHM OCTaTKaMH (BHYTPMMOJIEKYJIsIpHass CBSI3b)

(IV) [Tudpogpobnas ces3v oTpaxaeT B3aMMOJCHCTBUE
HETOJISIPHBIX TPYNI

(V) [Tudpamupyemvie epynnei. MoIEKyIBl BOIBI, OKpY-
Kalire 0eJTKOBYIO MOJIEKYJIY, TIPH OIPEIeNeHHBIX yC-
JIOBUSAX MOTYT 0Opa3oBBIBaTh CTPYKTYPY, MOJOOHYIO
CTPYKType JibIa. DTOT BOMHBIA CJI0# CIIOCOOCTBYET
CTPYKTYPHOU CTaGUIBHOCTH OENKOBOM MOJIEKYJIBI.



TJIMKOITPOTENHDLI - COCTAB
N CTPYKTYPA

[ TMKOMPOTENHBI - 3TO CJIOXHBIE OEJIKH, B COCTaB KO-
TOpBIX, KpoMme OenKka, BXOAUT YIJIEBOAHAS 4YacThb.
VIeBOIHBI KOMIIOHEHT MOXET ColepXaTh Heii-
TpaiabHbie caxapa (Gal, Man, Fuc, Glc, Xyl), amuHoca-
xapa (GIcNAc, GalNAc), ypoHoBble kuciaotel (GIcUA,
TdUA) u N-anerunHeitpaMmuaoByio Kucioty (NANA).

O6a KOMITOHEHTa TJIMKOIPOTEMHOB CBSI3aHbI KOBa-
JIEHTHOM CBfI3bl0. B COOTBETCTBMM C XapakKTepoM 3TOM
CBSI3M PA3NIMYAIOT CJIEAYIONIME TPYMNIbl TIMKOIPOTeU-
HOB:

1. Thukonpomeunvr  Kkposu  (Hampumep, KUCIbIE
o, -[JIMKONpPOTeMHbI). B 3ToM ciyyae nentuaHas uLenb
CBSI3aHA C TMSITHIO PA3BETBJICHHBIMU OJIMTOCAXapUIHbI-
MM LEeTISIMM, KOTOPbIE MPUCOeNMHEHBI K 0Ky uyepe3 N-
AllETUJITITIOKO3aMUH (CBSI3b BO3HUKAET MEXIY aMuj-
Hoit rpynnoit Asn u C -rpynnoii N-aueTuirioko3aMu-
Ha).

2. [huxonpomeunvl CAIOHHbIX Jicene3 U 2PYNNogvle
eeuwjecmea Kpogu (Hampumep, MYLUH TOAYETIOCTHOMN
Kene3dbl oBUbI). IlenmTumHas 1emb HeceT Ha cebe
700-800 mucaxapuaoB, MIPUCOCAUMHEHHBIX O-IIIMKO3UI-
HOH CBA3bIO.

3. Ilpomeoeaukans  (HampuMep, IPOTEOXOHIPOU-
tuHCyIbdaT). CepuH 0eIKOBOIM YacTH cBsi3aH O-TJIUKO-
3UIHOI CBsI3bIO Yepe3 Tpucaxapun -Xyl-Gal-Gal- ¢ He-
CKOJILKMMHU JAECSTKaMU Leneil TAMKO3aMUHOTJIUKAHOB
XOHIPOUTUHCYIb(Dara.

4. Koanaeen. B menTupHO 1lemM KoJlareHa OKCH-
JM3UH cBsi3aH O-TJMKO3UAHON CBSA3BIO JMOO C MOJIEKY-
JIOW TajakTo3bl, Jubo ¢ aucaxapunom Gal-Glc. B 3a-
BUCMMOCTHM OT TUNa KOJUIareHa YMCJIO MOJIeKYyJ caxapa
MOXET M3MEHATHCS OT OJAHOTNO 0 HECKOJbKUX MECST-
KOB Ha 1enb. MoJjeKy/ibl TIMKOMPOTEMHOB BBITSIHYTBI
Onaronapsi MPUCYTCTBUIO OOJBLIOTO KOJMYECTBA OTPU-
LATEeAbHBIX 3apsiioB, PACMOJOXEHHBIX BIOJb MoJe-
KYJbl. 3apsiibl HECYT KapOOKCWIIbHBIE TPYIIbl KOH-
ueBbix NANA (TIMKOMPOTEUHBI CIIOHHBIX XXeJle3), a Tak-
Xe KapOOKCUJIbHBIE WM CYNb(daTHbIE TPYIITBI MOJEKYI
[JIMKO3aMUHOTJIMKAHOB (TpoTeorivkanbl). OHM o6pa-
3YIOT B BOJie BSI3KME PACTBOpPbI, U UX BSI3KOCTb, YBENM-
YUBAETCS C YBEJIMYEHUEM YMCIIa OTPULATETbHBIX 3apsi-
OB Ha MOJIEKYIY.

METAJUIOITIPOTENIbBI

Mopnernb n300pakaeT YeTblpe CyOBeTUHUIIBI METal-
JonpoTteuaa eemoerobuna cornacHo Ilepytuy u cotp.
[Nature, 185, 416 (1960)]. dBe cy6benuHuIBI M306pa-
JK€HBbI YepHBIM, a JIBe - OebiM 1BeToM. Kaxkmas cyobe-
IUHUIA CONEPXUT MOJIEKYJly TeMa, HO Ha pPUCYHKe
BUIHBI TOJIBKO JIBE MOJIEKYJbI, a IBE APYTMe HaXOIsT-
cs Ha OOpaTHOW CTOPOHE MOJEINH.

[pyroii Trpynmoi MeTaIONPOTEUIOB SIBISIOTCS
Oesnku, copmepxanie HereMoBoe Xene3o. B cocras
TakuX OEJIKOB BXOMMUT 3KeJie30, HO OHU He comepxXar
reMa. M3 MHoxecTBa (PEpMEHTOB 3TOrO THUIIA YIOMSI-
HEM CyKILIMHATAeTUAporeHasy, ¢GbeppeaoKCUHbl (MPpUHU-
Mawllie yyacTue, Hampumep, B (OTOCHHTE3E) U HEKO-
TOpble OaKTepuaslbHBIE IETMIPOTeHa3bI.
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HYKJIEOITPOTENUABI -
BUPYC TABAYHOW MO3AMKHU (BTM)

HykJeonpoTeuabl - 3T0 CJIOXHbIE 0K, BKIIOYAIO-
me 0eloK M HYKJIEWMHOBYI Kkuciory. Haubonee u3-
YUYEHHBIM HYKJIEOMPOTEUIOM SIBJISIETCSl BUpYC Tabau-
Hoit Mo3auku. CTpykTypa ero TakoBa: cmupaib PHK
OKpYXEeHa PperyJspHO pacHOJOXEHHBIMU TIOJIMIIEI-
TUAHBIMU LEMSIMU C MOJIeKYJsIpHO# Maccoir 17500,
MoOJIeKyJIspHasg Macca Bupyca okomo 4+10°, Momeky-
aspHas Mmacca PHK 2,2-10°. O6mmit cocras: 5-6%
PHK, 94-95% o6enka. Pasmepbr 15 x 300 Hm. Takas
yeTBEPTMYHAS CTPYKTypa oOpasyeTcs CaMOINpPOU3BOJIb-
HO.

NMMYHOIJIOBYJINHBI

MMMyHOTIOOYIUHBL SBJISIOTCS OCHOBOW aHmumen
U COCTOSIT U3 JIETKUX W TSIXeNbix ueneil. Jlerkas iemnpb
Ha PUCYHKE 3allTpUXOBaHa cjabee, a Tsxesaass LeMnb -
cunbHee. Ha xonumax wueneit Haxomarca —NH,-
u —COOH-rpynnel. V, u V, o0603HayaloT Bapua-
OenbHble yyacTku, a C, u C, - KOHCTaHTHBIE Y4aCTKU
(1-4). C,4 Bcrpevaerca Tonbko B IgM u IgE. B IgA
u IgM umeetcs enie ogHa mentuaHas uemnb (J), cBs3aH-
Hasi TUCynb(DUAHON CBI3bIO. YTIEBOAHAS YaCTh UMMY-
HOT100y1MHOB o6o03HaueHa Kak CHO.

[lanamH pacuierisier TsXeable Lend B paidloHe
AMUHHOTO KOHLA WM TMOJyYalolMiics MENTUA OCTAeTCs
CBSI3aHHBIM C JIETKOW LIEMbIO MUCYTbGOUIHBIMU MOCTHU-
kamu. Tak monyvalorca ¢parmenTsl F. u nBa MoHOBa-
JeHTHbIX ¢parmenra F,. Ilencun pacuiennger Tsaxe-
JIyI0 1ienb BOJM3U KapOOKCHJIBHOIO KOHIA M OCBOOO-
xnaer ¢parment (F,),, y KkoToporo coxpaHseTcs
CIMOCOOHOCTh B3aUMOJIEHICTBOBATh C AHTUTECHOM.

LleHTp cBsI3bIBAaHMSI AaHTUTEHA JeXUT B N-KOHLEBOM
MOJIOBUHE MOJIEKYJbl MMMYHOTJIO0YJIMHA B Bapuadelb-
HOM pailoHe MW BOJM3U OT HEro.

B otnuune ot apyrux uMMmyHornao6ynuHos IgM cy-
IIECTBYeT B BHUIE MEHTaMepa.

JEHATYPAILIUSA BEJIKOB

benkoBbie MOJIEKYJIbl MOIYT OBITb JA€HATYpPUPO-
BaHbl HArPEBAHUEM, ACWCTBUEM 3KCTPEMAJbHBIX 3HAUe-
Huit pH, peHTreHOBCKMMU JydyaMu, Y®D-cBeTOM, BBICO-
KUMM JaBJICHUSIMUA U MEXaHUYECKHU (IHEPIMYHBIM Mepe-
MeIIMBaHUEM pacTBOpOB). JleHaTypalusi BbIpaxaercs
B pa3pylleHUW HATUBHOW CTPYKTYPHI, TJIABHBIM 0OOpa-
30M BCJIEACTBHME pa3pbiBa BOLOPOAHBIX cBsideil. [lep-
BUYHAs CTPYKTypa Oeilka TMpHW [eHATypaluu Ccoxpa-
HseTcsl. JleHaTypauMsi CONMPOBOXAAETCSl MOHUXEHUEM
pPacTBOPUMOCTH, U3BMEHEHHEM OINTUYECKOTO BpAILEHMUS,
rmorepeii  OMOJOrMYECKHMX  CBOMCTB, 00Opa3oBaHUEM
HOBBIX AHTUTE€HHBIX NETEPMUHAHTOB U YBEJIUYEHHEM
YYBCTBUTEJNBHOCTU K pAaCHICTUICHUIO (epMeHTaMU.
B tom cnyuae, Korna TnoOyJISpHBIN OeNOK NEHATypu-
pOBaH YaCTUYHO, JNEHATYpalus MOXET ObITh 00paTH-
Mmoii (I - npenarypauusi, Il-penarypauust). KupHbiMu
JUHUSMM TMOKa3aHbl S—S-cBsi3u Genka.



BDEPMEHTATUBHOE PACLUEMJIEHUE
NMENTUOHON CBA3U

SHagonenTuaasbl ABNKIOTCA MApoia3amMun, paclle-
MISOWYIMA NENTUOHYIO CBA3b BHYTPWU MOSMNENTUOHON
uenm.

Sk3onenTyaassl PaclennaoT NenTuaHylo CBA3b Ha
KOHUEe 6enKoBOn MONEKyJbl.

AMuHOMenTuAa3bl aTakyloT aMUHOKOHEL, Noaunen-
TUOHOW uenu 6enka, kapbokcunenTnaasbl aTakyloT ee
KapOOKCU/bHBIA  KOHEL,

lerncuH pacliennseT NenTUaHY CBA3b MexXay ABY-
M TMAPOPOGHLIMU  aMUHOKMCIIOTaMMU.

TpurncuH pacliennseT cBs3n, obpa3oBaHHble Lys
wwm Arg v ApyruMmm amuHokucrniotamm. OBpasyoLmii-
ca ¢dparMeHT umeet Lys wwm Arg Ha C-koHue.

XvMoTpuncuH pacluennsieT CBs3W, 00pa3oBaHHble
Phe, Trp wwm Tyr wn ApyrMnM  amyvHOKMCIOTaMU.

OHponenTnaasbl  paclennsioT  GenkoBblie  Morne-
Kynbl B Xenyoke W B [ABEHAALATUMEPCTHOW KMLLKE.
Pacnag 0O wHAMBMAyanbHbIX aMUHOKWUCAOT, KaTtanu-
3yeMblii  9K30MenTMaa3amMm un  nenmmgasamn, 3aBep-
LWAEeTCHA B TOHKOW KULLKE.

AMUWHOKUCIOTblI KAK AM®MDOJIUTDI

AMUWHOKMCNOTBI CcoaepXaT MO MeHbluein mepe aBe
VMOHU3yeMble rpynnbl: kKapbokcunbHylo rpynny ¢ pK
nexawmm mexay 1,7 v 3, n a-amuHorpynny ¢ pK
okono 10. B pacteope ¢ pH mexay 4 u 9 ammHoKMC-
NOTbI CYLLECTBYIOT B BUAE LBUTTEPUOHA, B KOTOPOM
N aMVHHasl, U KapOOKCWNbHAsA rpynnbl WOHU30BaHbI.
Kpome aTux AByx rpymnn B COCTaB HEKOTOPbLIX aMUHO-
KUCNOT BXOASAT U OpYyrve rpynmbl, COCOOHbIE K WOHU-
3aumn, Kak, Hanpumep, ewe ogHa NH,-, nan ewe ogHa
COOH-, wwm wmmpason, OH-, SH-rpynnel n gp.

Ha pucyHke n300paxeHbl KpUBble TUTPOBAHUSA, OT-
paxawwme nocnefoBaTefibHyl0  WOHU3auuio  rpynn
B OCHOBHOW aMUHOKMCAOTE (n3uH, kpueasa 1) 1 B KuUC-
IO aMUHOKMCNOTE (acnaparMHoBasi KUCnoTa, KpuBas
2).

Mpn dunsmonornyeckom 3HaveHurn pH MOHWM30BaHbI
06e NH,-rpynna n COOH-rpynna nna3vHa, 4To npu-
BOOUT K MOSIBEHMIO HEOOMbLLOr0 CYMMapHOro mnoso-
XUTENbHOro 3apsga monekynbl. lNpy Tom xe pH ac-
rnaparviHoeasi KuCriota WMeeT HebosbLIoW oTpuua-
TeNbHbIA  3apsa, BbI3BaHHbI  AUCcoUMauMen  OByX
KapOOKCUNbHBIX FPYMM.

Tak Xe Kak M aMUHOKUCIOThI, 6enKoBble MOJIEKYJIb
B BOAHbIX PacTBOpax 3apshkeHbl M BenudvHa 3apsiaa
3aBUCUT OT Turna 6enka n OT 3HaveHust pH.
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TABJINIA KOHCTAHT JMCCOIIMALINY
VHIVUBUIYAJIBHBIX AMUHOKHUCJIOT

AMUHOKHCIIOTA Pk, pK, Pk,
Gly 2,35 9,78
Ala 2,34 9,87
Ser 221 9,15 VYpaBuenue I'eHmepcoHa-Xaccenbbanxa:
Cys 1,96 8,18 10,28
Met 2,28 9,21
Val 2,32 9,62
Leu 2,36 9,60 rae K - KOHCTaHTa auccolyanuu, pK - oTpuiiaTe IbHbII
Ile 2,36 9,68 necaTUyHblit gorapupm K; [A], [HA] u [H']-
Tyr 2,60 9,10 10,1 KOHIICHTpAllM MOHM30BAHHBIX YaCTHL], HEMOHU30BaH-
Phe 2,58 924 HBIX MOJIEKYJl M BONOPOAHBIX HMOHOB COOTBETCTBEHHO,
Trp 2,38 9,39 pH - 210 oOTpuuartensHbid sorapudm [H.
Pro 2,00 10,60
Hypro 1,92 9,73
Glu 2,19 4,28 9,66 N30DJIEKTPUUYECKASI TOYKA
Asp 2,09 387 9,82
His 1.77 6.10 8.17 D10 Takoe 3HaueHue pH, mpu KoTopoMm MoJieKyna
Lvs 2’18 8795 10’53 AaMUHOKHUCJIOTH (WM JII00oro apyroro amdojuTa)
¥ g ’ ’ MMEEeT OJMHAKOBOE YMCJO OTPULATEIBHBIX U TTOJOXM-
Arg 2,09 9,04 12,48
TeIbHBIX 3apsifoB. M303meKkTpryeckasi TOUKa COOTBET-
Thr 2,63 10,40 CTBYeT TOYKE Tepernba Ha KpUBOW TUTPOBAHUS aMM-
Gln 2,17 9,13 HOKHUCJIOTBI U MOXET OBbITh BBIYMCJIEHa 1O (opmyiie
Asn 2,02 8,80
MOHUBALIUA TPYIII, ITPUCYTCTBYIOLINX
B AMUHOKUCJIOTAX U BEJKAX
HekoTopble aMUHOKHCIOTHI copepKaT KpoMe aMUHO-
1 KapOOKCUJIBHBIX TPYIIT TaKXe APYTHe AUCCOLMUPYIO-
LIMe TPYMIbl, KOTOPbIE NAlOT JOMOJHUTEbHBIE TOUKHU
repernba Ha KPUBBIX TUTPOBAHUSI.
WonmsoBannas | 1-Kapbokcun 4-nm 5- Amnpazon a-AMIHO ¢-AMIHO OeHombHbI Cynsdruapunshas | I'yanugunnag
rpymnna Kap6okcun THAPOKCHUI elTI/IOJ'[LHaﬂ)
gg;%g;eaﬂlﬁ’e 0-AMUHOKUCIIOTH ?ﬁ?ﬁgﬁ}"&*@;’;‘ﬁ’ Tuctumun o-AMUHOKUCTOTH | JIu3uH Tuposun Hucrenn ApTUHUH
rpymiy KUCI0Ta
Wonusauus
pH 1,7-2.6 43 6,1 9-10,7 10,5 10,1 8,1-8,3 12,5
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depmeHTDbI

DepMeHTEHI - 3TO  Ouokamanuzamopsl, 00OpA3yIOIIMeECsT B KJIETKe M IIPEACTaBIIIONIMEe CO0Oi JIMOO IIpOCThie OEKH,
MO0 CJIOXHbBIE, COMEpXKalllle HEAMUHOKUCIOTHBIE KOMITOHEHTHI.

Kogepmenmor 9acTo y4acTBYIOT B IIEPEHOCE D3JIEKTPOHOB WM (BYHKIIMOHAJIBHBIX T'PYIN (BOOOPOIHBIA aToM, alle-
TWI, METWI, aMUHOTPYIIbEI U T.10.). Kak m BUTaMuHBI, KOEpMEHTHI BXOMSIT B KayeCTBe HEOOXOIMMOTO KOMITOHEHTAa
B IMIIYy M HE MOIYT CHHTE3MpPOBATLCSI B OpraHax II0 KpailHeil Mepe BBICIIMX OPraHM3MOB.

MepMeHTBI YCKOPSIIOT GUOJIOTMYECKHe PeakliuKM, CHUXKAsl SHEPrUi0 aKTUBALIMM U HE M3MEHSS MOJIOXKEHUSI paBHOBE-
cus. MexaHM3M X JENCTBUSI COCTOMT B 00Opa3oBaHMM KoMmiuiekca ES Mexny (epMeHTOM M CyOCTpaTOM, KOTOpPHBIA
BCTyHaeT B XMMHUYECKYIO PeakIInio, IOcIe 4ero o0pa30BaBIIMIACS KOMILUIEKC (pepMeHTa ¢ IpoaykKroM EP pacmamaercs
o ucxomHoro depmeHTa U mnpoaykra. CyllecTBOBaHME HEKOTOPBIX (hepMEHT-CyOCTpaTHBIX KOMILIEKCOB OBUIO HOKa-
3aHO KaK KOCBEHHBIMH (CIIEKTPOGOTOMETpHS), TaK M IPSIMBIMUA MeTOAaMH (XMMHWYECKOE BbIACICHUE).

CyOcTpaT CBS3BIBACTCSI AKMUBHbIM UeHMpPOM WX y4acTKOM (epMeHTa, KOTOPBIA MOXHO IIPENCTaBUTh cebe Kak
MPOCTPAHCTBEHHYIO OPTaHM3AIIMIO OMpPENeIeHHBIX aMIHOKHCIOT OETKOBOI YacTu (hpepMeHTa ¢ BO3MOXKHBIM YJIacTUEM
MPOCTETUYECKON TPYIIbl KopepMeHTa. AMMHOKMCIOTAMM, YAaCTO WUIPAIOIIMMHU BaXXKHYIO POJb B aKTMBHOM ILIEHTpE,
apismiorcst cepud (OH-rpynma) m ructunuH (a30T MMUIA30JBHOTO KoJjblla). Hekoropnle ¢depMeHTB CHUHTE3UPYIOTCS
HEIOCPEICTBEHHO B aKTMBHOM BHUIE, IpPYTMe B BHUAEC HEAKTUBHBIX NPOMEepMEHTOB (IICIICUHOICH, TPUIICUHOTEH) WJIU
MMEIOT HeaKTUBHYIO KOH(MOpPMAIMIO, B KOTOPO OHM CYIIECTBYIOT YacThb CBOEH XM3HU (a/UtocTepuiecKue (epMEeHTHI).
g Toro 4TtoOB HavaTh (YHKIIMOHMPOBATh, OHU MOJKHBI OBITh aKTUBMPOBAHBI 3a CUET CHEIMAIBHBIX ITPOIIECCOB.

Peakiiumn, katanusupyemble (epMeHTaMM, IIPOTEKAIOT C Pa3IWNYHBIMU CKOPOCTSIMU, 3aBUCSIIIUMH OT

a) KOJIMYeCTBa WJIM aKTUBHOCTH (hbepMeHTa,

0) KOHILIEHTpauuu cybcTpara,

B) pH u cocraBa pactBopa,

T) TeMIIepaTyphl,

1) TIPUCYTCTBUSI aKTMBATOPOB U WHTMOUTOPOB.

a. Tak KaK KOHLIEHTpaluio (HEePMEHTOB B KMBOI KJIETKE TPYIHO M3MEPUTh, Mbl YacCTO TOBOPUM 00 aKTUBHOCTH
¢depMeHTOB. AKTMBHOCTh (DepMeHTa m3MepsieTcss B mexcdyHapooHsix edunuyax (ME), COOTBETCTBYIOIIMX aKTWUBHOCTH,
npeBpaujamieii 1 MKMOJIb Cy0CTpaTa B MMH, WIM, KaK 3TO ObUIO BBEIEHO HENABHO, B kKamanax (Kar), COOTBETCTBYIO-
LIMX aKTUBHOCTH, IMpeBpallarolieii 1 Moiab cydcTpara B ceKyHay. YoeavHas akmugHOCmb BbIIEIEHHOTO (epMEHTa BbI-
paxaeTcsl B eauHuuax Ha 1 Mmr Genka. Creyugpuurnocms pepMeHTa ONpeaessieTcsl TUIAMU CTPYKTYP, KOTOpPbIE MOTYT
MpeBpalaTbcs mon mecTBueM depMeHTa. Ecimm crenmduyHocTh abCoOTHA, (EPMEHT MOXET KaTajJlu3WpOBaTh XH-
MMUYECKOE IpEeBpalllcHUe eIUHCTBEHHOIO COEAMHEHUsI, €CIM K€ OHA OTHOCHUTEIbHA, HECKOJBKO OJIM3KUX COEIMHEHUI
MOTYT OBITh CYOCTpaTaMu OJHOTO M TOro ke (epmeHrta. Cmepeocheyupuunocms (PepMEHTa YKa3bIBAET HA TO, 4TO
depMeHT cBsI3bIBaeT ompeneseHHbIH crepeonszomMep (L- mmu D-dopmy). Crenyer oTMeTUTh, YTO OOWH M TOT Xe CyO-
CTpaT MOXET OBbIThb MpPEBPAleH HECKOJbKMMM TEOPETUUYECKU BO3MOXHBIMU pEaKLMSIMU, KaTalIU3UPYeMbIMU pa3-
JIMYHBIMA  (pepMEHTAMU. DTO OOCTOSTENBCTBO BaXHO B HEKOTOPHIX IMPOLECCAX, KOHTPOJUPYIOIIMX METa0O0IM3M.

6. Ilpy HM3KMX KOHLIEHTpALUSIX CyOcTpaTta (hepMEHTaTMBHAS pEaKLMsl MPOTEKAaeT B COOTBETCTBUU C KUHETUKOM
peakiinii nepeoeo nopsoka, T.e. €e CKOPOCTb IMPOIOPLMOHAIbHA KOHLEHTpaluu cyocrpara. I[Ipyd BHICOKMX KOHIIEHTpa-
LUSIX cyOcTpaTa peakilusi UMEET Hyaeeoil nopsdok, T.e. (DepMEHT HachlllieH cBouM cybctpatoM. Kaxmas depmeHTa-
TUBHAsl peaklus XapaKTepusyeTcss koxcmaumoii Muxasauca K, oHa ormpenensercss Kak KOHIEHTpalus cyocTpara,
MpU KOTOpPO# (pepMeHTAaTUBHAsI peakiys MPOTeKaeT CO CKOPOCThIO, paBHOM IOJIOBMHE OT MaKcuMaibHOU. KoHcTraHTa
Muxasnuca He MICHTMYHA KOHCTAHTE NMCCOLMAIMU (epMEeHT-CyOCTpaTHOro KOMIUIeKca K, TOYHO TaK Xe, Kak

oOpaTHasi BeJMYMHA HE MJIEHTUYHA KOHCTAHTE accolMalliyd 3TOr0 KOMILIeKca.
B. Jdns xaxnoit ¢hepMEHTATUBHOW peakluu CYILIECTBYET onmumanvHoe 3HaveHue pH.
r. Kaxnmas cdepMeHTaTHUBHAsI peakLMs IIPOTeKaeT HauboJjiee OBICTPO IIPU onpedeneHHoll memnepamype.

a. AKTI/IBaTODH n I/IHrI/I6I/ITOpI)I d)epMCHTaTI/IBHOﬁ p€akuuun - 3TO0 COCAMHEHUA, YCKOPAIOHIINE MW 3aMCIAJIAIOIIME €€
COOTBETCTBCHHO.
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Axmueamopst yBeIMUMBAIOT CKOPOCTh (hepMEHTATUBHOM peakiuy, CIOoCOOCTBYSI 00pa30BaHUIO aKTMBHOIO LIEHTpA,
U HauboJIee YaCTO OTY POJIb BBHINOIHAIOT METa/UIbI, Takue, Kak Mg®', Zn>", Mn’’, Co”". AktuBanus astocmepu-
uecKux (epmenmos, KOTOPbIE COCTOSIT U3 CYOBEAMHMII, SIBJISIETCS BaKHEHMIIMM TPOLIECCOM KOHTPOIS mojudep-

MEHTHBIX cCTeM. OOBIYHO aKTHUBAIIUS AJJIOCTEPUICCKUX (I)epMCHTOB JIIOCTUTAETCSl 3a CUET UX B3aUMOICHCTBUS C pas-
JIMYHBIMU OPraHNMYCCKUMMN COCAMHCHUSIMMU.

Hneubumopsvr HGepMeHTOB OBIBAIOT HECKOJIBKUX TUIOB, CPEAM HUX HauOoJiee BaXKHBIMU SIBJISIIOTCS KOHKYPEHTHbIE
U HEKOHKypeHTHbIe. CTPYKTypa KOHKYPEHTHBIX MHTMOUTOPOB CXOJHA CO CTPYKTYpOI cyOCcTpaTa, U TO3TOMY OHM KOH-
KypUPYIOT C CyOCTpaTOM 3a CBSI3bIBAHUE C aKTUBHBIM LIEHTpOM ¢hepMeHTa. Takue MHTMOUTOPBI BBITECHSIOTCS M30bIT-
KoM cyOcTpara. HekoukypenmHoie uneubumops. pearupyloT He C aKTUBHBIM LIEHTPOM, a C JIPYrOi, TakXKe BaKHOM
JacThI0 MOJIEKYNbl (pepMmeHTa (Harpumep, ¢ SH-rpymmoit). MHrnbupoBaHne MoXeT OBITh OOpaTUMBIM WJIM HeoOpa-
TUMBIM; B TOCJEIHEM CIydyae WHTMOUTODP CBSI3bIBACTCS KOBAJEHTHOW CBSI3bIO C TPYNIION Oejika, BaxKHOW ISl €ro
GbyHKUMOHUPOBaHUSI. HEKOHKYPEHTHBIM WHTMOUTOP HE BBLITECHSIETCSI M30BITKOM cybcTpara.

1t TOro 4TO0BI OTVIMYUTD PAa3IUYHbIC TUITBI MHTMOUPOBAHMS, UCTIOIB3YIOT OOJIBIIOE YMCIO KUHETUYSCKUX U Tpa-
dudeckux mpuemMoB (Hampumep, npeodpasoBaHue no JlaitHyusepy u bepky).

B ycnoBusix in vivo (B KJieTKe) OONBIIMHCTBO (DEPMEHTOB OPraHM30BaHbI B MPOCTPAHCTBE B TaK Ha3bIBa€MbIC MY/15-
mugepmenmuote cucmemsvl. OHU JMOO CBSI3aHBI C KJIETOYHBIMU CTPYKTYpamH, JUOO HaxomsTCs B CBOOOIHOM CO-
CTOSTHUM B Pa3/IMYHBIX OpraHeijiaXx KJIeTKU. VX BHYTPUKIIETOYHAs] KOHLIEHTpAIMs OOBIYHO BHIILIE, YeM TaKOBasl Ipy-
IMX WHTEPMEAMAaTOB (11 OOJBIIMHCTBA META0OJIMTOB OHA BbIPAXAETCS B MWIIMMOJISX).

HazBanus (epMeHTOB CKJIamBIBAIOTCS M3 Ha3BaHUsS KaTaIM3MPyeMO peaklnu ¢ modaBieHueM cyddukca -aza. Bee

(I)CpMCHTLI noapasacjiAroTCAad Ha IIECTb ITTaBHBIX KJIACCOB. OOBIYHO HCITOJIB3YIOTCA KaK CHUCTEMATUYCCKUE, TaK U TpU-
BUaJIbHbIC Ha3BaHUA (I)CpMCHTOB.



TEPMUMHBI, NCITIOJIb3YEMBIE
B OH3UMOJOIrnu

HoBast enuHuia ¢hepMEeHTATUBHOM aKTUBHOCTU OBI-
ma BBeneHa B 1973 1. M mody4ymiia Ha3BaHUE Kaman
(kat). OHa COOTBETCTBYET KOJWYECTBY KaTaJlM3aTopa,
crocobHoro TmnpeBpamath | Moib cybcTpaTta B Mpo-
OYKT 3a CeKYHAy. MexayHapoaHas eauHua (hepMeH-
TaTuBHOW akTuBHOCcTU ME cBsIZaHa c Kartajiom cie-
NYIOIMMU  paBeHCTBAMM:

1 xaT = 1 Monb cy6eTpara © ¢! = 60MoONb * MUH =
= 60+ 10° Mxmonb*MuH' = 6+ 10" ME.

1 ME = 1 Mmkmonb * muH ' = 1/60 Mkmonb * ¢ =
=1/60mkKat = 16,67 HKaT.

MEXAHU3M JENCTBUS ®EPMEHTOB

B mporiecce epMeHTaTMBHOM peaklMu 00pa3yeTcs
TMPOMEXYTOYHBIN  (hbepMEHT-CyOCTpaTHBIIA ~ KOMITJIEKC.
Cyb6cTpaT CcBS3BIBAETCSI C (DEPMEHTOM B  aKMUBHOM
yeHmpe, KOTODPBI CO3MAETCS OMpENEJeHHON MpOCTpaH-
CTBEHHOI KoH(opMaIrmeil MOJUNENTUIHON Lenu (MIn
MOJIMTMIETITUAHBIX  Llerei), cOmmxkamoieil OOKOBbIe
TPYNIIBl  HEKOTOPhIX amuHokuciaoT (Ser, His, Tyr
n apyrux) npyr c napyroMm. CyocrtpaT CBsI3bIBaeTCs
C aKTUBHBIM LIEHTPOM B HECKOJBKMX TOYKax; oOpa-
3YIOIIUICS TaKUM 00pa3oM KOMIUIEKC OOBIYHO HecTa-
OwieH u pacrnamaercss ¢ oOpazoBaHUEM TPOIYKTOB
U CBOOOMHOTO (hepMeHTa ToC/e TPOTEKAHUsS XUMUYe-
CKOM peakuuu.

BokoBble 1lemM aMHUHOKUCIOT, 00Opasylollue aK-
TUBHBIN LIEHTP, OOBIYHO CIIOCOOHBI K MOHM3ALMHU (KHUC-
JIOTBI), OO0JamAIOT HYKJICOMWIBHBIMUA (3JIEKTPOHOIO-
HOPBI) WU 3JEKTPODWIBHBIMU (3JIEKTPOHOAKIIETITOPHI)
cBoiictBaMu. HykieoduabHble TPYINMIbl MOIYT OBITH
CBSI3aHBI ¢ MOHaMM MeTaiioB (Mn®*, Mg®*, Zn™),
KOTOpblE B HEKOTODBIX CIydyasix COCTABISIIOT HEOThbe-
MJeMylo 4actb (epmeHToB. Bce 3Tm rpymmbel  yua-
CTBYIOT B cOpOLMU CyOCTPaTOB M TMPEBPALICHUM WX
B TPOAYKTHI.

®EPMEHTbBI 1 KO®EPMEHTbDI

B HekoTOpbIX (epMeHTaX B CO3AaHMM AKTUBHOTO
IIEHTpa MPUHUMAIOT yJ4acTHe MOJIEKYJIbl KodepMeHTa,
KaK 3TO TMOKa3aHO Ha PUCYHKE Ha MpuMepe MUPUI0K-
canbdocdara, BXOASLIET0 B COCTAB aKTMBHOIO LIEHTpa
depmenra. BzaumopeiicTBue KapOOHWIBHOW TPYIIITHI
npunokcanbpocharta ¢ aMUHOTPYIIION TIyTaMUHO-
BOM KMCJIOTHI TPUBOAUT K OOpa30BaHUIO OCHOBAaHMSI
Iudda, conepxaiero anbAMMUHHYIO CBSI3b. CTPyKTY-
pa OelKOBOW 4YacTH MOJIEKYJbl (epMeHTa CIoCco0-
CTBYET CTaOWIM3AIMU OIpENeSIeHHBIX ME30MEPHBIX
cTpykTyp ocHoBaHus Lludda. B 3aBucumoctn ot mpu-
ponbl OEKOBO MOJIEKYJIbI CBSI3aHHAsi aMUHOKMCJIOTa
MOXET TIOfIBEpPraTthCsi TepeaMMHUPOBAHUIO, [IeKap-
OOKCWJIMPOBAHUIO MM M30MEPHU3aLIMU.
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rePynnbl,

NMEPEHOCUMbBIE PEPMEHTAMU (KODEPMEHTAMM),

U NPUMEPbI KATAJIMSUPYEMbIX PEAKUUA
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[pupona Tpymmbl

Haspanue ¢epmeHTa

Oynkius

KodepmeHT (Homep mo xnaccuduka-  (IpUMepbl KodepMeHT3aBu-
cBoOOHAs CB{3aHHasA 1uu) CUMBIX peakiuii)
ATP lekcoknHasa (27.1.1) MepeHoc ¢docdarta (k 1 ot —OR).
dochopunmpoBaHne rekcos
ATP Pu6osodocodar - nupodocdar- MepeHoc nupodocdara. dochopn-
kMHasa (nupodocdoTpaHcde- mposaHue D-puboso-5-pocdara
pasa) (2.7.1.6) no 5-¢pochopnbosnn-1-nupodocda-
Ta
ATP AmuHoauun-TPHK cunTetassl [lepeHoc ageHunata (kK n oT
(nwmrasel) (6.1.1.4-6.1.1.21)
AKTVBaUMS  aMWHOKUCIOT
ATP MeTunapeHosnntpaHchepasa MNepeHoc apeHoO3Mna kK M OT Me-
(2.5.1.6) TUOHUHA
GTP ®docdoeHonnupysaTkapbokey-  O6pazosaHne hochoeHoNNMpyBsa-
kuHasa (4.1.1.32) Ta 13 okcanoauetata. (Hekotopbie
peakumn nepeHoca docdara.)
GDP MaHHO30-1-dpocdaT-ryaHn- HekoTopble B3avMHble MpeBpaLLe-
nuntpaHcdepasa (2.7.7.13) HUA caxapoB (MaHHO3a -> dyKkosa)
ITP docdoeHonnupysaTtkapbokeu- Cm. GTP
kukasa (4.1.1.32)
ubDP YpuauntpaHcdepasbl (2.7.7.9 B3zavMHble NpeBpalleHnsi, oKucie-
27.7.12) H/e, V30Mepu3aLMsl U CUHTe3 caxa-
pos
CTP Livtnanntparcdepasbl BaaumHble npespaLueHvst  hocho-
(2.7.8.1; 2.7.7.14; 2.7.7.15) MNnaoB
NADH Oervaporenassl (MMpuavH3a-  O6GpaTVMblii NepPeHoC ABYX BOCCTa-
sucumble) (1.1.1.1-1.1.1.45) HOBUTESbHbIX ~ 9KBUBAJSIEHTOB  OT
cybcTpara K OKWCIIEHHOW dopme
KodepmeHTa
NADPH JAervaporeHasbl  (MMPUaMH3a-  epeHOC 3NEKTPOHOB OT CUJSIbHBIX
Bucumble) (1.1.1.10; 1.1.1.19; BoccTtaHoBuTeneir. MNepeHoc anekT-
1.1.1.34; 1.1.1.36; 1.1.1.49) poHOB OT cybcTpatoB kartabonu-
HECKUX peakumii K BOCCTaHOBU-
TeNbHLIM  aHAGONMTUHECKUM  Peak-
uvsiM. CUHTE3 HEKOTOPbIX GUOMO-
nekyn, 6oratbix BOAOPOAOM
FADH, Jernpporenassl (pnasmH3asn- [MpsiMoi nepeHoc ABYX aTOMOB BO-
cumble) (1.3.99.1; 1.3.99.2) nopopa ot cybeTpara K OKUCHIEH-
Hol dopme kodepmeHTa (okmciun-
TeNbHOE [e3aMVHMPOBAHNE amMHO-
KWUCNOT)
FMNH, Aervaporenassl (pnasnHsasn- Cm. FADH,
cUvbie)
TPP (TuamuHnupodoc- TpaHcanbgonasa (22.1.2) MepeHoCc «akTUBHOrO anbaervga»
ar) TpaHckeTonasa (2.2.1.1) (rukonbanbaerna, auetanbaerva)
W OVIOKCUMITUABHOW  rpynmbl




INpupona rpynmsl HasBanue depmeHTa DyHkuus (npumepst

Kodepmenr (Homep mno kiaaccupuka- KODEPMEHT3aBUCUMBIX
cBOOOIHAs CBsI3aHHAs 1K) peakumii)

TpancamuHaza (aMHHOTpaHC-
depasbr) (2.6.1. 1-2.6.1.52) [peBspamuienue a-L-aMuHOKUCIOT B
Q-KETOKHMCIIOTHI,
aMMHBI,
IMupunokcanshocdar  Hekapookcunasa (aMUHOKHMC- — a-D-aMMHOKMCIOTHE
1) (4.1.1.22)

Pauemasa
Buorun Kap6okcunasa (6.4.1.1- Mepenoc aByokucu yriaepona. (ITu-
(N-kapGokcuna)T 6.4.1.3) pyBarkapbokcunasa, auetui-CoA-
kapOokcunasza, mponuoHui-CoA-
Kapbokcuiasa)
Nm—CIJOPMMJ'[—FH ®oco pubosunamuHoumuna-  Ilepenoc popmuna. buocuntes ny-
(10-hopmur-5,6,7,8- 30/1Kap6oKcaMuadOpMII- PHHOBBIX HYKJICOTHIOB
terparuapodonuesas  tpancdepasa (2.1.2.3)
KMCIIOTa)
N’-chopmun-FH, @opmunrpancdepasa (2.1.2.6) Tlepenoc dopmmia. buocunres my-
(5-popmua-5,6, 7,8— TeT- PUHOBBIX HYKJIEOTHIOB
paruapodosuesasi Kuc-
J0Ta)
N*"’-merunen-FH, ®ochopudosnmnriuuunamun-  [leperoc popmuna. buocunres my-
(5,10-merunen-5,6,7,8- dopmunrpaHcdepasa (2.1.2.2) pPUHOBBIX HYKICOTHIOB
TeTparuapodoinepas
KMCIIOTa)

N -popmummuto-FH [nyramat-dopMumunotpanc-  [lepeHoc  popMUMUHOrpynm — or
(5—c130pm141v1141—10—5,6,7,§— depasa (2.1.2.5) amuHokucnot (Gly, Glu)
Terparuapooinesas

KHCIO0TA)

N*"-meranen-FH TumugnaaTcuHTETa3a Merunuposanue dUMP no dTMP
(5,10- Meturen-5,6,7,8-

TeTparuapodonuesas

KHCIIOTa)

N'-metun-FH, Meruntpancdepasa MeTuaupoBaHUe TOMOLIMCTEMHA 10
(5-meTun-5,6,7,8-Tetpa- METHOHHUH a

runpodomesast Kucuo-

Ta)
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INpupona rpymnmst

HasBanue depmeHTa Dyukums

Kodepment (HoMmep mo kiaccupuka- (MpuMepbl KodepMeHT3aBU-
cBOOOIHasA CBs3aHHad 1K) CHMBIX peaKIuii)
Kobamun Merunmanonun-CoA-myTa- IlepemerieHue 1 BBEICHUE METHITb-
3a (5.4.99.2) HOil Tpymmbl. M3omepusanus Me-
TUIManOHUT-COA B CyKIMHUI-
CoA W TIJIyTAMUHOBOW KHUCIOTBI
B B-MeTHIacaparuHOBYIO
CoA-SH Auetunrpancdepasbl (OT Peakumm ~ KapOOHOBBIX  KHCJIOT
(kodepMmeHT A) 23.1.1 no 23.1.12) (BKITIOYas YKCYCHYIO KHCTIOTY).
Arntpancdepassl buocunTe3 kKap6OHOBBIX KUCIOT
(ot 2.3.1.15 no 2.3.1.20)
BoccraHoieHHas IMupyBatneruaporeHasa [lepeHoc auuIbHBIX OCTATKOB, 00-
S-ammumnoesas  kuc-  (1.2.4.1) Ppa30BaHHBIX TP 1€KapOOKCUIUPO-
nota Kerorsy rapataernaporeHasa  BaHUM 0-KETOKHMCIOT
(1.24.2)
PAPS CyabdhotpaHcepa 3a Ilepenoc cynbdorpynmsl K ¢heHouy,
(dpocthoanenosundoc- (or 2.8.2.1 no 28.15) cTeponzaM, apuiaMUHy, XOHIPO-
hocyibdar) UTHHY
KO®EPMEHTbI 1 COOTBETCTBYIOIIIME UM
Kodpepment Oynkiusa CoOTBETCTBYIOLIMIT BUTAMMHBI
BUTAaMUH
OmHoit M3  XapaKTepHBIX 4epT KO(MEPMEHTOB
IMupunokcanbpocdar  IlepeamuHupoBanue IMupunokcun (By) ABISIETCS TO, YTO BBICHIME OPraHU3Mbl HE MOTYT WX
HeKa]ﬁ)GOKCI/Iﬂl/IpOBaHI/E CUHTE3MpPOBaTh, U IO3TOMY KO(l)epMeHTBI JOJIXKHBI T10-
Pauemmauml CTyInaTb B OpraHu3M C HI/ILLICﬁ. HOCKOﬂbe COUHCTBCH-
HOU ux (pyHKUUEN SIBIsSIETCS yyacTUe B KaTajluse, exXel-
Tuamuunupocdocdat AspobHOe J1eKapOoKCH- Tuamun (B)) )

KodepmeHnt A
(CoA)

Tetparunpodonueas
KHCJIOTa

Bbuotun

NAD"

NADP*

FMN
FAD

JIMpOBaHKE
Ilepenoc
TPYIIITBI

albIeTUIHOMN

[lepenoc ammioB

AnpoOHas aerpagaunus
W CHUHTE3 XXUPHBIX KUCIOT

Mepenoc  C,-rpynn

[lepenoc CO,

Mepenoc H' +e

Iepenoc

H +e

H +e

IMepenoc

Ilepenoc

[TanToTeHOBas
Jlota

Kuc-

®dojeBass KUCIOTa

Bbuorun (H)

HuxoruHoBasi kuciaora
(nuauuH) (PP)

HukortnHoBast Kucjaora
(PP)

Pubodnasun (B,)
Pubodnasun (B,
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HEeBHas TIOTPEOHOCTb B HHUX Maja (I YesloBeKa
HECKOJIbKO MWJIJIUTPAaMMOB B JIeHbB).

ButamuHbI, TOCTyNawlIMe B OPraHM3M 4eloBeKa
C muILeit, B OOJBLUIMHCTBE CAyyaeB MAESHTUYHBI Kodep-
MEHTaM WJIM CTPYKTYpPHO OJM3KM HUM. BDTO TOBOPUT
0 BaXHOW pOJIM BUTAMMHOB B (PU3UOJIOTUM TTMTAHUSI.
HenocrarouHoe cHabGxeHue opraHu3Ma BUTaMUHAMU
MOXET BbI3bIBATH TaKWe HapyllleHUus1 MeTaboImu3Ma,
KaK TMOBUTAMWHO3Bl W aBUTAaMUHO3BI.



BJIUAHUE pH HA ®EPMEHTATUBHYIO
AKTUBHOCTD

BonbIIMHCTBO (hepMEHTOB XapaKTEepHBIM 00pa3oM
M3MEHsIeT CBOI0 aKTUBHOCTh B 3aBUCMMOCTH OT pH.
OnTUManbHOW aKTHUBHOCTU COOTBETCTBYET OIpelesicH-
Hasi obnacte pH, mpuyemM yMeHbIlIeHUE U yBEJIUYEHUE
pH mnpuBoautr K cHMXeHUIO akTUBHOCTHM. Jlis pas-
JIMYHBIX peakluil 3HayeHus ontumyma pH komeGmioT-
cs B IIMPOKMX TIpeesax oT CUJIbHO KUCIOM cpenbl (Ha-
npuMep, ISl MerNcuHa) 10 CUJIbHO IIeJOYHOU (Hampu-
Mep, s 1ieaodyHoit  Qocdaraspr). Iloatomy mpu
pa6ote ¢ (epMeHTaMU HEOOXOAMMO MOMIEPKUBATD
pH ¢ mnomoiupio cooTBeTcTByIoOIIero Oydepa.

3aBUCUMOCTh (DepPMEHTATUBHOM aKTUBHOCTH OT pH
ompenesieTcs: 3Ha4YeHUSIMU pK MOHUBYIOLIUXCST TPYIII
0OeJIKOBOIl MOJIEKYJIbI, OCOOEHHO TeX, KOTOpbIe Haxo-
IATCS B aKTMBHOM LIEHTPe WJIU BOJM3U Hero (U, BO3-
MOXHO, WUIpPalOT pPOJb B CBI3BIBAHMU KOGMEPMEHTA),
a TakXe TPYII, OTBETCTBEHHbBIX 32 U3MEHEHHUsI COCTOSI-
HUSI aKTUBHOTO LIEHTPa MyTeM KOH(GOPMAIIMOHHbBIX U3-
MeHeHUi OenKoBoit MosieKynbl. Kpome Toro, pH mo-
KEeT BAMSTH Ha CTENeHb MOHW3ALMK MW TMPOCTPaH-
CTBEHHYIO OpraHM3aluio cyoctpata (B TOM 4ucIie,
ecia cyocTpar siBisieTcss OenkoM). Hambonee pesko
BbIpaXeHbl OTIMYMs B ontuMyme pH st dbepmeHTOB
MUIIEBAPUTENILHOTO TpaKTa.

BJIMAHNUE TEMIIEPATYPBI
HA ®EPMEHTATHUBHYIO AKTUBHOCTb

Temnepatypa Bceria BIUsIET Ha CKOPOCTb pPeaklMMU.
B mpemenax ¢Gbu3MOIOrMYECKUX YCIOBUN CKOPOCTh pe-
aKIMKM PacTeT C yBeJMYEHUEM TeMrepaTypsbl (1), HO BbI-
1Ie Ompele/ieHHOM TeMIepaTypbl HaUMHAETCs TerioBast
WHAKTUBAIUs OEJKOBOUW MOJIEKYJbl (2). DTU aBa siBjIe-
HUSI U OOBSICHSIOT TMOSIBJIEHUE TEMIEPATYPHOTO OMNTH-
MyMa peakLHuu.

He Bce (epMeHTb OIMHAKOBO MEHSIOT CBOIO aK-
TUBHOCTb C M3MEHEHHWEM TeMIIepaTypbl. DTO CBONCTBO
MOXHO MCIMOJNb30BaTh ISl pas3ieieHuss HEeKOTOPBIX
crieruduuecknx pepMeHTOB. B aKTMBHOCTDL cMecu (ep-
MEHTOB, ONPEACJICHHONM MNpPU CPAaBHUTEJbHO HU3KOU
TeMIepaType, BHOCSIT BKJIaa Bce (DePMEHTbI; MPU MOBBI-
LIEHHOM TeMmIepaType aKTUBHOCTb CMecH (HepPMEHTOB
ornpezesgeTcsl Haubojiee TEPMOCTAOUIbHBIMU (epMeH-
TaMH.

AKTUBAIINA ®EPMEHTOB

Ilpouiecc akTuBauMM MOET ONHUM M3 YEThIpEX
MmyTeu:

1) oTwienJeHue OJUromenTuaa OT MpodepMeHTa;

2) obpa3oBaHue S—S-cBa3eil, [Ienawoolee  J0-
CTYMHBIM aKTUBHBIA LIEHTD;

3) oOpa3oBaHME KOMILUIEKCA C HMOHAMHU METaJJIOB;

4) annoctepryeckass akTUBAIMS.

37



38

AKTUBAIINA ®OEPMEHTA
N OBPASOBAHME AKTHUBHOI'O IIEHTPA

DTOT Tpolecc YIOOHO TPOAEMOHCTPUPOBATh Ha
npuMepe xumompuncuua. Ilpyu peficTBUM TpUIICMHA Ha
MOJUIIENITUAHYIO LIEMb XWUMOTPUIICMHOIEHA, COmepKa-
mero 245 aMMHOKMCIOTHBIX OCTAaTKOB, IIOCJIE€IOBa-
TeJbHO OTIIEMIAoTCs ABa aumnentuaa (Ser''—Arg"”
n  Thr'"—Asn'™) wu obpasyiorca Tpu mnomumnen-
TUAHBIE 1IEMHM, COEAMHEHHBbIE MEXOY CO0OW MSAThIO
S—S-MocTukamMu. DTO MeHsSeT KOH(pOpMalHio MoJe-
KYyJIbl U (DOPMUPYET € aKTUBHBIN LIEHTP, B COCTaB KO-
toporo Bxomar Ser'”, His”, Asp'”.

benkoMm, uMmeromuM OOJbIIOE CXOACTBO B aMUHO-
KHUCIOTHOM IOC/IEA0BATEAbHOCTH C XMMOTPUIICHHOTE-
HOM, SIBJISIETCSI TPUIICMHOTeH (239 aMWHOKMCIOTHBIX
octatkoB.) Ero mpeBpalleHre B aKTUBHBIA TPUIICHH
MTPOUCXOAMNT TPH OTIIEIUICHWM TreKcamenTuaa oT N-
KoHIa MoJiekyibl. KoHbopmanus moJumnenTuaHoM 1e-
A TPUIICUHA CTAOMIM3YeTCS IIeCThbl0 S—S-CBSI3SIMMU.

AJVIOCTEPUYECKHUE ®EPMEHTBI

OHU SBISIOTCS  OJIMTOMEPAaMU, COCTOSIIIUMU U3
NBYX WUJIU 0oyiee MOHOMEpPOB. AJtocTepudeckue Gep-
MEHTBl MOTYT CYIECTBOBaTh B OJHOM W3 IBYX 0Opa-
TUMO CBSI3aHHBIX COCTOSIHMI - aKTUBHOM U HEaKTUB-
HoM. Kaxnwlii nuranm (cyoctpar, addekTop), crmo-
COOHBIII 00pa30BbIBATH KOMIUIEKC C OEJIKOM, MOXET
CBSI3BIBATHCSI C KaXI0W OeNKOBOW CyObeqUHULIEH - CYO-
CTpaT B aKTMBHOM LIeHTpe, 3¢ deKTop B pPEryastop-
HOM.

CasizpiBaHue 3¢dekTopa ¢ OTHOM CyObeOTUHUIICH
BBI3BIBAECT TIOCTENIEHHOE W3MEHEeHue KoHdbopMalm
NPYTUX CyObEeAWHUI], MPUBOMSIICe B KOHEYHOM CUETe
K TIpeBpalICeHUIO alJocTepuyeckoro ¢epMeHTa B akK-
THBHOE cocTossHue. OOpaTHBINM Tepexon ¢epMeHTa U3
AKTUBHOTO COCTOSIHUSI B HEAKTUBHOE COTIPOBOXIACTCS
W3MEHEHUEM CyOCTpaT-CBSI3bIBAMONIE aKTUBHOCTH.

B mporiecce mpeBpailieHUs] OQHON KOH(pOpMaLUU
B IpYIryl0 4eTBepTUYHAs CTPYKTypa Oenka ocraercs
HEU3MEHHOM.

Amnoctepudeckue (epMEHTbl MPUHUMAIOT ydacThe
B KOHMpoOAe Memaboausma 6 eude myrsmiugepmeHmHbix
cucmem. BnusgHue Ha MeTabOIU3M JIOCTUTaeTCsl 3a
CyeT OOpaTHOM, TOJIOXUTEIbHOM WM OTpULIATeIbHOMI
CBSI3U.

Tloscnenuss k cxeme

1. CocTosiHUS allJIOCTepUYecKOoro (epMeHTa 3aBU-
CSAT OT €ro TPOCTPAHCTBEHHOW OpraHW3alvy.

2. Amnoctepuueckass — aKTUBaLUsl  JTOCTUTraeTCs
CBSI3BIBAHMEM aKTUBATOPA (TTOJIOXUTEIbHOTO 3(PheKTO-
pa).

3. Aitoctepuueckass MHaKTUBAlLMsS TPOUCXOIUT
Oyaromapsi CBS3BIBAHMIO WHTUOWUTOpA (OTPUIIATEIHHO-
ro addekropa).



MEXAHU3M JIENCTBUA ®EPMEHTA
PACIIEILIEHUE ALETUJIXOJUHA
XOJMHDCTEPA3OM

AKTUBHBIII I1IeHTp (epMeHTa COCTOUT U3 IBYX
(DYHKLIMOHAIBHO BaXHBIX M IIPOCTPAHCTBEHHO pasle-
JIECHHBIX MECT:

1) cBaseiBaromeit obmactu, kyma Bxomut COO-
IpyIma, 3JIeKTPOCTATUYECKH B3aUMOJIEICTBYIOIIAs C

MONOXUTENBHO 3apsXeHHBIM asoToM N'” cybeTpara;

2) KaTaJluTU4eckoil 00JacTH, OTBETCTBEHHOH 3a
5CTEPa3HYI0 aKTUBHOCTh (hepMEHTa, B KOTOPYI BXO-
st Ser, His, Tyr.

ALETUIXOJIMH SIBJSIETCSl CyOCTpaToM, OH CBSI3bI-
BaeTCcsl B aKTUBHOM ILIEHTPE OTIpeNeIeHHBIM 00pa3oM
3a cyeT 00pa3oBaHUSI MOHHOUM CBSI3M MEXIY OTpHIa-
TeabHO 3apsikeHHOH COOQO -rpynmnoit ¥ MojoXUTETbHO
3apSXKEHHBIM YETBEPTUYHBIM aTOMOM azora >N'<
cyocTpara.

B nmpouecce peakiuu TPOTOH TUAPOKCUIBHOI
IpyNObl TUPO3MHA AKTUBHOTO LIEHTpa CBS3bIBAETCS
C aTOMOM KHCJIOpoJa aleTUJXoJuHa (Oyayluas crup-
TOBas TPYMIa MPOAYKTa peakiuy - XoJinHa). B pesyib-
TaTe yBEJIMYMBAETCS TTOJIOXKUTEIBHBIN 3apsil Ha yrjie-
pOIHOM aToMe aLeTWJIbHOW Trpymnmbl cybcTpaTa, Ko-
TOPHI aTaKyeTCsl OTPUIIATETHbHO 3apsSKEHHBIM KHUCIO-
POIHBIM aTOMOM OeJiKa, TMOSIBUBIIEMCS B pe3yJbTaTe
NUCCOLMALlMM CIUPTOBOI TPYMIbI CEpUHA aKTUBHOTO
neHTtpa. Cesa3p Mexay C (auetwna) 1 O (xoiauMHa) pas-
pBIBaeTcs ¢ 00pa3oBaHUWEM B KayeCTBE MPOMEXYTOUYHO-
ro coeqnHeHUs aueTwicepuHa. OTHIenisgomuiics oT
CepuHa MPOTOH CBSI3BIBAETCS KHUCIOPOAHBIM aTOMOM
IUCCOIMUPOBAHHOM TUAPOKCUIILHOU TPYIIBI TUPO3UHA,
W TIEPBOHAYAJIIbHOE COCTOSTHUE TUPO3WHA B aKTUBHOM
LIEHTPE BOCCTAHABIWBAeTCS. [UMIpoONaU3 aleTUIcepuHa
HaYMHAETCS C AMCCOLMAIMM MOJIEKYJbl BOIOBl 33 CYET
B3aMMOJIEICTBUSI MPOTOHA C MMMIA30JbHBIM KOJbIIOM
TMCTUAMHA aKTUBHOro ueHTpa. OcBobonuBLIniicss Tu-
JIPOKCUJT aTaKyeT CIOXHO3(UPHYI0 CBA3b alleTUICEPU-
Ha. PesynbTaToM ruaponu3a SABASETCS OCBOOOXIE-
HUe YKCYCHOW KuciaoTel. H', BpeMeHHO CBA3aHHbIIi
¢ a30ToM MMHAa30JbHOU Tpynmbl His, ocBoboXmaeTcs
u BHOBb cBsizpiBaeTcss ¢ O Ser. Tak BoccTaHapiu-
BAaeTCs WCXOMHOE COCTOSTHUE BCEX TPEX aMUHOKHC-
JIOTHBIX OCTAaTKOB aKTMBHOTO IeHTpa. OOpa3oBaBiIue-
Ccsd XOJUH M YKCyCHas KHCJIOTa OCBOOOXAalTCS U3
aKTUBHOTO LIEHTpa 3a cueT nuddysuu.

Bce omucaHHbBIE BbINIE MPOLECCH TTPOTEKAWT Oolee
WIM MeHee ONHOBPEeMEHHO. ['MIposiu3 aueTWwixoJauHa
MPOMCXOAUT Onarofgapsi COTJIACOBAHHOMY JIEHCTBUIO
BceX (DYHKIMOHAIbHBIX TPYMI aKTMBHOTO ILIEHTpA.

TeueHue peakilMy OMPENeNsIeTCs PACCTOSTHUSIMUM Me-
XKy OTAETbHBIMM YJYacTKaMM aKTMBHOTO IieHTpa. Mo-
JleJIbHbIE OMBITHI, MPOBEIEHHbIE C aHAJoraMu CcyocTpa-
TOB, TOKAa3bIBAlOT, YTO peaklMsl MpoTeKaeT Hambosee
0J1aTOoNpUsATHO, €CIM OCHOBHAS IpyMma TMCTUAMHA Ha-
xonutcsa Ha paccrostHuu 0,5 HM ot COO™ u eciu THU-
po3uH pacnojioxeH B 0,25 HM OT OOKOBON Liemu cepu-
Ha. DTO emie pa3 MOKa3bIBaeT BaXXHOCTh KOH(MOpMa-
UM aKTUBHOTO WEHTpa JJIsS TPOSIBIEHUS aKTUBHOCTH.
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KMHETUKA DEPMEHTATUBHbIX PEAKLIUA

MNpn paHHOM KOHUEeHTpauun depMeHTa CKOPOCTb
peakumn 3aBUCUT OT KOHUEHTpaumm cybcTtpata. pa-
drYeckn  3aBUCUMOCTb  CKOPOCTM  OT  KOHLIEHTpaumm
cybcTpata OnMCbIBAeTCsl  TUNepbosion, MpY  HUSKWX
KOHLIEHTpauusix cybcTpara peakuysi MMeeT MnepBbiii Mo-
PAOOK, MPU  BbICOKUX - HYSIEBOW.

O1oT dakTt Obln  ucnonb3oBaH  Mwuxasanmucom
n MeHTeH ans co3pgaHna B 1913 r. pyHOaMeHTanbHOM
Teopun pepmMeHTaTMBHOM KMHETUKN. B ocHoBe Teopun
NEXUT NpenrosnoxeHne O TOM, 4TO B mpouecce dep-
MEHTATUBHOW peakumn obpasyetcs ¢GepMeHT-cyo-
CTpaTHbIN KOMIMJIEKC, KOTOPbLIM MoABepraeTcs xmmude-
CKOVi peakumm 1 paspyLlaeTcsa 3aTeM A0 CBOOOOHOro
depmeHTa 1 NpoaykToB peakupmn (ypasHeHne 1). Xa-
pakTepHasa O kaxxaon GepmMeHTaTtMBHON peakuyn Be-
JMHMHA KOHCTaHTbl Muxasnuca K, moxeT ObITb onpe-
[eneHa crnenyowpmmM obpasom.

KoHueHTpauysi cBobogHoro  ¢gepmeHta  nocrne
obpasoBaHua komnnekca pasHa [E] = [E] — [ES].
O6Llass CKOpPOCTb peakumn 3aBUCUT OT CKOpOCTEM
obpasoBaHua 1 pacnaga komruiekca ES. CrnocoGHOCTb
depmeHTa 06pa30BbIBaTL KOMMIEKC C NPOAyKTamMu pe-
akuMM 0ObIMHO HesHaumTenbHa. B cocTosiHMn paBHOBe-
CUsi CKOPOCTb Vv, 0Opa3oBaHus komruiekca ES n cko-
pOCTb V, ero pacnaga OOVHAKOBbl (ypaBHeHne 2).
CKopoCTb 06pa3oBaHVA NPOAYKTa OMNMCLIBAETCS ypaB-
HeHvem v, = k,[ES]; noactaenss B 9TO YypaBHEHVE
BenmuvHy [ES] w3 ypaBHeHust 3, MnonyyYaemM  ypasHe-
Hne 5.

MakcumasbHast ckopocTb peakuyn V. gocturaer-
CA MNPV BbICOKOW KOHUEHTpauyn cybcTtpara, Korga Bce
Mosekynbl pepMeHTa HacbilLeHbl cybcTpaTtomM. Cneno-
BatenbHo, [ES] = [E], v cnpaseqimBo ypaBHeHVE 6.
YpaBHeHne 5 MoXeT ObiTb Tenepb MNepenmMcaHo C Uc-
MNosb30BaHMEM  yKa3aHHOro BblpakeHus V. Kol-
CTaHTa KT MOXeT 6bITb BblMUC/IEHA, €C/T1 N3BECTHbI
KOHLIEHTpaLus cybcTpaTa, CKOPOCTb peakumm 1 Makcu-

MarbHasi CKOpPOCTb (ypaBHenne 7). Ecrm v =V /2,

MOXHO MCMOMb30BaTh ypaBHeHNe 8, N3 KOTOpPoro BUA-
HO, 4TO K unMeeT pas3MEpHOCTb KOHLIEHTpaumm.
BemmuvHa K. 3aBucut OT Tuna cyoctparta, pH pe-
aKUMOHHOM CcMecu 1 Temnepartypbl. Ecnn depmeHT ka-
Ta3npyeT MPEBPALLEHMST HECKOJbKMX Onn3kmx cyo-
CTpaToB, Kaxaomy cyocTpaTy 6yaeT COOTBETCTBOBaTb
cobctBeHHass BervqvHa K. B nepBomM  mpubrivbkeHnm
peakuysi npoTtekaeT Tem ObicTpee, 4eM Hmke K.

JIMHEAPU3ALIUA YPABHEHUA MUXAIJIUCA

CKOpPOCTb peakumn Vv BbIPKAETCA YpaBHEHMEM 9.
Mocne COOTBETCTBYIOLLMX MNPeobpasoBaHUi OHO Mpe-
BpawaeTca B ypaBHeHus 10, n 3artem 11, ornvcbiBato-
wee nPSIMONMHENHYIO 3aBUCUMOCTb

y=a+bx,

roe y=1/v,a = 1/V,, (OTpe3ok, oTcekaemblini MpsMon

Ha ocu opayHar);, b = K _/V
x=1/[S].

(HaKMIOH NPsMOiA);

ax?



KOHKYPEHTHOE UHI'MBUPOBAHUE

Takoe wuHrMOUpoBaHWe o0OOpaTUMO U AaKTHMBHOCTh
(epmeHTa MOXKET OBITH BOCCTaHOBJIEHAa MOOABICHUEM
BBICOKMX KOHIIEHTpauuii cybcrtpara. KoHKypeHTHOe
MHTUOMPOBAHUE BBI3BIBAETCS COCAMHEHMSIMU C MEHb-
1Ieit, YeM y cyOcTpara, Criel(puIHOCTBIO K CBSI3bIBAIO-
et obmactu depMeHTa, B pe3yabTaTe Yero OHM MOTYT
CBSI3BIBATBCSI, HO HE 00S13aTEIbHO IMOABEPraThCsl XUMU-
yeckoMy mpeBpaiieHuo. CKOpocTb peakiuud 3aBUCHUT
OT COOTHOILIEHUsI KOHLEHTpaluii MHruOuTopa U cyo-
cTpaTa MU MX OTHOCUTEJIBHOIO CpPOACTBA K (EepMEeHTy.
Kaxymascs BenuurHa K, B TIPUCYTCTBUM KOHKY-
PEHTHBIX MHTMOUTOPOB YBEIMYMBAETCS.

HEKOHKYPEHTHOE UHI'MBUPOBAHUE

Takoe MHrMOMpoBaHME HE MOXET OOpallaTbCsl M3-
OBITKOM cyOcTpaTa. MIHrMOUTOP CBSA3BIBACTCSI B MHOM
MecTe, HeXelnu CcyocTpaT M CTPYKTYpHO OTJIMYAETCs OT
cyocrpara. CKOpOCTh peaklMy 3aBUCUT OT KOHIIEHTpa-
UMM MHTMOUTOpPAa U OT KOHCTaHTbl MHIMOMpoBaHus K.
Kaxymasica BenuuuHa V=~ yMEHBIIA€TCS C POCTOM

max

AJVIOCTEPUYECKOE MHI'MBMPOBAHME

OHO MOXeT OBITh KaK OOpaTMMBIM, TaK M HeoOpa-
TUMBIM. AJUIOCTEpPMYECKOE MHTMOMPOBAHUE BbI3bIBACT-
csl CBSI3bIBAHMEM OTpULIATeIbHOrO 3ddekTopa (MHIU-
ouTopa) o MecCTy (peryJIsiTOpHBII LIEHTP), OTIUIHOMY
OT aKTMBHOTO LieHTpa. Takoil alJIoOCTepUYECKUId MHTH-
OUTOp 4YacTo SIBISIETCS KOHEYHBIM TMPOLYKTOM Jeii-
CTBUSI MYJTbTU(EPMEHTHBIX CUCTEM. 3aBUCUMOCTb CKO-
pOCTM peaklryd OT KOHLIEHTpalUMWM cyOcTpaTa W WMHIU-
OuTOpa HENpocTa W He MOXET ObITh BhIpaXKeHa uepes
usMeHeHre K. OTo cB43aHO ¢ TeM (DaKTOM, YTO 3aBU-
CHMOCTb HayaJbHOM CKOPOCTM OT KOHLEHTpalUMU CyO-
cTparta Uil aJUIOCTepUYecKuX (HEepMEHTOB OOBIYHO
uMeeT S-00pa3HbBIil XapaKTep.
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Knacc

Moarpynna

Katanusupyemas peakums

KJNNIACCUDPUKALINA DPEPMEHTOB

1. Okcupopenykrasbl

MmpoporeHmnzaumys
n aernaporeHnsauust

2. TpaHcdepasbl

MNepeHoC  PYHKUMOHAUTbHBIX  FPYMn

2.1 OpHoyrnepoaHbIX OCTaTKOB
22 AnboervoHonM Wi KETOHHOW Ipyrnbl
2.3 Auuna
24 [nvkosuna
25 AnkunbHOW (HO He MeTwia) wm
apWILHON pyrnbl
26 AsoTcopepyxallen rpynmnbi
2.7 docdopcoaepxallein rpynnbl
2.8 Cepocopgepxallen rpynnbl
3. Mmpponasbl Mppontnyeckre  peakumn
3.1  CnoxHbix adpunpos
32 [nvko3anpos
3.3 Mpoctbix adupos
3.4 Tllentmpoos
3.5 [Opyrux C—N-ceazsei
3.6 AHMOPUOOB KUCAOT
4. Jlnasbl MNpucoegyHeHe NO OBOVIHOW CBSA3U
5. N3omepasbl MN3omepuzaums
5.1 Pauemasbl n annmMmupasbl
52 uywmc-tpaHc-N3omepasbl
5.3  BHyTpMMOnekynsipHble OKCuaopenyk-
Tasbl
5.4 BHyTpUMONEKynsipHble
TpaHchepasbl

6. Jlurasel

O6Gpa3zoBaHve CBA3el C MCMONb30BaHUEM

ATP

42

HaseaHvre depmeHTa 4acto cknagpiBaeTcd 13 Ha-
3BaHus cybcTpata ¢ npubaeneHnem cydoukca -asa.
Tak, aprvHaza KartanusvpyeTt rmaponvs apryHuHa,
docdaTasza rugponmamnpyet pochopHbie adupbl 1 T. 4.
JApyroin cnocob - nobasneHe cydpodukca K Ha3BaHUIO
KaTtanmanpyemon peakuymn. Hanpumep, germaporeHasa
KaTanusmpyeT OTpbIB BOOOPOAA, rmaponasa kartainmsm-
pyeT rmoponna, TpaHcdepasa NepeHoCUT XUMUHECKme
pynnel 1 T.4. Hekotopble, paHee onvcaHHble d&ep-
MEHTbI COXpaHWIN TpMBUAJIbHbIE Ha3BaHUA, Takune, Kak
TPUMNCYH, MEncvH, kKartanasa.

Tak Kak 4MCro M3BECTHbIX (EepMEHTOB BCe Bpems
pacteT, MexayHapoaHbii BUOXMNYECKUI COKO3 PEKO-
MEHOOBaUT BBECTU [JOECATUYHYIO CUCTEMY Has3BaHUN
$HEepMEHTOB, OCHOBaHHYIO Ha MPUPOAE KaTamsmpye-
MO peakuyn. Takas knaccudukaums CoOepXUT Mnpsi-
MO€E yKa3aHWe Ha xapakTep npoTekaemMoro npouecca.
B 1972 r. Komucecusi Mo HOMeEHKNaType OuoxymMunye-
CKNX coeauHeHun MexayHapoaHOro cok3a TeopeTtu-
yecko 1 npuknagHoi xumun  (IUPAC) onybnukosana
HoBble «[MpaBuna HOMEHKNaTypbl GEPMEHTOB».

MNepBas umdpa B KIaccudukaumm  O3Ha4aeT
MaBHbIN Knacc (Hanmpuvep, umdpa 2 o3Ha4daeT TpaHC-
depasbl), cnegyouiasa umdpa OTHOCUTCH K HEKOW xa-
pakTeEpPUCTVKE peakumn (Hanpumep, 2.1 ykasbiBaeT Ha
NnepeHoc OOHOYrNepoaHOro ocTtaTka), nocneayoLlas
umdpa npegycmarpveaeTr panbHenwume petanu (2.1.1
O3Ha4YaeT NMepeHoC METaIbHOM pynnbl). B HacToswee
BpemMs MNCNoJib3yloTCA KakK cucrematndeckue, TakK
N TpUBUIbHbIE (HO JIOMMYECKM CO3OAHHbIE) HAa3BaHUISA
dbepmeHToB.



DepmeHT Tun okucnenus

| OchopHas peauns

CyKIMHaTIeTHIpo-
T¢Haza

Ankoronbreruapo- | Cniupr B alblerun

r¢Hasa

Anbaerunneruipo- Anbaerun
TeHa3a B KUCJIOTY
Lutoxpomoxcu- ®eppo-
Jnaza B (eppunopuput
NADH (um NADPH)| luruaponupuaus
TETUIPOTEHA3bl B HUPHAMH
[leperocumas
Oepment Tpynna OcHoBHad peakuis

%gg? oTparcde- Gocopun  -HPO,

AMUHOTpaHC-

Pepasa AMiHO

-NH

2

%YHBQ)OTWHC' Cynsdypun -SOH

epasa

Aunntpacge- | Auernn,
pasa

OcHoBHast peakuus

CYKILHHUI,
aMUHOALMT
ATaK]))remaﬂ

Oepmenr | Cyberpar CBA3

benku
[lenmunasst | [TenTupl [entunHas
[nixo3na-
riaponassl | [lomncaxapuzsi, | [1uKo3uaHas

JMcaxapiibl
DeTepashl, l;ﬁf;ﬁ?“ bHbIC
NA3E | ochomimins DoupHas
Gocgo -
auacte- |[lonnnykneornas Gochoanadup-
pasbl Hast

Aupp
Qocdara- | pocopHoii | PochomoHo-
30 KUCJIOTHI aupHas

OKCHUJOPEAYKTA3bI

CylIecTBYeT HECKOJbKO TUITOB OKHMCIMTEIbHO-BOC-
CTAHOBUTEIbHBIX (epMEHTATUBHBIX peakiuii. Dep-
MEHTBI 3TOTO THUIMA MEPEHOCAT 6000p00 UAU IAEKMPOHbL
M KaTaJu3upyloT OMOJOrMuecKoe okucieHue. B ux co-
CTaB BXOIAT creunuduyeckue kobepMeHTbl. OHU TOA-
pasaensioTcsi B COOTBETCTBUU C JOHOPOM, OT KOTOpPO-
ro TIEPeHOCUTCS] BOOOPOA WJIM  3JIEKTPOH, WU
B COOTBETCTBMU C aKIENTOPOM, K KOTOPOMY MJET
nepeHoc.

TPAHC®EPA3bI

[TepeHocAT epynnbi amomog ¢ TIOMOLIbIO creuudu-
YeCKUX IMEPEeHOCUYMKOB, KOTOPbIE AEHUCTBYIOT KaK KO-
(epmenTel. OHU UTPAIOT POJIb B OMOXMMUYECKUX IIpe-
BpalllEHUSIX ¥ MOTYT MEPEHOCUTb METUJIbHbIE, KapOOK-
CWIbHBIE, aMUHO-, cyiabdo-, dopmunbHble (C)) uu
GdochoprIbHBIE TPYIIIIHL.

I'nJIPOJIA3bI
Karanusupylor eudposumuueckoe pacujennenue 1

Ha3bIBAIOTCSI B COOTBETCTBMM C THUIIOM pa3pbiBaeMOi
CBA3M (IJIMKO3MIA3bl, 3CTepa3bl U T.I.).
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Yxonamas
®epmeHt rpynna

OcHOBHas peaxius

Jexapooxcnnasa | CO,

Anbronasa

Jlnaza  wm

CHHTa3a g 06[)&- Keroxucmnora
THMBIX TIPOLECCOB

Jlerumparasa | H,0

[Jlezamunaza NH,

DepmeHT Usomepisyo- | Bosmoxnbie |OcHOBHAS peakiis

Lagcd rpynima | nogoXeHus rpymibl

[nox030-6-Goc- | KapGowun
(aTu3oMepasa

Gocdormunepar- | Gochopun

(bochomyraza
[uapoxcnn
Pauemasa Hm
BOIOPOL
obpasytowascs
depmeHT CBS3b Mpvmep
AmuHoaumn-TPHK-cuHTeTasa C-0 AKTUBaLMSA aMUHOKUCAOT - 6ENKOBbIA CUHTE3
Fny TamMvHcuHTETa3a C-N BvocuHTes raytamuHa
Jluraza amuHoKuMcnoT C-N CuHTes 6enka
AueTun-CoA-kap6okcunasa Cc-C CVHTE3 XUPHBIX KMcnoT (obpasoBaHue
manoHun-CoA)

44

JIMA3bI

OTILEMISAIOT TPYMIbl OT MOJIEKYJIbl CyOcTpaTa He-
eudpoaumuyecky: OHM Takxke 00Opa3ylOT NBOMHbBIE CBsI-
31 WJIM TPUCOENUHSIOT TPYIIbI MO JABOMHBIM CBS3SIM.

Ouu wmorytr ortwemare CO,, H,O, NH, u 06omee
CJIOXKHBIE TPYIIIEL.

HN30MEPA3BI

Karanusupyior npespaujenus usomepos, BKIOYas
paLeMU3aLuIo, Yuc-mpanc-u30MEepU3aLnIo, Mepemelrle-
HME JBOMHBIX CBsI3€il, OOMEH IpyIln y acMMMeTpuye-
CKOro artomMa yriepona, mnepemeiieHue docdaTHOM
rpynnbl K IpyroMy aTtoMy yrjiepoaa v T.QI.

JINTA3bI

ABasoTCA QepMEHTaAMU, CUHMEUPYIOUWUMU  CEA3U
C TOMOILBI0O MaKpo3pruyeckux ¢ochoaHrMIAPUAHBIX
coequHeHMI. B KauecTBe TaKMX KOMIOHEHTOB MOXET
BbicTynaTh ATP uiu npyroe Makpospruyeckoe coeiu-
HeHUeE, a Takxke OMOTUH B Mpolieccax hepMeHTaTUBHO-
ro KapOOKCUIMPOBAHUS.



MeTabonmuam aMMHOKMUCIOT

AMUHOKWCIIOTHI SIBJISIIOTCSI BaXKHEWMINIMMU CcyOcTpaTaMy MeTaboiM3Ma a30oTa B reTepoTpodHBIX opranmsmax. Ot
aMUHOKHUCIIOT OepyT Hadajio OelkM, (pepMeHThbI, IIypUHOBbIE M IHUPUMUIWHOBBIE OCHOBaHUS (M HYKJIEWHOBBIE KHUC-
JIOTBI), TIMPPOJIbHBIE TTPOM3BOAHBIE (TMTOP(PUPHUHBI), OMOJIOTUYECKN aKTUBHBIE COCOIWHEHMS TENTUIHOM MPHUPOIHI (TOp-
MOHBI), a TaKXXe DS APYruX coeauHeHWid. [Ipy HeoOXOAMMOCTH aMUHOKHCIOTBI MOTYT CIIYKMTb MCTOYHHUKOM DHEp-
MM, TJIAaBHBIM OOpa3oM 3a CYET OKMCICHUS WX YIJIEPOIHOTO CKeJeTa.

B kuBBIX opraHM3Max aMHUHOKHUCJIOTHI 00pa3yloT IIyJI, BeJIWYMHA KOTOPOrO BO B3POCIOM COCTOSIHUM OCTAeTCSI
B (DM3MOJIOTMYECKUX YCIOBUSAX IMOCTOSIHHOM. OHA COOTBETCTBYET pa3HMIE MEXAY ITOCTYIUIEHHMEM aMMHOKMCIOT W3BHE
WIM WHOIJA W3 DHAOTEHHBIX MCTOYHMKOB, M PAacXOIOM aMWHOKMCIIOT, CJIyXalllux cyOcTpaTamMyu B aHAOOJMYECKUX
¥ KaTtaboJmyecKux mpolieccax. 2KuBble OpraHM3Mbl HE 3amacaloT aMUHOKHWCIIOTH M OeJK! BIIPOK, ITOTOMY HEOOXOmu-
MO€ KOJIMYeCTBO a3oTa (JIydine B hopMe aMHUHOKMCIIOT) MOJKHO ITOCTYIIaTh ¢ muineii. Bo B3pocioMm opranmsme B u-
3UOJIOTMYECKMX YCIOBHMSAX KOJMYECTBO ITOCTYIAIOIIEr0 M BBIBOMSILIEIOCS a30Ta OOMHAKOBO (Aa30THOE pPaBHOBECHE).
AMMHOKUCJIOTE 13 3K30T¢HHBIX MCTOYHMKOB (M3 IIMIINM) BCACHIBAIOTCS B IUIIEBAPUTEIHLHOM TPaKTe M IEPEHOCSITCS
KPOBbIO B MeYeHb U APyTrHe TKaHW M OpraHbl, TIe OHU Jajiee MCIOJb3yloTcs. KpoMe TOro, MCTOYHMKOM aMUHOKHUCIIOT
(3HIOTEHHBIII MCTOYHUK) MOTYT CIIY>KUThb TKaHEBBbIE OEJIKM OpraHM3Ma, KOTOPbIe ITOCTOSIHHO ITOABEpTraloTcs MeTabo-
JIU3MY C OCBOOOXIEHWEM BXOIISIIMX B HUX aMUHOKHUCJIOT. DT aMWHOKUCIOTHI MCITOJB3YIOTCS IJIsI CMHTE3a HOBBIX
OCJIKOB JIMIIb B MaJIOW CTETIeHW, OMHAKO JSHIOTeHHBIE MCTOYHWKM OYEHb BaXXHBI, ITOCKOJIBKY OHHM OOeCIeYMBaIOT
OKOJIO JBYX TpeTeil BCEro nyaa aMUHOKUCAOM, W TOJBKO OJHA TPEeTh aMUHOKMCIIOT ITOCTYIIAeT M3 MHUIIU. DTO ObLIO
MOKAa3aHO U3yYeHHEM OOpallleHUs] TKaHEBBIX OEJIKOB C ITOMOIIbI0 M30ToImoB. CKOpOCTh pacmaga M CHUHTe3a WHIWBU-
IyaJbHBIX OCJIKOB (BBIpaXKeHHAasi B OMOJIOTMYECKOM IOJIYIIEPUOAE) pa3iMdHa IJISI pa3HbIX TKaHE OJHOTO U TOIO Ke
opraHusma. Tak, OMOJIOTMYECKUI ITOJyIIepro OeJKOB IeYeHM U IUIa3Mbl KpoBU cocTaBisieT 10 cyt, OeIKOB CIM3U-
CTOI O0O0JIOYKM KHWIIEYHUKA - BCETO JIMIIb HECKOJIbKO CYTOK, a IOJIyIEPUOA TOPMOHOB OEJIKOBOI MpUpoAbl U (epMeH-
TOB - TOJIbKO 4Yachl WJIM MUHYTHI (IJIs1 MHCYIMHa 6-9 MuH). B cpeaHem moaymepuon pacnaaa Gejika B OpraHu3Me de-
JIOBeKa, KaK ObLIO BBHIYKMCIEHO HA OCHOBE Pa3JIMYHBIX HAHHBIX, cocTaBiisgeT 80 CyT.

Heszamenumovie amuHoKucaomol - 3T0 T¢ aMUHOKUCJIOTBI, KOTOpbIe HE MOTYT CHUHTE3UPOBATbCS MAaHHBIM OpraHu3-
moM. Jlist yenmoBeka ato Val, Leu, Ile, Lys, Met, Thr, Phe, Trp u, B ompeneneHHBIX ycaoBusax, Takxke Arg m His.

Wcnonp3oBaHWe aMMHOKMCIOT KakK OJIOKOB [Jisl OeJaKoBoro cuHTeda onucaHo B rii. XIII, a ux posb Kak cyocTpa-
TOB IJISI CHHTE3a APYIUX OMOJOTWYECKM aKTUBHBIX coemuHeHMi obOcyxkmaercs B . VIIIL

[IpeBpalieHnst yriiepomHOTo CKejleTa aMWHOKHKCIOT B a3pOOHBIX YCIOBMSIX IPUBOAMT K COEIMHEHUSIM, KOTOpPEIE
Jajiee BKIIIOYAIOTCSI B IIUKJI JIMMOHHOM KUCJIOTHI M MOABEPraloTCs TaM AalbHEMIIeMy OKUCICHUIO. DTOT IPOLIECC Tpe-
OyeT IpeaBapUTEIbHOTO YIAJIEHWSI aMUHOTPYMIIBL. Yalie BCEro 3TO HOCTUTAETCS nepeamuHuposanuem, B XOme KOTO-
pOro aMUHOTPYIIIIA AMMHOKMCIIOTHI IIEPEHOCUTCS Ha O-KETOIJIYTapOBYIO KHUCJIOTY, KOTOpasi B pe3yJibTaTre IIpeBpa-
IIaeTcsl B INIyTAMMHOBYIO KMCJIOTY. 3aTeM CIelM@UYecKUMU AeTHAPOreHa3aMM TJIyTaMMHOBAasl KUCJIOTa Oe3aMUHU-
pyercs 10 o-KeTormyTtapoBoil Kuciaorsl U NH,. A3spobroe Odezamunupoeanue aMMHOKMCIOT HecneUUMbUIECKUMU
oKkcuaazaMu (KpoMme ciydas JIM3MHA) He SIBJISIETCS TUIIMYHBIM IS YeJIOBeKa.

INepeamMmuHMpOBaHNE AMMHOKUCIOT TaKXKe SIBJISIETCS BaXKHBIM CBSI3YIOIIMM 3BEHOM MeEXAY MeTab0JIM3MOM aMUHO-
KUCIOT (OeJIKOB) M caxapoB. B 3TOT mpoliecc BOB/IeYeHbI 3aMEHUMbIe TTIMKOT€HHBIE aMUHOKUCIOThHI, KOTOPBIE IIpeBpa-
IIAIOTCSI B TJIMKOTEH 3a CYET IJIIOKOHEeOoreHe3a depe3 Psa MPOMEXYTOUHBIX COCOIMHEHUWM IMKJIA JIMMOHHOMN KHUCJIOTHI.
VYraepoaHble aTOMbl aMUHOKHKCJIOT MOTYT BKJIIOYATHCS B LMKJ JIMMOHHOM KUCJIOTHI IISIThIO BO3MOXHBIMU INYTSIMU
B Buae: a) anetwi-CoA, 6) a-KeTOIIyTapoBOil KUCIOThI, B) CYKUMHMI-COA, T) (hyMapoBOil KUCJIOTHI, 1) OKCayoale-
Tara.

a. AMMHOKMHCJIOTHI, BXOISIIME B LIMKJI JUMOHHOI KUCIOTH B Buae aueTwi-CoA, mensrtcs Ha nse rpymnmbel. M3 Cys,
Gly, Ser m Thr oGpasyercs amermn-CoA depe3 mupyBaT (IJIMKOT€HHBIE aMWHOKHWCIOTHI), a u3 Leu, Lys, Phe, Tyr
n Trp ob6pasyercs ametmin-CoA depe3 ametoaneTui-CoA (KeTOreHHbIe aMHWHOKMCIIOTHI).

6. AMuHokuciaotel Pro, His, Arg, Glu u GIn BKJIIOYalOTCSl yepe3 Q-KEeTOrJyTapar.

. Met, lle u Val Bkmouatorcs udepe3 cykKumHuia-CoA.
Yetsipe yriepoaHbix atoma Phe u Tyr BkitoyarlTcss 4yepe3 ¢ymapar.
Asn 1 Asp BKJIIOYAIOTCS 4Yepe3 OKcaloalleTar.

Eoow
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Ammuax ob6pasyercs TpU de3amuHupogarHuu aMUHOKMCIOT. OH TOKCUYEH Ui OpraHM3Ma M BBIBOIUTCS B BUIE
pa3IMYHBIX COEIWHEHUM. Y YesoBeKa, APYTMX MJEKOMUTAIOIIMX, a TakKXKe Yy IUIAaCTUHOXAOEepHBIX PbhI0O KOHEUYHBIM
MIPOIAYKTOM SIBJISIETCSI MO#e8uHa, Y TITULl U TIPECMBIKAIOIIUXCS - MOUe8ass KUcAoma W 'y KOCTUCTBIX PhI0 KOHEYHBIN Mpo-
nykT - NH, (obpasylommiics nerpagauueii riiyraMuHa). Tojbko OeClIO3BOHOYHBIE MOIYT BBIAE/ISATb aMMMAK Kak Ta-
KOBOM B OKpYXalollylo Ccpemdy.

Mouesuna obOpa3zyeTcss B pe3yJibTaTe Ipoliecca, KOTOPBI TMOJYyYUJl Ha3BaHUE yukaa mo4eguHsvi (opHumuna). Jns
OroCHHTE3a MOYEBMHBI TpeOyIOTCSl JBEe MOJIEKYJIbl aMMuaka (omHa IJiss oOpa3zoBaHUsI KapOaMmowiadocdara, a apyras
U1l 00pa3oBaHMSI aclapariHOBOW KUC/IOTHI). MICTOUHMKOM amMMmuaka JJisl TepBOil peaklMu CIYXWUT OKHUCIUTEbHOE
Jle3aMUHUPOBAHME TJYTAMUHOBOW KMCJIOTHI; JJISI BTOPOW peaKIMU MCITOJIb3YEeTCSl aMMHUaK M3 acraparmiHOBOW KUC-
JIOTBI, KOTOpasi o0pa3yeTcsl U3 IIIyTaMUHOBOM KMCJIOTHI TIPU MepeHoce aMUHOIPYIITbl Ha okcajoaneraT. Obe peakiuu
MPOTEKAIOT B MAaTPUKCE MUTOXOHIPUI KJIETOK meyeHu. [JlyTaMuHoOBasi KUCIOTa MPOHUKAET B MUTOXOHAPUU U3 ITUTO-
IJ1a3Mbl C TOMOIIBIO CITeIU(pUIECKOro nepeHocurka. B 1uToriasMe HaXxomMTCs MPEAIIeCTBEHHUK TIJIyTaMHWHOBO
KUCJIOTHI - Q-KEeTOTJyTapoBasi KUCJIOTa, SIBJISIONIAsCS OCHOBHBIM aKIIEITOPOM aMUHOIPYIIN, TEPEHOCUMBIX OT psia
aMUHOKHUCJIOT B peakliMu IepeaMuHMpoBaHMs. Peakimeit opHuTuHa ¢ kapoamouiadocdharoM obOpasyeTcss LUTPYJUIMH,
KOTOPBII 3aTeM C y4acTHEM aclliaparMHOBOM KUCJIOTHI MIPeBpaIlaeTcsl B aprMHUH. APTMHUH OTHICTUISET MOJIEKYJIY MO-
YEeBUHBI MO/ NEHCTBUEM apruHa3bl ¢ 0O0pa3oBaHMEM OPHUTWMHA, 3aMbIKas, TaKMM o00pa3oM, LUKI. B 1emoM 1Mk
SIBIISIETCSI SHACPTOHUYECKHUM IIPOIIECCOM M TpebyeT Tpu MoieKyiabl ATP (mBe misa obpasoBanust Kapbamowidocdara
M OOHY JUISl peakilud IUTPYJUIMHA C aclaparuHoBOi Kucioroi). Lukia MoOuYeBMHBI IPOUCXOOUT B II€UEHM.

Jexapboxcuauposéarue aMAHOKUCIIOT - 3TO MPOLIECC, KOTOPBI Y BBICIIMX OPraHM3MOB OCOOEHHO MHTEHCUBHO MPO-
HUCXOIUT Tocsie cMepTu. Takue OUOreHHble aMUHBI, KaK KaJaBepUH U IyTPeCIMH, O0pa3yloTCs COOTBETCTBEHHO W3
JIU3VHA U OPHUTHHA. B XXUBBIX OpraHM3Max aMUHOKHUCIIOTHI AeKapOOKCUIIMPYIOTCS TION JEUCTBUEM MUKPOOHBIX Je-
KapOokcuia3 (HarpuMep, B TOJICTOU KUIIKE).

BpoxxneHHoe OTCYyTCTBME HEKOTOPBIX (DEPMEHTOB, KaTaIW3UPYIOIIMX MeTaboIuM3M aMMHOKMCIIOT, WM CHIDKEHUe
UX AKTUBHOCTU BbI3bIBAE€T TaK HAa3bIBAEMbIE 6pOJNCOeHHble HapyuieHus 00MeHa. DTU TIOPOKU MeTabojv3Ma CBSI3aHbl
C Ype3MEpHBIM HAKOIUJICHUEM U BbIICIIEHUEM MPOMEXYTOUYHbBIX COCIMHEHUIT HOPMAJIBHOTO MPEeBpalleHUs] aMUHOKHUCIIOT
(Hammpumep, peHWwInMpyBaTa, TOMOTEHTU3MHOBOM KUCJIOTHI, #-OKCU(EeHWINpyBaTa).



OCHOBHbIE NyTHU
METABOJINBSMA AMUWUHOKUCIIOT

Besikn CUHTE3NPYIOTC M3 aMUHOKUCIOT.  TUpO3uH
obpasyeTca okucreHnem deHunanaHnHa. Met npespa-
LaeTcsa B rOMOUMCTEVH MyTEM MepeHoca METWILHOM
rpynnsl. Ser npeBpaltaetcs B Gly, n HaobOpOT, OTLLe-
MVIEHNEM WM MPUCOEOVHEHNEM aKTUBHOro dopmmna
(c yyactmem TeTparngpodonmeBon KUCAOTbl U NUpU-
nokcanbdocdara).

OKeuTOUMH 1 Ba30MpPECcCUH - 3TO UMKIMYECKME nemn-
TWAbl C TFOPMOHAIBHBIM  OEMCTBUEM.

[nyTatyvoH - aTo  TPUNENTUL,  Y-rAyTaMuiumcTen-
HWITTIVILIMH.

KpeatnH obpasyetcs peakuyeir Arg ¢ Gly n metu-
JIMPOBaHMEM MPOMEXYTOYHOrOo  MPOAyKTa - NYyaHNOWH-
auerara.

CepoToHMH NOJy4aeTcsl MapoKCUIMpPoBaHnemMm Trp
C nocregylowyM aekapbokcmnmpoBaHnemM obpasyto-
werocss  5-OH-Trp.

MenaHnH obpasyeTcs 3a CcyeT npeBpalleHus Tyr.

MicramuH 06pa3yeTcs  nekapOOKCUIMPOBaHMEM
His nekapbokcunasoi B NpUCYTCTBUM NNPUAOKCANb-5-
docdara.

AnpeHanvH (3nMHedprH) - ropMOH, 06pagyloLmincs
npu metabonuame Tyr.

XonvH obpasyeTtcsi  METWIMPOBAHWEM  3TaHOJI-
amvHa, npu 9ToM Met qaBnseTca [OHOPOM  «aK-
TVBHbIX>» CH,.

BuocuHTes noppobuinnHoreHa Ha4MHaeTCs C peak-
UMM SIHTapHOM kucnotel ¢ Gly.

donmeBasi kncsota (NMTEPOWITIYTAMUHOBAsS  KUCNO-
Ta) CUHTE3NPYETCHA U3 MTEPUOMHA, B-amMuHOOeH30aTa
n Glu.

KogpepmeHT A obpasyeTca M3 aneHosuH-3',5-au-
docdata n naHtotenHdocdarta. NaHToTEHOBAA KMCNO-
Ta ob6pasdyeTcss U3 MaHTOEBOW KUCOTbI (,Y-AMOKCU-
3, B-AMMETUNIMACNAHON KUCNOThLI) N [-afiaHuHa.

HukotuHamuamoHoHykneotns (NMN)  obpasyetcs
M3 HUKOTMHOBOW KUCHOTbI, SIBASIOLLENCS OOHUM U3
rnaBHbIX MPOAYKTOB nMpeBpalleHust Trp.

CuHTE3 NMYpMHOB CBSI3aH C METaboM3MOM aMHO-
kucnotel Gly. Co3paHve nypuUHOBbLIX OCHOBaHWIA Ha-
YnHaeTcsa ¢ moaudvkaumm pubo30-5-P. MNepeas ctagus
OVOCHHTE3a MMPUMUAVHOB 3aKTI0YaETCS B peakumn Asp
c kapbamowundgocdarom. Monekyna acnaparmHoOBOM
KUCNOTbl ODOpa3yeT CyLLECTBEHHYI0 4YacTb Ckeneta ny-
PUHOBbLIX W MMPUMWOMHOBBLIX S4ep.

Caxapuabl 00pasyloTCs U3 MMKOrEHHbIX aMWHO-
KUCNOT, MeTabosIM3M KOTOPLIX 3aKaH4MBaeTCsA 06pa3o-
BaHVeM nupysaTa, MO0 B NPOLLECCE IoKOHeoreHe3a
M3 HEeKOTOpbIX MEeTaboNIUTOB UMK JIMMOHHOW KUC-
NOTHI.

Auetni-CoA MCNONb3YETCS B CUHTE3E >KMPHbIX
KMCIOT, KOTOpble 06pa3yloTcs Mpu Aerpafaumm HeKo-
TOPbIX aMWHOKWUCIIOT.

MoueBuMHa - KOHEYHbIN NPOAYKT pacnaga  amuHo-
KNCNOT (CM. LUK MOYEBUVHbI).

CO, BbloensieTcs npy AekapboKCUIMPOBaHUN aMK-
HOKUCNOT A0 aMWHOB (B MPUCYTCTBUM MUPUAOKCASIb-
docdara).

AMMuak obpasyeTcsa Mnpu aspobHOM Ae3aMUHNPO-
BaHUM BCEX aMWHOKUCAOT. B aToM npouecce npuHW-
MaloT y4acTue OKCUAA3bl.
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METABOJIU3M AMWHOKHUCIIOT
BBICHINX 2KMBOTHBIX

BoibIMHCTBO peakiuii MpeBpalieHus aMMHOKMC-
JIOT TIPOTEKAeT 6 neuenu. 30ECh CUHTE3UPYIOTCS OCNKU
MeYeHu, a Takxe OOJIBIIUHCTBO OEJIKOB TIa3Mbl KPOBH.
Pacriag oTuX O€JKOB TMpOTEKaeT TakXe B TEYEHHU.
B mevyeHM CUHTE3UPYIOTCSI HEKOTOpPbIE a30TCOAEpkKa-
IIMe COeAMHEHUs: MYyPUHOBbIE M MUPUMUIMHOBBIE OC-
HOBaHWs, HUKOTMHAMUI, MOueBasi KHUCJIOTa, KpeaTHH,
MoueBHMHa. HekoTopble M3 3THUX TNpeBpalleHUui OKa3bl-
BAalOTCSI HEOOPAaTUMBIMU, M  OOpasylolyecs COoeAuHe-
HMSI TPAHCTIOPTMPYIOTCS M3 TIEYEHM W BBIBOASTCS U3
opraHusma ¢ Moyoi. Kpome Toro, B reyeHud CUHTE3M-
PYIOTCS HEKOTOpble 3aMEHUMble aMUHOKHCIIOTHI.

IMocne me3aMUHUPOBAHUS YIJIEPOIHBIN CKEJIET aMu-
HOKHUCJIOT JMOO OKHUCISIETCS B a3pOOHBIX YCIOBUSIX
M CIYXHUT TEM CaAMbIM MCTOYHHUKOM 3HEPTUHM, JIUOO MC-
MOJIb3yeTCs B OMOCUHTE3e, BKIIOYAsICh B LIMKI TPUKAp-
OOHOBBIX KHCJIOT.

AT BAXHEWUIINAX METABOJMYECKAX
MPEBPAIIIEHMIT  AMWHOKHUCJIOT

1. JlekapOokcuaMpoBaHue

IlepBuyHbIe aMUHBI 00pa3ylOTCs AEKapOOKCUIUPOBA-
HHUEM aMWHOKHUCIOT. B 3Ty peakiuio BCTyMaloT Bce
aMMHOKUCJIOTBI; 0o0pa3syloluecss aMUHbl ajiee MpeBpa-
LIAIOTCS TMOA JEWCTBUEM MOHOAMUHOOKCHIAdbI WJIU
JIMaMUHOKCHUIA3HI.

2. OKuc/mTe/IbHOe J1e3aMHHHPOBAHIE

IIpu oKuCAUTETbHOM Ae3aMUHMPOBAHUM aMUHOKHUCIOT
00pa3yloTcsl COOTBETCTBYIOIIME KETOKMCIOTh. NAD,
FAD unu FMN BBINOJHSIOT poJib aKIENToOpa BOAOPO-
na. B oToil peakumu TMPUHUMAIOT YY4acTHE OKCHIA3bl
AMUHOKHCJIOT U JAETHIpOreHas3bl.

3. IlepeamunupoBanue

INepeaMMHUPOBAHUIO TIONBEPralOTCsl IJIABHBIM 00Opa-
3oM Glu, Asp 1, B HEKOTOpHIX ciaydasix, Asn u Ala. On-
HaKO 93TOT MPOIIECC MOXET MPOTeKaTh M C ydacTHEM
IPYTUX aMUHOKHKCIOT. [lepeaMMHMpOBaHUE - 3TO  OC-
HOBHasi OMOCHHTETUYECKAs peaKilvsl 3aMEHMMBIX aMU-
HOKUCJIOT, TIPOTEKalollasi B MPUCYTCTBUU KodepMeHTa,
pOJIb  KOTOPOTO BBITIOTHSIET MUpPHIOKCATbhoCchaT.

4. Moaudukanus OOKOBOil 1enu

MPOUCXONUT TJIABHBIM 0Opa3oM TIpU B3aMMHBIX TIpe-
BpameHusx Ser <=> Gly, mpoTeKamIux B MPUCYTCTBUN
nupuaoKcanbdochara u TeTparuapodoIMeBOil KUCIO-
Tbl, a TaKXe IMpu obpazoBaHuM dochocepuHa u3 Ser.

5. INommepusauus

IlenTugHble LETTH (Tpl/l—, T€Tpa-, MeHTa-, OJUro- M Io-
JTI/IHGHTI/I,Z[H) BO3HHMKAIOT 3a CYET MOJIUMEpU3allUU aMu-
HOKMUCJIOT.



TP OCHOBHEIX THUIIA PEAKIIUIA
AMUMHOKHNCIIOT,

JJIA ITPOTEKAHUA KOTOPbBIX HEOBXOIUM
KO®EPMEHT TTUPUJOKCAJIb®OCDAT

1. IlepeamunnpoBanue

[lepeamrHupoOBaHUE - ITO HauboJee pacrpocTpa-
HEHHBI MYTb CUMHTE3a INIYTAMUHOBOW KMCIOTHI U3 Q-
KETOIIyTapOBOM KMCJOTBHl M acnapariHOBOW KUCJIOTbI
U, HA0OOPOT, acMapariHOBOM KUCJIOThI U O-KETOITyTa-
POBOI KHCJIOTBI M3 OKcajoaleTrata U TIJIyTaMMHOBOM
KHUCJIOTbI. AHAJIOTUYHO TMPOTEKAeT MepeaMUHUPOBaHUE
MEXJy TJYTaMUHOBOW KHCJIOTOW M TUPYBATOM, B pe-
3yJbTaTe KOTOPOro o0OpasyeTcsl ajaHMH.

2. JlekapOOKCHIMPOBAHHE AMMHOKHMCJIOT

Bce aMMHOKUMCIIOTH B MPUCYTCTBUM TMUpHUAOKCAIb(OC-
¢ata MoOrytr mekapOOKCUIMPOBAThCS C OOpa3oBaHUEM
OuoreHHbIX amMuHOB. Hampumep, u3 cepuHa oOpasyer-
Csl 3TAHOJAMUH, U3 TIyTAMUHOBOUW KHWCJIOTHI - Y-aMU-
HOMacJIgHas Kuciota, u3 3,4-muokcudeHniaiaHHa
(DOPA) nonyuaetrcs 3,4-I1MOKCU(MEHWISTUWIAMUH, W3
TMCTUIMHA - TACTAMUH W T.[.

3. Panemm3amus

Bce aMMHOKMCIOTEI, BXOAsIIKE B O€JIKM, MPUHAAIEXKAT
K L-psiiy, ooHako B HEKOTOPBIX KJETKaX MpUCYT-
CTBYIOT U D-aMMHOKUCIIOTHI (Harnpumep, B KJIETOYHbBIX
CTEHKax HEKOTOphIX MHUKpoopraHusMoB). Ilpespaiie-
Hue D-cdopmbl B L-popmy mporekaer B MpUCYTCTBUU
nupugokcaibdocdara.

OKUC/IUTEIBbHAA JETPAJALINA
YIJTEPOOAHOTO CKEJETA AMMHOKHUCIOT

MPUBOAUT K COCAMHEHUSIM, KOTOPbIC BKJIIOYAIOTCS
B UMK JIMMOHHOM KHUCJIOTBl B HAMU PA3AUMHBIX Me-
cmax. Peakuusi yepe3 auetun-CoA MOXET IMPOTEKaTb
JIBYMSI TIYTSIMM:

1. CHavaia cMHTE3UpyeTCS U3 aMUHOKMUCIIOT TMPYBAaT,
3aTeM M3 Hero mocjie OKUCIUTEILHOIO IeKapOOKCHIN-
poBaHusi obpasyetcst aueTui-CoA.

2. W3 aMUHOKHMCJIOT CHayaja o0Opa3syeTcsl aleTroalie-
Tu-CoA, M3 KOTOPOTro BITOCAEACTBUU IOJYyYaeTCs ale-
Tun-CoA. MeTtaboau3M aMUHOKUCIOT - 3TO  CJIOXHBIA
MpOLECC, MPOTEKAIIIMI Yyepe3 psl MPOMEXYTOUHBIX
MPOAYKTOB. DT TPOAYKTHI MOTYT CIYXUTb TIpeille-
CTBEHHUKAMU OMOJIOTMYECKN Ba>XKHBIX COCTUHEHMIA.
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METABOJIN3M TPUIITO®AHA

AMWHOKUCIIOTBI, ITPEBPAINTIAIOIIUECA
B AHETIJI-CoA YEPE3 IIMPYBAT

Takux amuHokuciaor nsate: Ala, Cys, Trp, Ser, Thr.
Ala mpeBpalllaeTcs B MUPYBaT NpU MEPEeHOCE aMUHO-
IPYNIBl Ha Q-KeTorayTapar. Ser IeruapaTHpyeTcs
U Je3aMUHUpYETCs 1o JAeWCcTBUEeM (epMeHTa cepuHde-
eudpamaszvl, GYHKIMOHUPYIOIIETO B MPUCYTCTBUM IH-
punokcanbdocdara. Thr 1u6o pasiaraeTcs B IPUCYT-
cTBUUM Tnupunokcanbdocdara dhepMeHTOM mpeoHuHaNs-
004a300 0 TIMUMHA M aleTaabieruaa (U3 MocjaemaHero
coenrHeHMs1 obpasyercs auetui-CoA), n1ubo mociaeno-
BaTeJIbHO TMpeBpalllaeTcss B DIUIMH M CEPUH, a 3aTeM
B MHUPYBAT.

Cys pasznaraercss [0 TUpyBaTa TpeMs IyTSIMU;
OKMCJIUTEIbHBIM JeKapOOKCWJIMPOBAHUEM MHUpYBaTa
obpasyercst ametun-CoA. Gly mnpeBpamaercs B Ser
MPUCOEAMHEHUEM OKCUMETMJIbHOW TPYIIbl B MPUCYT-
creun  N*'-merunen-FH4, a 3areM cepuH mpeBpa-
1iaeTcsi B MUpPYBar.

Bce aMMHOKMCIIOTH B OpraHu3Me MPUHUMAIOT ydya-
CTHE B psijie CUHTETHYECKHUX mpolieccoB. Huxecnenyio-
[IMe CXeMbl OTpPaxkaloT MeTaboJUYecKue IMyTH, B KO-
TOPBIX YYaCTBYIOT aMUHOKUCIIOTBI.



METABOJIN3M TPEOHHUHA, CEPUHA 1 T'/IMIIUHA

METABOJIU3M LHUCTEUHA
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METABOJIU3M JIU3NHA

52

AMWHOKUCJIOTHBI, ITPEBPAIITAIOIITUECA
B ALIETHUJI-CoA YEPE3 AILIETOALIETHUJI-CoA

I[To 3ToMy nyTM uAeT MNpeBpalleHUE CIEAYIOLINX
amuHokuciiotr: Phe, Tyr, Lys, Trp, Leu. U3 Phe u Tyr
o0Opa3yeTcsi CBOOOJHBIN alleToareTar, KOTOPHIN 3aTeM
npeBpainaercs B aneroauetun-CoA. OmuH U3 TSITH
YIJIEPOMHBIX aTOMOB, OCTABIIMXCS OT 3TUX ABYX aMu-
HOKHMCJIOT B pe3yjbTaTe a’dpoOHOro aeKapOOKCUIMPO-
BaHus, Bbliendercd B ¢dopme CO,. YeTbipe oCTalbHBIX
aToMa B MOJIEKyJe 3TUX IBYX aMUHOKHUCIOT IpeBpa-
marorcss B dymapar.

B pesynbrate TreHeTMYeCKUX Ae(GEKTOB y HEKO-
TOPBIX 0CO0€i OTCYTCTBYET (heHUTaTaHUHTUIPOKCHUIA-
3a U (heHWJIaJaHUH TPSIMO TIpeBpamaeTcsl B (peHWIu-
pyBaT, KOTOPBI HaKariuBaeTcs B KPOBU M BHIBOJUTCS
C MOYOM, YTO MPUBOIMT K TaK Ha3blBaeMOW @eHurke-
MOHypuy. AHAJIOTMYHO DPE3YJbTaTOM OTCYTCTBHSI OKCH-
Na3bl TOMOTEHTU3MHOBON KUCIIOTHI SIBISIETCSI aaKanmo-

HYpUs.



METABOJIN3M ®EHMNJIATAHUHA U TUPO3NHA

METABOJIU3M JIEMILIMHA
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METABOJIU3M APTUHWHA

METABOJIN3M TUCTUAWNHA

AMUWHOKUCJIOTHI,
IPEBPAIITAIOIIINMECA B o-KETOIJTYTAPAT

YraepoaHbiii ckeeT MATH amuHOKMCaoT (Arg, His,
Glu, GlIn, Pro) BcTymaetT B LMK JUMOHHON KHCJIOTBI
yepe3 O-KeToryiyTrapar.

W3 apeununa mon neiicTBeM apruHasbl 0OpasyeTcs
oprumuH (B IIMKJIE MOYEBMHBI). 3aTeéM OPHMUTHUH TpeBpa-
1IaeTcss B TMOJIyaibIeTu] TIYyTAMUHOBOW KHUCIOTBI, KO-
TOpBIA TakXe MojyyaeTcs, B Ka4yecTBe MPOAYKTa OKHUC-
JIeHUs] TpM TIpeBpailieHuu Pro.

OkuciauTenbHOEe TIpeBpamieHre His mHTepecHO TeM,
YTO WMMUIA30JbHOE KOJBIIO OTKPBIBAETCS IION JIei-
cTBUEM (depMeHTa, (DYHKIIMOHUPYIOUIETO C WCIIOIb30-
BaHueM Terparuapodonuesoit kuciaorel (FH).

GIn rugposusyeTcss OO TIJIyTaMUHOBOM KUCJIOTBI
[JIyTaMUHA30i WM MPSIMO Je3aMUHUpPYETCs 10 aMuna
0-KEeTOTJIyTapOBOil KUCIOTHI (KETOTJyTaMapoBOi KHC-
JIOThI), KOTOpasi 3aTeM TUAPOIM3YETCS A0 O-KETOrJy-
TapoBOi KHUCJIOTBl M amMMMaKa.



METABOJIN3M MPOJIUHA

METABOJIU3M MIYTAMUWHA U FNYTAMUHOBOW KUCJOThI

METABOJIN3M ACMNAPAIMHOBOW KUCJ1OTbI
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METABOJIN3M M3OJIEMIINHA

METABOJIN3M BAJIMHA

56

AMMHOKHUCIIOTBI, ITPEBPAINIAIOIIIUECA
YEPE3 CYKIIMHWJI-CoA

Met TepsieT METWJIbHYIO TpPYIINY W aToM Cepbl
B JBYX BaXHBIX pEakIUsX, AaBasl LUCTEMH U CEPHH.
[Monyyarowiuiicss 3ateM TOMOCEPUH Je3aMUHUPYETCsI
U NIpeBpallaeTcsl B A-KETOMACJISIHYIO KUCIIOTY, KOTOpast
MOIBEPraeTcsl OKUCIUTENIbHOMY —J1eKapOOKCHUIMpOBa-
HUIO.

IIpespamenus Ile u Val mpoucxoasT aHaJIOIrMIHBIM
obpazom. OO6e aMUHOKHCIOTBHI TEePEeaMUHUPYIOTCS
U o0pasyrollasics 0-KEeTOKUCJI0Ta 3aTeM IMOIBEPraercsi
OKUCJIUTEIbHOMY JIeKapOoKcuaupoBaHuio. CXOmHBIM
00pa3oM MPOMCXOAUT U TIpeBpallleHNue Pa3BETBIECHHBIX
6okoBbIX Lenei. Merunmanonmi-CoA obpasyercsl Kak
u3 Val, Tak u u3 lle u npeBpaiaercsi B cykunmHuia-CoA
MmeTuaManoHui-CoA-MyTa3oil, coaepxalieili Koba-
MUIHBIA  KO(epMEeHT.



METABOJIU3M METHMOHMHA

PEAKIIIY, TIPOTEKAIOIIIAE
C BBUIEJIEHMEM AMMUAKA

1. Oxuciure/ibHOE J€3aMUHHMPOBAHHE, KAaTaTU3UpPYye-
MO€ TJIyTaMaTAeTuapOreHa30m.

2. Jle3aMMHMPOBaHME OKCHIA30ii AMHHOKMCJIOT.

3. [TocTreneHHOEe OKMCJIEHUE N0 LUCTEUHCYIb(MUHO-
BOM KUCJIOTbI, KOTOPAasi OKUCIUTEIbHO JA€3aMUHUPYET-
csq M paspyllaercs 10 cyjibdaTa U mupyBsaTa.

4. [le3aMMHUpPOBAHHME JIHA30W.

5. OxucieHde TIMIMHOKCHIA30.

6. Jle3aMuHHpOBaHHE  IJIOKO3amMuH-6-P-m30mepasoii.

7. OrmenyieHne aMUIHOW TPYNIbl TIyTAMHHA3O0M.

UCIIOJIb3OBAHUE HNOHA AMMOHNUA
B OPIrAHU3ME

1. Kapbamouagocgpam, obOpasywlmiicss peaxkiuei
ammuaka ¢ CO,, sSBISETCS MCXOOHBIM COEAMHEHUEM
B CMHTE3¢ MOYEBMHBI M, BMECTE C acllaparMHOBOM KKC-
JIOTOI, B OMOCUHTE3e MUPUMUIUHOB.

2. Inymamun B OpraHu3Me TPUHUMAaET YydyacTue
B psiie OMOCUMHTEeTMYecKUX peakiuil. OH Jubo BCTy-
MaeT B pasjuyHble peakluu, Hampumep MPUBOASIINE
K CHHTe3y ¢OJIMEBOl KMCIOThI, JMOO OTIIeriseT
aMUIHYIO0 TPYIIY, KOTOpas 3aTeM MEePEeHOCUTCS K ApY-
TOMY COEIMHEHMIO, KaK IMPOUCXOAMUT, HANpUMep, Npu
CHUHTe3e TryaHO3MH-5-ocata B mpucyrctBuu  GMP-
CUHTETa3bl, WM B CUHTe3e IIoKo3aMuHa u3 D-bpyk-
T03a-6-P  mon geiicTBUEeM  IIOKO3aMUH-6-P-u3ome-
pasbl.
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OKUCJIUTEIBHOE TE3AMUHUPOBAHUE
AMUWHOKUCIIOT

MpoTeKaeT ABYMS MYyTSIMMU:

1. Bce aMUHOKHMCIOTHI OKHUCIUTEIbHO Je3aMUHU-
pyIOTCSl Hecneyuguueckumu okcudazamu (PyHKIMOHU-
pytomumu B mpucyrctBuu FAD) um  mpeBpainatoTcs
B COOTBETCTBYIOLIME KETOKUCIOThI. (DEepMeHT JIOKaIu-
30BaH B OHIOIMJIA3MaTUYECKOM DETUKYIYME KIETOK
MeYeHU M XapaKTepu3yeTcsl OTHOCUTEJbHO HU3KOM ak-
TUBHOCTBIO. OKMHCJIEeHWE aMUHOKHUCIOT TIPOUCXOAUT
MOJIEKYJISIDHBIM ~ KUCJIOPOIOM, 0Opasyiomiasicss B pe-
3yJbTaTe 3TOW peaklUu TepeKuch BOAOpoa Jubo pa3s-
JlaraeTcs C MOMOIIbIO KaTaja3bl OO BOABI M KHUCIOPO-
na, Jub0 MCIOJb3yeTcss KaK OKUCIUTENb B PEaKLUsX
pa3IMYHBIX MepoKcKuaa3 (ComepXallnuxcs B MepOKCUCO-
Max). Takoil TN Ae3aMUHUPOBAHUS OOBIYHO HE WC-
MOJIb3YETCsl B OpraHU3Me, a SIBJISIETCS BaXHBIM JIMIIb
IUISL TIpeBpallleHUi JTU3nHa.

2. Bo BTOpoM ciyyae OKMUCIMTENbHOMY J€3aMUHU-
pOBaHMIO TMpeALIeCTBYeT IepeaMMHMpoOBaHUe. B pe-
3yJabTaTe BCE AMMHOKMCIOTBHI TIPEBpalIaloTCs B CO-
OTBETCTBYIOIIME KETOKUCIOTHI U B TO Xe€ caMoe Bpemsi
0-KETOTJIyTapoBasl KMCJIOTa TpeBpaliaeTcs B TIyTaMu-
HOBYIO KHCJIOTY, KOTOpas U CTaHOBUTCS OOBEKTOM
OKHCJIMTENIBHOTO JIe3aMUHUPOBAHMS. DTOT MpPOLECC
MpOTEeKAeT MOJ JeHCTBUEM cheyuguyeckol eaymamam-
deeuodpoeenaszvr (111 pabOTBI KOTOPOW HEOOXOIUM
NAD"). IIpoayKTaMi peaklMu OKa3bIBAalOTCS G-KETO-
riaytaposas kuciaora 1 NH,. DT0oT nyTh npespaieHus
AMUHOKHUCJIOT SIBJISIETCSl IOBOJbHO oOummm. [nyramar-
neTuaporeHasa, 6jarogapsi €€ KIIOYEBBIM IMO3ULMIM B
MpeBpaleHN aMUHOKUCIIOT, SIBISIETCSl a/UIOCTepryec-
KUM (hepMeHTOM, COCTOSIIMM M3 HECKOJBbKUX OTMHAKO-
BbIX CYObeIMHUILL. MoJieKyJIsipHasi Macca 3Toro (hepmMeHTa
280000, depMeHT cIocoOeH 00pa30BBEIBATH arperaThbl
MaJ04YKo00pa3HoOi (HOpMBI C MOJIEKYJISIPHON Maccoi
2,2+10°. DddexTopsl BIMAIOT HAa PABHOBECHE MEXIY
MOHOMEpHOI U monumepHoit dopmamu. PepMeHT WH-
ruoupyetrcst ATP, GTP, NADH, a aktusupyetcss ADP
U pa3sIMYHBIMU aAMUHOKHUCIOTAMU. AKTUBHOCTb Me-
HsleTCcs TakXe TOjA IeiiCTBUEM THUPOKCHHA W HEKO-
TOPBIX CTEPOMIHBIX TOPMOHOB.

CHUHTE3 MOYEBHHbI

CHMHTe3 MOYEBUHBI -3TO IUKINYECKUU TIpoliecc,
SBJISTIONINIICS TocaeqHel (a30if mpeBpalleHus] aMMua-
Ka, KOTOPBIi BBIIEASAETCS] NP Ie3aMUHUPOBAHUM aMU-
HOKUCJIOT.

Buosnoruyeckoe 3HaueHUE ITOrO IMpolLecca COCTOUT
B TOM, 4TO TakUM 0Opa3oM ymajaseTcs aMMHakK, TOK-
CUYHBIA U1 opraHu3Ma. MoueBHHa sIBisieTCsl OMOJIO-
TMYeCKU BaXXHBIM COEIMHEHHWEM C BBICOKHMM CoOjepXka-
HUeM a3ota. MoveBMHa CBOOOTHO MPOXOAUT CKBO3b
KJIETOYHble MeMOpaHbl MACCUBHBIM TpPAHCIIOPTOM IO
rpagiueHTy KOHLEHTpAIMM, T.e. U3 KJIETKU B MEXKIe-
TOYHOE MPOCTPAHCTBO, OTTyIA B IIa3My M W3 ILTa3Mbl
B Mouy. YesoBek eXemHEBHO BbImeisieT okoyno 30T
MOYEBMHBI TIpU  exXeaHeBHOM motpedneHun 100 r
Oenka.

[losicnenus K cxeme

[MocnenoBatenbHble peaklUMUW CHHTE3a MOYEBHHBI
KaTanu3upyloTcs ciaenyomumu depmeHtamu: 1) xap-
oamowmndocharcuHTeTazoir, 2) OpPHUTUHKAPOAMOWI-
TpaHchepasoil, 3) aprMHUHCYKIIMHATCUHTETa301, 4) ap-
TMHUHCYKIIMHATINA30#, 5) apruHa3oil.



OBIIIUI BAJJAHC B IIMKJIE MOYEBUHbBI

1. Ilepas NH,-rpynna, Bxouyalomascs B LUKI
MOUEBUHBI, 00pa3yeTcs OKHCIUTEIbHBIM HE€3aMUHUPO-
BaHMEM KaKOW-HMOyIh aMUHOKUCIIOTHI (Ha CXeMe Tpu-
BEEH TpUMEp TJIyTAMUHOBOM KHCJIOTHI, OKUCIIUTENb-
HOE JIe3aMUHUPOBAHUE KOTOPOIl MPOUCXOTUT B MUTO-
XOHIIPUSIX).

2. Buupensomuiics  ammuak pearupyer ¢ CO,
B mpucyrctBuun ATP ¢ oGpazoBanueM xapbamoungoc-
gama (MaKpO3pru4eckoro CoeaMHeHMs). DTa peaxiiusi
HeoOpaTuMma.

3. Kapb6amomndocdaT ormaeT cBOIO KapOaMOWIb-
HyI0O TPYNIy OPHWMTHHY, M B pe3yJbTaTe IOJydaeTcs
YUMPYAAUH.

4. Bropasi aMUHOTpymma BKJIIOYaeTcs B LMK C TO-
MOIIIBIO acIaparMHOBOM KWCJIOTHI, OOpasymolleics 3a
CUeT TIepeaMUHUPOBAHMS MEXIY TIYyTaMUHOBOW KHC-
JIOTO M OKCcaloaleTaToM.

5. AMUHOTrpYyINa acraparuHOBOW KUCIOThl KOHICH-
cupyeTcss ¢ KapOaMWIbHOW TpyNmoi UUTpyInHA. Pe-
aKkius nmporekaeT B npucyrctBud ATP u apruHuMHCyK-
LMHaTCUHTeTa3bl. B pe3ynpTate oOpasyercss apeuHuH-
CYKUuHam, KOTOPBI 3aTeM o0OpaTMMO paclIeIUIsIeTCs
0 apruHMHa U (dymapara.

6. APTMHUH pacIlerUisieTcsl apruHa3od 10 Moue-
BUHBI M OPHUTHMHA, KOTOPBIA CHOBAa BXOAWT B ILIMKII.

Takum oOpa3oMm, asi CUHTe3a OIHON MOJEKYJb
MOYEBMHBI TPeOYIOTCS BE MOJIEKYJIbl aMMMaKa, OJIHa
MoOJIeKyJa IBYOKHMCH yrjepona M Tpu MosieKyasl ATP.

BDHEPTETUYECKUIT BAJIAHC
PACHIEIVIEHUA AMWHOKUCIIOT

B kauecTBe mpumepa Ha cXeMe MpPUBEAEHO OKUCIIM-
TeJbHOE paciuernieHue TpeoHnHa 10 CO, U MOUYEBUHBI
u pacyer KoiuuectBa ATP, oOpasylomierocs B xoie
MPOVCXOASIINX —PeaKIuii.

1. U3 omnoit monekynbl Thr obpasyioTcs aBe Mo-
nekynbl anetua-CoA, BKIIIOYAIOLIErocss B IIMKJ JIMMOH-
HOI KMCJIOTHI, U ofHa Mosekyida NH,. (Pagu ynpome-
Hus auetmi-CoA fajiee paccMaTpuUBaeTcsl KakK yKCyc-
Hasl KMCJIOTa.)

2. U3 Thr npu MeTabonu3me obpasyeTcsi yKCycHas
KHUCJIoTa U aMMuak. Ho MOCKoJIbKY IUIsl CMHTe3a OIHOM
MOJIEKYJIbI MOYEBUHBI TpeOyeTcsl JBE MOJIEKYJIbl aM-
MUakKa, HeOOXOAMMO Ui pacueTa yYUTHIBaTh JBE MO-
snexkynbl Thr.

3. OOpasyolasicss YKCycHasi KHCJIOTa OKUCIISIETCSI
B LIMKJIE JTMUMOHHOM KUCIOTHI B COOTBETCTBUU CO Clie-
IYIOIIUM ypaBHEHUEM:

CH,COOH + 2H,0 —> 2CO, + 8H.

4. Peakuuu CHHTE3a MOYEBMHBI M3 aMMMHAKa.

5. CymMapHoe ypaBHEHWe JUIsl BCeX IpeBpalleHuit
Thr. DHepreTnueckuii 6amaHc MetabonuaMa Thr, Takum
o0pa3oM, OyIeT CJIeAYIOIIM:

48 monekyn ATP cunresupyiorcs u3z 16 MoJexyi

NADH mpu ero okucieHUn
8 Monekyn ATP cuntesupytorcsi u3 4 Mosekyn
FADH, 3a cuer ero oxucieHus
4 moiexkynsl ATP coorBercTByloT 4 MoJIeKylaaM
GTP

60 momekyn ATP oOpasyiorcs B peakuusx

—5 wmonekyn ATP pacxomyloTcsi B peaklMsIX

55 w™onekyn ATP oOpasylorcss TIpd  OKHUCIEHHH
nByx Mojekyn Thr, T.e. 27,5 ATP
Ha MOJIEKYJy TPEOHHWHa.
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BHYTPUKJIETOYHLIN MIYJ AMUHOKHUCIIOT,
POJIb OPTAHEJUJI KJIETKM B IIPEBPAINEHUAX AMUHOKHCJIOT
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MNMukonu3a, rMMKoreHoNIn3, rnMUuKoreHes,
rMioOKOHeoreHes, NMeHTO3HbIN UMK

Knerku rerepoTpodHbIX OpraHM3MOB TOJIyYalOT 3HEPTUIO B pe3yjibTaTe Peakldii OKUCJIeHUS, B KOTOPBIX 3JIeK-
TPOHBI cyOcTpara (MoHOpa) nepeHocsTcs K akienTopy. [Ipu aHaspoOHBIX YCIOBUSX aKIENITOPOM 3JIEKTPOHOB SIBJISIET-
Csl OpraHUYECKOEe COEIMHEHHE, B a3pOOHBIX YCJIOBUSX 3Ty POJb OOBIYHO BBIMOJHSET KUCJIOPOI.

Caxapa (MOHOcCaxapu/ibl, [Ucaxapujbl U TOJKMcaxapuibl) SBISIOTCS CyOCTpaTaMu OKUCIUTENbHBIX peakiuil. B pe-
3yJbTaTe TpPeBpallleHUs] CaxapoB KJIETKa TMOJy4YaeT, BO-TEPBbIX, IHEPTHI0, HEOOXOAUMYIO [Jis BBITIOJTHEHUS XU3-
HEHHbIX (YHKUMI, U, BO-BTOPBIX, MPOMEXYTOUYHbIE COEIMHEHUS [J CHUHTE3a OPYTMX OUOJOTMYECKU BaXHbBIX
COEIUHEHUM.

Thukoaus - hunoreHeTnueckn Haubosiee crapasi M OYeHb HIMPOKO PaCIpOCTpaHEHHas IMOCJIea0BaTeIbHOCTh dep-
MEHTaTUBHBIX PeaKlMid, B KOTOPbIX ME€Ta00JIMUYECKUM MpPEeBpallleHUsIM TMOABEpraercs riaKo3a. [JuKonus seiasercs
aHadpOOHBIM TIPOLIECCOM, T.€. PEaKIMM OKUCJIEHUS HE COIPOBOXIAIOTCS TEPEHOCOM BOIOPONA WU 3JIEKTPOHOB
B JbIXaTeJbHYIO 1IeMb M 3areM K Kuciopomny. [IpoMeXXyTOUHBIMU TMPOAYKTAaMU TJMKOJIMU3a SIBJISIOTCS TeKco3odhoc-
(atel 1 Tprosodocdarel. Takue coeqMHEHUS, KaK TIIOK030-6-hocdar U riauuepanbaerua-3-docdar, oka3pBarOTCs
MPOMEXYTOYHBIMU MPOAYKTAMU, OOUIMMU JIs1 TJMKOJIM3a U MEHTO3HOTo UMKiIa. Jlakmam, oOpa3yeTcss U3 mupyBarta
noxa aeiictBueM JaktataeruaporeHassl (LDH) B mpucyrctBuu NADH, mosydeHHOro B Ipoliecce OKMCJIEHUs TJIulie-
panbaerun-3-docdara; nakrar SBASETCS KOHEUHBIM TMPOMYKTOM TIJIMKOJIM3a B KJIETKAaX XKMBOTHBIX MPU aHAdPOOHBIX
ycioBusiX. B apoxokax mupyBaT AeKapOOKCWJIMpPYETCS A0 aleTalbleruaa, BOCCTAHABIMBAIOLLIETOCS B 3MAHOA TIOJ
neiictBueM ankoronbaerunporeHassl 1 NADH. Tonbko HeGosblllasi 4acTh 3HEPTUM, 3alaceHHOI B MOJIeKyje TJIo-
KO3bl, OCBOOOX/AeTcs B Mpolecce MMKOIU3a U Tojibko nBa Mojisi ATP cuHTe3upyroTcs, ucxolst U3 OIHOTO MOJIS
[TIOKO3bl. Peakiiy TiuMkonn3a MpoTeKaloT B LIMTOIUIa3ME M HE CBSI3aHbl C KJIETOYHBIMU CTPYKTYpaMW.

B a3po0HBIX yClIOBUSIX HayalbHbIE CTAAWMU MPEBPAllleHUs TJIIOKO3bl TAKXe UAYT MIMKOJIUTAYECKUM IyTeM, BILIOTh
0 o0pa3oBaHMsl IUpyBaTa, HO 3aTeM MUPYBAaT OKUCIUTEILHO AekapOokcuiupyercss u ¢ ydyactueM HS-CoA mpespa-
maercss B anetuia-CoA, KOTOpBIi B KayecTBE TJaBHOrO cyOcTpaTa BXOAUT B IIUKJI TPUKAPOOHOBBIX KMCIIOT.

MHTEeHCUBHOCTh TIPOLIECCOB TJIMKOJIM3a MMaaaeT B MPUCYTCTBUU Kuciopona (agpgexm Ilacmepa).

®ochopunupoBanue Gpykro3o-6-ocdara 1o Ppykroso-1,6-gudocdara, karaausupyemoe GpochoppyKTOKMHAZ0MA,
SIBIISIETCSl KJTIOUEBOM peakiueil TTMKOJIUTUYECKOTO TMyTH, MPOMCXOAsIero B TkaHsx. PochodpykTokrHa3a - aJulocTe-
puyeckuii hepMeHT, aKTUBHOCTh KOTOPOTo pacTeT B npucyrcTBuu AMP u ADP u uHrubupyercsi mon neiicTBUeM
ATP u uurpata. BaxHylo ponb B perysiiiuM TJIMKOJM3a TakKxke MIpaeT IiauiepanbaeruadocharieruiporeHasa.

st cTporux aHa’poOOB TIIMKOJIU3 CIYXWUT €NMHCTBEHHBIM MCTOYHUKOM 3HEpruu. Y (akyJbTaTUBHBIX aHa3po0OOB
U CTPOTUX adpOOHBIX OPraHU3MOB IIMKOJIM3 OKAa3bIBAETCsl MEpBOW CTaiuell IMpeBpallleHus caxapoB. B mpucyrcTBumn

KUCJI0pOAa MPOAYKT IIMKOJIU3a - MUPYBaT BBHICTYMAET B KauecTBe MEPBOro CyoCcTpaTa adpoOHOro MeKapOOKCHJINPOBa-
HS.

I'IMkoreHo/M3 M rIMKOreHe3

I'mukoreH - BHyTPUKJIETOUHBIM, OCMOTUYECKM HEAaKTHBHBI PpE3ePBHBIM IMOJMCAaXapull, CIIOCOOHBIM K OBICTPOMY
u obpaTMMOMy TpeBpalleHuIo B IItoko3y. [lpoliecc ero pacrnaga HasblBaeTCsl TJIMKOTEHOJIU30M, MPOILIECC CUHTE3a -
[JIMKOTEHE30M.

I'mukoreHonu3 HaumHaeTcs: ¢ GochopoauTUUECKON Aerpafaliuy TIMKoreHa non aeiicteueM dochopunassl. B mpu-
cyrctBuM (ocdara oT rMKoreHa OTUIEIUIsAETCS MI0K030-1-docdar, koTopblii npespaiaercs docdoriokoMyTa3oi
B TIIOK030-6-(hocdar. Bce manbHelime peakllid 3TOTO COESAMHEHMS aHAJOTUYHBI MpolleccaM TIIMKOJIMU3a. DHepreTh-
yecKUil BbIxod (hochOpOoIUTUYECKOro pacliafga IIMKOreHa BbIpaxaeTcsl B cuHTe3e Tpex Mousiekya ATP B pacuere Ha
OIHO 3BEHO TJIIOKO3bl MOJIEKYJIBI TJIMKOTEHA.

I'muxoren obpasyercst u3 UDP-mioko3sl B peakiiuy, KaTaau3upyeMoO TNIMKOT€HCUHTa30M.

PacuiudpoBaHbl oueHb TOHKME MEXaHM3Mbl KOHTPOJISI pacriafga M cuHTe3a riukoreHa. OGa mpoliecca perysiu-
pytorcst 1ukio-AMP (3',5-AMP), kortopslii orpeneisseT aKTUBHOCTh MPOTEMHKMHA3bl. B TociaenoBaTeIbHOCTH Aajib-
HEeMINMX peakmuii 3TOT (pepMEHT BKIIIOYaeTcs B mpeBpaleHre gocdopuiassl b (HeakTuBHasA, HepochoprminpoBaHHAs
dopma) B ochopunazy a (akruBHas, dochopwinpoBaHHas ¢opma). Ho ToT ke camblii depMeHT (3aBUCHUMBIA OT
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cAMP), Hao0OpoT, MpeBpallaeT akKTUBHYI (HedochopuinpoBaHHylo ¢GopMy I) MIMKOreHCHMHTa3bl B HEAKTUMBHYIO
(bochopmmpoBanHyo) dhopmy D. BHyTrpukierouHylo KoHIeHTpamuio cAMP peryanpyioT ropMOHBI, CTUMYJIMPYIO-
mue (agpeHalnH, TJIOKAroH) WX yrHeTamolnue (MHCYJIWMH) aleHWIaTUMKIa3y, KOTopas KaTaJlu3upyeT obpa3oBaHUE
cAMP u3z ATP.

B nmuineBaputebHOM TpakTe, T. €. He BHYTPHU KJIETKHU, TJIMKOTeH (MMOZOOHO KpaxMally) TUAPOIU3YETCS O-aMWIa3oin
¢ oOpa3oBaHMEM CMeCH TJIIOKO3bI M MajbTo3bl. OcTalommiics TMpW OSTOM JAEKCTPUH TIpeBpallaeTcs majee
a(1—>6)-r10K031Maa30i1 B CMeCh TJIIOKO3bl U MAaJIbTO3HbI.

Throkoneocenes - IpoliecCc CMHTE3a TJIIOKO3bI (WM [VIMKOI€HAa) M3 HEYIJIEBOOHBIX CyOCTpaTOB: a) M3 MOJIOYHOM WU
MMMPOBUHOTPATHOM KHMCJIOTHI, 0) M3 IIMKOTeHHBIX aMUHOKMCIOT (Ala, Arg, Cys, Asp, Glu, Gly, His, Met, Pro, Ser,
Thr, Val, Hypro); B) u3 J100bIX APYTUX MPOMEXYTOUHBIX IMPOAYKTOB MeTaboJauM3Ma, MPUBOISIIUX K 0Opa3oBaHUIO
MMpyBaTa WA YIACTBYIOIIMX B LIMKJIE JIMMOHHON KWCIJIOTHI.

I'mokoHeoreHe3 He MOXET HPOXOAUTH 3a CYET MPOCTOro OOpallleHUsl peaKLWid IJIMKOJIM3a, ITOCKOJIbKY paBHOBE-
che psiia peakiuii, KaTaJu3upyeMbIX IMpyBaTKuHazoil (P-eHonmupyBar —> mnupysaT), (ochodpykroknmHazom
(bpykT030-6-P —> (hpykT030-1,6-mucdocdar) u reKCoKMHazoi (IJoKo3a —> II0K030-6-P), cMellieHo B OJHY CTOpPO-
Hy. [ mpeomojieHus1 3TUX 3aTPYIHEHUI MCIIOJIB3YIOTCS OOXOIHbIE ITyTH.

1. O6pasoBanue docdoeHoNMIUpyBaTa U3 IMUpyBaTa 4epe3 okcajoalerar. OKcajoalerar IIOJlydaeTcs U3 IHUpyBa-
Ta KapOOKCUJIMPOBAHUEM €ro IIOJ JeMCTBMEM MUTOXOHIPHAJILHOTO (pepMeHTa B mpucyTcTBuM OmotuHa. OKcajoalle-
TaT BOCCTaHABIMBAaeTCsd najiee B MUTOXOHApusx ¢ ydactueM NADH mo mamara, KOTOpBIi BHE MUTOXOHIPUIA OKMC-
JsileTcsl BHOBb B oKcayoaulerar. ocdopwmpoBanne oxcanoanetata (GTP wmu ITP) u crnenyiomiee 3a HUM
nekapOokcuimpoBaHue maeT P-eHommupysart.

2. T'maponus dpykroszo-1,6-gudocdara 10 GpykTo30-6-docdara, Kataausupyemsblii Gpykro3o-1,6-audocdaraszoii.

3. PacuieruieHre IIOK030-6-P 10 TJII0KO3bI ¢ MOMOIIBIO TTIOK030-6-docdarasbl. CUHTE3 MOJIEKYJIbI TJIIOKO3bI U3
IBYX MOJIEKYJ IupyBaTa TpeOyeT IuecTu MoJekya ATP.

IIporecc rmokoHeoreHe3a B JaHHOW TKaHW TPeOyeT IPUCYTCTBUS BCEX KIIIOYEBBIX (bepMeHTOB. OH JIETKO TIPO-
TeKaeT B II€YEHW M B MOYKAX, HO HE MPOMCXOMUT B MO3Te, CEPACYHBIX M CKEJIETHBIX MBIIIIIAX, ITOCKOJIbKY TaM HET
[II0K030-6-hocaTazel. [103TOMY IIMKOT€H MBIIIL HEIb3sl MCIOJIb30BaTh B KAUECTBE MCTOYHMKA CHAOXEHUSI KPOBU
TJIIOKO301. B MbIIIax rimkoreH mpeBpalaeTcss B JIaKTaT, KOTOPBIA BMECTe ¢ KPOBBIO NEPEHOCUTCS B II€YeHb U TIpe-
BpalllaeTCsl TaM B IJIMKOTeH II€YeHM 3a CYeT peakluii INIMKOHEeOoreHe3a.

Ilenmo3nuiil yuka - MOCIENOBATEILHOCTD peaKlMii, IMPOTEKAIOIIMX OTHOBPEMEHHO C IIMKOIM30oM. B omHOil ero ya-
CTM MOJIEKYJIBI TJIOKO3bI TOCTETIEHHO OKMCIISIIOTCSI ¢ OTHOBpeMeHHBIM oOpa3zoBaHumeM NADPH, B 1o Bpems kak
B IPYroil maeT cUHTe3 pubo30-5-docdata u 3puTpo30-4-ocdara 3a cueT B3aMMHBIX IIPEBpAIlCHUII ITPOU3BOMTHBIX
dochopHBIX 3(DUPOB Tpex-, YeThIpeX-, ISATH-, IIECTH- W CEMUYIJIEPOIHBIX Caxapos.

IIpotekaHue oIpeneaeHHbIX peaKlMii IEHTO3HOro LUKJIa B 0OpaTHOM HaIlpaBJICHWHN VCIOJb3yeTcs sl (PUKCaLuy
CO, B mpouecce (GOTOCHUHTE3A.

Bce mpomexxyTouHbIe COeAMHEHMST TIEHTO3HOTO IUKJIa 00pa3yioT HEKUM ITyJI, OOBeIMHEHHBIN C TIMKOJIM30M IJIIO-
K030-6-ocdatoM, DpykTo30-6-hochaToM M muuepanbaerua-3-docharom. MepMeHTbI MEHTO3HOrO LIMKIA, IMOTOOHO
depMeHTaM TIMKOIM3a, (PYHKIMOHMPYIOT B CBOOOIHOM BHIE B IIUTOILIA3ME.

IleHTO3HBI LIMKII HE SBISETCS OCHOBHBIM ITyTEM MeTa0OJM3Ma TJIIOKO3bI, HO €0 CBSI3b C TJIMKOJM30M MOXKET W3-
MEHSTBCS B 3aBUCHMOCTH OT TKaHM M €€ OMOJOTMYecKON (DYHKIIMU.

Peakuyy nmeHTO3HOro LUKJIA HE MOTYT CIYXXWThb MCTOUHMKOM 3Hepruu (okucieHue NADH He nmpuBoauT Heroc-
peanctBeHHO kK ATP).

buonoruueckoe 3HaueHMe MEHTO3HOrO LIMKJIA BO BCeX KileTKax coctouT B reHepauuu NADPH, HeobGxomumoro
IIJIsI BOCCTAHOBUTENIBHBIX CHUHTE30B (HampuUMep, XXKUPHBIX KHCIIOT, XOJeCTepHHA, CTEPOMTHBIX TOPMOHOB U IPYTHUX CO-
eIMHEeHMIT), B CMHTe3¢ pr0030-5-ocdara, KOTOPHIA CAYKHUT IPEIIIECTBEHHUKOM OMOCHHTE3a HYKJICOTHIOB U HYKJIEH-
HOBBIX KMCJIOT U B CHMHTEe3¢ 3pUTp030-4-ocdara, BHICTYNAIOIIETO IPENIIECTBEHHUKOM B OMOCHHTE3€ apOMaTHYECKMX
AMUHOKMNCIJIOT B aBTOTPOGHBIX OpraHM3Max.



CTPYKTYPA MOHOCAXAPUJIOB

IIpucyrctBue oxkco- (=0)- u oxkcu- (—OH)-rpynn
B COCTaBe ONHOW M TOW e MOJIEKYJbl CO3daeT BO3-
MOXHOCTb 00pa3oBaHMSI BHYTPUMOJIEKYJISIPHBIX TMO-
JIyalleTaJibHBbIX CBSI3eil M, KaK CJIeACTBUE, BO3HMKHOBE-
HUs reTepouukioB. [Ipupoga 1uKiIa 3aBUCUT OT
TTOJIOXKEHUST TUAPOKCUIIBHOW TPYIIBI, MPUHUMAIOIIEH
yyacTue B €ro 3aMbIKaHUM U, CJIE0BATEJbHO, MEPEHO-
csmIell TPOTOH K KapOoHUIbHOU Tpymme. ObpazoBaHue
mukiaa ¢ ysactueM OH-rpynmer C4 mpuBoauT K obpa-
30BaHUI0 MATUWIEHHOTO TUIPUPOBAHHOIO @yparo8o2o
yukaa. AHAJIOTUYHO 3aMbIKaHHME KOJbIA C y4acTUEM
OH-rpymmnbr C5 maeT mieCTHYJIEHHBINA TMIPUPOBAHHBIN
nupanoswili  yuka. IlepeHoc mpotoHa oT OH-rpynmsl
K KUCJIOPONY KapOOHWJIBHOU TPYIIBI CO3laeT B MOJie-
KyJie HOBBII aCUMMETpUUYECKUli aToM yriepona. Ilomo-
KE€HHE TUIPOKCWIBHOW TPYMNIBI Yy 3TOr0 aTomMa co-
OTBETCTBYET OJHOW U3 NBYX NHUACTEPEOMEPHBIX (HOPM -
a unu . B pactBope 00e ¢dhopMbl HaxomsTCs B pPaB-
HOBECUU C OTKPBITON KapOOHUJIbHOUW (HOpMOIl MOHO-
caxapuaa (Tak Ha3blBaeMass OKCOLIMKJIOTayTOMEDPUS).

[VIMKO3U/JbI

[MonyaneraabHbBIN TUIPOKCUI TAYTOMEPHBIX ITUKIIU-
yeckux (opm, o0Jamass BBICOKOW peakLMOHHOM CIo-
COOHOCTBIO, 00pa3yeT IJTUMKO3UAbl B peakiusIX ¢ TUAPO-
KCWJIbHOM TPYIMIO#l criupToB, GeHOIOB, OKCUIIPOU3BOJI-
HBIX TETEPOLUMKIOB U  JIPYTUX OKCUCOEAMHEHMUIA.

OTU TIKMKO3UAbl HasdbiBaloT O-TIuMKO3uAaMu, Io-
CKOJIbKY WX HEYIJIEBOJIHAsl 4acTb MOJIEKYJbI, aeaukoH,
CBsI3aHa ¢ caxapoM 4epe3 Kuciopon. Pexe Bcrpe-
4aloTCs MOCTPOCHHBIE MO TOMY Xe MPUHIMIY N-TJiH-
KO3UABl M S-TIUKO3UAbl. N-IJIMKO3UIbI MPEICTaBICHbBI
[JIaBHBIM 00pa3oM HyKJIeo3uaamu, T.e. N-TIMKO3MOa-
Mu B-D-pubodypaHossl. [MHUKO3UAB MOTYT CYIIECTBO-
BaTb B BMIE O- M [3-MU30MEPOB B 3aBMCUMOCTH OT
MOJIOXKEHUST TIMKO3UAHOW TUAPOKCUIBHON TPYIMIIbI.
Ju-, TpM-, OJMro- W TMOJUcaxapuabl MOXHO paccMa-
TpUBAaTh TakKXe KakK TIJIUKo3uabl. CBsA3b caxapHBIX
OCTaTKOB B 3TUX TJIMKO3MIAX OCYLIECTBISIETCS 3a CyeT
B3aUMOJEUCTBUSA JTUOO NBYX TJIMKO3UIHBIX TMIPOKCHU-
JIOB ¢ o0Opa3oBaHWEeM HEBOCCTAHABIMBAIOIINX Caxa-
pOB, TakuX, Kak caxapo3a, JubO 3a CueT IJHU-
KO3MIHOTO TUAPOKCHJIA U TEPBUYHONW CHUPTOBOM
rpymnmbl (Kak B M30MajbTO3€) WJIM BTOPUYHON (Kak
B JIaKTO3¢ M Maybro3e). B aTux ciyuasix oOpasyiorcs
BOCCTaHaBJIMBAIOLIKE caxapa.
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rMaPOJIMTUHECKOE PACLLEMNJIEHUE
KPAXMAJIA U TJNIMKOINEHA

Kpaxman n ravkoreH - 3To pesepBHble Monucaxa-
puabl. Kpaxman obpasyeT rpaHysfibl B KjieTkax pacTe-
HWA, TJINKOTEH MPUCYTCTBYET B TKaAHSX >KMBOTHbIX,
rmaBHbIM O0OpPa30OM B KJleTKax MeYeHN U MblLLL,

OCHOBHOIN MOHOCaxapwuaHOM eouHNLIEN KakK B Kpax-
Masle, Tak U B [JIMKOreHe SIBNSIeTCsl MoJiekyna [Jio-
KO3bl.

OcTaTtkm MoKOo3bl CBA3aHbI Mexay cobor B 060Mx
nonucaxapugax asyms tmnamm ceagen. (1—>4)-Cesan
CO30al0T  HEPa3BETBMIEHHYIO  CTPYKTYpPY  amwiosbl,
OOHOr0 M3 KOMIMOHEHTOB Kpaxmasa. BTopown komrno-
HEHT - aMUIONEKTUH MMeeT Oorblloe KONMM4YecTBo 60-
KOBbIX Pa3BETB/IEHUI, MPUCOEOVHEHHbIX K OCHOBHOW
uenn (1—>6)-cBasaMn. XumMmyeckast CTpykTypa MMKo-
reHa nopgoOHa amMWIoNeKTUHy, HO oTandaeTcs Gonee
BbICOKOI CTEeneHbl0 pas3BeTBneHvs. B amunonektnH
BxoauT 6onee 3000 ocTaTKOB r/OKO3bl, U €r0 MOJIeKy-
napHas macca npesbilwaet 5+ 10°. MonekynsapHas mac-
ca ravkoreHa coctasnset 1:10—4-10°. Paciwiennexve
Kpaxmana 1 MMKoreHa B KJleTkax OT/iMyaeTcst OT UX
Aerpagaumn npy NULLEBapeHnm - NepBbIi NPOLLECC ABNS-
eTcs GocHOopOUTUNHECKNM, BTOPON - TAPOSUTUYECKNM.

B nuweBapuTenbHOM TpakTe pacllerieHe amm-
103bl NPOTEKAET noA, AeNCTBUEM a-1,4-r/1tokaH-4-ro-
KkaHoruaposasbl (o-amuniaza), koTopasi pacliennser
a(1—>4)-cea3n. HayvanbHbiIMM NpoaykTamMu  pacnaga
ABMISIIOTCS ONmMrocaxapuibl, cogepxatime 6-7 ocTaTkoB
rIOKO3bl, KOHEYHBbIMW - CMECb ManbTO3bl U [JIHOKO3b.

B amunonektmHe o-amunasda pacwennser of1—>
—>4)-CBS3K, OCTaBNAs HE3aTPOHYTbIMK (1—>6)-cBA3n.
MocnepHve pacwennsiotca o 1—>6)-rawoko3ngaszamm
(dbepmeHTammn, nukenavpyowmmMm 6okosble Lenm). Ko-
HEYHbIMM MNPOAYKTaMU PACLUEINIEHNsT aMWIoNeKTUHa
noa, gencTemem OByx GepMeHTOB SBASIOTCS MOKO3a
M ManbTo3a.

a-1,4-FnokaHmanstorngponassl (f-aMmunasa) sB-
naotea  o1—>4)-rnrkosnaazamu, pacLUernsioLm-
MW aMmnIo3y NMocrefoBaTesibHbIM OTLUENEHVEM Maslb-
TO3bl OT HEBOCCTAHABMBAIOLLErO KOHLA MOJEKYbI.
B amunonekTvHe Takoe oTLLensieHMe ocTaHaBIMBaeTCs
B MeCTe pa3BETB/IEHMS; OCTAIOLLMIACA MPY STOM MOn-
caxapug, HOCUT Ha3BaHWEe OCTaTOYHOro [AEKCTPUHA.



OOCPOPOJIUTUYECKAA JOETPAJALINA
I'"IMKOI'EHA

B xome aroro mporuecca ¢hocgopunsaza OTIIETIISAECT
IJII0KO3y, MMelollylo cBobomHyio 4-OH-rpynmy ¢ He-
BOCCTAHABJIMBAIOLIEr0 KOHLA TMojucaxapuja B BUIE
TI0OK030- 1-hochata. DTa peakims IPUBOIUT K OCBO-
0OXIEHWI0O HOBOrO KOHIIEBOIO OCTaTKa CO CBOOOIHOM
4-OH-rpynmoii. Ilpolecc mocienoBaTeIbHOTO OTIIE-
MJIeHUsST OyIeT MPOIOJIKAThCS A0 TeX IMOp, MoKa B IO-
JINCAXapuJHOW 1IeMU HE OCTAHEeTCsl MPUOIM3UTETHHO
YyeTblpe OCTAaTKa TJIIOKO3bl 10 MeCTa pa3BEeTBJIECHUSI,
T.e. 10 (1—>6)-cBsi3u. Ha »TOi cramumu, Korma neii-
ctBue (ocdopuiazbl MpekpaiaeTcs, aKTUBUPYETCS
oniroTpaHcdepasza, CrocoOHasi OTIIEIUISITh MaJIbTO-
TPUO3Y OT YKOPOUEHHOM LIeNMX U MEePEeHOCUTh ee K He-
BOCCTaHaBJIUBAIOIIEMY KOHILY rnoJicaxapuua,
npuBs3bIBas ero (1—>4)-rIMKo3uIHOI CBS3bIO.

OTiiernieHne OCTABIIMXCSI TMOCNE JEUCTBUS OJIUTO-
TpaHcdepasbl MOJIEKYJ TJIIOKO3bl, CBsA3aHHBIX (1—>
—>6)-CBA3SIMU, TIPOMCXOAUT TIOA JEWCTBUEM aMM-
110-(1—>6)-0-D-roko3uaassl.

CoBMecTHOE HeiCTBIE 3TUX ABYX (PEpMEHTOB MpH-
BOIUT K OOpA30BaHMIO JOCTATOYHO IJMHHBIX HeEpas-
BETBJICHHBIX LieTeil, KOTOpble BHOBb MOTYT paclile-
ISIThCST (pochOpMIa3oii.

BHYTPUKIIETOUHAA ®OCOPOPUJA3A
CYIIECTBYET B JABYX ®OPMAX

B BUIC Man0aKkmueHoi ocgopurazet b u  6bicoko
akmusHoil  gocgopunazer  a. TlpeBpameHue GopMbl b
B a MIPOUCXOAUT Tipu ochopmimpoBaHUM CEPUHOBOTO
ocTaTKa MOJIEKYJIbl (hepMeHTa. DTOT MPOIECC aKTUBa-
mun dochopunassl b ¢ peBpalieHrueM B (Gochopuriasy
a KaTalu3upyercsl psgoM (hepMEeHTOB, aKTHBALUSI KO-
TOPBIX JOCTUTAETCS TOCiIenoBaTeJibHO. BaxkHyto poib
B AKTMBALMU WrpaeT LMKIMYECKUI aneHo3uH-3',5'-Mo-
Hodochar (CAMP), koropsrit cunHTe3upyercs us ATP
MoJ, IeiCTBMEM aJeHWIATLUMKIA3bl, PACIOJOXEHHOM!
B KJIETOYHO MeMmOpaHe. AKTMBHOCTB 3TOro (hepMeHTa
B CBOIO OYepeldb HAXOMWUTCS IO KOHTPOJIEM TOPMO-
HOB. [loBBIllIeHWE YPOBHSI COIEPXKaHUS HEKOTOPBIX
TOPMOHOB, TaKWX, KaK aJpeHaJWH W TJIOKaroH, cIy-
KUT MOIIHBIM CHUTHAJIOM JJIsI 3alycKa Tipoliecca TJIH-
KOTeHOJIM3a.
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TJINKOJIN3

TepMMH TIIMKOJM3 O3HAYaeT aHadpoOHOE paspylie-
HHe ToKo3bl. IIpoliecc BKJIIOYAET CIEAYIOLIME OC-
HOBHBIC 3Tallbl:.

1. TlpeBpaiieHue TJIIOKO3bl B TNIOK030-6-(ocdat.

2. IlpeBpamenue ra0K030-6-ocdara B aBa IIpo-
NyKTa, COAEPXAUIMX MO TPU YIJIEPOAHBIX aTOMa U CIO-
COOHBIX K JajbHEWIIeMy OKHCJIeHHMI0. B xome 3Tux
MpeBpaleHnii TPOUCXOIUT M30MEPU3ALUs MPOU3BOI-
HOTO IJIIOKO3bl U JajbHelee GochopuivpoBaHue, ae-
cTabuiIu3upylolee MoJIeKyly caxapa. BosHukaroas
JnlabuiabHasE MOJIeKyJa JIEFKO pacraiaercst 10 ABYX MO-
JIeKyJ1 Tpruo3odocdaros.

3. OkucjieHue ruuepanbaerua-3-gocdara mo
3-dbochornniepruHOBO KUCIOTH 4Yepe3 CTaauio obpa-
30BaHus 1,3-1u-P-rauuepruHoBOil KHUCIOTHI (aHA3POO-
Hoe dochopminpoBanue). Ha atoit ctamum obpasyercs
2 monexkynbl ATP B pacuete Ha 1MOJEKyJNy IJTIOKO3BI.

4. Oo0pazoBanue nupysara. [IpeBpamenue 3-P-rmm-
LEPUHOBOM KHUCIOTHI B MUPYBAT COMPOBOXIACTCS CHH-
Te3oM elle oqHoi Mmosekyiasl ATP (2 monekynast ATP
Ha MOJIEKYJY TIJIIOKO3BI).

5. IllpeBpamieHne mupyBaTta B JaKTaT - 3aKIIOYU-
TeJbHBIM dTanm raukonu3a. B aToit peakumum NADH
(KoepMEeHT JTaKTaTAETUAPOTeHa3bl), MMOJYyYUBLIMICS
B IIpoliecce MpeBpallleHus1 muiepaibaerui-3-gocdara,
okucisieTcs. B aspoOHbIX yciaoBUsIX 0Opa3oBaHUs JaK-
TaTa HE TPOWCXOAUT; B TPHUCYTCTBUM KHUCIOpOIA Je-
KapOOKCHJIMPOBaHUE MUPyBaTa MPUBOAUT K 0Opa3oBa-
Huto auetun-CoA, KOTOpBIN TpeBpallaeTcs aanee
B IIMKJIE TPUKAapOOHOBBIX KUCJIOT. BoccTaHOBIEHHBIN
NADH BHOBb OKHuCIsIeTCSI B Ipoliecce pabOTHI IbIXa-
TEJIbHOU LIETH.

KJIIOYEBBIE MOMEHTbBI I'NIIOKOHEOTEHE3A
(OBPAIIEHUE TIJIMKOJIN3A)

BoapimHcTBO pGaKLll/lﬁ TIMAKOJIUTUYECKOTO IIYTU
SIBIIIOTCSL OOpPaTUMBIMU, HO B IIEJIOM TJIUKOJIU3 He-
oOpatum. [moKoHeoreHes, T.e. 0Opa3oBaHUE TIIOKO3bI
U IIUKOreHa M3 Jjlaktata M ApYyrux COGZ[I/IHCHI/Iﬁ HEyr-
JIEBOJHOW TMPUPONbI, HE MOXET IPOTEeKaTh IPOCTHIM
oOpalieHneM TIUKOJIUTUYECKUX peakinil 13-3a Hebsa-
TONPUSITHOTO JHEpPreTuYeckoro OGagaHca HEKOTOPBIX
TJMKOJUTUYECKUX peakLUUil: mpeBpauieHus P-eHonnu-
pyBata B nupysar, ¢hpykro3o-6-P B ¢pykroszo-1,6-gu-P
W TJII0KO3bl B IIIOK030-6-P. [lns mpeomoneHus 3TUX
NPENsTCTBUIL TJIIOKOHEOTeHe3 MpoTekaeT uepe3 o00-
XOJHbIE TIYTU, KOTOPBIE MOKa3aHbl HA CXeME€ K pa3ieny
«['11oKoHeoreHe3 M TJIMKOT€HOHEOreHe3» (CM. HIUXeE).

[mukonus, Oyayuu uioreHeTndecku Haubosee
JIPEeBHUM TUIOM MeTaboJM3Ma TJIIOKO3bl, OCTAaeTCsl 10
CHUX TIOp OCHOBHBIM TMYTeM TMPEBPAIECHUS TIIOKO3bI
Kak B aHa’pOOHBIX YCIOBUSX, TaK M B TPUCYTCTBUU
KHCJIOpoda y BCEX KMBBIX OPraHU3MOB.
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JABE PEAKIINHM, OTBETCTBEHHBIE
3A OBPA3OBAHUE MAKPOOPTMYECKUX
CBA3EN B IPOIIECCE TJIMKOJIM3A

ATP cuHTe3upyeTcss Ipu OKUCIEHUU TIIHLEpabie-
run-3-dochara o 3-dochoruiepuHOBON KHCIOTHI,
npoTekalonieM yepe3 obpasoBaHue 1,3-mudochornuie-
PUHOBOU KMCIOTHI, U IpHU MpeBpameHun 2-hochorim-
LEPUHOBOW KHUCIOTH B ¢ochOoeHOINUpPYyBaTt.

AHaspoOHOe TMpeBpallleHre TIUlepaabIeTua-3-hoc-
dara maer 2 wmomekyasl ATP wu, cremoBareibHO, U3
1 Mosexybl TITI0KO3bI X MojyvaeTcs 4 (2 x 2 =4 ATP).
ITockombky 2 Mojekynsl ATP morpebGnsioTcss B xome
[JIMKOJIM3a B peakuusx dochopunmpoBanusi, OOIIUit
UTOT TJIMKOJIM3a 3aKJII04aeTcsi B CHHTe3e ABYX MOJie-
ky1 ATP.

DHEPTETUYECKUIN BAJIAHC
AHADPOBHOI'O 1 ADPOBHOI'O ITPOIIECCOB
JETPAJAIIMN CAXAPOB

Kak a’poOHBbI, TaK M aHa’pOOHBIM Mpolecc Mpe-
BpallleHUs] TJIIOKO3bl WMMEIOT OJWHAKOBBIA MEXaHWU3M
BIUIOTh OO 0Opa3oBaHUs MUpyBaTa. DHEPreTUYECKUiA
bajaHCc TakXe OOWHAKOB: 2 MoyeKyiasl ATP Ha Moie-
Kyny rawoko3bl. [lpu aunaspobneix ycaoeusx o0pasylo-
wuitca NADH + H' okucigercd BHOBb NpU JalbHeii-
IIeM TpeBpallleHuu TupyBaTa B JIaKTaT. B a3zpobHbix
yeaosusx NADH + H' okuciseTcss B AbIXaTeJbHOM Lie-
nu, maBasg 3 Mojekyiasl ATP, T.e. mecth Mojekyn
ATP (2 x 3 ATP) Ha Mojekyny Tmioko3bl. O6paso-
papuniica NAD”™ BHOBb BOCCTAHABJIMBAETCA IPU OKMC-
JIUTEJIbHOM [€KapOOKCUIMPOBAHUU TMUpYyBaTa, MpeBpa-
maroiero ero B auetwi-CoA, a BoccTaHOBIeHHasT (op-
Ma KodepMeHTa BHOBb MOABEPraeTcsl OKMCIEHUIO B JIbI-
XaTeJbHOM 1enu, naBas ele Inectb MoJekyn ATP.
JanpHelimue npeBpamieHust 2 Moyekyn aueTwia-CoA
B LWKJIE JMMOHHOW KWCIOTHI [alOT 2 MOJIEKYJb
GTP, oskBuBameHTHble 2 Monaekyiam ATP. Jleru-
IpOreHasbl, yyacTBywoIlHe B paboTe IMKJIa JUMOHHON
KUCJIOTHI, BBIIIEIUISIIOT M3 CyOCTpaToB 4 X2 aTOMOB
BOJIOPOJia, KOTOpPbIE MOCTYMAalOT B JbIXaTEJIbHYIO LEMb
B Buge 1 Mmoaexkynsl FADH, u tpex monexynr NADH.
OkucjaeHue 3TUX KO(GEpMEHTOB B JbIXaTEJIbHOM LIEMU
U comyTcTByWlLIee aspobHoe dochopuiupoBaHue MpuU-
BOIAT K obpasoBaHuI0 2 Moyekyl ATP oxucieHmem
FADH, (r.e. yetbipex Mmosnekynr ATP Ha Monexyny
IJI0K03bI) U 3 Mosiekyal ATP okucieHueM Kaxmaoi Mo-
nekynsl NADH (t.e. 18 moxekyn ATP Ha Mmomnekymy
TJII0KO3BI).

Takum o0pa3oMm, oOIIMII MTOr 0Opa3oBaHUsI Ma-
KPO3PTMYECKUX CBSI3eH B a’POOHBIX YCIOBUSIX BbIpa-
xaeTcsl B cuHTe3e 38 monekyn ATP Ha Monekyny rimo-
KO3bl IO CpaBHEHUIO ¢ cuHTe30M 2 MoJjekyn ATP
B aHad’pOOHBIX YCIOBUSX.

BenuuuHa cBOOOAHON 3HEPrUM, OCBOOOXKIAIOIIASICS
B ad’pOOHBIX TMpolieccax, NpeBbimiaeT Oonee yemM B 10
pa3 u3MeHeHUE CBOOOMTHON SHEPrUU B aHAIPOOHBIX
YCTOBUSIX.



FMIOKOHEOINEHE3 U NMKONrEHOHEOINEHE3

[MIOKOHEOreHe3 U JIMKOFEHOHEOreHe3  SIBNSIOT-
cs npoLeccamMun, B KOTOPbIX FJlOKO3a WM COOTBET-
CTBEHHO [JIMKOT€H CUHTE3VPYIOTCS W3 HeyrneBOOHbIX
cybcTpatoB. CybecTpatamMmy B [IIOKOHEOreHe3e BbICTY-
naloT nakTaT, 06pa3oBaBLUMIACA MPU aHA3POOHOM -
KOSIM3E, aMUHOKUCIIOTbI U MUEPWH. [NlokoHeoreHe3
He MOXeT MpoTekaTb 3a CYET MPOCTOro obpalleHus
peakumin rrKonmMsa n3-3a HebaronpPUSTHLIX KOHCTaHT
PaBHOBECUSI B PeaKUMsX, KaTain3vpyemMblX NMupyBaTKm-
Has30i, pochodpyKTOKNHAZ0M 1 rekcokmHason. Obpa-
LIeHMe 3TMX peakumii 4OCTUraeTcs B pesynbTare cre-
OYIOLWMX MPOLLECCOB:

1. O6pasoBaHue pochoeHonnMpyBaTa 13 nupyearta
npoTekaeT 4yepe3d okcanoauerar. OCHOBHOM NyTb Mpe-
BpalleHVss nupyBata B oOKcanoaleTaTr Jiokannm3oBaH
B MMWUTOXOHOPUSIX U MPOMCXOOMT crepylowmm obpa-
30M. [locne NpoxoxaeHws Yepe3 MemOpaHy MUTOXOH-
Opuii nupyeBaT KapOOKCUAMPYETCH NUpyBaTkapboKcu-
nason [0 okcanoauertaTta, KOTOPbIA  BbIXOAWUT K3
MUTOXOHAPUI B UMTOMNNa3My B Buae Manara, uMrpa-
Ta u acnaptata. [lyTb Yepe3s Manat B KOJWYECT-
BEHHOM OTHOLLEHUM Hambosiee BaXKeH; okcanoaueTart
BOCCTaHaB/MBaETCA ManataernaporeHa3on MUTOXOHA-
puin po manara, KOTOPbIA MEPEHOCUTCA B LMTOMSIA3-
My W 3aTeM BHOBb MPEBPALUAeTCs B okcanoaueTar
uMTOMUIa3MaTUHECKON MastataervagporeHason. (Kpome
TOro, B LMTOMMa3Me MPOUCXOOUT MPSIMOE MpeBpaLLe-
HYe nupyBaTa B ManaT, Tak Ha3blBaeMOe BOCCTAHOBM-
TenbHOe KapOOKCUIMPOBAHWNE; KONMYECTBEHHbIA BKag,
3TOro npouecca Hesenvk.) Jpyroin BaxHbI NyTb nepe-
HOCa okcanoalerara U3 MUTOXOHOPUW B LUTOMNNA3My
npoTtekaeT Yepe3 ob6pa3oBaHMe UMTpaTa: okcanoawuerar
KoHAeHcupyeTcs ¢ auetun-CoA nop, OeNCTBUEM UMT-
patcuHTasbl. O6pasyoLmiics uMTpaT pasnaraeTcs umT-
paT-oMbIsoWmMM depMmeHToM. MepeHoc okcanoaueTa-
Ta B BMOE acnaprarta KOIMYECTBEHHO MEHEEe BaKEH.
MpeBpaweHe okcanoauetata B docdoeHonnmpysar
BK/OYaeT 3a cyer gervicteua TTP wm GTP opgHo-
BPEMEHHOE AekapbokcunmpoBaHue 1 dochopunmposa-
HuWe, katanuampyemoe hocdoeHoNNMpPyBaTKapOOKCUKM-
Ha30M.

2. MpeBpalleHne  ¢pykTo30-1,6-andocdarta BO
bpykT030-6-dhocdar karanmusmpyetcsa rekcosoamdoc-
daTaso - annocTepnyeckuMm GEepPMEHTOM, aKTUBUPYIO-
wymes ATP 1 uHrmbupyowmmes AMP.

3. JedocdopunmnpoBaHme rnioko3o-6-docdara oo
rMIOKO3bl  KaTannampyeTcs  oko30-6-docdaTazoit.
OT0T ¢depmeHT oOHapyXMBaeTCs B 3HAOMIas3Matnye-
CKOM pEeTuKYSlyMe MeYeHW W ToYeK, HO €ero HeT Hu
B MbILLAX, HU B MO3re, KOTOpbIi He obnagaet cro-
COOHOCTbIO CHabXaTb KpPOBb INOKO30i. CUHTE3 un-
KOreHa npoTekaeT 4yepe3 obpas3oBaHMe MPOMEXYTOHHO-
ro BbICOKO PEeaKLMOHHOCMOCOOHOrO COEOVHEHUS Yypu-
anHandocdartrnokosbl (UDPGIC). Peakuys HaumHaeT-
CA B TMPUCYTCTBMM T[JIMKOrEHA, KOTOPbIA CAYXUT
akuenTopoM Apyrnx OCTaTKOB [JIOKO3bl, MepeHo-
cumbix UDPGIc.
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B3AUMOIIPEBPAIIIEHNA MOHOCAXAPUJIOB
B ®OPME INPOMU3BOIHBIX
YPUINHANDOCDATA

3HauMTeNbHAs YacThb B3aMMOIPEBPAIEHUN CaXxapoB
MpoTeKaeT yepe3 obOpa3zoBaHue Hykjeosuaaudocdarca-
XapoB, KOTOPbIE UMEIOT CJIEAYIOIIYIO OBIIYIO CTPYKTYPY:

OCHOBaHMe—pub03a—nupodochar—caxap

Ponb ocHOBaHUS BBIMOJNHSET TJIaBHBIM 00pa3oM
nupuMuadH (ypaiwa), pexe ryaHuH. IlpeBpaieHue
MOHOcCaxapuaa B  MakKpod3pruyeckoe MpOU3BOAHOE
UDP HeoOxomumo IJisg TOCIEAYIOIIMX peakUuid, Ta-
KMX, KaK 00pa3oBaHue TJIMKO3MAHBIX CBsizeil. CBsi3bIBa-
HHUE MOHOCAaXapuaoB ¢ KOGMEPMEHTOM SIBISETCS JABY-
CTanuiiHBIM TpolieccoM. Hampumep, oOpa3oBaHue ypu-
nuianudocdaTriioKo3sl U3  TIIOKO3Bl  BKIOYaeT doc-
(opunupoBaHre TIIIOKO3bI J0 III0K030-6-(ocdara
IIIOKOKMHA30i B mpucyrctBun ATP u um3omepusa-
LIMI0 ee B IJI0Ko30-1-ocdar. Peakuus mioko30-1-
dochara ¢ UTP, katanusupyemas riaoko3o-1-docha-
TypunuiaTpancdepasoi, npuBogut K UDP-rmokoze u
nupodocdary:

Glc+ATP—>Glc-1-P

Glc-1-P + UTP—>UDPGIc + P~P

OCHOBHBIE ITPEBPAIITEHUA
HYKIEO3UIANDPOCPATCAXAPOB

1. OOmeH (mepeHOC) IIUKO3WIBHBIX OCTATKOB B IJIM-
ko3wigocharax

Crneunduueckue GepMeHTb KaTalu3upyloT oOMeH-
HyI0 peakuuio Mexny (ochopuIMpoBaHHBIM TPOU3-
BOIHBIM caxapa U MIUKO3WIAKGDOCHATHYKICO3UIOM.

Hampumep, rekcoso-1-docdarypunmirpancdepasa
KaTajJM3upyeT peakiuio

Gal-1-P + UDPGIlc—>Gle-1-P + UDPGal

DTO MpeBpallieHre BaXXHO /s BKJIIOYEHUS TaJlaKTO3bl
B MeTa0OIM3M.

2. Dnumepuzanus

Brumepasbl U3MEHSIOT KOHGUIypaluio MOHOCaxa-
punoB y C4. [Tlpouecc TpebyeT mnpeaBapUTebHOTO
cpaspiBanug ¢ UDP u mpucyrctsus NAD/NADH +
+ H'. B pesynbTaTe peakuum o6pasyeTcd TalaKTo3a
M3 TJIOKO3blI, TaJaKTypOHOBas KHCJIOTa U3 TIIOKYPO-
HOBOW KHCJIOTbI, apabMHO3a M3 KCUJIO3bI M T.I.

3. Okucienre ¥ JAeKapOOKCHIMPOBAHME TeKCOo3 0
NeHTO3

Ilpumep: tmoko3a B ¢opme mpousBogHoro UDP
oKHcgeTcs AeruaporeHasoit B mpucyrcrsun NAD'
n1o UDP-r1iokypoHOBO#l  KMCIOTBI, KOTopasl najee
npeBpaiaercs nekapookcunaszoir B UDP-kcumo3sy.

4. TlepeHoc TIIMKO3WIBHOTO OCTATKA K AaKIENTOPY,
umetomemy OH-rpynny (OMOCMHTE3 TINIMKO3HIHOW CBSI3H)

I'naBHBIM MyTh 0Opa3oBaHUs INTMKO3UAOB, T.€. IHU-,
TpU-, OJMUIO-, TOJUCAXAPUAOB U TETEPOTIUKO3UIOB,
COCTOUT B TepeHOCEe TJIMKO3MJIbHBIX OCTATKOB, aKTHUBU-
POBaHHBIX CBsI3bIBAHWEM C HyKJIeosuaaudocdaramu.

Ilpumep: cvHTE3 JaKTO3BI.



B3AUMOIIPEBPAIIIEHUA HEKOTOPBIX I'EKCO3 I OBPA3OBAHUE AKTUBUPOBAHHBIX CAXAPOB
JJIA ITIOJIMCAXAPUIHOI'O CUHTE3A
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MNEHTO3HBIN ITUKJT

TepMuH TEHTO3HBIM WUKI (TeKCO30MOHOGMOC-
daTHBII NIYHT) O3HAYaeT HA0Op peaklvii, TIPOUCXOISI-
HIMX B I[MTOIUIA3Me, B pPe3YJbTaTe KOTOPBIX KJIETKU
XKUBOTHBIX moiayvyailoT NADPH, Heobxonumblit 1151 pe-
aKLMi BOCCTaHOBIEHUS, U pub030-5-hochar - ocCHOB-
HOE TIPOMEXYTOUYHOE BEIIECTBO B CUHTE3¢ HYKJIEOTH-
OB U HYKJEHMHOBBIX KucoT. Ecnm Takux mpespaiie-
HUI HEe TMPOUCXOMUT, MPOMEXYTOUHBIE BELIeCTBA IMEH-
TO3HOTO LMKJIA TpaHCHOPMUPYIOTCS B TIIULEPAIbe-
rua-3-pocar u  GpykTo30-6-hochaT M BKIHOYAIOTCS
TakuM oOpa3oM B IIMKOAU3. Peakuuu MEHTO3HOTO
LUKJIa MOXHO TOApPAa3Ie]uTh Ha IBE TPYIIIbI:

1) peakuuy MpsIMOTO OKKMCJIEHHUS TJIIOKO3bI, KaTaau-
3UpyeMble T11I0K030-0-(ocdataernaporenasoii, rimoKo-
HOJIAKTOHA30i U (ochOorIoKOHATAeTUAPOreHa30l;

2) B3auMMHBIE TIpeBpalieHus caxapos. Haubosee vac-
TO 3TU peaklM¥ KaTaJlu3UPYIOTCS CUCTEMOM TpaHCallb-
J071a3 U TPaHCKETOJa3.

B3AUMHBIE ITPEBPAIIIEHUA ®OCP®OCAXAPOB
B INIEHTO3HOM ILIMKIIE

OkuciieHre U 1eKapObOKCUIMPOBaHUE IIECTH MOJie-
KYJ TJII0K030-6-hocdara maet 6 MOJIEKYI IeHT030(h0oC-
¢ara, KOTOpble CHOCOOHBI K B3aMMHBIM IIpeBpallle-
HUSM TIOA NeCTBUEM TpaHCAIbI0a3 U TPAHCKETOJa3.
B kauecTBe MPOMEXYTOUHBIX COeNMHEHMI 0Opa3yloTcs
(dochopunupoBaHHbie 3(PUpbl ¢ 3-7 yIIepOaHBIMU aToO-
MamMu. M3 otux 3GuUpoB MoiydyaroTcs 4YeTbipe MoJie-
KyJbl GpyKTo30-6-boctaTa M ABE MOJEKYJIbl INIHLE-
panbaerua-3-gocdara. DTU 1Be MOJEKYJIbl KOHACHCH-
pylorcss ¢ obpasoBaHueM dochopHoro apupa Gpyk-
TO3bl WJIM TPEBPAILAIOTCS Jajiee B peaklMsIX TIMKOIM-
3a. Mouekyabsl (PpyKro3o-6-cdochaTa M30MepU3YIOTCS
B IJII0K030-6-(octar U BKIIOYAIOTCS B OOLIMI TIIIOKO-
30-6-bocaTHbII IMyJI, KOTOPBIA Hajee WCITONb3YyeTCs
B IVIMKOJM3€ WJIM TMEHTO3HOM Lukie. B paBHOIl Mepe
9TO CHPaBeUIMBO W JJIsSI APYTMX MPOMEXYTOUHBIX CO-
enuHeHuit. Illectb Mosiekya TOK030-6-docdarta B pe-
3yJbTaTe TMpeBpalleHUid B TEHTO3HOM IIMKJE JaioT
6 monekyn CO, u 6 monexynr H,O u BHOBb CHHTE3H-
pYIOTCSl MSTh MOJIEKYJ ITI0K030-6-docdara.



CTpykTypa M mMeTaGtonmamMm nunuaosB
n crTrepouvugosB

JIumuael TIpeACTaBIsSIOT COOOM TPYMIy COSOMHEHWI, OO0JaZaloIIUX OIMHAKOBBIMU (PU3MKO-XMMUYECKUMM CBOM-
CTBaMM, B YaCTHOCTH OTPaHMYECHHOW PacTBOPMMOCTBIO B BOIE M IIOJSIPHBIX PAaCTBOPUTENSIX M BBICOKOW PacTBOPH-
MOCTBIO B HEIOJSIPHBIX PaCTBOPUTEISIX.

K aroit rpymme BemiecTB OTHOCITCS HEWTpaJIbHBIE XKUPHI, Gochomunuasl u chuHromunuasl. Bee atn coemmHeHus
MMEIOT OOIIero mpeaIecTBeHHNKA - aria-CoA.

Heiimpanouvie acupvt u ghocghoaunudsr cogepkaT TPEXOCHOBHBI CIMPT INIMLIEPUMH. B 3aBUCHMOCTHA OT TOTO, CKOJIb-
KO THIPOKCUJIBHBIX TPYIIT 3TEPUPUIIMPOBAHO XKUPHOM KHCJIOTOM, pa3indyaroT MOHOALWITIAIEPUHBI, TAALVUITIIMIIE-
PUHBI ¥ TPUALWINIMIEPUHBI (paHee WX Ha3bIBaId MOHO-, AW- W TpuUamwinmuepumamu). [IpupomHble XUpBI Bcerma
SIBJISIIOTCSL CMECSIMU  Pa3JIMYHBIX TPUALITIULEPUHOB. JKupHble Kucaomol, HaXONSIIMECS B XHUpaX, MOTYT OBITb Kak
HACBIIIIEHHBIMM, TaK W HEHACHIICHHBIMU. MOJEeKyJIbl KHMCJIOT OOBIYHO COAEpKaT YeTHOE YKCIO aTOMOB YIJIepona.
Kucnorer ¢ 16 m 18 aromamMm yriepoma BCTPEYarOTCSl HamOoJiee YacTo.

Docpamudamu (ocghorunudamu) Ha3BIBAIOTCS NUALMITIMIICPUHBI, CBS3aHHbIE 3(PUpPHON CBSA3BIO C (ochopHoit
KHUCJIOTOM 1O TpeThell rmapokcuibHoM rpynmne. DocdarHas rpynma ganee 3TepupUIIMPOBaHA aMUHOCIIUPTOM (XOJIM-
HOM, 3TaHOJIAMMHOM) WJIM OKCHMAaMMHOKMCJIOTON (CEpUMHOM), WJIM Xe MHOIIa WHO3WTOM. B IurasmasoreHax BMeCTO
JKUPHOM KMCIOTHI HAXOAUTCS IUTMHHAS anrdaTudeckas [enb ¢ o, [3-IBOHOIN CBS3bI0, CBSI3aHHAsI C Q-YIJIEPOIHBIM aTo-
MOM IiIMIeprHa 3(UPHONM CBS3bIO; MPHU €€ THUAPOIU3E IOJIYyJIaeTCs aIbIeTul, COOTBETCTBYIOIIMN MaJIbMUTHHOBOM
U CTEapMHOBOM KMCJIOTaM.

Couneonunudamu HasbiBaloTcs 3PUpbl aMUHOCIUPTA - cuHrosnHa. OHU comepXaT XUPHYIO KHUCIOTY, CBSI3aHHYIO
C aMUHOrpymnmnoi cduHrosuHa (uepamua). OaHa TMAPOKCWIbHAsI Tpymna C(PUHro3MHaA OCTaeTCsd OOBIYHO CBOOOMHOIA;
caxapa (B IIMKoJunumax) wid ¢ocopmixoauabl (B CHUHTOMHMEIMHAX) CBS3aHBI C IIEPBUYHBIM THUAPOKCHUIIOM.

CoemUHEHMS, CXOAHBIE C JHOUAAMU 110 (U3MKO-XMMUYECKUM CBOMCTBAM, HO OTIMYAIOIIMECS OT JIMMUAOB IIO
CTPYKTYpe, OOBIYHO HA3BIBAIOT 1UNOUOAMU.

Cmepouobi, B OCHOBE KOTOPBIX JIEXXUT HUKJIONEHTAIepruapodeHaHTpeH, OTHOCSITCS K Irpymmne JunouaoB. K Hum
Ke MpUHAaIIeXaT XO0JIeCTepUH M BaXKHBIC OMOJIOTMYEeCKM aKTHUBHBIE TOPMOHBI U KEJTYHBIE KMCIOTHL. JIMIIMObI, B 4acT-
HOCTH HEWTpaJbHBbIE XKMPHI, CO3MAIOT SHEPTeTUYECKWi pe3epB OpraHM3Ma M SIBISIOTCS KOMIIOHEHTaMHM BBICOKOOPTa-
HU30BAaHHBIX CTPYKTYp (OMOJOrMYECKHUX MeMOpaH).

Pacnad neiimpanvhbix Aunudoé MPOUCXOAUT 3a CYET THAPOIUTUYECKOTO NEUCTBUS Aunaz: ¢hocghoaunudst paciie-
WISIOTCsT  ghocghoaunazamu. Pacmam TpuBOAMT K OOpa30BaHUIO TMIIEpMHA W XUPHBIX KHUCIOT, MHorma ¢ocharon
U aMUHOCTIUPTOB. [auyepun, TOMydaoIIMiics B 3Toi peakuuu, (ochopuupyercss no ruuepo-1-P, nerunpupyercs
10 MTWOKCHUAIeTOH-P M ydJacTByeT majee B IIpoliecce TJIMKOJIM3A.

Pacnad xcupuvix kKucaiom é pezyaomame [-okucaenus. Ha TmepBoil cTamum XKUpHBIE KUCIOTHI aKTHUBHPYIOTCSI peak-
meir ¢ HS-CoA B mpucyrctBun ATP. O6pasytommuiics anmi-CoA TOCTeIeHHO OKWCISIETCS IPY TTOMOIIN JEeTHUAPOre-
Ha3 M TUApaTa3 10 [B-OKCH- U [-KETOKUCIOT, U3 KOTOPBhIX MojeKyida aueTwi-CoA («akTHMBHasi yKCYCHasl KHUCJIOTa»)
obpasyetrcs moj aeiictBueM npyroit mosnekyiabl CoA co cBobomHoit SH-rpymmoii. TakuM obOpa3oM, MoOJIeKylIa XUp-
HOI KMCJIOTHI B KOHIIE KOHIIOB pacmamaeTcs A0 MPOAYKTOB, MMEIOIIMX BCETO IBa YIJIEPOAHBIX aToMa, IpeBpallaro-
IIKUXCSI B LIUKJIE TPUKAapOOHOBBIX KUCIOT. BoccTaHOBIEHHBIE KO(PEPMEHTHI BIOCIEACTBUM BHOBb OKUCIISIIOTCS B JbIXa-
TEJIbHOIM 1LIeNMA C OTHOBPEMEHHBIM 00pa3oBaHMeM MakKpospruueckux ¢ocdaroB. C Touku 3peHust obpazosanust ATP,
OKHCJICHHE XUPHBIX KHMCJIOT COCTaBIISIET OCHOBHOM JHEPreTUYECKUII pe3epB OpraHu3Ma.

Cunme3s JCUPHBIX KUCAOM KATAIU3UPYETCS IMONM(PEPMEHTHBIM KOMILUIEKCOM, OOpa30BaHHBIM IIECTbIO CYObeIMHM-
IIaMM, TIPUYEeM KaXKnmas COOTBETCTBYET MHIMBUAYyaJbHOMY (DEPMEHTY, BXOISIIEMY B CTAOMJIBHYIO CTPYKTYPY, TPYIHO
pasmensieMylo Ha KOMIOHEHTHI. IIpocTpaHcTBeHHass CTPYKTypa KOMILIEKCa TaKOBa, YTO KaKAbIA KOMIIOHEHT MOXET
TePEHECTH IIPOMEXYTOYHBIE COCIMHEHMSI OT aKTMBHOIO IIEHTpPa OMHOTO K aKTUBHOMY IIEHTPY IPYroro QepmMmeHTa.
B pesynbrate Takoii opraHM3allMy KOHEYHBIM MPOMYKT, IJIsI OMOCUHTE3a KOTOPOTO TpeOyeTcsl Ledblid psii OTAEIbHBIX
peaxkimii, odopa3syercst 6bIcTpo U 3 deKTUBHO. [IpoMeKyTOYHbIE COEIUMHEHMS ITEPEHOCITCS MOJIEKYJION alIIepeHOCs -
mero Oenka (AIIB), cBs3biBalomero ux ¢ ocTaTKoM 4-¢hocdOIlaHTOTEHOBOM KHMCIOTBHL.. B maHHOM ciydae Ouo-
CHHTE3 OTJIMYACTCS OT [3-OKUCICHUS SKMPHBIX KHUCJIOT, TI¢ allWjibHas TIpylIla cBsg3aHa C KodepMeHTOM A.

ITocnemoBaTeIbHOCTh OMOCHMHTETUYECKMNX peaKIMii HauMHaeTcs oT aneTwi-CoA, KOTOpBIM B pe3ysibTaTe KapOOK-
CWJIMPOBAHMSI Ha OUOTMHCcoAepxXalleM depMeHTe IipeBpainaercs B ManoHUI-CoA. Mamonmwi-CoA u anetmi-CoA
TIEPEHOCATCS K KOHIIEBOI cyabgeudpuavroli Tpynme mpocretudeckoir rpymibl AIlB. Aneroanetmn-S-Allb o6pasyercs
KoHzeHcauueil manoHun-S-AIlb u anetun-S-AIlb (c onHoBpemeHHbIM BblaeneHueM CO,) U MOCTENEHHO TUAPUPYET-
cs, JETUIPATUPYETCSI MU BOCCTaHaBIMBaeTcsl omsith B OyTupmi-CoA. [loBTopeHne 3TOro Ipolecca MPUBOIUT K obOpa-
30BaHMIO MMAJIbMUTUHOBOI KHCJIOTHI.
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INpouecc HapanMBaHWs YIJEPOJHOM LIETN XXUPHBIX KUCIOT MPOTEeKaeT JMO0 BHYTPU MUTOXOHAPUIA MPUCOEINHE-
HueMm auetuin-CoA k aumi-CoA, nub0 B 3HAOIIA3MATUYECKOM PETUKYJIyMe, TAe LeMb YIJIMHSETCS MpU TOMOIIN
ManoHuI-CoA.

Thaenvle pazauuus mexncdy OUOCUHME30M HCUPHBIX KUCAOM U uX P-oKucaeHuem: a) CUHTE3 TIPOUCXOAMUT B IIUTO-
rjasMe, a OKUCJEHUE - B MUTOXOHIPUsSIX; 0) MdYHKUMU TepeHocurKa B cuHTe3e BbinosiHseT AIlB, mpu [-okucrie-
HuM - HS-CoA; B) cMHTe3 IpOMCXOAUT Yepe3 IMPOMEeXyTodHoe oOpa3oBaHue MaaoHMI-CoA; I) B OMOCUHTE3€ TOJIBKO
NADPH wurpaer poab KodepMeHTa, B B-OKMCIeHUM ydacTBYIOT Kak NAD', tak m FAD.

Cunme3 HellmpanbHbiIX HCUPO8 TIPOUCXOIUT 3a cueT aTepuduxkalru mmuepo-1-pocdara n1ByMs aKTUBUPOBAHHBIMU
KUpHBIMU Kuciaotamu. DocdartHast rpynna obpa3zoBaHHOU (ochaTUIHONW KUCIOTHI oTiieruisgercs: (ocdarazamu, uTo
MPUBOIUT K 00pa30BaHUIO JUALIMINIMLIEPUHA, KOTOPbIN Jajiee pearupyeT ¢ Apyroil akTMUBUPOBAHHOM XXUPHOU KUCJIO-
TOH, o0Opa3ys TpUAUWJIMIMLEPUH. TpUalMITIULIEPUHBl COCTaBISIOT 3HEpreTudeckoe aerno opraHuzMa. OHU obOna-
JAIOT OYeHb BBICOKOM TETUTOTOM OKUCIeHUs, paBHOU 37,6 KJ>x/Mosb. 2KHpBI JIOKQJIM30BaHBl B KMPOBBIX KIIETKAaX
(amMmouuTax) U XapakTepU3yITCsl BBICOKOI CKOpPOCThIO MeTabosu3Ma. VX mpeBpallleHre HeroCpPeACTBEHHO pPeryjiu-
pyeTcsi TOPMOHAMM, B YAaCTHOCTM WHCYJIMHOM W alpeHaTMHOM.

Jlunonpomeuds: Ciyxat A TpaHCIIOPTa JIMMUAOB B opraHusme. Jlumomporeunsl oOpasyloTcss B pe3ysbTaTe acco-
uvanuu ¢GhochoIUnuIoB U O0eIKOB B Pa3IMUHBIX BECOBBIX COOTHOIIEHUSX. DTO COOTHOIIIEHUE OTBETCTBEHHO 3a pPa3jiu-
yre GU3NYECKUX U XUMUYECKUX CBOMCTB. OHO Hanbosiee 4YacTO BHIPAXKAeTCsl C MOMOILbIO TUIOTHOCTU (TUIOTHOCTh TO-
BBILLIAETCS C TMOBBIIICHUEM COJAEpKaHUs OeJiKa).

Cunmes ¢hocghoaunudos, Kak U CUHTE3 HEUTPaIbHBIX XXUPOB, MPOUCXOIUT Yepe3 0O0pa3oBaHUE OOIIETO MPOMEXY-
TOYHOTrO coemuHeHwMsI, L-docdaruaHoit Kuciaorel, Kotopas pearupyetr ¢ CTP ¢ o6paszoBanuem CDP-muammirmiepu-
Ha. JlaHHOe coeaMHEHME SIBIISICTCS MCXOMHBIM IS CHMHTe3a (pocharnauinHo3nTa, GochaTuamiraniepruda u audocda-
TUIWITIMIeprHaA. 1,2-JlnaiaimmieprH, pearupyommii ¢ XOJMHOM WA 3TaHOJaMWHOM B Buae Ipon3BogHbIx CDP,
SIBJISIETCS TAaKXKe TIPeIeCTBeHHUKOM (ochaTummixonnHa u dochaTtuaminstaHoraMruHa. [1aBHo# pyHKMel docdo-
JIMMIUAOB SIBJISIETCS WX ydacTue B OOpa3oBaHMM MeMOpaH M MeXaHW3Me MEMOpaHHOW TPOHUIIAEMOCTH, a TaKXe
TPAHCIIOPT XUPOB B opranuszMe. IlpeBpaiieHust pochoJUNMUIOB MPOUCXOISAT C BRICOKONW CKOPOCThIO. buojornuyeckuii
MOJIyNIepuoa XKU3HU (HOCHONUNMUAOB TIa3Mbl COCTaBJISIET TIPUMEPHO 24 4, B TO BpeMsl KaK TOT XK€ TMepuoj KU3HU
dbochomunuaos B MeMOpaHax B 3aBUCMMOCTH OT THIIA KJIETOK KOJIEOJIETCSI OT HECKOJIbKUX YaCOB O HECKOJbKUX CYTOK.

CduHromumnuabl o0pa3yroTcsl B MPUHIIMIE 10 TOMY Xe TyTH, 4To U docdonunuasl. HenpenenbHblit aMrUHOCIMPT
c(uHro3uH cuHTesupyeTcsl KoHaeHcalueil naabMutousi-CoA ¢ CEpMHOM C TMOCTEAYIOIIUM JIeruaprupoBaHueM GhaaBo-
rnporergamMu. 3aTeM 00pasyeTcsl BakHOE MPOMEXYTOUHOE COCAVHEHUE yepamud, TPy B3aMMOJEUCTBUU CHOUHTO3MHA
¢ aimi-CoA. YrieBoiHble KOMIIOHEHTHI BKJIIOUAIOTCS B MOJIEKYJIbl MUKoAUMnuaoB B Buae UDP-npousBogHbIX 1oa
JIeicTBUEM crielpuieckrx rIUKOo3uaTpaHchepas.

buocunmes cmepoudoé u uzonpenoudog Takxe HaunHaetcs ¢ aueTui-CoA, KOTOpbI B pe3ysibTaTe KOHACHCAlUU
npeBpaiaercs B aieroaueTwi-CoA. 3arteM KOHIeHcaluell ¢ Apyroit mojiekysnoit auetmn-CoA TMOJydeHHOe COeauHe-
HUe TpeBpaiaercs B B-okcu-B-merunrayrapui-CoA, U3 KOTOPOro odpasyercss MEBaJIOHOBasi KMCJIOTa - OIHO M3 BaX-
HeMIIMX TPOMeXYTOUHbIX coennHeHuit. [TocrenenHoe dochopunmpoBanue u 1eKapOOKCUIMPOBAHUE TTOCTIEIHETO TPH-
BOJSAT B KOHIIE KOHIOB K u3omneHTuAnupodocdary (aKTMBHOMY M30IpeHy). DTO COoenuHEeHUEe TpelCcTaBisieT coOoi
MEPBUYHBINA CTPOUTENIbHBIN 2JIEMEHT, U3 KOTOPOTO CTYINEHYaTOl KOHJAEHcalueil (KOJMYeCTBO aTOMOB yrjiepoja BO3-
pactaer Bce Bpemsl Ha 5) oOpasyroTcs uzonpeHounbl. Hampumep, mpu cuHTE3e XOsiecTeprHa TMPOUCXOISAT CleMylolne
peakuuu: uzorneHTeHwInupodocdar (5C)—>repanunnupodocdar (10C) —> papHeswnnupodocdar (15C) —>ckBajieH.
IMocne neperpynnupoBku dapHesuapodocdara (15C) B npousBogHoe Hepoaugona (15C) o6e MoaeKyabl KOHIEHCU-
pYIOTCSI TIO TUITy «TOJIOBa K ToyIoBe», naBasi yrieBomopon ckaieH (30C). IlpocTpaHcTBeHHasi opraHu3anusi MoJie-
KYJIbl CKBaJIEHA, CXOAHAs CO CTPYKTYPO# LIMKIIONIEHTanepruapodeHaHTpeHa, 3a1aeTcsl MOBEPXHOCTBIO CrieliMdruieckoro
(epMeHTa, TakKe KaTaJIM3UPYIOILIEro NalbHENIe MpeBpalleHus] CKBaJIeHA: LIMKIIU3ALUI0, JEMETUIMPOBAHUE U U30-
MepH3allnio, TIPUBOSIIMX Yepe3 MPOMEXYTOUHOe O0pa3oBaHWE JJAHOCTepUHA K TojyyeHuio xosectepuHa. [locnen-
HUIl SBJISIETCS MCXOAHBIM MaTepUalioM ISl OMOCHHTE3a CTepOMIHBIX TOPMOHOB, XEJIYHBIX KUCIOT U BUTaMuHa D.

buocunmes cmepoudusbix eopmoHoé HauMHAETCSl C TIPOTECTEPOHa, OOpasyloIlerocs M3 XOJIeCTepMHA YKOpayuBa-
HUEeM OOKOBOIl LieNmM W M3MEHEHUSMU B YIJIEPOAHOM CcKejeTe (AerMapupOoBaHUe, W30Mepu3alius).

Adpernokopmukosble 2opmoHbl (KOPTU30J, IIOCTEPOH) OOpa3ylOTCs M3 TMPOrecTepoHa 3a CYET MOCTENEeHHOro BBe-
NIEHUSI OKCUTPYMI (KaTaau3upyeMoro crneurududyecKuMyu TUAPOKCWIa3aMU B COYeTaHUM C 1uToxpomom P-450
u NADPH).

Ilonosvie 2opmomnbl  (TECTOCTEPOH, 3CTPAnMON) Takxke oOpas3yloTcsl B pe3yjbTaTe TpeBpallleHWi IpOorecTepoHa.

Kenunvie kucromsr 00pas3ylOTCS M3 XOJIECTEpUHA B pe3yJbTaTe TMOCTENIeHHOro TuapokcunvpoBanusi mo C7-
u Cl2-atomaM u snumepuszauu mo C3-aToMy; Tak XOJieCTaHOBasl CTPYKTypa IpeBpalllacTcs B KONpOCTaHOBY0. st
MOBBILICHUS] PACTBOPUMOCTH KETYHBIX KUCJIOT MX COMPSTAIOT C TIMLIMHOM (00pa3yeTcsl IIMKOXoJeBasi KUCI0Ta) UiIu
TayprHOM (0Opa3syercsi TaypoxojeBas KUCIOTa). DTU KMUCJIOThI TIPU BBIACJIIEHUU C XKEJIYblo B JABEHAILIATUIIEPCTHYIO
KHUIIIKY CIMOCOOCTBYIOT SMYJIbIMPOBAHUIO XXUPOB, a TaKXe TMOBBIIAIOT aKTUBHOCTH JIMTIA3.

Mesanonosas kucioma SBISETCS BaXHBIM TTPOMEXYTOUHBIM COEAMHEHMEM B OMOCHHTE3e M30TPEHOMIOB (Teprie-
HOB), BKIIo4asi BUTaMMHBI A u K, yOuxuHOH, (UTONT M psAm OAPYyTUX COCAVMHEHMIA.



Yucno Monoxenue
Kucnora aTOMOB IBOIHOI

yraepona CBA3M
MaibMUTHHOBAS 16 —
cTeapMHOBas If -
OJIeMHOBas 1§ 9
JUHOJEeBAs 18 9, 12
JUHOJIMHOBAS 18 9,12, 15
apaxnIoHOBas 20 58,11, 14

KKNPHBIE KHUCJIOTbI

KupHBle KHUCTOTH B TPUPOTHBIX KUPAX TOYTH
BCErJa colepXaT YeTHOe YMCIo aToMoB yraepoaa. Oc-
HOBHBIMM KOMIMOHEHTAMM ABISIOTCS KUCIOTH ¢ 16
(maabMUTHHOBasA) M 18 (cTeapwHOBast) YrJepOTHBIMU
atomamu. KpoMe HachlLIEHHBIX KMCJIOT B XMpaX MpHU-
CYTCTBYIOT TaKXe HEHACHIIIEHHBIE JXMPHBIE KHUCIOTHI
(HamIpuMep, ONeMHOBAs KHCIOTAa C IBOIHON CBSI3bIO
mexay C9 u C10, o6o3Havaemoii kak A’). Hanuuue
JBOIHON CBA3M SABJSETCS MPUUYUHON CYLIECTBOBAHMUS
TIPOCTPAHCTBEHHOI M30MepHH. mpanc-Vi3oMep onenHo-
BOM KHCNOTHI Ha3blBaeTcsl 3JaUAMHOBON KUCIOTOIA.
JIuHONeBasT KWUCTOTA CONEPKUT OBE IBOIHBIE CBSI3M
A’'), nTuHONEHOBAas KUCIOTA- TPU JBOIHBIE CBA3U
(A*™")  u apaxumoHOBas KHCJIOTA - YEThIPE BOIHBIC
CBA3U (A5~8.ll.14).

BAJIEHTHBIE YIJIbI 1 PACCTOSAHUA
MEXIY YIVIEPOJHBIMMU ATOMAMMU
B KMPHBIX KHCJIOTAX

1. Haceimennas uernb

2. HenacbimeHHnble COeIHHEHHSI C [BOIHOW CBSA3BIO,
AMeloNue  yuc-KOH(PUrypanumo

3. Henacobiiennble CcoeqUHEHHS C JBOIHO CBS3bIO,
UMeonme  mpaHc-KOH(Urypaumio

HacpllieHHbIe ¥ HEHACHILIEHHbIE XUPHBIE KHCIOTHI
3HAUUTENIBHO DPAa3IMyaloTCsl MO CBOel KOHOUTYpaluu.
B HacbllleHHBIX XMPHBIX KHUCJIOTaX YIJIEBOAOPOIHAS
YacThb MOJIEKYJIBI MOXET CYyIIecTBOBaTh B BUIE OeCKO-
HEYHOro 4Yucia KoHdopmauuii 6iaromapsi TOMy, 4TO
KaXxnaasi CBSI3b YIJIEPOJHOTO CKejeTa MOJIEKYJIbl HMeeT
MOJIHYI0 CBOOOY BpalieHUs. ZKUpHbIe KUCIOTHI Hempe-
JIeJIbHOTO XapakTepa B YIJIeBOMOPOAHON LIEMU UMEIOT
KECTKUI M3rubd M3-3a OTCYTCTBMSI BpalIeHUsS BOKPYT
NBOITHOW CBA3U. B TIpUPOTHBIX XUPHBIX KHUCIOTaX,
MMEIOLIUX yuc-KOHOUTypaLuio OTHOCHUTEJIHO
JBOMHBIX CBA3€H, yros u3ruba Lenu cOCTaBJsieT MpH-
onusutenbHo 30% Torma Kak KOHGUTypauusi KUCIOT,
o0amarmux mpaxc-KoHMUTypanyeil, ToYTH He OTIU-
yaeTcs OT KOH(MOpMalMU HACHIIIEHHBIX YIJIEBOIO-
POMHBIX Iierei. yuc-Vi3oMepbl MeHee yCTOWYMBBI, YeM
TpaHC-U30Mepbl. DTH CTPYKTYpHbIE OCOOEHHOCTH He-
HACBIIEHHBIX XUPHBIX KUCIOT UMEIOT BaxXHOE 3Haye-
HHEe B OMOJIOTMH, OCOOEHHO IS MeMOpaH.

OOHUPbl TIMOEPMHA

muiiepuH, MMest TpU CHUPTOBBIE TPYIIIBI, MOXET
MpeBpamaThcs B alMITIUIEPUHBl (CTapoe Ha3BaHUE
MOHOIJIMLIEPUIBI, IUIIMLEPUIB W TPUTJUILIEPUIbI).
TpuauMITIULIEPUHBI, KaK MPaBUIO, COAEPXAT ABE WIH
TPU pa3iuvHbIe XXUPHBIE KUCIOTHI. TPUTIMIIEPUH C ABY-
Msi KuciaotaMu (A, B) MoxeT cyliecTBoBaTh B BuUJE
HIECTH PA3JMYHBIX MPOCTPAHCTBEHHBIX M30MepoB. Ec-
JIM C TJIMLEPUHOM CBS3aHbl TPU Pa3JIMYHBIE KUCIOTHI,
BO3MOXHO 00pa3oBaHMe BOCEMHAaIIaTH HM30MEPOB.

Takoii pacueT 4uciIa U30MEPOB HE YYMTHIBAET pa3-
JIMYUST MEXIY IBYMsI VIJIEPOAHBIMM aTOMaMU IJIMLIe-
pUHA, TIEPBBIM U TPETbUM, CBSI3AHHBIMU C TMEPBUYHBIMU
CNUPTOBBIMU Ipynnamu. [IpuHuMas Bo BHUMaHUe ab-
COJIIOTHYI0 KOHdUrypauuio, 0003HAYalOT HOMEPOM
1 aTom yriepona, HaXoIsIIMIACS CIepean Ha MPOEKIIMK
®uuiepa, B KOTOPOWl BTOPUYHAS TMAPOKCUIIbHAS TPYII-
Ma JIEeXWUT ClieBa OT BEPTUKAJIbHO PACIOJOXEHHOU Iie-
MM YIJIEPOAHBIX aTOMOB. B aToM ciyuae sn (cTepeocre-
urduryeckas HyMepalus) 3aluChiBaeTCsl Tepen Ha3Ba-
HUEM COEIMHEHMUS.
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JIMIINAbI HA OCHOBE TJIMITEPUHA.
KIJACCUO®UKALINA DPOCPATUIOB

Heiimpanvhbie scupor (MOHO-, - W TpUALMITIMIIE-
PUHBI) SIBISIOTCS 3dupamMu IIULEpUHa C MOHOKapbo-
HOBBIMU alM(PaTUYECKUMKU KUCJIOTAMHU, WMEIOLIUMU
HEepa3BETBICHHYIO YIJIEBONOPOIHYIO 1ielb (B OCHOB-
HoM kuciotel ¢ Cl16 u CI8).

a-I'nuuepodocdat - rmaBHbIE KOMIIOHEHT BCeX IJIU-
1epodochaTumaoB.

Docpamuonas kucioma obpasyercss Tpu 3Tepudu-
KAy >KUPHBIMU KHUCJIOTaMU 00euX CBOOOAHBIX T'M-
IPOKCUJBHBIX Ipynn o-ruuepodocdara.

B gocpamudwxonunax (reyumunax) TiepBUIHAS
CIIMPTOBAsl TPYyIINa IJIMIEpUHa 3TepuduIMpoBaHa ¢hoc-
¢opHOI KUCIOTOI, KOTOpass d(PUPHOI CBS3BIO COCAM-
HEHa C aMMHOCIUPTOM - XOJIMHOM. JIELMTUHBI cozep-
XaT BCe OOBIYHBIE KHUCJIOTHI HEUTPAIbHBIX KMPOB.

[penenbHble XKUPHbIE KUCIOTHI (MAJIbMUTUHOBAS,
CTeapuHOBAsi) XUMUYECKM CBSI3aHbI C TUAPOKCUIOM Q-
YIJIEPOJHOTO aToMa, a HempeaesibHble KUCJIOThI (OeU-
HOBasi W JIMHOJIEHOBAsl) TOYTH BCeraa CBsI3aHbl ¢ [3-
yIJIepOIHbIM aTtoMoM. JIBe cieaylommx rpymnmbl ¢oc-
ormuuepuHoB, @ochamudussmanoramun U gocghamu-
duacepun, 6nusku K dochatuguixuHoanuam. B mpu-
CYTCTBUM AKTUBHOTO METMOHMHA ochaTuanIsTaHo -
MHHBI MOTYT OBbITh TNpeBpallleHbl METWJIMPOBAHUEM
B (dochaTuanuiaXoauHBbI.

Dochamuduaunosum  CONEPXKUT  LIECTUOCHOBHBIN
CIUPT MHO3UT, BCE YIJIEPOAHBbIE aTOMbl KOTOPOTO Jie-
KkaT B omHoil tiockoctu. Cesisu C—OH wmoryT Haxo-
IUThCS KaK B 9KBAaTOPUAJIBbHOM, TaK M B aKCHaJIbHOM
MoJIOKEHUsIX. BeneacrBue 3Toro BO3MOXHO CYILECTBO-
BaHME [EBATH M30MEpPOB. [MAPOKCUIIbHBIE TPYIIIbI
WHO3UTA YacTo dtepuduuupyrorcs dochopHoii Kucio-
TOM, YTO MPUBOAUT K 00pa3oBaHuIo a1ru(ochHONHO3UTH-
noB, TpudochonHozutuaoB U T.0. Dochamudunossie
u dugocgpamudurogeie eauyepursl COIEPXKAT COOTBET-
CTBEHHO JIB€ U TPU MOJIEKYJbl IJIMLIEPUHA, CBS3aHHbBIE
¢ ocraTkamMu (ochOpHOM KHUCIOTEI.

COUHTOJUIINAbI

B cocTaB CGOUHTOJUMUIOB BMECTO TIJIMLEPHUHA BXO-
AT aMUHOCIIUPT c@huHeo3un (YMCIIO YIIEPOAHBIX aro-
MOB 18, nBoifHas CBSI3b MMEET TpaHC-KOH(MUTYPaIHUIo).
OcTaToK XWUPHO# KHUCIOTHI B OOJBLIMHCTBE CJydyaeB
CBSI3aH 4epe3 aMMHOIpynIy chuHrosuHa. Yacro B co-
cTaB COMHTOJUIUAOB BXOIST XKUPHbIE KUCIOTHI ¢ 24
aToMaMu yriepoaa (mpeneibHasi JUTHOLIEpOBasi KKC-
JIOTa, HEPBOHOBAsI KUCJIOTa C OMHOM IBOMHOM CBSI3BIO).

B chunronmnumax ruapokcuibHas rpyrmna anuda-
TUYECKOW LIEMU OOBIYHO ocTaeTcsl cBoOoaHoi. KoHeu-
Hasl e TUAPOKCHUJIbHAs Tpyrna ObIBaeT Kak CBOOOII-
HO# (LepaMubl), TaK U 3TUpUGUIMPOBAHHOU (ocdo-
PWIXOJIMHOM, YTO MPUBOAUT K OOpa3OBaHUIO c@uHeo-
Mmueaunos. B pesynbrate mpucoenMHeHust caxapa (IJo-
KO3bl WJIM TajakTo3bl) IO THUAPOKCUIBHOW TIpyIire
obOpasyiorcst  yepebpozudsl. CynbpupoBaHUE THUAPOK-
CWIbHOW TpYyNnbl NPUBOAUT K cyasghoaunudam. Ilan-
2auo3udsl 00PA3yIOTCSl TMPU CBSI3bIBAHUU TJIMKO3UIHOIM
CBSI3bIO  OJIMTOCAXapuIoOB;, B TaHIIMO3uaax N-aueTui-
HelipaMUHOBAsi KUCJIOTa OOBIYHO HAXOMMTCSI HAa KOHIIE
MOJIMCAXapUAHOM LIeNu.



B-OKUCJIEHUE >XUPHbIX KUCJIOT

B-OkncneHne XMpPHbIX KUCNOT MNPOUCXOOUT B Ma-
TPUIKCE MUTOXOHAPWN. XKUPHbLIE KUCJ/IOTbI C KOPOTKOM
yrnepoaHovi uenoykori (XKKK) (4-10 atomoB yrnepopna)
MPOHVKAIOT MPSIMO B MWUTOXOHOPWIO.  BHYTpeHHsas
MembpaHa MUTOXOHAPWIA HEMPOHULIAEMA A XUPHbIX
KUCNOT C [/MHHOV yrnepoaHou uernodkos (KKO) (12
n 6onee yrnepogHbix atomoB). lNocrnegHwe nonagaroT
B MaTPUKC MUTOXOHAPWUA B BUAOE AUMIKAPHUTUHOB, KO-
Topble 00pa3yloTca no cnepyowlein cxeme. CHavana B
MEeXMeMOPaHHOM MPOCTPaHCTBE B pe3ynbTate pe-
akumm XuUpHoi kucnotbl ¢ ATP obpasyeTcs aumnane-
Hunat. lMocnepHuii nop pevictBuem HS-CoA npespa-
waetcsa B cooTtBetcTBylowmn  aumun-CoA un  AMP,
a 3areM B auwikapHUTVH. B MutOxoHOpun octatok
XUPHOM  KUCNOTblI nepeHocutcs onate Kk HS-COoA,
a BbICBOOOAVIBLUMIACS KAPHUTUH MOXET OblTb WCMOSb-
30BaH Ans noeTopeHus umkna. Aumn-CoA, copepxa-
LUMA OCTaTKNU KUCNOT C [JIMHHOW YrneponHOW uenbio,
nanee perngpupyetcs GprnaBonpoTenHaernaporeHasonm,
B pe3ynbtate 4ero o6pasyloTcs [-HeHacbILeHHble
>XUPHbIE KMUCNOThI, CBsA3aHHble ¢ COA. lMpucoeoyHeHve
BOAbl K 3TUM HenpeaenbHbiM aumn-CoA BefeT K nony-
yeHuto [B-okcuaumn-CoA.

BtopuyHas ruppokcuibHas rpynna  (3-okcuaumn-
CoA okucnsetcs B KeTOrpynny [AernaporeHason,
dyHKumoHvpytoweni B npucytcteu NAD™. O6paszo-
BaHHbIA TLMO3GUP OYeHb JnadbuneH. Auetun-CoA no-
ABNSETCA B pe3dynbTaTe pacllernyieHns B-KeTOKUCAOoTbI
B MPUCYTCTBUM BTOpOWM Monekynbl HS-CoA u (-keTo-
Tronasbl. XKupHas kucnoTa, cesasaHHasa ¢ COA, BbICBO-
6oxpaeTcs U CHOBa NoABEPraeTcs AENCTBUIO YNOMsI-
HYTOro Bbie ¢pepmeHTa. Mpn Kaxnom HOBOM MOBTO-
PEHMN STOro MpoLecca MOJEKYNA XWUPHOW KUCNOTbI
YKOpauMBaeTCs Ha [Ba YrIepOaHbIX atoma, KOTopble
naoyT Ha oO6pa3oBaHMEe OOHOW aueTUNbHOW rpynnbl
B aueTun-CoA (B pe3dynbTaTe BOCEMb MOJIEKY aLeTu-
CoA o06pasyloTcst M3 opHO MONeKysbl XXUPHON Kuc-
notel C,).

OHepreTUyeckuii BbIXog,

1 monekyna NADH, 1 monekyna FADH, n 1 mone-
kyna auetmn-CoA nonyyalTcs Mpu  yKopaydvMBaHuM
>KUPHOW KUCNOTbl HA OOVH ABYXYrNepOoAHbI dparMeHT.
AueTtun-CoA panee npeBpaLLaeTcs B LMKIE IMMOHHOMN
KUCNOTbl C 0B6pasoBaHneM 1 monekynel GTP, 3 mone-
kyn NADH n 1 monekynsl FADH,,. C yyeTom okucne-
HUSE 3TUX BOCCTAHOBNEHHbIX KOPEPMEHTOB B Abixa-
TenbHoW uenn obwmii Bbixon, ATP coctaBnset 17
MOMEKYN Ha Kaxabli pparMeHT n3 ABYX YrnepoaHbIX
aTOMOB.
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B-OKMCJIIEHUE a-PA3BETBJIEHHBIX
XKMNPHBIX KHUCJIIOT
(a-METUJIPA3BETBJIEHUE)

B pesynbraTe MOCTENEHHOTO YKOpauMBaHUS yrie-
POMHOM 1IeTH XUPHBIX KUCIOT METUJIbHAS TPYIINa pa3-
BETBJICHHON LENMU XUPHOI KUCIOTHI (HarpuMep, a-Me-
TUJIMACJISIHAsl KUCJIOTA) MOXET TMepeMelaTbesi B [3-1mo-
JIOXeHue. a-MeTuibHas rpynmna He BIUSeT Ha aKTUB-
HOCTh alMJIIeTUIPOreHasbl; dajdbHeias nerpaganus
MpoTeKaeT yepe3 o0pa3oBaHUE HeTpeaeTbHON XUPHOM
KHUCJIOTHI, 3-OKCHU- U B-KeToKucaoTel. B mporecce pac-
naga mosBisgercs: aneTwi-CoA um  npormoHuI-CoA.
IIpomonun-CoA KapOOKCHIHUpYeTCs IIOA HeiCTBHEM
depMeHTa, CBSI3aHHOTO ¢ KapOOKCUOMOTMHOM, YTO
MPUBOIUT K 00pa3oBaHUI0 MeTUIMaloHUI-CoA, cro-
COOHOro M30MepHU30BaThCs B sI0JOYHYIO KuciaoTy. Ta-
KUM 00pa3oM B OpraHu3Me pelnaeTcs IMpobsiema pac-
nana XMPHBIX KUCJIOT, UMEIOIINX METHJIbHYIO TPYIITY
B Q-T0JIOXeHUU. ZKUPHbIE KUCIOThl C HEYETHBIM YHMC-
JIOM YTJIEPOJHBIX aTOMOB B LIEMHU, TAKXE B KOHEYHOM
cyere obOpasylomue nponuoHuI-CoA, MOTYT OBITh
OKHMCJIEHB TIOJIOOHBIM TIyTeM [0 CYyKIMHATa.

p-OKUCJIEHUE B-PA3BBETBJEHHDbIX
XKHWPHBIX KHCJOT
(B-METUIPA3BETBJ/IEHUE)

Oxkucnenne n3oBajepimi-CoA IPUBOAUT K HeEIpe-
JIeIbBHOMY COEIMHEHUI0, U3 KOTOPOTO TIpH T00aBIeHUM
K HeMy BoIbl 00padyercss TpeTHuHblii cnupT. OH
B CBOIO ouepelb MOXET JAErMIPUPOBaThCcs ¢ 0Opa3oBa-
HUEeM KeTocoennHeHus. JlanbHei1nas nerpagaius 3T0-
IO CIMpPTa 3a CUeT [3-OKMUCIeHUST HeBO3MOXHa. Kapbok-
CWJIMPOBaHUE q,B-HENpeAeNbHOr0 COeAMHEHUS] aKTUBU-
poBaHHbIM CO, ((pepMEHTOM CO CBS3aHHBIM KapOOK-
CUOMOTMHOM) TPUBOAUT K 00pa3oBaHWIO [3-OKcu-[3-
MeTuiarayrapuia-CoA. B mpouecce BOCCTaHOBIEHUS U3
3TOTO COeAMHEHUST MOXeT anuMuHupoBatbess HS-CoA
C TOJlyYeHUEM MEBAJOHOBOM KUCIOTHI (KJIIOUEBOTO CO-
eIMHEHNs B CHHTE3¢ M30MPEHOUAOB) MM OHO MOXET
pacrazaThcss Ha alleTOYKCYCHYIO KMCJIOTY M aleTHI-
CoA.

B-OKHUCJIEHUE HEIPEJEJBbHBIX
XKMNPHBIX KHUCJIOT

Ewme nBa dbepMeHTa HEOOXOOUMBI ISl pacrana He-
MpenebHbIX XUPHBIX KUCIOT. TpexcrymeH4yartoe [3-
OKHCJIEHUE JIMHOJICHOBON KHUCIOTHI MPUBOIUT K 00pa-
3oBaHMi0 AV, A“"““-eHomn-CoA. DT0 coemrHEeHUe
¢ yuc-XoHduUrypamueii IBOMHON CBSI3M B pe3yJabTaTe
JeWCTBUs crieuupuIeckoil M3oMepasbl TpeBpallaeTcs
B AV AY“_enoun-CoA, T.e. HeNpenenbHOe
MPOU3BOJHOE C mpanc-KOHUTypaluei. DIMMUHUPO-
BaHMe Tpex MosieKyd aneTui-CoA (-okucieHue) mpu-
BOIUT K CHUTyallMM, B KOTOPOIl BTOpas IBOWHAas CBSI3b
C yuc-KoHGUrypalueir mepeMeliaeTcs B o, [3-1MoJoxe-
Hue. [lpucoennHeHue BOABI B YCJIOBUSIX KaTajiu3a I'd-
npata3oii maet D-3-okcumanetmn-CoA. Ilpu kaTanuse
cneluyueckoil aMuMepasoil MocjaeAHUl MpeBpanaeT-
cs1 B L-3-okcuauetun-CoA, KOTOpBI MOXET jaiee
rnojBepraTbcsi B-okucauTeabHoMy pacnany. [To atomy
MeXaHU3MYy MIET pachaa BceX HENMpeaebHbBIX XUPHBIX
KHCJIOT.



OTAE/JIBHBIE BTAIIbI CUHTE3A
XKHNPHBIX KHUCJIOT

Auetiii-CoA aBsI€TCSI UCXOOHBIM BEILIECTBOM TSI
CUHTe3a XUPHBIX KUCIOT. OH pearupyer ¢ akTUBUPO-
BaHHOI (opmoii okcuaa yriaepona (IV) B Bume kapOoK-
cubuotHa ¢ ob6paszoBaHueM ManoHUI-CoA. CuHTte3
HayMHaeTCs ¢ TepeHoca alleTUIbHON TPYIIBl alleTuI-
CoA u wMajgoHUNbHOU rpynmbl MajgoHWI-CoA Ha
CyNbGTUAPUIBHYIO TPYIINY aleTUINepeHocsero oen-
Ka (AIlB). IlonxyyeHHOE TIPOM3BOIHOE KOHIEHCUPYETCS
¢ ManoHunI-S-CoA Takum o0pa3oM, 4TO aTOMEI YTIJe-
pozia alleTUJILHOM TPYIIIbI, CBI3aHHON paHee ¢ OeKOM,
CTAHOBATCA 3-M M 4-M aroMaMu B alleTOAaLETHIbHON
rpynne. Bwirenstowuiics CO, obpasyeTcst U3 yriepo-
Ia, KOTOpbIiA OBbLT BBEIEH paHee B BUAE KapOOKCUOMO-
TuHa. Peakuus konaeHcauuu anetia-S-CoA ¢ MaJOHUII-
S-CoA sBisieTcsT BBICOKO DK3EPrOHMYECKOM, T.e. CMe-
LIEHWEe paBHOBECHs BIPaBO, B CTOPOHY CHUHTe3a,
SIBJISIETCS. TEPMOIMHAMUYECKH BBITOIHBIM.

B-Keroanun-Allb-penykrasa, cBa3anHas c NADPH
npeBpaimiaer L-ctepeouszomep  anetoanetuia-S-Allb
B [B-D-crepeonsomepnyio ¢dopmy oxkcubytupuia-Allb,
JIeTUapaTalus KOTOPOTO MPUBOAUT K 0Opa3oBaHUIO
a,-HeHachmeHHOTO KpoToHUI-S-AIlB. BoccraHosie-
HMEeM TocjeaHero mojydaercss Oytupui-S-Allb. Dta
peaxiiisi OTJIIMYaeTcsl OT COOTBETCTBYIOINIEH O0OpaTHOM
peakuuu (B-OKUCIEHUs XUPHBIX KHUCJIOT) TPUPOJIOI
yyactBymolero kKodepmenra. CUHTE3 MIET B TMPUCYT-
cteun NADPH Bmectro FAD B ciyyae [-okuciaeHus.
Tax kaxk NADPH wumeer Ooipimmii OTpULATEIBHBIN
moteHnuan, 4eM FAD, OuwocuHTe3 mpeobjamaeT Han
pacnianoM. [lepBblil M3 cepuM LMKIOB 3aKaHYMBAETCS
obpazoBanueM 0yTupmi-S-Allb; B KaXIoM LMKJIE MO-
nexyna ManoHWI-S-AIlB cBsi3biBaeTcsl ¢ KOHIIEBBIM
YIJIEPOAHBIM aTOMOM pACTyIIeil Iemu XWPHOW Kuc-
JOTBl, C OOHOBpEMEHHbIM BbicBoOOXIeHUeM CO,
u HS-AIlb. CBobomHas MaIbMUTHHOBAS KHUCJIOTA, OC-
BoOoxpaomasicss u3 nanbMuTuia-S-Allb  mon  neii-
CTBMEM TUAPOJIMTUYECKOW Aealuiasbl, SBISETCS KO-
HEYHBIM TIPOAYKTOM CEMHU TOCJIEIOBATENbHBIX HUKIOB.

MOJUO®EPMEHTHBIII KOMILIEKC
B CUHTE3E XKWPHBIX KHNCJIOT

Peakiuu GMOCHHTE3a XUPHBIX KUCIOT IPOXOIAT Ha
nonudGepMeHTHOM KOMIUIEKCEe, 00pa30BaHHOM ILECThIO
(dbepMeHTaMU M alMJINEPEHOCALIUM O€JIKOM, HaXomIs-
mMMcsl B LIeHTpe KomIuiekca. [lpocreTuyeckast rpynmna
AIlb (4-dochomnaHteTenH), Topyalias Hapyxy U3 IeH-
TpaJIbHOM YacTH KOMIUIEKCA, CJYXUT <«Bpallatouencs
PYKOIi», KOTOpasi TepeMelaeT MPOMEeXyTOUHbIE COeIM-
HEHMS OT OgHOro (GepMeHTa K APYromy. AIMJIbHBIC
OCTaTKM IPOYHO CBs3aHBI ¢ KoHueBoil SH-AITB-Tpym-
Moii, YTO TMpenoTBpallaeT oOMeH MeTaboJUTaMu,
obOpasylomiMMucs B TIpolecce CUHTe3a W pacraja.

Ob6o3Hauenus gepmenmos Ha cxeme: la) alleTUI-
CoA-xapbokcumnasa; 1) amerunrpaHcamwiasza; 2) Ma-
JOHMJITpaHcanmiaasa; 3) B-keroaumn-Allb-cunTeTasa;
4) B-xkeroamma-Allb-penykrasa; 5) B-oxcmanun-Allb-
neruapasa; 6) eHoun-AllB-penykrasa.
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BHYTPUKIIETOYHAAL JIOKAJIM3ALIUA
CHUHTE3A 2KHWPHBIX KUCJIOT,

YIJIMHEHUE LEIN WU OBPA3SOBAHUE
HEINPEJAEJBbHBIX 2KMPHBIX KNUCJIOT

CHHTE3 XMPHBIX KHUCJIOT HAayMHAeTCs C aleTusI-
CoA. OH npoucxoauT Ha NMoJruGhepMEHTHOM KOMILIEK-
ce, Haxomsmemcsli B uuroruiazme. bytupun-CoA mo-
SIBJISIETCSI B pe3yjibTaTe ONHOTO IIMKJIA peakIiuid,
BKJIIOYAIOLIETO MEPEHOC alleTUJIbHON TPYMIIbI, MepeHoC
MaJIOHWIBHOM TPYMIIbI, KOHAeHcauio (obpazoBaHue f3-
keroauuia-AllB), mepBoe BoccTraHOBIeHHE (0Opa3oBa-
Hue [-okcuanmi-Allb), neruapaTanuio (oOpa3oBaHuE
A”-eHomn-AIlB) ¥ 3ateM BTOpOoe BOCCTAHOBJICHHE.

Kaxmoe moBTOpeHME 3TOT0O UWKIA TPUBOIUT
K CUHTE3Y XUPHOUN KUCIOThI, YIJTUHEHHON Ha IBa aTo-
Ma yriepoaa. TakuMm oOpa3oM, B IIMTOIUIa3ME€ CHHTE-
3UPYIOTCSl HACBILIEHHbIE XXHUPHBIE KHUCJIOTHI, MMEIOLIUe
OT 4YeThIpeX MO0 MHIECTHAIIATH aTOMOB yIiiepoia B Iie-
mu. [laxemutounsn-CoA sBseTcS KOHEYHBIM TPOAYK-
TOM CEMHU TIOCJIEOBATEIbHBIX IIMKIOB. M3 moiy4eHHO-
TO COeIMHEHUs JeCTBUEeM CrieludUIecKoil nealuaasbl
0CBOOOXIAeTCsl CBOOOMHAS] TMAJIBMUTHHOBAS KUCIIOTA.

ATombl yriepoma 16 u 15 mepexomsT OT ameTui-
CoA, a ocranbHble - 3 MaoHUI-CoA.

CyMMapHasi peakuusi UMeeT CIEAYIILU BUA:

Auertni-CoA + 7manonnia-CoA + 14NADPH + 14H™ —>
—> naapbMuTUHOBasA Kucinora + 7CO, + 8HS-CoA +
+ 14NADP + 6H,0

Yonunenue 1ienu mMaabMUTHMHOBOM KMCJIOTHI (M ApY-
IUX BBICIIMX XUPHBIX KUCIOT) MIPOUCXOAUT JIUOO B SH-
JOIJIa3MaTUYCCKOM PETHUKYJIYMe C IIOMOILIBI0 Majo-
Huia-CoA, n1ubo Xe Tmocje mepeHoca B MUTOXOHAPUIO,
T.e. mpucoeauHeHuem anetuia-CoA.

O6paszosanue HenpeOenbHbIX JNCUPHbIX KUCAOM W3 TIpe-
NEeJIbHBIX MPOTEKAeT B IHIOIUIA3MAaTUYECKOM DPETUKY-
JyMe, comepxaiieM, KpoMe (hIaBorpoTenaoB, He0OX0-
JUMBIX JJIS1 3TOTO Mpolecca, ele U UUToxpoM b,. Jlnsa
CUHTE3a HempeneIbHbIX XMPHBIX KUCJIOT TaKXe Tpe-
oytorcss NADPH, H® u Kuciopon B MOJIEKYJISIPHOI
dopme. OnenHoOBasg KucjaoTa (IIPUCYTCTBYIOIIAs BO
BCEX MPMPOIHBIX XUpPaX B KOJMYECTBE, YACTO IMPEBbI-
matomeM 30%) siBiisieTcst HanboJiee SIPKUM TIpeCTaBU-
TeJeM HeNpeaeSbHbIX XUPHBIX KUCIOT. [larbMUTHHO-
Basi KUCJIOTA, TPEeBpalliaeTcsl B pe3ysibTaTe yUITMHEHUS
LeMd B CTEapMHOBYIO M CIYXHUT TeM CaMbIM MCTOYHM-
KOM I CMHTe3a TocienHeil. HernpenenbHble XUpPHbIE
KHMCJIOThl MOTYT CYIIECTBOBaTb B M30OMEPHOU yuc- WIU
mpanc-opme. Tpanc-bopMa ONIEMHOBOI KMCIOTHI Ha-
3bIBACTCSl DJIAUAMHOBOW KHUCIOTOM.
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PACMNAL HEATPAJIbHBIX >XWUPOB

NPOUCXOAUT TUAPOUTUNECKU MOL AENCTBUEM J1M-
na3. Jvnasbl B 3HA4UTENbHbLIX KOMMYECTBaxX MpPUCYT-
CTBYIOT B MOKENYAOYHOW Xene3e n B CIM3UCTON Ku-
weyHnka. Jlvnasbl Hanbornee akTvBHbl B MPUCYTCTBUAM
XXENMYHBbIX KUCINIOT WM KX CONein, a Takxke O6enkoBoro
KodakTopa, HasbiBaemMoro komumnason. Konvnasa (mo-
nekynspHasi macca 10000) cea3blBaeT nvnasy B MNpu-
CYTCTBUWN COJNEN XENYHbIX KWUCMOT W, Takum o0bOpasomMm,
cmeLaet pH-ommmvym aericteus depmenta ¢ 9 oo 6.

JIvnasel  NOMKENyaoo4YHOW  XXene3dbl  OTLEennsioT
XVPHBIE KUCIOThI TOMBKO Y 0 U o aTOMOB auunrivue-
PUHOB, @ /Mnasbl KULWIEYHVKA Takxke 1 y (-atoma. [Mpm
MOMOLLM  9TUX (PEPMEHTOB U3  HEUTPAIbHBIX >KMPOB
0b6pasyloTcs  OVauMIIINLEPVHBI 1N MOHOALWANTINLIE-
pyHbl. [Mpn gTensHo 0bpaboTke XXMPOB JSna3amm
MOXET OTLUENUTLCS U TPETUA OCTaTOK >XMPHOW KKMC-
NoThl. BbloenmBlUMECA XMPHbIE KUCOTbI pacnagaloTcs
nanee 3a cyet -okucnenus oo auetun-CoA, KOTopbIii
B CBOIO 0O4epefb MOXET OblTb OKWCNEH B LMKIE Sn-
MOHHOM KWC/NOTbl WM XEe MNOCNe TPaHCMOPTUPOBKM
B LMTOMIa3My MOXET y4acTBOBaTb B CUHTETUHECKUX
peakuysix. BTopor npoaykT pacnaga XXupos - rvue-
PVH pacnagaeTcs B NPOLECCe NOCNeaoBaTebHbIX peak-
UM rMKONn3a.

DPEPMEHTATUBHASA OErPAOALINA
DOCDATUAOB

dochonrnasbl OensaTcs Ha YeTbipe rpynnbl B 3aBU-
CYMOCTW OT TOrO, Kakue CBSi3W OHU rOpPOUSYIOT.

dochonmnaza A, OTLENASET XUPHbIE KMCOTbI
Mo O-MOJIOXKEHMIO.

®dochonmnaza A, OTWENNSET XUPHbIE KUCOTbI
rno B-MonoxeHuIo.

docdonmnasza C oTwennseT pochopunmpoBaHHbIe
asoTcogepxalime cnmpTbl OT ¢pochonmnmaos.

docdonmnasza D paspyLuaeTt pochonvnmapl 4O a30T-
coaepxawero cnmpta n dochatngHom KNCNOoThI.
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CHUHTE3 CTEPOUIOB

Antetun-CoA sBIsIeTCS WCXOAHBIM CO€IMHEHHEM JUISI CHMHTE3a MN30MPpEHOUAOB U, CJICAOBATCIIbHO, CTCPOUOOB. Bbuocunres cre-
PUHOBOI'O CKeJI€Ta IMoApasAcisieTCd Ha TpHU YacTu.

1. CuHTe3 MeBAJOHOBOW KHCJIOTBI

JIBe MOJIEKY/Ibl aKTMBUPOBAHHOM YKCYCHOM KMCIOTHI 00beAnHsI0TCS B aueroanetmn-CoA. PasBeTBieHue LEMU MPOUCXOIUT
TIpU KOHJEHCAIMU co cieaytolneir mMosekynoii anetuin-CoA. [lonyyeHHast (-oKcH-B-MeTWITIyTapoBas KUCJIOTa B YCIOBUSX
BocctaHoBieHus1 otiierasgser HS-CoA, B pesynabTare dero KapOOHWJbHAs TpyIIla IpeBpallaeTcss B CIUPTOBYIO € OMXHO-
BpEMEHHBIM oOKuciaeHueM aByx MoJekyal NADPH. Tak oOpasyeTcs MeBajdoHOBas KHUCIOTa, SBISIOMIASICS KIIOYEBBIM
COeIMHEHMEM [JIsSi CHHTE3a M30IPEHOMIOB.

2. OOpa3oBaHHe AKTHBHOTO M30MpPEHA M €ro MOCjIexoBaTe/ibHas KoHaeHcamus B cksajeH (C30)

[MocnenoBatenbHoe (hochopUIMpoOBaHNE MEBAJOHOBOW KUCIOTH aneHO3WHTpUdOcdaTOM MPUBOAUT K 0OpPA30BAHUIO «aKTHMBHO-
ro u3omnpeHa», uzoneHteHuanupodocdara (5C). [Ipu KoHAeHCAMU U3OMeHTeHUINUpodocdara ¢ 3,3-gumeTunaumanupodocda-
TOoM obpasylorcs repanmimnupodocdar (10C) u dapuesunnupodocdar (15C), n1Be MOIEKYIbl KOTOPOTro 00pa3yloT CKBajJeH Iy-
TeM BOCCTaHOBUTEIbHON KoHmeHcauuu B npucytctBuM NADPH. Ota cragusi GMocuMHTEe3a MpoTEeKaeT B PacTBOPE LMTOTLIA3MBbI
B OTCYTCTBHE KHCIIOPOJA.

3. IlpeBpaieHue CKBAJIEHA B XOJIECTEPHH

Ha craguu okuclieHMs] MPOUCXOOUT LIMKIU3ALMS M 00pa3yloTcsl JaHOCTEpUH M XoJiecTepuH. [IpM 3TOM NMPOMCXOIUT HACHI-
LIEHNE IBOMHBIX CBA3EH M OKUCIMUTENbHOE oTuierjeHue MeTwiabHbX rpynn npu C4 u Cl14 B Buzme CO,.

Lluknu3anus ckBajeHa BCTPYKTYPY, HAIOMUHAIOLIYIO CTEPOUIIHYIO, TAK XKe, KaK U MOCIeAyIolINe peaklluy, TPOTeKaeT Ha MoBepX-
HOCTM JHIOIJIAa3MAaTUYECKOTO PETUKYJIyMa. DTW peaklMu KaTaJu3upyITCsS COOTBETCTBYIOIIUMU (epMeHTaMu, KOTOphie
HETOCPEACTBEHHO OIpPEeAeAIOT MPOCTPAaHCTBEHHOE CTPOEHME MOJIeKYJbl CKBaJleHa M ero KOHQUTypauuio.
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CTepOI/II[HbIe TOPMOHBI

Yuciio atoMoB yriepona

obmee B OOKOBOH Iiemn

AopenokopmukanvHvle 20pMOHbL
KopTtukounbl

KOPTH30J1
KOPTUKOCTEPOH
ATBIOCTEPOH

Mpyxcckue noaosvie 20pMoHbL

AHAPOTEHBI
TECTOCTEPOH
aHIPOCTEHINOH
aHIPOCTEPOH

Kenckue nonosvie eopmoHbl

DcTporeHbl

3CTPOH
SCTPaIHON
3CTPUOI

lecTarennr

MPOrecTepoH

21 2
21 2
21

19
19

18
18

21 2

3amecTuTeau mpu atoMax yriepoma 3, 10, 11, 13, 16, 17

M TOJIOXKEHHe JBOMHBIX CBsA3ei

BMOCHUHTE3 CTEPOUJIHBIX TOPMOHOB

WcxomHpIM  coemvHeHWEM B OMOCHMHTE3e  CTe-
POUIHBIX TOPMOHOB SIBJISIETCS X0onecTepuH. Y3 Hero mo-
CJIeIOBAaTEJIbHO OOPa3yIOTCsl MpecHeHOA0H WU npozecme-
pon. TlporecTepoH - KJIIOYEBOE COEIVMHEHWE B CHHTE3e
BCEX CTEpOMIHBIX TOpMOoHOB. CaM mo cebe obGyiamaet
3HAYUTEIBbHOU OMOJIOTUYECKON aKTUBHOCTBIO KaK Top-
MOH XeJToro Tesa (recrareH). [IperHaHaUON, BBIAEISIIO-
IIUIACS C MOYOM,- HEAKTUBHBIN TPOAYKT pacriafga Ipo-
TecTepoHa.

BuocuHTe3 CTepOUIHBIX TOPMOHOB, HaUYMHAIOIIIM-
csI ¢ TIPOTeCTEPOHA, KaTaTUu3uPyeTCs crepeocrennduie-
ckuMu (epMeHTamu (TUApPOKCWIa3amMu). B Ha3BaHue
TUIPOKCWIA3 BXOAWT HOMEP, YKa3bIBAIOIINI K KaKOMY
YIJIEPOJHOMY aTOMy CyOCTpaTa OHM TIPUCOEIUHSIOT
TUAPOKCWIbHYIO rpymiy. [lociemoBatenbHOCTh [eii-
CTBUsS Ha mporectepoH 17-, 21- u 11-ruapokcuias mnpu-
BOIUT 4Yepe3 IMPOMEXYTOUuHOoe oOpa3oBaHue 17-okcu-
MPOrecTepoHa K MOJYYeHUIO Kopmu3oHa (TUAPOKOPTH-
30HA), SIBJISIONIETOCs TJIABHBIM TIPEICTaBUTEIEM alipe-
HOKOPTHKOCTEPOUIHBIX TOpMOHOB. [locienoBatebHoe
BBEIlEHNE TUAPOKCUJIBHBIX TPYIIT B MOJIEKYJIY Ipore-
CTepoHa I10 MoyioxkeHusiM 21 u 11 1 oKuclIeHrue ero Me-
TUJILHOUM TPYNIBl B MOJOXEeHUM 18, a 3aTeM M LUKIIH-
3a1Ms TIOJIyYEHHOTO COEOMHEHUST TPUBOIAT K TONyde-
HUIO anbdocmepoHa. XapakKTepHYIO CHeLMGbUIHOCTD
WHAVMBUIYAJIbHBIX TUIPOKCHUJIA3 MOXHO TPOJEMOH-
CTPUPOBAaTh Ha TIPUMEPE TOTO, YTO TPOMEXYTOUYHBIE
COCOVHEHMS, TUAPOKCUINPOBAHHBIE B MoJoxeHue 21,
He noBepraroTcs aAeicTBuio 17-ruapokcunassl. biaro-
napsi 3TOMY CBOWCTBY TMAPOKCHJIA3 MPOMCXOMUT 4YeT-
KOe pasjiesieHre IBYX IyTeil OMOoCHMHTE3a.

OIMMUHUPOBaHUE OOKOBOM LIeNM B MOJIEKYJE IMpo-
recTepoHa MPUBOAUT K 00pa30BaHUIO aHIOCTEHINOHA,
MPU BOCCTAHOBJIEHUU KOTOPOTO TOJy4aeTcsl mecmo-
cmepoH. DCTPOTEHHI - CTepOUbl, UMewinue 18 atoMoB
yIJIepoAa W COAEpXKallue apoMaTHYecKOoe KOJbIo A,
B OTJIMYME OT TOPMOHOB, PACCMOTPEHHBIX BbIlIe. buo-
CHUHTE3 3KCTPOT€HOB HAYMHAETCS C TECTOCTEPOHA, KO-
TOPbI TUAPOKCUJIMPYETCS MO METWIbHOM  TpyIine
B MosioxeHuu 19, ¢ mocieayolyM OKHUCIEHUEM [0
aTbIETUIHON TPYIIIBI, IIMMUHUPOBAHUE KOTOPO TIpU-
BOOUT K OOpa30oBaHWIO apoOMaTUYECKOTO KOJIbIIA.
Dcmpon 1€TKO BOCCTaHABIMBAETCsl B 3cTpanuoi. B pe-
3yJbTaTe BBEICHUS] TMAPOKCUIIBHOW Tpymmbl B 16 mo-
JIOXEHUE 00pasyeTcsl Icmpuon.
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AueTn-CoA, Ukl JIMMOHHOWM KMUCNOTbI

AueTnn-CoA sBNSeTCs KIOHEBLIM MPOMEXYTOYHBIM COEOVMHEHVEM B MPEBPALLIEHMN BCEX OCHOBHBIX MUTATESBbHBLIX
BeLLEeCTB. B aspobHbIX yCrnoBusix oH obpa3lyeTtcs 13

caxapoB NpUu OKUCIUTENBHOM  AEKaPOOKCWIMPOBAHM  MMPOBMHOMOAOHOW KUCHOTHI,

AMMuAoB NpU  B-OKUCTIEHVN XXMPHBLIX KUCNOT U MPU IMMKONIMTUHECKOM pacrage rhuepuHa,

amMunHokMc1I0T nytem obpasoBaHuia nupyeata (Gly, Ser, Val, Ala, Leu, lle, Cys), NpoMeXyTO4HbIX COeaNHEHMIA LIN-
Kna JSMMOHHON KMcnoTbl (Asp, Asn, Glu, GIn, Pro) wwm ppyrnx npomexyToudHbix coeavHenun (Leu, lle, Trp).

Linkn IMMOHHOV KMCJI0ThI NMPEencTaBnseT coO0M 3aMKHYTbIA NPoLECC, cocTtoswmii 3 10 oTaenbHbIX peakupin. Ok-
canoaueTtar SBNAseTCd OOHVM U3 UCXOAHbIX CYOCTPaTOB U OOHOBPEMEHHO KOHEYHbIM MPOAYKTOM 3TOro LMKIIA.

BtopbiM cybcTpaTtoM cny>kmt auetun-CoA. B cepumn peakumiii, BKIOHaOLLMX ASrMapuypoBaHne, raparaumio, ne-
rmopataumio 1M OKUCIUTENbHOE  aekapbokcunmposBaHme, auetmn-CoA nocteneHHo okucnsietes ao  2CO, (c
oaHoBpeMeHHo pereHepaumein CoA, KOTOPbIV ABASETCA OnpeaensaioyM KOpepMeHTOM UMKnia). ATOMbl BOOOpOaa,
obpagylomeca npu peakumsx gervapmposanva (B suae NADH mn FADH,), craHossATcsa cybctparamu (GoHopamm
QIEKTPOHOB) B peakuMsix [ObIXaTeNbHOM LEenM UM TEeCHO CBA3aHHOMO C Hell aspobHOro  pochopuiMpoBaHUS.

Peakuym uykna JIMMOHHOIM KUCNOThbI NPOTEKAOT B MAaTPUKCE MUTOXOHOPUW U He CBA3aHbl C KakoM-nnbo Ouosno-
MYECKON CTPYKTYPOW.

B upkne nMMOHHOM KMCNOTbl NPOMEXKYTOYHbIE COEOVMHEHWS, YYaCTBYOLLUME B OOMEHE BELLECTB, HE OKMUCHSIHOTCS
HErNMoCpPeaCTBEHHO KUCOPOAOM 1 He obpasyetcs ATP (oavH monb GTP reHepupyeTcs B NpoLiecce NpeBpaLLeHmst
cykuyHU-CoA B cykupHaT). ATP obpasyeTtca aspobHbiM HochopuMpoBaHMEM, KOTOPOE COMPOBOXOAET MEPEHOC
BOAOPOAA N 3NIEKTPOHOB B AbIXaTENbHON LEM.

TMpOMEXYTOYHbIE COEANHEHNS LUMKAA JIMMOHHOM KNCJI0Tbl MOEHTUYHBI MPOMEXKYTOYHLIM COSOMHEHVAM OPYIUX Me-
Tabonuyeckmnx nyten. Takum o06pa3oM, UMK JIMMOHHOM KUCNOTbl UMPaeT LUEHTPaslbHYIO pPoJjib B MeTabonmame
KNETKW.

MpOMEXYTOYHbIE COEOMHEHVA UMK JIMMOHHOM KUCIOTbl BKJIKOYAIOTCS B Crieayloluye MpoLEecchl OunocuHTesa.

a. [okoHeoreHes - npeBpalleHe okcasoaueTata B ¢ocdoeHonnvpysar U B caxapa.

6. CUHTE3 XUPHbIX KMCJIOT, KOTOPbIA MPOoTeKaeT BHE MUTOXOHAOPUI (aueTnn-CoA He MOXET MPOoXoauTb Yepes3
MeMOpaHy MUTOXOHOPUIA, CHaYasia OH OO0/HKEH ObITb MPEBPALLEH B LIMTPAT PEaKLMEN C OKCcasioaueTaToM; Janee upj-
TpaT nepeHocutcs B umtoruia3my). Auetmnn-CoA BHOBb 06pal3yeTcsa B uUMTOMIa3Me Npu pacrnage umtpara c rno-
MOLLBIO crneupiaribHoro ATP-3aBrcMOro depmeHTa (LUMTpaT-oMbUISIoLLMIA GEPMEHT) U 3aTEM BKJIHOHAETCsl B OUMOCUH-
TE€3 >XMPHbIX KUCIOT.

B. B3anmoripeBpalleHuss aMuHOKNCI0T. Bce peakuyi Ha4UMHatoTCA C CUMHTE3a Tpex aMmHokmcoT (Ala, Asp, Glu),
MNoJTyHaOLLMXCA N3 KETOKUCIOT UMKITa JIMMOHHOM KUCIOThI 3a CYET MNEPeaMVHMPOBaHNS; LEHTpanbHasA posib B 3TOW
peakumM NMPUHAONEXUT NPOAYKTY UMKNA JIMMOHHOM KMUCAOTHLI - a-KeTornyrapary. AMUHOMPYMNbl  Pas/iMyHbIX  aMUHO-
KNCNOT Mo, AENCTBMEM TPaHCaMMHA3bl MEPEHOCATCH K a-KeTornyTtaparty. Mpyn aTom obpasyeTcs rnyramar, a aMyUHO-
KNCOTbI, YHaCTBYIOLLME B peakLMmM MepeamyHMpOBaHAs, MPeBpaLLatoTCa B KETOKMCNOTLI. [pegnonaraerca, 4To mnpo-
LIECCbI NeEpeaMVHMPOBaHNA NPOTEKAIOT MPENMYLLIECTBEHHO B LpToruiaame. OOpasytoLumiicsa B 3TOW peakuyn riytamMmar
npy NOMOLLY CreUmMUIECKOro HOCUTENS] NMEPEHOCUTCH B MUTOXOHOPUW, FOE aMyHOrpyrnna Moo OTLUEMNIAETCS OKUC-
JATENBHBIM  OE3AMVHMPOBAHVEM, NIMDOO €€ MEPEHOC K OKcasloaueTaty MpvBOOMT K 00pa3oBaHMIO acriaprtata. A30T
aMVHOIPYMM FYyTaMUHOBOM M acnaparmHOBOM KUCIIOT B KJIETKaxX MEYEHM OKal3blBAETCH B KOHLIE KOHLIOB B COCTaBe
MOHEBVHBI, @ OOpPa3yIoLLMIACA MPU 3TOM O-KETOIyTapaT OKUCISETCA B LWKIE JIMMOHHOW KUCOThI.

r. CUHTE3 nupuMuamnHOB M nypuHoB. AcnapTtaTr obpas3yeT yriepoaHbii ckenet npuMmmayHoB. U3 rnytamuHa no-
JIYHaloTCA  aMUHOMPYMNbl  MMPVIMWOVHOB U1 MyPUHOB.

A. CuHTe3 nopdupunHoB. CykumHn-CoA SBNSETCA MCXOOHbIM COeOMHEHVEM )11 CUHTE3a MopPdOUPUHOB.

e. CuHTe3 mn3oripeHouaoB HadmHaeTcs ¢ auetun-CoA 1 npoTekaeT B UMTOrIasMe.

LeHtpanbHasa ponb auetnn-CoA B MeTabonm3me OnpeaensieTcsl TeM, YTOo, SIBMsSCb MPOAYKTOM katabonmama ca-
XapoB, JIMMMOO0B U OMNpeaesieHHbIX aMUHOKUCTIOT, OH MOXET ObITb WM MOHOCTLIO OKUCHEH B LMKNIE JIMMOHHOW KMC-
NoTbl U apixarensHon uerm 0o CO, n H,O, wm e nCnonb30BaH B Ka4eCTBE aKTVIBHOrO MPOMEXYTOYHOrO coeavHe-
HUA NS cuHTEe3a (ero cBOOOAHAs1 3HEPI HECKOSbKO Bbillle, YemM cBoOoaHasA aHeprvst ATP).
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AIETII-CoA U EI'O METABOJIM3M

Aunetrnn-CoA o0Opasyercs B MHTOXOHAPHAX CJIEXYIO-
OIAMH Y TSMU:

1. OkucaumenvHvim  OekapOOKCUAUPOBAHUEM NUPYBA-
ma, o6pa3ylonIerocsi B CepUM TIIMKOIUTUYECKUX peak-
UM MM B pe3yibTaTe MpeBpallleHUs] COOTBETCTBYIO-
HIMX aMUHOKMCIIOT.

2. B-Okxucnenuem xcupHvix Kuciom: XVPHbIE KUC-
JIOTHI, comepxkaniue B uenud oT 4 no 10 aromMoB yrie-
poma, cCBOOOIHO MPOXOAAT yepe3 MeMOpaHy MUTOXOH-
IpUi, TepeHoc depe3 MeMOpaHy BBICHIMX KUPHBIX
KHUCJIOT 00JieryaeTcsl COeUHEHUEM MX C KapHUTHUHOM.

3. U3 amunokuciom uepe3 npomedncymouHvle coeou-
HeHUsL:

a) nupysart (Ala, Gly, Ser, Cys, Thr),

0) WK1 TUMOHHOM KucinoThl (Asp, Asn, Glu, Gln,

Pro, Phe, Tyr, His, Arg, Met, Ille, Val),

B) ameroauetwn-CoA (Leu, Lys, Phe, Tyr, Trp).

IIpespamenus anetni-CoA
1. B uukae AUMOHHOU KUCAOMbL

Auetun-CoA sBIsIeTCSI OTHUM M3 MEPBBIX CyOCTpa-
TOB IIMKJIA JUMOHHOU KHUCJIOTH. JIMMOHHAas KUCJIOTa
nojiydyaetrcss B pesyibrate peakuuu anetui-CoA ¢ ok-
cajoaleTaToM. B mpolecce IMKIMYECKUX TpeBpallie-
HUIl U3 JTMMOHHOW KHCJIOTHI BBIAENSIOTCS [IBE MOJie-
kyasl CO,, u oOpa3yeTcs KOHEUYHbI MPOLYKT peak-
LUK - okcajoateraT. [lociaenHuil mosydaercss Takxe
MpsIMBIM  KapOOKCHMJIMPOBAaHMEM TMHpyBaTa WM Xe
BHauaje B pe3yJibTaTe MOCJIeI0BaTeIbHOTO AETUIPH-
pOBaHUsI U BOCCTAHOBUTEJIBHOTO KapOOKCUIMPOBAHUS
o0pa3syeTcsi MajaT, KOTOpBI 3aTeM MpeBpallaeTcs
B okcayoaueTar. Elie omuH MyThb MOJYYEeHUS] OKCaslo-
aleraTa - lepeaMMHUPOBaHUE aclaparuHOBOM KHCJIO-
Tl. [IpeBpallieHMe MUpyBaTa B OKCaloalleTaT SIBJISIETCS
KJTIOYEBBIM MOMEHTOM IJIIOKOHEOTeHe3a.

2. Yuacmue 6 npoyecce obpazosanus KapOOHUAbHBIX
coedurenuil

B mpucyrctBum u36biTKa aueTwi-CoA M OTHOCH-
TeJILHOTO HelocTaTKa okKcajoaleTrata obpasyioTcs ate-
ToaleTar, B-oKcHUOYTHpAaT M alETOH.

Tpaucnopr aunetun-CoA u3 MHMTOXOHADHA B IHUTO-
miasmy

BHyTpeHHss1 MeMOpaHa MUTOXOHIPHMI HEMpPOHU-
maema masa aunetwi-CoA. Ilostomy BHauane AcCoA
KOHIEHCUPYETCSI € OKcaJoalleTaToM ¢ 06pa3oBaHHEM
LIMTpaTa, Jerko MPOHMKAIOUIero B LMTOIIa3My. B mu-
TOIJIa3Me LUTpaAT pacnagaercsl MOA JIEHCTBUEM 1IM-
TpaT-OMbUISIONIEr0 (hepMeHTa Ha OKCaloaleTaT U YC-
XonHbI# aueTuia-CoA, KOTOPBIA UCTIOIb3YETCSl B CUHTE-
TUYECKUX peakLUsX (CUHTe3e XUPHBIX KUCIOT, CUHTE3e
CTEPOUAOB M T.H.).
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UKJI JUMOHHOMN KUCJIOTBI

®parmeHT MoJieKyabl aueTui-CoA, comepxaliuii
2C, BCTymaeT B peaklWIo KOHAEHCAIIMM C OKcajoaleTa-
toM (4C), 4TO TPUBOAMT K OOpa3oBaHMIO LIMTpaTa
(6C), KOTOpBIA B Tpoliecce MIECTH TMOCIeI0BATEIbHBIX
peakiuii OMATH TpeBpallaeTcs B oKcajoaimeraT. JlBa
aToMa yrjiepoia TOCTeNeHHO OTLICTUISIOTCS B BUIE
Mosiekys CO, (ogHa Mosekyna oT auetwi-CoA, apy-
ras - oT OKcajoalerarta), a BOCEMb aTOMOB BOJIOpOAA
(4 X 2) oTHICTUIAIOTCS NETUAPOTEHA3aMU, TPU 3TOM
OHM OKa3bIBAIOTCS CBSI3AHHBIMM C Ko(epMeHTaMu Cco-
OTBETCTBYIOIIMX [eTUAPOTEHA3.

LIMk1 JTUMOHHON KHUCJIOTHI IPOTEKaeT B TECHOI
CBS3M C JbIXaTeJbHOU 1enblo, Tae OoJsibllas 4YacTb
SHEPTMU  BBIACNSAETCS TIPU  OKMCJISHUM  BOCCTAHO-
BJICHHBIX KO(EpMEHTOB.

OHepreTnyeckuit OajaHC LMKJIA JMMOHHOH Kuc-
JIOTBI CBOAMTCS K HEOOJBIIOMY TOHWXEHHUIO CBOOOMI-
Hoit sHeprum (AG" = —104 xJIX), BBI3BAHHOMY pac-
MajioM MaKpO3prUYecKod CBSI3M B MOJIEKYJe CYyK-
unHWI-CoA (obpasyercs GTP) m peakuumsamu nekap-
O0okcunupoBaHus. Ho mpu  OKMCIEHMM BOCCTaHO-
BJICHHBIX KOGEPMEHTOB B JIBIXaTEJIbHOW 1T Bbile-
nsercst 800 xx. Takum o6pa3oM, oOUIUII IHEPTETH-
yeckuii Beixom 904 xJI>x oTpaxaeT codeTaHHMe Ipolec-
COB IIMKJIa JIUMOHHOW KUCJIOTHI W JBIXaTEJIbHOM IIeTu.
YacTh 3HEpPrUM B OpraHU3Me MCIOJIb3YeTCs B BUIE Tell-
Jla, OcCTajbHasi dHeprusi 3amacaetcsi B ¢dopme ATP.
Peakuuu 1ukia JMMOHHOM KUCJIOTBHI MPOTEKAIOT BHY-
TPU MWTOXOHIPWI, B TaK Ha3blBaEMOM MaTpHKCe.
DepMeHTbI, CIOCOOHbIE KaTaau3upoBaTh 3TU pPeaklvu,
HE CBSA3aHBI C KaKO-11060 OUOJOTUYECKON CTPYKTYPOIA.
IpakTHyeckd 3TO MPUBOAMT K TOMY, 4YTO JitoGas OT-
NeJIbHasl peakiusl IHMKJIa MOXET CIYXWUTh WMCXOIHBIM
MTYHKTOM JIJISl HaJIbHEUITUX KaTaboJMYecKUX WM aHa-
OoMMuecKuX TMpoleccoB. TakuM 00pa3oM, LMKI JIH-
MOHHOI KHWCJIOTHI SIBJISIETCSI OXHUM W3 HECKOJIbKUX
BO3MOXHBIX TyTell mpeBpailieHust auetui-CoA B opra-
HM3ME, HAlpaBJIEHHBIX Ha TMOJydeHUe HauboJbIIe
SHEpPTUU.

Peakuuu mukia, nawompe BOIOPOX,
OKHCJIEHHE KOTOPOrO B JbIXATeJIbHOH Lend NPUBOIUT
K 00pa3oBaHHMI0 Makpoldpruyeckux cBs3eii B ATP

Peaxuus Yucno
(bepmenT) Kodepment ngnpel(yn

N3onutpar —> a-KeTorIyrapaT
(uzoyumpamadezudpozenasa) NADH 3
a-Kerormyrapar—>

—>cykuuHmi-CoA
(a-kemoeaymapamdeeudpoeenaz- NADH 3
Hbll KOMHAEKC)

CykuuHuia-CoA—>cykKuuHaT

(a-kemoeaymapamaoeeuopozeHas-

HbLll KOMNACKC) GTP 1

CykuuHat— > ¢ymapar

(cykuyunamoeeuopoeenasa) FADH, 2
Manat—>oxkcanoauerat

( manamodeeudpozcenasa) NADH 3
Bcero 12




PEAKIIMM CHUHTE3A,
HAYMHAIOIIUECA C MPOMEXYTOYHBIX
COEJIMHEHUNM ITUKJIA

JUMOHHOM KHMCJOTbI U ALIETHUJI-CoA

CoenvHeHMsI, y4YacCTBYWOIIWE B IUKIE JMMOHHON
KUCJIOTBI, 00pa3yloT IyJl TPOMEXYTOYHBIX BEIIECTB,
JAIOIIMX Hayajo oOpaTMMbIM IpolieccaM B OpraHU3-
Me. DTU TIpolecchl MeTaboIM3Ma CBS3BIBAIOT B €IMHOE
Lesioe pasiiMyHble peakuuu pacriana u cuHresa. C aToit
TOYKM 3pPEHUs OTAEJbHBIE PeaklMMd IUKJIa JTUMOHHOU
KUCJIOTH 3aHUMAIOT LEHTPAbHOE MECTO B MeTabo-
JM3Me.

Haubonee BaxHble MyTH MeTaboiau3Ma MPOMEXY-
TOYHBIX COEAMHEHMI LUK JIMMOHHON KUCIOTHI Mpei-
CTaBJIEHbl Ha CXeMe.

o-Kemoeaymapam sBNsieTCSl caMbIM BaXHBIM aK-
LIETITOPOM aMUHOTPYNI B peakIusX TepeaMUHUPOBa-
HUS. DTOT MPOILECC MPUBOAUT K MOJYYEHHMIO TIyTaMa-
Ta, W3 KOTOPOrO MOTYT OO0pa30BaTbCsl NIIyTaMUH
WU Y-aMUHOMACJsTHasE KucjioTa (TOCHeTHSISI MOXET
MPEBPATUTHCS B TOJNyalbIeTua SIOJIOYHON KHUCIIOTHI,
KOTOpBIii Jajiee OKHUCISIETCS B SIOJIOUHYIO KUCIIOTY).
InyramMuH Takke MOXeT BBICTYNAaTh B KauyecTBE Mpel-
HIECTBEHHUKA B CUHTE3¢ MPOJIMHA, OPHUTHUHA, LIUTPYJI-
JIMHA, aprMHWUHA W JIPYyTUX METabOJIUTOB.

Okcanoayemam SIBJSIETCSI KJTIOUEBBIM COEIUHEHUEM
U TIpoliecca TIIOKOHeoreHesa. M3 Hero mocnemoBa-
TeJbHBIMU peakuusMu (depe3 dochoeHonmmupysar) mo-
JydaloTcsi caxapa. B 3ToM ciydae KaxXablii BTOpoii
aTOM yIJIepoia KMPHBIX KHCJIOT MOXET BXOIUTb
B MoOJIeKyny caxapa. [loJHBIA CHHTE3 caxapoB TOJbKO
U3 JIMIUIOB B OpraHM3Me MJIEKOMMTAIOIIMX HEBO3-
MOXEH, TaK KakK Mpu MpeBpalieHusx auetuia-CoA B Lu-
KJIe JIMMOHHOM KHUCJIOTBI OAMH aToM YrJiepoja OTIle-
wisercss B Buge CO,. Miekonuramouue He CHOCOOHBI
CUHTEe3UpoBaTh caxapa M3 aueTui-CoA.

O6paTMoe  TepeaMMHUPOBaHME  OKcajoaleTaTa
MPUBOAUT K 0Opa3oBaHUIO aclapariHOBOW KUCIO-
TBl, CITOCOOHOM CIIYXUTb MCXOAHBIM COGAMHEHUEM [Isi
MOJIyYeHUS] TUPUMUIAMHOBBIX HYKJICOTHUAOB WM HEKO-
TOPBIX aMHUHOKHCIIOT.

Cykyunun-CoA MoxeT 00pa3oBBIBaTH C TJIMIIMHOM
0-aMUHOJIEBYJIMHOBYIO KHCIIOTY, KOTOpasi KOHICHCH-
pyercsi B mOpGhOOMIMHOTEH - OCHOBHOE COeIUHEHME, HC-
MoJIb3yeMoe B CUHTE3e MOPMUPUHOBBIX CTPYKTYD.

QDymapam sBASIETCS ONHUM U3 TPOAYKTOB pasiio-
KEHMST apOMaTUYEeCKUX aMUHOKHUCIIOT, OH TakKXe o0pa-
3yeTcsl M3 acraparMHOBOW KUCJIOTHI B IIMKJIE MOYe-
BUHBI.

CuHTeTHYECKHE PeaKlIuH, HAYMHAIOIMECS C aueTWwI-
CoA.

Anetn-CoA  sBISIETCS WCXOOHBIM  COGIMHEHUEM
IUTE CUHTE3a XUPHBIX KUCJIOT W, CJIEI0BATENIbHO, XM-
poB.

Ina cuHTe3a XMPOB M3 COCAMHEHMIA THUIA aleTWI-
CoA HeobOxomuMm rauinepodocdar, obOpasyomuiics
B TIpoliecce MeTabonun3Ma caxapoB. BakHble CHHTETH-
YyecKHe peaklMu, HauuHawouuecs ¢ auetuia-CoA, mpu-
BOJSIT TaKXe K 00pa30BaHUIO M3OTPEHOUIOB (BKIIIOUYAS
crepounbl). OOpa3oBaHWe W30BITOYHOTO KOJMYECTBA
anetm-CoA M ero HemosiHas YTWIM3alus B Hapy-
HIEHHBIX Tpolleccax MeTabosM3Ma TMPUBOAUT K Haka-
MJIVMBAaHUIO B OpPraHM3Me KETOCOCAMHEeHWI. ALeTn-
CoA TakXe CIYXHUT JOHOPOM alleTWJIbHOW TPYIIbl
B CHHTE3¢ pa3JUYHBIX 3(DUPOB, HANpUMEp aleTUIXO-
JIMHA, aleTWITTIOKO3aMMHA U T.A.
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OTAEJIBbHBIE CTAINUN IIUKJIIA
JIMMOHHOM KUCJOTBI

Lukn TMMOHHOW KMCIOTH HAauyMHAETCs KOHJAEHCa-
et okcanoauerara ¢ auetui-CoA, B pe3ysibrare 4ero
obOpasyercss uutpar. Ecim KoHUEHTpauusi okcainoaiie-
TaTa HHM3Ka, OH MOXET JOMOJHUTEIbHO OOpPa30BbI-
BaThCsl TIepeaMUHUPOBAHMEM acriapTaTta WIM TpU Kap-
OOKCMIMPOBAHUYM MUpPYyBaTa OMOTMHCOAEpXaUUM dep-
MEHTOM.

[MosyyeHHBIN UTPAT MPU TOMOIIM CIEIUATBHOTO
dbepmeHTa (IIUTPAT-OMBUISIONINI (EPMEHT) B IPUCYT-
crBun ATP MoxeT pacragaTbesi, oOpa3ys BHOBb OKCa-
noauerat u auetui-CoA.

Llutpar mpeBpaliaercsi B u3ouuTpart. Peakums mpo-
XOAMUT 4Yepe3 00pa3oBaHME MPOMEXYTOUYHOIO COEAMHE-
HUs (kapbaHMOHA), TPEBPAIIAIOLIETOCS B YUC-aKOHUTO-
BYI0O KHUCJIOTY. B ycinoBusx paBHOBecHs B CMeCH MpHU-
CYyTCTBYeT JUMOHHasi kuciota (39%), yuc-akOHUTOBAs
kuciora (3%) u uzoauMonHas kuciora (8%). Bropuu-
Hasg TUIPOKCUJIbHAS TPyMIa M30IMTpaTa JIeTKO OKHUC-
nserca B npucyrctun NAD'-3aBucumoro depmeHTa
B KETOTPYMIy, a MOJyYalouuiicss OKCaloOCyKIIMHAT Te-
pseT a-kKapOoKcuIbHYI0 Tpynny. OO6pa3oBaBIIMiics Ta-
KUM 00pa3oM «-KeTorJayTapaT MOXET TOIBEprarbcs
OKMCIUTETbHOMY HeKapOOKCHUIMPOBAHUIO (MEXaHU3M
3TOU peakMK aHAJIOTUICH MEXaHU3MY OKMCIUTEIbHO-
ro JAeKapOOKCUJIMPOBaHUS MUpyBaTa, TNPUBOASLIEMY
K oOpazoBaHuio cykUMHUI-CoA). CykunHuia-CoA Mo-
KET MCIONb30BaThCsl B OMOCHHTe3e (CUHTE3 mophupu-
HOBOTO CKeJieTa) WJIM Xe TMpeBpamiaTbCcsl B CYKIIMHAT.

DHepruss MakKpo3pTUIeckoil THOI(UPHOU CBSI3U CO-
xpaHsiercss B (opme GTP, Haxomsmerocss B paBHOBe-
cun ¢ ATP. ®dymapar obpasyercss meruapupoBaHUEM
cykuuHata (FAD). T'umpatauust ¢ymapara mnpuBOauT
K MoJlyueHuIo Manata. PaBHoBecue 3TOM peaklnu cMe-
LLIEHO B CTOpPOHY oGpa3oBaHus Manata (82%). Ha no-
cllemHell CTaguu TPOUCXOMUT JETUAPUPOBAHUE BTO-
PUUHOIT TUAPOKCHJIbHOI rpynnsl Mamata (NAD')
C TOJNyYeHUMEM MCXOAHOTO OKcajoaneTata. Bce peax-
UMM 3TOTO LMKJIAa OOpaTMMBbl, 32 UCKJIIOYEHUEM a3po0-
HOTO AeKapOOKCUIMPOBAHUS.

No peak-  ®epMmeHT AG™,
0| KJIX/Moub
1 LlutparcuHTaza (KOHIEHCUPYIO-

il hepMeHT) —38,01

AKOHUTa3a + 8,54
! AxoHuTasza + 6,65
33 N3ouutpatneruaporeHasa 7,11
4 a-KerornyraparaeruaporeHas-

HBIIA KOMIIJIEKC —36,92
5 CyKIMHUATHOKNHA3a —8,87
6 CyKUMHaTIeTHAPOreHa3a 0
7 dymapasa —3,68
8 ManatneruaporeHasa + 28,00




MEXAHN3M JEVICTBUS
IHUPYBATAETMJIPOTEHAZHOI'O KOMILJIEKCA

Monekyabsl mupyBaTa JE€TKO MPOHUKAIOT U3 LIUTO-
MIa3Mbl B MUTOXOHIPWM, YTO OOYCJIOBIEHO TpaaveH-
TOM KOHLeHTpauuu. [IpeBpalieHue mnupysata B ale-
Tun-CoA KaTaJau3upyeTcsl NUPYyBaTAETUIPOTeHA3HBIM
KOMILJIEKCOM - TIOJU(PEPMEHTHOM CUCTEMOM, COCTOSIIENH
U3 TpeX pasIuyHbBIX (EepMEHTOB U TATU KO-
(epMeHTOB, B KOTOpOUl MUPYBAT NeKapOOKCUIUPYETCS
u okuciasercss. CHavyana MPOUCXOAUT OTILIETUIEHUE OK-
cuna yrinepona(lV) u obpazoBaHuEe «aKTUBHOTO alle-
tanbieruga». OH cBsasbiBaeTcs ¢ C,-aTOMOM THA30Jb-
HOro KoJjblia THaMuHnupodocdara. [lanee ata rpymnmna
MEePeHOCUTCS K JINTIOEBOW KHUCJIOTE, B KOTOPOIl Tpu
5TOM MPOMCXOAMT pas3pbiB IUCYIbMUIHON  CBS3H,
u npespamaercs B CH,CO u H. Ora cranua neru-
NPUPOBAHUS TPUBOAUT K OOpa30BaHUIO aleTWia, KO-
TOPBIM CBSI3aH MaKpOIPrUYECKOM CBSA3bIO C JIMIOEBOK
KUCJIOTO TIO TUOJIBHOW Tpymie. DTOT aueTwa JIeTKo
OTHIECTUISIETCS U3 TIOJYYEHHOTO COCNUHEHUS M, pearu-
pys ¢ HS-CoA, ooOpasyer ametun-CoA. BoccraHo-
BJICHHBIN KOGMEPMEHT B TUTUIPOJUIIOMITPAHCAIIETHIIA-
3¢ JerkKo OKMCHseTcsl GhJaBUHCOAEpXaIUM (hepMeH-
TOM - JUTUApoNUNouaeruaporenasoit. Ilupysatnerua-
POreHa3HbIii KOMILJIEKC CYLIECTBYET B aKTUBHOW W He-
akTUBHON ¢dopmax. OOpa3oBaHue aKTHMBHON (OpPMBbI
CTUMYJIMPYETCS] WHCYIMHOM, HEIOCTaTOK KHUCJIOPOja
(rumoKkcus ) MpUBOIUT K 00pa30BaHUIO HEAKTUBHOM (op-
Mbl. Takum o006pa3oM, aKTUBHOCTb MUPYBATAETUAPO-
TeHa3HOTO KOMILIeKca cTporo peryaupyercs. Kpowme
MUPYBATAECTUIPOTEHA3bl 332 TPEeBpAllleHUs] MUpPyBaTa B
LUTOTIa3Me OTBETCTBEHHBI TaKXe MNHUPYBaTKapOOKCHU-
Jla3a M JIaKTaTHeTUAPOTeHa3a.

ADPOBHOE JEKAPBOKCUJINMPOBAHUME
a-KETOIJIYTAPATA

OTOT Tmpollecc MOA00eH OKMCIUTEIbHOMY JeKap-
0oxcwinpoBaHuo TupyBata. OKUCIUTENBHOE IeKap-
OOKCUJIMPOBAaHUE C-KETOTJyTapaTa MPUBOIUT K oOpa-
30BaHUIO CyKIMHATa. OTOT TMpollecc HeoopaTum
U KaTajaus3upyeTcss MNOJuGbepMEeHTHON CHUCTEMOM, CO-
crosinieit u3 Tpex (epMeHTOB.

E,. o-Kerormyrapatnekapdokcunasa (mpocTeTuye-
cKasl TpyImna - TuaMuHnupodocdar) karaau3upyer je-
KapOOKCUIMpPOBaHUE Q-KETOJyTapaTta 00 MOJyaibie-
ruaa s6J0YHOM KHUCIOTHI (CBA3AHHOTO C THUA30JIbHBIM
KOJBIIOM KO(epMeHTa).

E,. JuruaponunounnTpaHcaneTunaza  (MpocTeTuye-
cKasl TpyIa-JiunoeBas KMCJI0Ta) KaTaJu3upyeT Iepe-
HOC CYKIMHMJIBHOIO OCTaTKa K JIMTIOEBOW KUCIOTE,
B KOTOPOW AMCY/Ib(pUAHAS CBSI3b PACKPBIBACTCS, 3aTeM
CYKLIMHWJIBbHBIN OCTaTOK Mepemernaercsi K KohepMeHTy
A.

E,. Iuruzpojunonisernaporesasa OKUCISET AUTHU-
IPOJUMOEBYI0 KMUCJIOTY B JUIOeBYylo Kuciaoty. Dep-
MEHT COAEPXKUT (hJIaBUHOBBIN KOGEPMEHT, C MOMOIIbIO
KOTOpOTro Bojopon mepeHocutcss K NAD', uweil okuc-
JINTEJIbHO-BOCCTAHOBUTENbHBI MOTEHIIMAT 3HAYNTEb-
HO OoJsiee OTpULIATEICH, YeM IMOTEeHIMAal APYIUX W3-
BECTHBIX ()JIABOMIPOTEUIOB, MOITOMY OH MOXET Mepe-
HocuTb Bogopon K NAD' (o6pasylowuiica npu 3TOM
NADH okuchasieTcs B IbIXaTelbHON LIEIH).

93



94

UK .
JUMOHHOM KHUCJIOTbI U METABOJU3M
HEKOTOPBIX AMUHOKHCIIOT

a-Kerornyrapar 3aHuMaeT camMoe BaXHO€ MECTO
Cpeny MPOMEXYTOYHBIX COCOIUHEHUN LMKJIA TUMOHHOMI
KHMCJIOTBI. B peakuuu nepeaMMHUPOBAHUS O-KETOTJIyTa-
par TEpeXoAMT B TJIyTaMaT C  OJHOBPEMEHHBIM
MpeBpalleHUEM APYroil aMUHOKHCIOTBL B KETOKMCIIO-
Ty. BoJbLIMHCTBO peakumii nepeaMUHUPOBaHUsI TIPOTe-
KaeT B LUTOIUIa3Me (OAHAKO peakuusi 2 MpoTeKaer
TakXe B MUTOXOHIpUsx). OOpaTHOe TMpeBpalieHNe
CHHTE3MPOBAHHOTO TIJIyTamaTa B O-KETOIJyTapar, KO-
TOPBIN SIBJSIETCS WCXOOHBIM COEOVMHEHHMEM MJIsl TIocie-
OYIOLWIUX peakuuil IepeaMUHUPOBAHUA, IPOTEKAET
B MUTOXOHIPUAX IOX NEWCTBUEM IJIyTaMaTAETUIpOre-
Hasbl. [yramatineruaporeHasa SIBIsIeTCSl €IUHCTBEH-
HOIl crieunduryueckoii [eruaporeHa3oil 9Toil aMMHOKKC-
Jotel. OHa 3aHMMaeT KJII0YeBOe MOJIOXEHME B MeTado-
JU3M€ aMMHOKHUCIOT, KaTalu3upysd IpeBpalleHue
AMMHHOTO a30Ta Q-aMUHOTPYIIIBI B aMMOHMMIHBIN
a30T ¥ HaobOpoT;

Kak NAD', tak 1 NADP' Moryr cayXuTh Ko-
depmenrtamu 3Toro epmeHta. Korma B KauecTBe KO-
depmenTa ucnonsdyercs NADP', o6pasyowuiics
NADPH cayxut moHopoM BoAopoma B JaJbHEHIIMX
cuHTe3ax. PaBHOBecHe peakiuu, Kataausupyemoil dep-
MEHTOM, CMEIIEHO CKOpee B CTOPOHY BOCCTAHOBUTEJb-
HOTO CHMHTe3a TJyTamara, YeM B CTOPOHY Je3aMUHHUPO-
BaHMsl. OIHAKO paBHOBECHE CMEIIAeTCs B CTOPOHY
o0pa3oBaHMsS aMMuaka B ToM ciydae, kKorma NADH
yaajusieTcss B pe3ysibTaTe MepeHoca JJIEKTPOHOB U IPo-
TOHOB B IbIXaTeJbHOW 1enu. [y 3aBeplieHUsT LUKIIA
B3aMMHBIX TpEeBpalleHUi TlyTaMata M O-KeTorJayTapa-
Ta 00pa3yloIIUiics B IUMTOILIa3Me TJyTamaT IOJIKeH
MomnacTb B MUTOXOHAPHMM, a Q-KETOJyTapaT, HeoOXo-
OUMBII ISl yaajeHWsT aMUHOTPYII Pa3iuYHbIX aMHU-
HOKHUCJIOT B peakIMsIX IepeaMUHUPOBAHMUS,-B IIUTO-
niasMy. BHyTpeHHsIss MeMOpaHa MUTOXOHIPHUU TLIOXO
MpoHMIIaeMa ISl a-KeTorinyrapata. OH HMPOXOIUT 4e-
pe3 MeMmOpaHy, OOMEHMBasChb C MajaToM, a [IJyTa-
MaT - ¢ pocharom. IlepeHoc manmata MOXeT OBITh TaK-
Xe COIpsKeH ¢ mepeHocoM docdara.

Tlosicnenus Kk cxeme

1. Tnymamam-nupyeammpancamunasa
2. [nymamam-okcanroayemammpancamunasa
3. Inymamam-muposunmpancamunasa

OBPA3OBAHUE KETOCOEJIMHEHUIA
N3 AIETHJI-CoA

Ilpu xoHmeHcauuu ABYX MoJiekya aneTui-CoA
obpasyetcst aueroaueTwyi-CoA u 3areM [3-okcu-f-me-
TuArayTapui-CoA, KOTOpBI TUAPONMU3YETCS 1O alle-
TOYKCYCHOM KHCJIOTHL. ALIETOYKCYCHasl KHUCIOTa B 3Ha-
YUTEJbHON CTEMEHU IOIBEepraeTcss rUAPUPOBAHUIO [0
-okcMMacISTHOM KUCIOTHl M B MEHbBIIIEN CTENeHHM - ca-
MOIIPOM3BOJBHOMY NeKapOOKCUIMPOBAHUIO, TIPUBOMIS-
meMy K obpa3oBaHuiO0 ameroHa. O0e peakuu IpoOTe-
KaloT B MEYeHHU.



ITopdbupuHbI

VIII

”opd)uplmbl COCTOAT M3 YCTBHIPEX NUPPOJIBHBIX KOJICL[, COCAMHCHHBIX MCTAHOBBIMHU TIpYyIIIIaMU. HpOI/I3BOﬂHbIe
MopGUPUHOB MPUCYTCTBYIOT B Pa3IMYHbIX TeMOIpoTeunax (reMorjo0MH, MHUOIIOOMH), TeMmcoaepxkKalux (hepMeHTax
(LMTOXpOMBI, TIEpOKCHIa3a, Karaja3a) U B xjopodwiie 3eneHbix pacteHuid. [TopbupuHbl moapasnenstorcs U 0003Ha-
YaloTCS B COOTBETCTBUM C 3aMECTUTENIIMM B OOKOBBIX IIETISIX, CBSI3aHHBIX C MUPPOJBHBIMU KOJbLIAMU; HauOOJIbIIIee
pacnpocTpaHeHrne MMEIOT MpoTornopdUupuHbl. MoJiekyna nopupuHaA COACPXKUT CUCTEMY COIPSIKEHHBIX JIBOMHBIX
CBSI3eli, OMpENeINSIIONIYI0 XapaKTepHble CBOMCTBA 3TOT0 coeAuHeHus. PacTBopbl TopdupuHa M30MpPATENTbHO TOTJIO-
1IAKT CBET Ol'IpC,ELCIICHHOﬁ JJIMHBbI BOJIHBI B BMHMMOﬁ 00JIaCTU U MMEIOT OYEeHb YETKUI U XapaKTCprlﬁ MaKCHUMYM IIO-
TJIOIIEHUSI, KOTOPBIN MOXET CIIY>XKUTh IS UISHTU(MUKALIMN WHIMBUIYAIBHBIX MPOM3BOAHBIX. Bce Mpou3BoOmHbIE TOpP-
(GUPUHOB MMEIOT OAWMH OOIIMII MaKCMMYM TIOTJIOLIEHUS] TIpU JJWHE BOJHBI B ob6nactu 400 HM.

Dayopecuyenyus pacTBOPOB SIBJISIETCSI TPYTMM CBOWCTBOM, BBI3BAHHBIM HAJIMYUEM COMPSDKEHHBIX ITBOMHBIX CBSI3EH;
MoJieKkyJia ropdUprHa MOXET MOIIoNaTh KBAaHT CBETa M, TaKUM O0pa3oM, TEepeHOCUTb 3JIEKTPOHBI Ha 0ojiee BbBICO-
KWl 3HEpreTMYecKuil ypoBeHb. [Ipy BO3BpallleHUM 3JIEKTPOHOB Ha MCXOMHBIM YpOBEHb YacTh SHEPIUM M3ITydaeTcs
B BUIe (DOTOHOB, JUIMHA BOJHBI KOTOPBIX OOJbIIE [UIMHBI BOJHBI BO30YXXHAIOIIETO CBETa.

Boicokas memnepamypuas ycmoiuueocms MOJEKyJ TOpdUpPUHA TaKXKe BBITEKAET M3 MX CTPYKTYPHBIX OCOOEHHO-
creit. [lopbupuH MoxeT 0Opa3oBLIBaTh XeJaThl ¢ MOHaAMU MeTauioB. [IpoTomopdupuH obpasyeT yeTbipexBaJieHTHBIE
koMmriekcel ¢ Fe’', Fe’", Mg, Zn’", Ni’", Co’" u Cu’’. XemaTHbIl KOMIUIeKC npoTornopdupuna ¢ Fe’"
HasbIBaeTCs npomozemom (WIM TeMOM), TOJOGHBI Komriekc ¢ Fe'® HasbiBaeTcs TeMWHOM WM TeMaTHHOM.
IMopduprH B cocTaBe remMa MMeeT IUIOCKOE CTPOEHHE, NBe KOOPAWHAIMOHHBIC CBSI3W 3Keje3a MePHeHIUKYJISIPHBI
TUIOCKOCTH MopdhuprHOBOTO Kosblla. Korma mosIBISIOTCS TPYIMbl B TSATOM M IIECTOM KOOPAWHALIMOHHBIX T10-
JIOKEHUSIX KOMILIeKca KeJjie3a, IMPOUMCXOOUT Oo0pa3oBaHME TeMoXpoma WJIM TeMOXPOMOTeHa.

Monexkyabl nmopdupruHa CUHTE3UPYIOTCS KOHAECHCALME 4YeThbIpeX MOJIEKYJl nopgoburuHocena, KOTOPBIi o0Opa3yeT-
Csl U3 IBYX MOJIEKYJ O-aMUHOJIEBYJIMHOBOM KMCJIOTBHI, BOZHMKAIOILIEH MpY KOHAeHCAUUM CYKIMHUI-COA ¢ INIMIIMHOM
MpU OIHOBPEMEHHOM JeKapOOKCUIMPOBaHUM. BOKOBBIE 1IeMM MUPPOJIBHBIX KOJIEI MOJy4aloTCsl B CEpUM MOCIea0Ba-
TEJTbHBIX peakluil JeKapOOKCWIMPOBAHUS W OKWUCIEHMS, 3aBUCSIIUX OT CTPYKTYpPbl MopdupuHa.

B remomporennax (eemoznobun, muo2nobun) TSTOE KOOPOMHALIMOHHOE ToioxeHUe Fe’' 3aHSATO MMUIAa30NbHOM
IPYIIIOi ocTaTKa TMCTUIMHA Oejika. B remax 1mectoe mojoxkeHue JMOO He 3aHSATO (BOCCTaHOBJIEHHas ¢opma), J1ubo
3aHSATO KHUCJIOpOAOM (OKHUCIeHHas dopMa) WIM APYTMMU COCOWHEHUSIMU, CIIOCOOHBIMU K TaKOMy XK€ B3auMOICH-
cteuto (CO, CN'). IlpakTuuecku BO BCeX uyumoxpomax TATast W 1ectas cBsisu Fe’' u Fe'' 3aHATH aMmHOKMC-
JIOTHBIMM OCTaTKaMu 0ejKa, MO3TOMY ILIMTOXPOMBI HE MOTYT CBSI3bIBaTh KHUCJIOPOJ.

B remorno6uHe 1 Muorio6uHe Fe’’ He M3MeHsET BaJeHTHOCTb B NpOLECCe CBA3BIBAHMS WM OTIAaUM KUCJIOPOJA.
OHo Bcerfa ocTaeTcsl ABYXBaJe€HTHbIM. OIHAKO OHO MOXeT GbITh OKMcIeHo 1o Fe'' neiicTBMeM oOKucaMTeseid, 4To
MPUBOIUT K 00pa3oBaHUIO reMuHa. IlojgydyeHHbIE TaKMM O0Opa3oM COeNMHEHMWsI M3 TeMOIJo0MHAa W MUOTJI00MHA Ha-
3BIBAIOTCS METTeMOIJIOOMHOM U METMUOIJIOOMHOM. DTU COeIWHEHUs He MOTYT (PYyHKIIMOHUPOBAaTh B KavyecTBe Tepe-
HOCUMKOB KHciopona. B mporecce mepeHoca 3JIEKTPOHOB KeJIe30 IIMTOXPOMOB TIEPEXOAWT U3 JBYXBAJIEHTHOTO CO-
CTOSIHUSI B TPEXBAJICHTHOE - ITPOLIECC, JeKAaIIUii B OCHOBE (PYHKLIMOHHPOBAHUSI LIMTOXPOMOB.

Temoenobun - coenuHeHue riodbuHa ¢ remMoM, IlopdpupruHOBOE KOJBLIO KOBAJEHTHO CBS3aHO C OEJIKOM II0 TSITOMY
KOOPIMHAIIMOHHOMY mosoxeHuto Fe’'. I'eM MoxeT OBITb BBIIENEH SKCTpaKLMell HEKOTOPBHIMH PacTBOPHUTENSIMU
MOJKKMCJIEHHOIO pacTBopa reMorioouHa. MoiekyisspHast Macca remorioouHa 67000, oH COCTOMUT M3 YEThIpEeX CyObe-
NIUHULL, TIOMAPHO WACHTUYHBIX, B opraHusme reMorioOUH HaXOMUTCS B 3PUTPOLIMTAX.

Muoenobun - KpaCHbIA MUTMEHT MBIIIL, CXOIHBIA MO COCTaBy C IeéMOIJIOOMHOM. MUOTJIOOMH COCTOUT M3 OJHOM
MOJUIIENITUIHON 1IeNr, SKBUBAJEHTHON CyObheIMHUIE TeMOIJIOOMHA.

Llumoxpomel - TPOYHO CBSI3aHBI C MUTOXOHIAPUAIBHOU MeMOpaHOil. 3a MCKIIOYEHUEM IIUTOXpOMa ¢, OHU HE MOTYT
OBITH IMMOJIYYEHbI B I'OMOI'CHHOM BUIC. HI/ITOXpOMbI NEPECHOCAT IDJICKTPOHBI.

B yumoxpome ¢ nporonopupuHoOBasi rpyra KOBaJeHTHO CBsi3aHa C OEJIKOM uepe3 [1Be BUHWIbHBIC TPYMIIbI MUP-
pOJIbHBIX KoJjiel ¢ AByMs SH-rpynmamMu mucremHa mnenTuaHoi uenu. [IsgTtoe m 1recrtoe IosioXXeHUe Fe’" 3aHATHI
OCTaTKaMM TUCTUAWMHA U METUOHMHHA.

Herpaganusi U npeBpaileHus MopOUPUHOBOTO KOJIbIIa MPOUCXOAIT B TIpOllecce pacriaja reMorioOrMHa, KOTOPbIi
BHauaje pacrnagaercs no Oenka v rema. JlajpHelve mpeBpalieHusi 000MX KOMITOHEHTOB IMPOTEKAlOT HEe3aBUCHMO.
PazpyiieHune reMa HauMHaeTCsl ¢ pacmana TETPArMPpPOIbHOTO KOJblia TIPU OKUCIEHUM METMHOBOW TPYIINBI 0 ajiblie-
TUIHOM, ¢ 00pa3oBaHMWEM JIMHEMHOIO TeTpanupposia, U3 KOTOPOTO TOJy4YaloTCs KETUYHbIE MUTMEHTHI.
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CHUHTE3 I'EMA

Ilopgoburunoeen - npsiMoit NpeaIeCTBEeHHUK
nmopoupnHoB. OH CHUHTE3UpPYETCs U3 O-aMUHOJIEBYJIH-
HOBOW KHCJIOTBI, OOpasymolleiics Mpu KOHIEHCAUU
cyKUMHUI-COA € IJIMIMHOM, C OIHOBPEMEHHBIM Jie-
KapOokcunupoBanueMm. ®OepMeHT, KaTalu3UpYIOIIUi
3Ty peakluio, UHIMoupyeTcsi npororeMuHom IX.

[MupponbHoe KonbLO (MOpdhodUIMHOreH) o0bOpa-
3yeTcs MpU KOHAEHCAWU 2 MOJIEKYJT O-aMWUHOJIEBYIU-
HOBOI KHUCJIOTBL. 4 MOJEKYIbl MOp(poOUIMHOreHa KOH-
NEHCUPYIOTCSI, NaBasi MOJIEKYNy yponopgupunoeena I11.
KoHneHcalust npoTekaeT B HECKOJbKO CTaAuii: cHaya-
Jla U3 YeThIpeX MOoJieKysl Mop(oOMINHOTeHA TIPU MTOMO-
M yponop®UpPUHOTEHCUHTa3bl  obOpasyercs  JiM-
HEWHBII TeTpanuppoJl C BbIAECIEHUEM MOHOB aMMOHMUS.
[lpu neicTBUM KOCUHTAa3bl MPOMCXOAMUT OTLICTIIICHUE
MOHA aMMOHWMS, OIHA TMUPPOJIbHAs TPYINa WM30MepH-
3yeTcsl, U LUK 3aMbIKaeTcss ¢ 00pa3oBaHMEM YypOIIOp-
¢uporena I1I. Ha cienyromeit ctamuy IpOUCXOIUT Jie-
KapOOKCWJIMPOBAaHUE alleTaTHBIX TPYIIN OOKOBBIX IIeTIei
C TpeBpallleHUeM WX B METWIbHbIE TPyNIbl. Takum
o0pa3om, obpasyercst konponopgupunoeer 111, KOTOpbIi
SIBJISIETCSI CyOCTPATOM JJISI PsIfia TIOCIeI0BATEIbHBIX TIPO-
LIECCOB OKMCJIEHUSI U 1eKapOOKCUIMPOBaHUs (1eKapOoK-
CUJIMPOBAaHUE OCTATKOB MPOMMOHOBOI KUCIOTbI, TPUBO-
asiniee K 00pa3oBaHMIO STWIBHBIX TPYIN, AETHIPUPO-
BaHME METUJICHOBBIX MOCTMKOB MEXAy MHUppoIaMu
¢ obpasoBaHueM MeTUHOBBIX rpymn (—CH=), meru-
NPUPOBAaHME STWIBHBIX TPYNI B BUHWIbHBIE TPYIIIIHI).
B pesynbrate sTOro ob6pasyercsi npomonopgupun IX.

CoriacHO OJHUM B3IJIsSIIAM, 3KeJe30 BKIJII0YAeTCsl
B MOJIEKYJIy TOJIBKO TOC/Ie 3aBEpILUEHUs] CUHTE3a MpOo-
TonopdupuHa peakiMeld, KaTaiusupyemMon ¢heppoxena-
Ta3of, COINIACHO [pYrMM, BKJIIOYEHHME IPOMCXOIUT
mepeq TOJHBIM 3aMbIKAHMEM TPOTOMOP(GUPUHOBOTO
LMK/ U TaKXe KaTaausyercsi 9TUM (EepMEHTOM, JIoKa-
JIN30BAaHHBIM B MUTOXOHApUsiX. [Iporomoppupun IX
SIBJISIETCSI  TIPEALUIECTBEHHUKOM  MUO02A00UHA  (2eM0eno-
OuHa), Yumoxpomos u Xxaopoguaiia.



[opdupuHb
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BTHO-
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TUIIBI ITOPOUPUHOB

Kaxablil TUppONBHBIA UK MOpGUprUHA UMEET aBe
OGOKOBBIE 1I€MU, KOTOPbIE MOTYT OTJIMYAThCS B Pa3HbBIX
ukiax. TUmbsl 3TMX OOKOBBIX LIETel M pa3MyHbIe 3a-
MELIEHHbIe MUPPOJIbHbIE KOJIbLIa 0003HAUYEHbI B TabIM-
me oOykBamu A-F.

WHouBuayaabHble TUIBL  MOpOUPUHOB  0003HA-
4aloTCs B COOTBETCTBUM C TUIIOM M YUCIOM OOKOBBIX
Herneil (MAGHTUYHBIX) B THMPPOJIbHBIX KOJblLAX. Tak,
B COCTaB MPOTOMOpPGUPUHA BXOIAT ABAa MUPPOJBHBIX
koJsiplia tima B u nBa tmuma C. OmHako Takas cxeMa He
yKa3bIBaeT, B KaKOW IMOCAeIOBATEIbHOCTU 3TU TUP-
pOJIbHBbIE KOJIblIa COEAMHEHBl Ipyr c apyrom. Korna
MophUpUH CONEPXKUT [BAa PA3IMYHBIX 3aMECTUTEIS
B MUPPOJIBHBIX KOJIbLIAX, MOTYT 0OPa30BbIBATHCS YEThI-
pe M30MEpHBIX TUMa TOophOUPUHOB (YpOrIOPHUPUHBI
I-1V).

Ecau nmopdupuH MMeeT Tpu TUIA pa3jIMYHbIX 3aMe-
cTUTeNel, 00pa3yloIIuxcsi M3 TepBOHAYAIbHO CyIIe-
CTBYIOIIMX [JBYX AalETWJIbHBIX M MPOMUOHUIBHOTO
OCTAaTKOB, OH MOXEeT CyllecTBOBaTb B Buae 15 pas-
JIMYHBIX u30oMepoB (ypomopdupunsl 1-XV). Bce mpu-
poIHble MOPMUPUHBI TMOJy4yaloTCcsl U3 ypornopduprHa

III. MopdpupuH B reme SBJISIETCSI MPOTOHMOPGOUPUHOM
IX

BAJTEHTHOCTDb XKEJIE3A B TEME

B eemoenobune n muoerobumne, YHKIUST KOTOPBIX
COCTOMT B TMeEpeHOce KHUCIopoaa, 3Keje30, CBA3aHHOe
B remMe, He U3MEHSET CBOIO BaJIEHTHOCTb, BCErJa OCTa-
BasiCh dgyxeasenmmviM. 2Kene3o MOXeT ObITb OKHCJIe-
HO JI0 mpexgaieHmHo20 TaKUMU OKMCIUTEISIMHU, Kak
OKCUIIBI a30Ta, HUTPUTHI, HUTPOOEH30s (in Vivo)
u dbeppuumranun (in vitro).

[MponykT OKMCIeHHUsI Ha3bIBAE€TCS METTeMOIIOOH-
HOM, WJIM COOTBETCTBEHHO METMMOIJIOOMHOM. DTH CO-
eNMHEHUs] He CHOCOOHBI K O0OpaTHMOMY TMepeHoCcy
KHUCJIOpoa.

C npyroit CTOpOHBI, B IIMTOXPOMAX, IEPEHOCSIINX
3JIEKTPOHBI, U3MEHEHKME BaJEHTHOCTHU XeJjie3a SIBJISIeTCS
HOpPMaJbHBIM TIPOLIECCOM, CBSI3aHHBIM C TEPEHOCOM
3JIEKTPOHOB.

JOKAIMN3AIINA CHUHTE3A TEMA

®DepMeHTbI, y4acTBYIOIIME B OMOCHMHTE3e rema, Obl-
JIM BBIICJICHBI U3 TMEYEHU, KOCTHOTO MO3ra, CIMU3UCTOI
KUIIEYHUKA, SIPOCONEPKAIINX IPUTPOIIUTOB U MOYEK.
O6pasoBaHue MnopdoduanHoreHa M3 O-aMUHOJIEBYIU-
HOBOM KMCJIOTBl M JajbHEMIIME peaklUuu, Beaylliue
K KOTMpomnoppupUHOTeHy, TPOTEKAIOT 6 Yumoniasme.
CuHTe3 0-aMUHOJIEBYJIMHOBOM KMCIOTHI, TaK e, Kak
OKHCJIEHHE M AeKapOOKCWJIMPOBaHUE KOIpPOomopdupu-
HOTeHa W BKJIIOYEHHUE Kejie3a B MOJEKYIy, MPOTEeKaeT
B MUMOXOHOPUSIX.

Tlosicnenus ¢ cxeme

Heobxonumbie (epMeHTBI:

- MUpUAOKcanIbdochar,
- 0-aMUHOJIEBYIMHAT-CUHTA34,

- nophOOMIMHOTEHCUHTA34,

- ypornopbupuHOTeH-CUHTa3a,

- yporopb1prMHOTeH-KOCUHTa3a,

- yponopduprHoreH-aeKapooKcuiasa,
- KonponoppupruHOTeHOKCHIa3a,

- ¢eppoxenaTasa.

by oy by B by
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CTPYKTYPA N ®YHKIHUA I'EMOIJIOBMHA

XKene3zo cBSI3aHO C YETHIPbMSI TUPPOIHHBIMU IIH-
Ki1amMu nopdUpHHA YEThIpbMSI KOOPAMHAILIMOHHBIMU
cBa3sgMu. [laroe mMooXeHUE 3aHATO WMUIA30TbHON
TPYNION TUCTUIMHOBOTO OCTaTKa MOJIEKYJIbl Oeka.
Illectoe mosnoxeHue JaMOO OcCTaeTcsd He3aMelLIeHHBIM
(BoccTanoBneHHast opma, Hb), nubo 3aHsATO KMcmopo-
oM (okucaeHHas popma, HbO,) wnu npyrumu nurania-
MU, KOTOpbIe MOTYT OBITh CBSI3aHBI AHAJOTMYHO KHUC-
nopony (CO, HCN). Ilsarag M 1mectas KoopauHa-
LIMOHHBIE CBSA3U KeJie3a PacoIOXEeHbI MePHeHIUKYISp-
HO TUIOCKOCTU TMOPGUPUHOBOTO KOJIBLIA.

leMornoOuH sBISETCS  MepeHOCHUKOM  Kucaopoda,
NpU 3TOM BalEHTHOCTb Xkeleza Fe’” ocTaerca Heus-
MEHHOM.

PET'YJIMPOBAHUE BUOCHUHTE3A
TEMOIJIOBHA

WurubupoBaHue cUHTETa3bl O-aMUHOJEBYJIMHOBOM
KMCJIOTHI MpoToreMuHoM IX umeer ocoboe 3HaueHUe
B peryasiuuu OuocuHTe3a mopdupuna. Ecim orcyr-
CTBYeT HEOOXOAMMOE KOJMYECTBO TJIOOMHA, KOTOPBIN
NIOJKEH cBs3aTbesl ¢ mpororemoMm IX mist oGpasoBa-
HUSI T€eMOTJIOOMHA, TO MPOMCXOIUT CaMOIIPOU3BOJIBHOE
oKHcJleHHe mpoTtoremMuHa IX, MHrubupyouee CUHTE3
nopbuprHa. Cuuraerca, uTo HOHH Fe'' cmoco6-
CTBYIOT 00pa3oBaHUIO I0OMHA. Eciu KoaumuecTBO HMO-
HoB Fe’" mpesblaeTr KonnuecTBa, HEOOGXOAUMBIE IS
CBsA3BIBaHMS C mpororeMoM IX, To ocraloTcs CBO-
Gomuble noHs Fe’'. B 3ToM ciyyae cTUMynupyercs
oOpazoBaHMe TJ100MHA. BeposiTHO, aTa peryasiius momi-
JIepXWBaeT paBHOBECHE MEXIY WHIMBUAYaIbHBIMU
MpeAleCTBEHHUKAMKU TeMOIJIOOMHa, HO HE BIHUSET Ha
KOJIMYECTBO (PYHKIIMOHUPYIOIIETO reMOIIOOMHA.



OBMEH T'EMOIJIOBMHA

I'emornobun ocBoboxnaercs (0Koio 89 r B AeHb)
Mpy pa3pylIeHUM SPUTPOLUTOB (BpeMs UX XKU3HU
okosio 4 mec.). O6a KOMIOHEHTa reMorjioouHa (6enok
W TeM) TMpeBpallaloTCs Jajee HEe3aBUCUMO Jpyr OT
npyra. [7OOMH TMpOTEONUTUYECKU THUAPOJIU3YETCS M0
AMUHOKHCIOT, a TeM MPEBPALIACTCS 8 HueMeHmbl dicen-
yy. Jlpyrue remcoaepxaiiue OeJkd (MUOTJIOOMH, IHU-
TOXPOMBI, TEpPOKCHAA3bl, KaTajia3dbl W T.I.) pa3py-
IAIOTCS aHAJOTMYHBIM 00pa3oM.

[eMorno6uH, o0CBOOOXIAaeMbIid W3 IPUTPOIUTOB,
cpa3dy Xe CBS3bIBaeTCs C TamnTOrJIo0MHOM, OelIKOM
m1a3Mbl KpoBU (0,-TJIOOY/IMH), OfHAa MOJIEKyJa KOTO-
pOro MOXeT CBsI3BIBaTh OBe MosieKyiabl Hb. O6pasyio-
mIMiicss KOMILIEKC —aacopOupyeTcs peTUKYJIO3HAOTe-
JIMAJIbHOM CHUCTEMOI M3 LMPKYJUPYIOLIEH B TMEYECHU
U IPYTUX OpraHax KpOBH.

B Kkommuiekce TranTOrIOOWH-TEMOTJIO0MH Xee30
rema okucisierca no Fe’' (c o6pazoBaHumeM MeTremo-
r100MHa), OKUCIEHUE O-METMHOBOTO MOCTHMKA TeMa [0
(opmusa MPOMCXOAUT TMOCTE TOTO, KaK OTIIETJISIeTCs
rantoraoouH. Ilpn OTKpHITUM MOP(PUPUHOBOTO IIMKIA
cpoactBo Fe’' ¥ rnobuHa K TeTpamupponbHOMY TIpo-
W3BOIHOMY TIOHMXAeTCs W MOJIeKyjla pacrajgaeTcs Ha
JIMHEHOe TPOU3BOLHOE TETpanupposa Ousueepiun,
a TakXe TJIOOWH W XeJe3o.

bunusepnun BocctaHaBiuBaetcss NADPH no ueH-
TpaJIbHOMY METMHOBOMY MOCTHKY, HAaBasi OuaupyOuH.

bunupyoun obpasyer ramko3unHywo cBsazb ¢ UDP-
TJIIOKYPOHOBOM KMCJIOTOW 4epe3 ABa OCTaTKa MPOMUO-
HOBOIl KHCJIOTHl LIEHTPAJbHBIX TMUPPOJIBHBIX KOJIEIL.
BToT mpolecc MpPOTeKaeT B IHIOIIA3MAaTUYECKOM pe-
TuKyayme u katanuzupyetrcss UDP-0unupyOouH-rioky-
poHuarpaHcdepaszoit. OOpasyeTcss BOIOPACTBOPUMBINA
IIOKYpOHUI OwnupyowHa. Bbyayum oObeMUCTHIM, OH
HE MOXET MPOXOAUTh 0OpaTHO 4epe3 MeMOpaHy KIeT-
KU neyeHu. YacTb OUIUpyOMHA CBSI3BIBAETCS C CEPHOIL
KucaoToi nox nmeiictBueM PAPS, a TakxXe ¢ TJIIOKO30ii
UM Kcuioszoi. TakuM o0pa3om, €ro MoJjiekyja CTaHO-
BUTCSI BOJOPACTBOPUMON, M B 3TON (hopMe oHa mepe-
HOCUTCS B JKEJIYHBIE TIIPOTOKM TiedeHH. Bmecte
C Xea4Ybl0 OHAa TOMagaeT B KUINEYHUK, Toe MpeBpa-
miaeTcs  asee.
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BBIIEJIEHUE JXKEJYHBIX IIMT'MEHTOB

OmHa dacTh OwiMpyOMHa 00pasyeTcs Hemocpel-
CTBEHHO B TMEYEHM, Jpyras AOJXHA ObITh IMEpeHeceHa
n3 POC-kiertok B meuyeHb I €ro JajlbHEWIIero Impe-
BpamieHus. OnmHako, TaK KaK OWIMPYOMH HE pacTBO-
pUM B BOJIE, OH TIEPEHOCHUTCSI B CBSI3aHHOM C albOyMU-
HOM COCTOSIHMU (IBE MOJIEKYJbl OMIMpYyOHMHA Ha OIHY
MOJIeKyqy anbOymMmMHa). Ecniu KoHUeHTpauus Ouaupy-
OMHAa B KPOBU TMIPEBHIIIAET OINpPENCICHHYI0 HOPMY
(30-35 mr/100 mi), anbOyMMH  OKa3bIBae€TCSI  HAChl-
MIEHHBIM, a W30BITOYHBINI OWJIUPYOUH OCTAaeTCs CBO-
OOmHBIM W oOcaxjaeTrcss U3 pacTtBopa. Hekoropeie co-
enMHeHMs1 (IJITaBHBIM O0OOpa3oM aHWOHBI), KOTOpbIE
MEPEHOCSITCST KPOBBIO B CBSI3AHHOW C aJlbOyMUHOM
dbopMe, KOHKYpEHTHO WHTMOMPYIOT TPaHCIOPT OWIn-
pyOuHa.

BunupyouH ocBoOoXmaeTcs M3 KOMILIEKCAa C ajlb-
OyMITHOM Ha KJIETOYHOM MeMmOpaHe TevYeHn
U aKTUBHO TIepeHOCUTC B KJeTKy. OH TomagaeT B Ku-
LUIEYHUK Yepe3 XeJNYHble MPOTOKM MEYEeHU U BOCCTaHa-
BJIMBAETCS TOJBKO TOCJHE TUAPOJUTUYECKOTO pacrmaga
TJIMKO3UJHOW CBSA3M WJIM HETOCPENCTBEHHO TOM JIeii-
CTBMEM KUILIEYHBIX OakTepuil (YaCTMYHO TaKXe aHad-
POOHBIMU THIPOTE€Ha3aMM, MPUCYTCTBYIOIIMMU B KIe-
TOYHOU MeMOpaHe).

Cmepkobuaunoeen U  Mme300urunoced  (ypoOOUIUMHO-
reH) oOpa3yloTcsl M BBIOESIIOTCSI BMECT€ C MOYOM
u KaioM. OHU OKMCISIIOTCS IO CTEPKOOWIMHA U YpO-
OWJIMHA KHMCIOPOAOM BO3AyXa.

KenuHble MUTMEHTHl YaCTMYHO BCACBIBAIOTCS B KHU-
IIEYHUKE U BO3BpAlIAlOTCA B IE€YeHb C BEHO3HOM
KPOBBIO (3HTeporenarnyeckass HUPKYJsiiysi). B atom
ciayyae OWIMPYOMH MOXET CHUHTE3MpPOBAThCSI BHOBb.

Cmepkobuaun, ypobuaun W JAPYTUe TMPOAYKTHI pac-
nmama remMa (Hampumep, Me300MTUGYIUH ¢ ABYMS TUpP-
POJIBHBIMU KOJIBLIAMU) SIBJISTFOTCSI OCHOBHBIMM TTUTMEH-
TaMM Kajla U MOYH.

KEJYHBIE IINTMEHTDBI

JIMHeiHbliA  TeTpanmuppos  OuausepouH, WMEIOLIMIA
3eJieHbI 11BeT, oOpa3yeTcs MNpHM pacrnage TeTpanup-
poibHOro Kojblia rema. [IpM ero BoOCCTaHOBIEHUU
o0Opa3yeTcsi KpacHO-KOPWUYHEBBIN Ouaupybun. Boccra-
HOBJIEHUE OWIMpyOMHA MPUBOAUT K OOpa3oBaHUIO
OECIIBETHOTO  Me300uaupyburoeena (ypobusuHoeena),
Mpy TOCHAEeAyIoleM TUIPUPOBAHUM KOTOpPOro obpa-
3yeTcsl TakxXe OeCUBETHBIN cmepkobusunozen. OpaHxke-
BO-XENTHIl  ypobusun oOpasyeTcs TIpU OKUCICHUU
yPOOUJIMHOTEHa KUCJIOPOIOM BO3IyXa, a aHaJOTUYHOE
OKHUCJIEHNE  CTEPKOOWJIMHOTEHA  JaeT  CMepKoOUAUH.
XKemuHble TUTMEHTHI TIEPEHOCITCS B MOYY DHTEpOTrerna-
TUYECKOW ULMPKYJISIUMEH, M UX BOCCTAHOBJIECHHbBIC
(bopMBl (B OCHOBHOM YPOOWMJIMHOTEH) TaM M MOTYT
ObITb OOHApyXeHbl. YPOOMJIMH MOXHO OIpeneauThb
TOJBKO TIOCNIE OKUCITICHUSI.

Cyddukc-oreH B Ha3BaHMM MUTMEHTa TOKa3bIBaeT,
YTO BCE MOCTUKM MEXAYy NUPPOJbHBIMU KOJbLAMU
obpasoBaHbl MeTuwieHOBbIMU rpynmamu -CH,-.

Cyddukc -UH MokKa3bIBaeT, YTO HEKOTOPbIE MOCTH-
KW JIeTMIPUPOBAHBl OO METUHOBHIX rpynm -CH=.



APYIUE ®OPMblI IIOP®UPUHOB

Llumoxpomer TIEpEHOCAT 3JMEKTPOHBI OT AETUApOre-
Ha3 K kuciopony. OHM pa3fensioTcs Ha TPU TJIaBHbIE
TPYNIHB a, b ¥ ¢ B COOTBETCTBUU CO CIEKTPAMU MOTJIO-
IIeHUsS] BOCCTAHOBJIEHHOU (DOPMBI B BUAMMOM 0O0JIACTU
CIIEKTpA.

BonbmMHCTBO HMTOXPOMOB (32 UCKITIOUEHUEM IIM-
TOXpoMa ¢) TPOYHO CBSI3aHBI C MUTOXOHAPUATHHON
MeMOpaHO! W HEe MOTYT OBITh MOJyYeHBI B PacCTBOPU-
MOM U B TOMOTEHHOM COCTOSTHUM. TOJNBKO ITUTOXPOM
¢ MOXHO BBIICIUTh U3 MUTOXOHAPUI TyTEM 3KCTpaK-
LIMA DPacTBOpaMu COJEH.

AMWHOKWCIIOTHAST TIOCJIEAOBATEIbHOCTD IIUTOXpPOMA
¢ ceiluac usBecTHa. IlporomopdupuHoBas rpymnmna c
KEJIe30M KOBAJICHTHO CBSi3aHAa C OEJNKOM 4Yepe3 CyJib-
(uaHble MOCTHMKM C JABYMSI MOJEKyJlaMHM LMCTEMHA.
CBs3b 0o0pasyeTcsi mpucoequHeHueM -SH-rpymmbl K
BUHUJbHOW TpymIie mpoTonopdupuHa. DTO eTUMHCTBEH-
HBIM cllydyail remonporeuia, B KOTOPOM I'eéM KOBAJEHT-
HO cBs3aH c OenkoM. [laras w miecrass KoopaWHA-
LIMOHHBIE CBSI3W Xejie3a CBSI3aHBl C TUCTUAMHOM U
METHMOHWHOM, 3alllMlias TakuM o0pa3oM Xejne3o OT
B3auMogeiictBusa c¢ kuciaopogoM, CO u maxe HCN.

B cocraB komnaexca uumoxpomoé a + a, (UuTO-
XpOMOKCHUAa3a) BXOAMT MpoTomopbupuH A (uuTOre-
MUH), cojiepXamuii (OPMUTBHYIO TPYNIy BMECTO
—CH, B nmonoxeHuu 8, u 15-yriaepogHyio Lemnb H30-
MpeHOMIa BMECTO BUHMJIBHOI TPYNMbl B MOJOXEHUU
5. Mlgaras xoopaWHALMOHHAs CBI3b Keje3a 3aHdaTa
aMMUHOTPYMNMO# amuHocaxapa. Kommiaeke wnuTOXpO-
MOKCHU/Ia3bl COCTOMT W3 INECTH UACHTUYHBIX CYObEeIu-
HUII, Kaxjaas W3 KOTOPBIX COAEPXUT OTHY MOJEKYTY
LIUTOTEMUHA W OIWH aTOM MEIH.

Xnopoguan TipeAcTaBisieT Cco0O# 3eleHbI  pacTu-
TeNbHBI TIMTMEHT, cojepxaimuii Mg®*, kKoopanHa-
LIUOHHO CBSI3aHHBIII B IEHTPE TETPAUPPOIHLHOTO
koiabiia. OH WMeeT eOUWHCTBEHHYI0 OOKOBYIO II€Ilb,
00pa3oBaHHYIO CIHUPTOM (UTOIOM. XJIOPpOPUIT MO-
KT TOrjouiaTh BUAMMBIA CBET W MCIMOJB30BaTh €ro
SHEPruI0 s XUMHUYECKUX peakuuit (¢boTonu3 BOAbI,
BbIIENIEHNE KMCJIOpoaa, OMOCHMHTE3 caxapoB).
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KneTrtka

KneTka - 9TO OCHOBHasi aneMeHTapHasi eovHMLA XMBOro oObekTa. TepMUH XMBOK OOBLEKT BKIIOHAET OObIMHO
BCE OObEKTbI, CMNOCOBHbIE C METab0/IM3My N BOCIPOU3BEAEHNIO cebe MOOOOHbIX.

Ana nogaep)aHusa 3TnX ABYX OCHOBHbIX MYHKUMIA B MPOLECCE 3BOMIOLUMM B KIIETKE BO3HUKIWN OMpeaeneHHble
CTPYKTYPbl, HA3BaHHble KJ1IETOYHbIMU OpraHesiiamu. OHM 0BecneyrBaoT KOOPAMHUPOBAHHOE U perympyemMoe rnpore-
KaHME OCHOBHbIX PEAKLWIOHHbIX MPOLIECCOB, HEOOXOAWMBbIX 11 MOCTOSIHHOIO MPOSIBMEHUS XKU3HEHHbIX YHKUMNA.

Ana CyweCTBOBaHUS >XMBOIrO OpraHM3Ma BabKHbl CleayloLmMe KIETOYHbIE OpraHesubl: S4p0, MUTOXOHAPUA, 3HAO-
rnnasmaTndeckuii peTukyaym, pubocoMbl, JIN30COMbI N MUKPOTebLa. KneTouyHble MemMbpaHbl, HE TOJIbKO OTAENsoT
>XKVBOW OpraHn3m (KJ1IeTKy) OT OKpYXKaloLLel cpedpl, HO Yy4acTBYIOT B OOpa30BaHUM OMpPenesiEeHHbIX OTCEKOB KIETKM
(pyHKUMOHaNBHBLIX NogpasaeneHnin). OHM ciy>kaT CTPYKTYPHbIM 3/1EMEHTOM BCEX KIETO4YHbLIX OpraHesl U MpUHUMaOT
yyacte B pyHKUMOHMPOBaHMM BONbLUMHCTBA M3 HUX. Macca membpaH moxeT gocturate 80% macchl knetku. He-
CTPYKTYPUPOBaHHasdA, KOJIoMaHas Macca, 3anosiHSIoLWas BHYTPUKIIETOYHOE MPOCTPAHCTBO, Ha3bIBAETCA LIMTO30J/1EM.

MHorpa knetka cooepXxut MopdonorMyeckn pasvuimMble rpaHysibl, B KOTOPbIX HaXOOATCS NPOAYKTbl KIETOYHOM
aKTMBHOCTW, JINOO 3anacHble NpoayKTbl (FIMKOreH, Karym >upa), MO0 NpoaykTbl, KOTOPble AOMKHbI ObiTb TPaHC-
NnopTUPOBaHbl 13 KIETKU (MPodEepMeEHTHI).

HesaBrcmmo xmByuime KIeTKM (OOHOKJIETOYHbIE OPraHM3Mbl) OObIMHO coaepXXaT BCE MEPEYUCTIEHHbIE BbILLIE
CTPYKTYpbI, U, KPOME TOro, y HUX €CTb KJIETOYHas CTeHKa U B PSAE Cly4aeB COKpaTUTesIbHbIV annapart (PECHNHKU
N XKIyTuKn).

B MHOrokneTo4yHbIX OpraHun3mMax CyLLECTBYET pasvume pyHKUMIA, OCHOBaHHOE Ha anddepeHumaum CTPyKTyp.
Tak, B anddepeHUMpPOoBaHHbIX KIIETKAxX BbICLUMX OpraHM3MOB HabMoaaloTCs pas3nvyns B KOSIMHECTBE KIIETOYHbLIX Op-
raHenn (MHorga M pasnuuna B MX TOHKOW CTPYKTYpPE, HarpyMep B 4MCie KPUCT B MUTOXOHOPUSX KIIETOK MedeHu
N CepacyHON MbillLpl), @ TakXke B Pas3MyHOM WX pacrpencesieHMm BHYTPU KINETKU (HanpyMep, akKyMymnsuys MUTOXOH-
APV B KIETKE, B KOTOPOW MPOUCXOOAT 3HOEPrOHMYECKME MPOLIECCHI).

HapyxHasa 4acTb mnasmartnyeckon MemOpaHbl BKJTHOHAET CIIOXKHbIE XMMUYECKUE CTPYKTYPbl (Genku, rmamkonpo-
TEVHbI) N HA3bIBAETCSH M/IMKOKAJIMKCOM. DTN CTPYKTYPbl CNyXaT 4SS y3HaBaHUS KIeTKaMu AaHHOro Buaa Apyr gpyra
M pacno3HasBaHnA KJIETOK ApYrux BUOOB. ECnv T CTPyKTypbl BXOOAT B COCTaB CrieLyauibHO AndPepeHLIMPOBaHHbIX
KNETOK BbICLLMX OPraHM3mMOB, OHW CAYXaT aHTUreHamMmy U BbI3bIBAlOT 00pa30BaHME pPasfvyHbIX  CrieLmdUHecKmx
aHTuTen.

Jaxe B opraHax KIEeTKM OObMHO HE HaxOoAATCS B TECHOM KOHTakTe. OTO OOLSCHSETCA Ha/M4MEM OTpuvLa-
TeNbHbIX  3apPSO0B  Ha  MOBEPXHOCTU  KMETKW, KOTOpble B3aUMHO  OTTa/lkmBaiotcs. B pesynbtate me-
XAOY KNeTkamMm o6pasyloTcs y3KMe MPOCTPaHCTBa, CyMMa KOTOPbIX B LIESIOM OpraHe mnm opraHmame obo3HadaeTcsi
KaK MEXK/1eTOYHOE MPOCTPAaHCTBO. AHAJIOMMYHO CyMMa BCEX KOMMOHEHTOB BHYTPU KJIETKM (Hanpumep, sapa, MUTo-
XOHOPUW U T.A.) HA3bIBAETCH BHYTPUKIIETOYHbIM MPOCTPAHCTBOM.

C dYyHKUMOHANBHOM TOYKW 3PEHUSI HE MOXET ObiTb >KVBbIX OPraHM3MOoB (WM Aaxe KINeTOK WM WX OpraHes)
C HEOrpaHM4YeHHbIM BPEMEHEM KX CYLLECTBOBaHUS.

HaumHas ¢ npouecca aeneHvis, Bce KIETKN NMPOXOAAT TakK Ha3blBAEMbINA XUIHEHHbIV LNKJ/1, B KOHLE KOTOPOro fn-
60 NMPOUNCXOOUT AeNeHME C MOSIB/IEHMEM HOBOW KIETKWU, MO0 HacTyrnaeT cMepTb. [MpoaomKnTeNnbHOCTL 3TOro Lumkia
BMOoCreumMduyHa 1 KonebneTcsl, CornacHO COBPEMEHHBLIM MPEOCTABNEHVSIM, OT HECKOJSIbKMX YacoB A0 AECHATKOB JET.
B TeuyeHune XU13HEeHHOro uKia KneTka NpoxoamuT onpeaeneHHble ¢dasbl, MpoaoKaloLLMEC pasvdHoOe BPeMS, 3aBU1CS-
Luiee oT Tuna KIETKWU, N XapakTepu3yloLMecs CTPoro creumdunyeckmmn mMmetabonmyeckumMmn npoueccamu. 3tmn dasbl
obosHavatoTea G,, S, G, u T.4. Knetkn, KoTopble He OenaTcs Aasblue W norvbatoT Mocsne OnpeaesieHHOro BpeMeHU
(HaMpyMiep, KIETKX Ceporo BeLLEeCTBa MO3ra), NMOCTOSIHHO HaxoasaTtces B G,-dase. K aToi rpynne knetok npuHagnexar
Tak HasbiBaemble AnddepeHUMPOBaHHbIE KIIETKU.

To, 4to yacTtb monekyn OHK B aape cBfA3aHa C rMcToHamKn, paccMaTpyBa/iOCb pPaHee Kak MONeKynsdpHasi OCHOBa
anpoepeHumpoBky. JTa Tovka 3peHnsa Oblla OTBEPrHyTa MOCie Toro, kak 6bU10 NOKa3aHOo, YTO MMCTOHbI UrpatoT
onpenensioLLylo pofib B 06pa3oBaHMM CBEPXCIpaY, B GUBpuniax KOTOPOM OHW SBMSIOTCS YacTbio AEe30KCUpUOOo-
HYKIIEONPOTEUAOB U OCBOOOXAAOTCSA TOJNbKO B npouecce pervvkauym JHK.

B cooTtBeTCTBUM C COBPEMEHHBIMM NPEACTaBNEHNAMMN NPOLIECC KIETOHHOM AnddepeHUmMpOBKN ABASETCA Henpepbl-
BHbIM, OH MOJIHOCTLIO HeoOpaTVM BCneacTeue (pyHKUMOHANBLHOrO OnokMpoBaHus reHoB. [Mpepnonaraercs, 4TO STOT
MPOLECC OO/MKEH YNPaBiATbCA MPOAYKTaMWM MEHOB, OTBETCTBEHHbLIX 3a CTPOEHVE M CPOKU CUHTE3A.
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OINVCAHUE TUIMUYHOM KIETKA

Sldpo, oKpyXeHHOE JABOWHON MeMOpaHOIl ¢ mopamu,
JI0OKaJu3yeTcsl B CepefiMHe KJIeTKW. BHyTpu siiep BUIHBI
TEeMHBbIE IApBIIIKU. HapyxHas MemOpaHa simpa SBJsIeT-
Cs YACThIO IHAOIIIAOMATUYECKOTO PETHKYJIyMa, acco-
LUMPOBAHHOTO ¢ komnaekcom Toavdncu. Pubocombl
pacIooXeHbl Ha TIOBEPXHOCTH JHAONAAZMAMUYECK020
pemuxyiyma.  OBalbHble  CTPYKTYpbl,  OKPYXEHHbIE
NBOMHON MeMOpaHOl, BHYTPEHHsSSI 4YacThb KOTOPBIX
00pa3yeT KpPUCThI,- 3TO  MUmMoxoHopuu. Jluzocomoi
OKpPYXEHBl OJHUM MeMOpaHHbIM cioeM. OHM cofep-
XaT TUAPOJIUTUYECKUE (HEPMEHTHI, OOJNBIIMHCTBO U3
KOTOPBIX HAaXOAMUTCSI B HEAKTUBHOM COCTOSIHUM B BUIE
npodepMeHTOB. B OZHOKJIETOYHBIX OpTraHW3Max OHU
OTBETCTBEHHBI 3a IepeBapUBaHUE BEUIECTB, IOMANai0-
LIMX B KJIETKY. B BbICIIMX OpraHu3Max JIM30COMBI y4ya-
CTBYIOT B TIpOIleccax Jerpagaluu KIJIeTOK, MpeKpaThuB-
IIUX BBINOJHITL CBOM (YHKIUUU. Mukpocombl (nepok-
cucombl) WIMEIOT MEHBIIWI pa3Mep, HEXEIU JU30-
combl. OHUM comepXaT OKCHIa3bl, KaTaJuU3UpylolIue
OKHUCJICHUE COCIMHEHUU, KOTOphIE SIBISIOTCS YyXe-
POIHBIMU IUJIST KJIETKU W TIO3TOMY JOJIXHBI OBITh BbIBE-
JNeHbl M3 Hee (HampuMep, JieKapcTBa, apoMaTHyecKue
coemuHeHuss u T.1.). Kierka okpyxXeHa niazmamuye-
cKoll meMOpaHoli, KOTopasi TIOCTPOEHA TakK, YTO B OIpe-
NEJICHHBIX MecTaX TOSIBISIETCS BO3MOXHOCTb TPSIMOTO
MepeHoca COEAMHEHUI M3 BHEKJIETOYHOTO TMPOCTpaH-
ctBa K saapy. [lpocTpaHcTBO MeXnoy opraHeliaMH, 3a-
MOJTHEHHOE KOJUIOMIHON CycCIleH3MWel, Ooratoil Oenka-
MU (bepMeHTaMM), Ha3bIBACTCS UUMO30AEM.

INIASMATUYECKAAA MEMBPAHA

[lmazmatnyeckass MeMOpaHa obOpa3syeTcsi OelKaMu
(mepudeprdecKUMU ¥ WHTETPATBHBIMU), TTOTPYXKEHHBI-
MU B Oucinoil IUNUROB. HumesparvHvle Oeaku WMEIOT
[JIMKOMPOTeMHOBYI0 Tpupony. Mx N-KoHIeBas 4acTb
SIBISIETCS ~ 4YacTblo  BHYTpeHHero  dochonumnuaHoro
CJI0sI, B KOTOPBIN TPOHUKAET YacTh TENTUAHON IIeTH,
0oraroii HeMmoJApHBIMA aMUHOKMCIOTaMM (B CHUpaib-
HOll KkoHdbopMauuu), a OOKOBbIE LEMM HUX BCTYNAlOT
B MHOTOYMCJICHHBIE TUAPOGOOHBIE KOHTAKTH ¢ anuda-
TUYecKUMU  uUensamu  ¢ochonununos.  Onurocaxa-
pugHble Uenu, comepxamue oO0bYHO GlcNAc, Man,
Cal, Fuc u N-alneTuIHeipaMMHOBYIO KHCIOTY, MOTYT
OBITH CBSI3aHBI C MENTUAHOW IENMbI0 WHTETPaTbHOTO
Oenka Ha HapyXHOW TOBEPXHOCTU IJIa3MaTUUYECKOM
MeMOpaHbl. N-aleTuaHelipaMUHOBAsT KHUCIOTa OOBIYHO
CTOUT Ha KOHIIE OJIMTOCAXapUIHOU Lenmu W OOYCIOBIU-
BaeT ee OTpuLaTeNbHbIi 3apsa. Onurocaxapuibl TMpU-
Jal0T TOBEPXHOCTH KIJIETKM OCOOble CBOWCTBA, MO3BO-
JII0IIME y3HABaTh KIJIETKM TOrO Xe€ OpraHa uiu
KJIETKM APYTroTOo BUAA (AHTUTEHHOCTb, KOHTAaKTHOE WH-
rubupoBaHue). Oaurocaxapuabl Ha MOBEPXHOCTU KJIETKHU
00pa3yloT cjoil, Ha3bBaeMblil eaukokasukcom. CTpyk-
TYpbl, JIOKaJM30BaHHbIE Ha MOBEPXHOCTU KJIETKH, Mpe-
MSTCTBYIOT TECHOMY KOHTAKTy MEXIy KIeTKaMu. IDTo
MPUBOIUT K TOMY, YTO MEXIY KJIETKaMM TOSIBISETCS
Oosee MIM MeHee y3KOe MPOCTPaHCTBO, 3alOJHEHHOE
Xunkocteto. OOmee Ha3BaHME TaKUX MECT B OpraHe
UM OPTaHU3Me - MEXKIETOYHOoe TMpocTpaHcTBo. CyM-
Ma BCeX OOBEMOB BHYTPU KJIETOK Ha3bIBAETCS BHYTPU-
KJIETOYHBIM  MPOCTPAHCTBOM.
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MUTOXOHAPUA

Bro Mmecto obpaszoBanusi ATP. DHeprus, TpeOye-
Masl ISl €T0 CHMHTe3a, MOSIBJISeTCS B pe3yabTaTe IMOCTe-
MEHHOTO OKUCJIEHWS] B IbIXaTeJIbHOM LM BOIOPOACO-
JepXkaliux cyocTpaTtoB (caxapoB, JUIUIOB, aMUHOKKC-
JIOT) Ton nelicTBUeM Kuciopona. [lekapOoKCcHIMpoBa-
HUE B I1UKJIE JIMMOHHOW  KHWCJOTBHI  IIPUBOIUT
K obpasoBaHuto CO,, pe3yIbTaTOM OKUCICHUSA
aBagercd obpazoBaHue H,O. depmeHTbl, obecreyu-
BalolllMe TIePEeHOC 3JIEKTPOHOB, SIBJSIIOTCS 4acTblO BHY-
TpeHHeil MeMOpaHbl MUTOXOHApHii. Kuciopon mpoHu-
KaeT B MUTOXOHIpUM 3a cueT mauddysuu. IIpomykr
nessTenbHOCTH MurtoxoHapuii (ATP) mepeHocutcst 3a
CYET IMPOLIECCOB TPAHCJIOKALIMM M3 MecTa ero obpaso-
BaHUSI BO BHEMUTOXOHAPHAJIbHOE MPOCTPAHCTBO, TIe
OH M ucmosbdyercs. s Toro 4ToObl 00ecreYnTh Obl-
cTphiii mepeHoc ATP, MUTOXOHIpUHM JOKAIU3YIOTCS
BOJIM3U CTPYKTYp, The MPOMCXOIST IPOLIECCHI, WIYIINe
¢ ToTpebeHUeM SHepruM (Hampumep, BOJIU3U 3JIeMeH-
TOB, YYacTBYIOLIMX B TIPOLIECCE COKpAIIECHMS).

UHTEP®A3HOE AJPO U XPOMOCOMBI

HHurepdasHoe sapo HAMOJIHEHO BEILECTBOM, Ha3bl-
BaeMbiM xpomaTuHoM. Hapsny ¢ JHK B xpomarune
TIPUCYTCTBYIOT IBa THIa OEJTKOB: OCHOBHBIC OEJIKM-TH-
CTOHBI M HETMCTOHOBbIE OEKM (MMEIoLlre, KakK IMpaBU-
JIO, KUCIHIBI XapakTep). XpOMaTUH COCTOMT M3 TMOBTO-
PSIIOLIUXCSI CTPYKTYPHBIX 3JIEMEHTOB - HYKJI€0COM (MJIn
v-Te1). Slnpo HyKJieocOMBl 00pa30BaHO YETBIPHMSI TH-
MaMM{ THUCTOHOB, MNAIOIIMX OKTamep, COAEPXAUIUi Io
IBE MOJIEKYJbl Kaxmoro u3 ructoHoB H3, H4, H2A
u H2B. Mosekyibl THCTOHOB CBSI3aHBI IPYT C APYTOM
3a cyeT ruapo(OOHBIX B3aUMOIEHCTBUIA, a MX N-KOH-
LIeBbIE IMOC/IEI0BATEIbHOCTU (TJIABHBIM 00pa3oM IOJIO-
KHUTEJIbHO 3apsiKEHHBIE) PAcIoJIoXeHbl Ha TTOBEPXHO-
CTM OKTaMepa. DTO B CBOIO ouepenb obOecreuynBacT
B3aUMOJCUCTBME OKTamMepa C [BOMHOW CIIHAPaJIbIO
OHK. Css3zanHblil TakuMm oOpasom ¢parmeHT JHK
CONIEPKUT B 3aBUCUMOCTH OT OMOJIOTMYECKOTO OOBEK-
Ta 154-241 mapy ocHoBaHuii. PaccrosiHme mexny IBY-
Ms WyKJI€OCOMaMM JIeXUT B mpenenax 9-14 um, a Ha-
xoznsimasicss B atom paiione JJHK cBsizana ¢ ructoHOM
H1. Tenernueckass wHdoOpMalus, comepxKalasics
B nmaHHoM paitoHe JITHK, ctaHOBUTCS MOCTYITHOM TOJb-
KO Tocie MoauduKaluuy MOJEKYJIbl TMCTOHA (HAmpu-
Mep, mociie ee (GochopUINpPOBaHUS).

Mounexynsl JHK, cBsizdaHHBIE ¢ HyKJIeOCOMaMH, J1a-
Jiee CBEPTBHIBAIOTCS B CBepXCHUpalb. TakuM 00pa3oM,
naxe ynaneHHble ydactku JIHK moryr oka3sbiBaTbCst
B TECHOM COCEICTBe, 0Opa3ys, Hampumep, Mpepbi-
BUCTBIe TeHBI. [lepen meaeHWeM KIETKUM XpOMAaTUH Ha-
XOAUTCS B TAaKOM HauOoJiee KOHAESHCHMPOBAHHOM BMIE
u obOpasyeT xpomocomsi. Ilpemmonaraercs, 4ro (QyHK-
LIMSl HETUCTOHOBBIX OCJIKOB IMPOSIBISIETCS B MpoLecce
TPAHCKPUIIIUH.

KomuectBo ITHK B KieTke cocraBisieT MOCTOSIH-
HYI0 BeJIMYMHY (6 Or B KJIeTKe MJICKOIMMTAIONINX). DTa
BEJIMYMHA COOTBETCTBYeT 5,5°¢10° HYK/ICOTHMIHBIX map.
Monekynspaasg macca JHK cocrasnsier 10'°-10".
JITMHa TOJHOCTbIO PACTSIHYTOW MOJIEKYJbI HOJDKHA
Obl1a OBl COCTABIISATH HECKOJBKO CAHTUMETPOB. B xpo-
Mocomax ke Mosekyabl JJHK Haxomsarcss B BBICOKO
KOHJIGHCHpOoBaHHOM Buzae (44:1), u in vivo 7+10° r
JHK coorBeTcTByIOT 1 MKM.



PUBOCOMBI, ITOJMUCOMBI

PubGocoMbl M TOIMCOMBI HMMEIOT ChEepUIECKYIO
dopMy M HaxomsiTcs B LMTOILIa3Me JUOO B CBOOOMI-
HOM, JIUOO B CBSI3AHHOM C MeMOpaHaMM 3HIOTUIa3Ma-
TUYECKOro peTuKyiyma Buae. PubGocoMbl coctost u3
IBYX cyobenuHul. B mpouecce cuHTte3a 6enka MPHK
CBsI3bIBAaeTCs C Majioil cyobenuuuueit. K ogHoit Mone-
kyine MPHK Moxer mpucoenuHsTbCS HECKOJIBKO pHOO-
coM (He MeHee 4 um He Oomee 100). DTOT KOMILIEKC
Ha3bIBaeTCsl noaucomoli (rmonupudbocoMoit). Pubocombl
MOTYT pacrafaTthbCsi Ha CYOBEAMHUIIBI, 3TOT IPOLIECC
3aBUCUT OT KOHIIEHTpAallMM MOHOB MarHusi. Kaxnas
cyobenrHuIIa TocTpoeHa u3 mMonekyiasl pPHK u ompe-
neJeHHOro Habopa OenkoB. Yucio pubocom B Oakre-
puanbHoit KieTke mocturaer 10°, B XUBOTHOM KieTKe
OHO cocTasyser okoyo 10°.

DHIOIUIASMATHYECKUN PETHUKYJIYM

MpeacTaBisieT co0oii MeMOPaHHYIO CTPYKTYpY, pac-
MOJIOXEHHYIO B LIMTOIIa3Me, BOIM3U siapa. B anekTpoH-
HOM MMKPOCKOIE BUIHBI TPYOOUKM, HA3bIBaeMble IIM-
CTepHaMM, Ha HApYXXHOI IOBEPXHOCTH KOTOPBIX MOTYT
OBITh PacrojioXeHbl pubocoMbl. [103TOMY 3TH CTpYyK-
Typbl Ha3bIBAIOTCSI TPAHYJISIPHBIM, WIH UEPOX0BAMbIM
andonnazmamudeckum pemuxysymom (LLIBP), B mporu-
BOTMOJIOXXKHOCTb 21A0KOMY IHOONAQ3MAMUHECKOMY pemu-
kyaymy (I'OP), He wumerolieMy CBSI3aHHBIX pPUOOCOM.
PuGocoMbl MPUKpPENJIeHbl CO CTOPOHBI IIUTOILIA3MBbI,
rae unet cuHrte3 6enka. [locie 3aBepiueHus: 6€IKOBOro
CHHTe3a 00pa30BaBIIMECs TMENTUAHbIE MU MPOXOIAT
yepe3 MeMOpaHy BHYTPb IIMCTEPHBI W IEPEHOCSTCS
B OIpeAe]eHHbIE MecTa KJIETKM WM B KOMILUIEKC
Toapmxu. CornacHo CyLIECTBYIOIIEH TOUYKE 3peHUs, Te
0eJIK1, KOTOpbIe JOJKHBI OBbITh BBIBEAECHBI U3 KJIETKU
1, BO3MOXHO, O€JIKOBbIe KOMITOHEHTHl MeMOpaH, CHH-
TE3UPYIOTCS B IIIEPOXOBATOM 3HAOIJIA3MaTUYECKOM
peTukyiyme, a OesKd, KOTOpble MCIOJb3YIOTCS KIIET-
KOI1,- Ha CBOOOTHBIX PHUOOCOMAaX.

KOMILIEKC TIOJIbJ2KU

obpasyeTcsi TapalieIbHBIMM TPyOUaTbIMU MeEM-
OpaHHBIMU CUCTEMaMU, KOTOPbIE HETTOCPEACTBEHHO CBSI-
3aHbl C LIEPOXOBATBHIM JHIOTUIA3MATUYECKUM DPETUKY-
nymoM. Crnienmdudeckue GhEepMEHTBI, eAuKo3urmpancge-
passl, KaTaau3upylollie CBS3bIBAHWE MOHOCAXapHUIOB
¢ OeaKaMy C TIOMOINBIO TJAMKO3UIHBIX CBsI3el (4epes
OH-rpynmer Ser unu Thr, pexe 4epe3 aMUIHYIO TpyI-
my Asn), SBISIOTCS 4YacTbio MeMOpaH armapaTa
Tonpmxu. MoHocaxapuIbl OOBIYHO YYaCTBYIOT B 3TOM
npoiiecce B (opme mpousBogHbix ¢ UDP wim CMP.
IMocne mpucoeaMHEHUsT YIJIEBOAHOW 4YacTh GelKoBast
MOJIEKYJIa MOXET MOKHUAATh KJIETKY 3a CYeT Mpolecca
ak3oyumosa. OIHAKO paHblle, 4eM 3TO IPOU3OMIET,
0eIOK TOJIKEH COXPaHSATbCS B KJIETKE OIpeneieHHOe
BpeMsi. [loaToMy comepxxuMoe BakyoJieli KOMILIeKca
TonbIXy MOCTENIEHHO KOHIIEHTPUPYETCsT (Boda 3IMMM-
HUpYETCs) U GeJIKOBbIE TTPOAYKTHI (Haxe B KPUCTaJUIM-
YeCKOM BHE) OTjarailorcs B (opme rpaHyi.
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JBUTATEJIBHBIN AIIMAPAT KJIIETKA

Kak onHOKJIeTOYHble, TaK U MHOTOKJIETOYHBIE Op-
TaHU3MBbl MOTYT OBITh CHAOXEHbI PAaCIOJOXEHHBIMU
Ha TTOBePXHOCTU PECHUYKAMM M XTYTUKaMU, O0eCIieum-
BaOIIMMK JBUKEHWE OPraHW3Ma WU OKpYXarolei
€ro Cpesbl.

OTU CTPYKTYPhl TIOCTPOEHBI U3 (UOPMIISIPHBIX
OeJIKOB  (ComepXKalluX IJIOOYISIpHBIE CYOBEIMHUIIBI),
KOTOpbIE TIOJ BIUSIHUEM MaKpO3PTMUYECKUX COEIMHE-
HUI MOTYT M3MEHATHh CBOE IPOCTPAHCTBEHHOE CTpOe-
Hue (KoHdbopmauuio). OTo M3MeHeHHe KoHdopMauuu
0EJIKOBOM MOJIEKYJIBI KOOPAMHUPYETCS U PETYINpPYeT-
csl.

YbTpacTpyKTypa pecHuuek W Jiceymukoé OANHa-
KOBa y Bcex 3yKapuoT. OHU colepXKar AeBITh Paciojio-
KEHHBIX TI0 OKPYXHOCTHU TIap 6040KOH W OIHY II€H-
TpanbHyio mapy. Kaxmasi HUTh mocTpoeHa W3 JBEHAM-
nHatu uiad O6ojiee mpotodubpuiia. Kaxmass mporodu-
Opuiia oOpa3oBaHa TJIOOYJISIPHBIMU CYObEIUHULIAMU,
WMEIOIINMH OKOJIO 4,5 HM B OUaMeTpe.

Benku, Ha3piBaemble OuHeuHamu, OBUTM BBIIEICHBI
U3 HapyXHbIX HUTel. OHM nposBisioT ATPa3Hyio ak-
tuBHOCT B mpucyrctsuun ATP u Mg™" u usMmeHeHue
UX KOH(popMaluu, MO-BUAMMOMY, BaXXHO AJIsSI JBUXeE-
Hus.  LluTormasmatnyeckue MUKPOTPYOOYKM MMEKOT
TTOXOXYIO CTPYKTYypY.

POCT 1 JEJEHHME KIIETOK

JleneHreM MAaTepUHCKOM KJIETKM O0OpasyloTcsl JBe
IoYepHUEe KJIETKU. B TeyeHWe mociieayloniero nepuoaa
KJIETKM PACTYT M TOTOBSITCS K JaJbHEHIEMy AENCHUIO.
WHTepBan MexXmy IByMSI MUTO3aMH  (KaemouHblil
yuKa) B OKCIOHEHIMAJIbHOUM (ha3e pocTa COCTaBISIET
10 MUH 111 GaKTepuadbHOUW KIIETKU W 24 9 ISt KU-
BOTHOI KJeTKM. B TeueHuWe 3TOro BpeMEHM KJieTKa
MPOXOAUT HECKOJIbKO a3 pocta. B nocmmumomuue-
ckoil gase G, KieTka cuHTe3upyeT Mojekynbsl PHK
u oenku (JHK nHe cunrtesupyercs). Ilpomosmkutenb-
HOCTh 3Toi (a3bl coctamisier 30-40% BpemeHU BCeEro
uukia. KieTku, KoTopble He OesTCs Aajblie (Harmpu-
Mep MbIIIeYHbIE W TJIMaJbHbIE KJIETKHU), IMOCTOSHHO
HaxonsTcsl B G-dase. B ¢aze cunresa (S§) mpoucxo-
muT nonHas pymaukauvs JHK. B MeHblneil crerneHu
uner cuHre3 PHK u Genkos. Ota daza 3anumaer 30%
BpeMeHM 1uKkia. [loaroroBka K MUTO3Y TPOMCXOIUT
B ¢aze G, [leranu sToro MeTaboJIMYECKOro Ipolecca
B HaCTOsIIlIee BPeMsi HEM3BECTHbI, HO SICHO, YTO B 3TO
BpeMsl 3aracaercsi Heprusi, Heooxoaumasl il MUTO3a.
PHK u 6enku nmpoaoakaloT CUHTE3UPOBaThCSI U B 3TO
Bpemsi. Dra daza nponosrkaercss 10-20% BpeMeHM -
Kkna. Mumos 3aHumaet 5-10% uuMKIa, U B 3TO BpeMs
MeTaboJIMYeCKUe TPOLIECChl HE TMPOUCXOJISAT.

B xnetkax Hela o6imasi mpoaokKuTeabHOCTb 1U-
ki1a 234, G, =124, S=54, G,=54, Muto3 =1 4.



KineTounbie MeMOpansbl. TpaHcmopT BemecTB

OmHuM U3 GyHIAMEHTAJIBHBIX CBOMCTB XKMBBIX CUCTEM SIBJISIETCSI WX CIIOCOOHOCTh K OOMEHY BeIeCTBaMU U SHep-
rMeil ¢ OKpyXalollei cpeaoil. DTo MPUBOAUT K BO3ZHMKHOBEHHUIO Pa3HOCTH KOHLIEHTPALMA BELIECTB B BHYTPUKIIE-
TOYHOM MPOCTPAHCTBE Y BHEKJIETOUHOM ITPOCTPAHCTBE, OKPYXKAIOIIEM XUBYIO CUCTEMY. DTa Pa3HOCTb JIEXUT B OCHO-
B€ psiia XKM3HEHHBIX MPOLECCOB. Pa3inure B KOHLIEHTPALIMSIX MOXET MOAAEPKUBATHCS JIUIIb IIPU YCIOBUM, YTO KIETKHU
OTHCJIEHBl OT OKpYXalollleil cpelbl MeMOpaHaMM € pPa3JM4YHOM CTENMEHbIO MPOHUIAEMOCTU [JIsSI Pa3HbIX BEIICCTB.

OtneneHue KJIETKM OT OKpYXKalollei cpeibl He eIMHCTBeHHas (YHKIMS MeMmMOpaH. MeMOpaHBI CO3MalOT TaKxkKe
ApXUTEKTYPY OpraHe/l KJIETKM M, CJIENOBaTeIbHO, JEXaT B OCHOBE MX (usmonormyeckux (GpyHKUMii. B HekoTOpbIX
ciaydasix MeMOpaHbl cocTaBisioT 10 80% oOlleii MacChl CyXMX KOMIIOHEHTOB KJIETKH.

CocraB MeMOpaH 3aBUCUT OT MX TUNA U (YHKIMM, OJHAKO BO BCEX CJIydyasiX UX OCHOBHBIMU COCTABISIOIIMMU
SIBJISTIOTCST JTUTIMIBI U OEJIKM, COOTHOIIEHWE MEXIY KOTOpBhIMM KoiebieTcss B mpexenax oT 0,4 mo 2,5. Tommmnaa MeM-
OpaH 0OBIYHO cocTtaBisgeT 4-10 HM.

benxosvie Komnonenmor MeMOpPaH COCTOSIT M3 MOJIEKYJI C MOJEKyJIsipHO Maccoir oT 5000 mo 250000. Junuonas
4qcms COCTOUT B OCHOBHOM M3 (DochomummmmoB, CUHTOIUIIMIOB M CTepornoB. B MeMOpaHax XMBOTHBIX KJIETOK CBBI-
me 50% AUNUAHBIX KOMIIOHEHTOB COCTaBJSIIOT miuiepodocdoaunuabpl (JIeLMTHH, KedaluH U Ap.), OKOJO TPETH - XO-
JIECTEpMH, a OCTaJIbHOE - COUHTOIUITNIBI, TIUKOJUITUABI U TPUAIIMITIUIEPUHEL.

CTpyKTypHasi opraHu3alus MEMOpaH IO CHUX MOp 0 KOHIIA He SCHAa. DIIEKTPOHOMUKPOCKONNYECKUE MCCIeI0Ba-
HUSI TIOKA3bIBAIOT HAJIMUME TPEX CJIOEB, M3 KOTOPBIX JBa BHEIIHUX ITOTJIOIIAIOT 3JIEKTPOHBI, a TPETWi, BHYTPEHHUIA,
JIETKO UX TiporryckaeT. CTpyKTypa MeMOpaH M PacroJIOKeHWE B HUX Pa3IMIHOIO PoJia KOMIIOHEHTOB OIMCHIBAIOTCS
pSIIOM MOJENe.

Modenv anemenmapmnoii membpansr TIpeCTaBIsIeT MeMOpaHy KaK JOBa OCJIKOBBIX CJIOS pa3IMYHOIO COCTaBa, Ilepe-
MEXAaIOIIUXCSI BHYTPEHHUM CJIOEM JIMIMAOB. BHeIIHWii OEIKOBBIA CJIOM COHEPXUT MYKOIIPOTEUAbI, a BHYTPEHHMIA
obpasyeTcss M3 TJIOOYJISIDHBIX O€KOB, oOJiamaroinXx (epMEeHTaTUBHON aKTUBHOCTBIO.

Modeav enobyaspubix cybseduHuy paccMaTpuBaeT MeMOpaHy KaK COCTOSIIYI0 W3 JIMIUIHBIX TJ00YJI, OKpY-
JKEHHBIX 0EJIKOBOM 00010uKoii. IIpy 3TOM OGpa3yloTCsl MOYTH LMIMHAPUYECKUE MULIEIUIBI, OOBEAUHSIIOIIKUECS B ILIO-
CKUe, KpYIJIble WIM TpyOuaThlie 00pa3oBaHusl. Mexay CcyObeAMHUIAMU MOTIYT HAaXOAWUThCS TOHYAMIINE MOPLI, Yepes
KOTOPBIE JIETKO MPOHUKAIOT HU3KOMOJIEKYJISIpHbIe BelllecTBa. KoHdopMalimoHHbIe U3MEHEHMST OEJIKOB, OKPYXKAIOLINX
5TU TIOpbI, OKA3bIBAIOT CYIIECTBEHHOE BIMSHUE Ha MX IMPOHULIAEMOCTb.

IMpuHsTast B HACTOSIIIIEE BPEMST HCUOKOCMHO-MO3AUUHAS MOOeAb 3aKIIIOYAeTCs B TOM, 4TO MeMOpaHbl 00pa3yroTcs
U3 JIMIIUIHOTO JBOWHOIO CJIOSI, TOKPBLITOTO nepugepuueckumu 0Oeakamiu, KOTOPBIE JIETKO OTAESIIOTCS OT JIUMIIUIOB.
B nmunuaHbIi IBOMHON CJIOM TaKXKe BKJIHOYAKOTCS OEJIKU, IMOTHOCTHIO WM YACTUYHO IOTPYKEHHBIE B HETO U IMOJIY4UB-
LIMe Ha3BaHUE UHMeZPANbHbIX 0eak08. DT OEIKM HMEIOT ABONCTBEHHYIO MPUPOAY, NMPUYEM CIUpPAIbHbIE Y4acTKU,
MMPOHU3BIBAIOIINE JIMITUAHBINA CJIOM, COCTOAT U3 anudaTUdecKuX (IUMOGUILHBIX) aMUHOKUCIOT, B TO BpeMsl KakK UX
HapyXHbIe KOHIIbI TUAPOMUIBHBI 1 MOTYT OBITh CBSI3aHBI C OCTaTKaMU caxapoB (TEepMHUHAIbHBINA OCTATOK - N-alleTHI-
HelipaMMHOBasE KUCJIO0Ta). TakuM oOpa3oM, OHM IPUHUMAIOT ydacThe B OOpa30BaHUM IOJMCAXapUIHONW OOOJIOUKHU
(eaukokanukca) HEeKOTOPBIX KJIeTOK. KpoMe TOro, aTv 4acTv CTPYKTYp HECYT OTpUIIATEIbHBIC 3apsiibl U MOTYT yda-
CTBOBAThb B KOHMAKMHOM UH2UOUPOBAHUU.

OcHogHble d)yﬂxuuu KAemo4HblX MeM6paH 3aKJIIOYAIOTCS B OTIEAEHMU KJIETOK OT MEXKJIETOUYHOM AKHMIOKOCTU, CO3aa-
HUN BHyTpCHHCfI APXUTEKTYPHbI KJICTKU, B MMOAACPXKAHUHN I'paiuCHTA KOHHCHTpaHI/Iﬁ N SJIEKTPOXUMHNYCCKOIO rpaaucH-
Ta, B OCYHIECTBJICHUU IIEPEHOCA IMHUTATCJIbHBLIX BCIICCTB U IMPOAYKTOB KU3HCACATCIBbHOCTU, OHU ABJIAIOTCA HOCUTCIIA-
MU TIOBEPXHOCTHLIX AHTUICHOB, B HUX BO3HUMKAKOT MW YCPE3 HUX IIEPEAAIOTCA HCPBHLIC MMIIYJIbCbl, a TaKXeE
OCYHIECTBJIIAKTCA MHOIMC OPYruc ITpOLCCChI. HpOHI/IHaCMOCTb M€M6paH U1 pas3IMYHbIX BCHICCTB 3aBUCUT KaK OT
CBOWCTB MOJIEKYJT 3TUX BCUICCTB, TaK W OT XapaKTCPUCTUKU M€M6paH. B 3aBucumocTu ot TOro, Tpe6yeT JIn TIEPEHOC
BCLICCTBa 4YCPE3 MeMGpaHy 3aTpaThbl IOTIOJIHUTEIbHOM OHEPrum, 3TU TIPOLECCHI MOTYT OBITH pasacJicHbl Ha I1ac-
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CUBHBIE (ITPOTEKAIOIIMe CIIOHTAHHO B pe3yJbTaTe HaJW4Msl TpaavueHTa KOHIEHTPAlWi WU 2JeKTPOXUMUIECKOTO TO-
TeHIIMAaja) M aKTHBHBIE (TpeOylollne 3aTpaThl YHEPTMM MeTaboIM3Ma).

Ilaccusnoiii mparncnopm NpoTeKaeT riaBHbBIM 00pa3oM B pedyiabTaTe AMd@y3ur BelIeCTB yepe3 Mopbl (Boga Win
Ipyrue HU3KOMOJEKYJISIpHbIe TUAPOMWIbHBIE MOJEKYJbl) WU JIUMUAHBIE TOMEHbI MeMOpaH (OOJBLIMHCTBO TUIPO-
(GOOHBIX MOJIEKYJ, B TOM YMCJIE MHOTUE JIEKapCTBa).

AxmueHbiil mpancnopm TIPOTEKAET B COMPSIKEHUU C 3K3EPTOHMYECKUMU pPeakusIMU MeTabonn3mMa, 0ObIYHO MPOTUB
rpafiueHTa XMMUYECKOTO WJIM 3JIEKTPOXUMUUECKOTO MOTeHIIMaa, TPUYeM UCTOYHUKOM 3Hepruu 4acto ObiBatoT ATP
WKW OpyThe MaKpo3pruyeckue coerHeHus. biarogapss 3ToMy akTUBHOMY TPaHCIOPTY OCYIIECTBIISIETCS! sl BaXXHBIX
KM3HEHHBIX pyHKuMA. OH MO3BOJISIET KJIETKE KOHLUEHTPUPOBATh MUTATEJIbHbIE BEILIECTBA, HAXOMSIIMECS] BO BHEILIHENH
cpele B BeCbMa HU3KUX KOHUEHTpauusix. OH MoaaepXuBaeT U KOHTPOJUPYET ONTUMATbHBIA COCTaB BHYTPUKIIETOU-
HO¥ cpenbl. AKTUBHBIM TpaHCTIOPT (Hapsiay ¢ obneryeHHoi auddysueit, npoieccom cnetuduyecKuM, HO TEPMOANHA-
MUYECKM ITACCUBHBIM) OCYILIECTBIISIETCS CUCMEMOll Hocumenei, COCTOSIIE U3 0elKoB. DTH OelKu crelur@UIHO CBSI3bI-
BalOT cyOCTpaThl, MOMOOHO TOMYy KakK 3TO nejaloT ¢GepMEeHTbl, M TepeAaroT ux (camMu WIM TPU B3aUMOIAEWCTBUM
C IpyruMu OeikamMu MeMOpaH) Ha APYTyl0 CTOpOHY MeMOpaHbl. [TomoOHO depmeHTaM, 3T GeNKU U/UIW HOCUTENU
MOTYT MHTMOMPOBATbCS KaK KOHKYPEHTHO, TaK U HEKOHKYPEHTHO. AKTUBHBIN TPAHCIOPT OTJIMYAETCS OT OOJeryeH-
HOUl nuddy3un tem, uyTo MmocieaHss He TpeOyeT 3aTpaThl SHEPrUU U MPOTEKAET TOJIBKO O MOMEHTA YCTaHOBJIEHMS
paBHOBECHsI KOHIIEHTpalUMil Mo o6e CTOPOHBI MeMOpaHbl. HekoTopble cUCTEMbl aKTUBHOTO TPAHCIOPTA, €CIU UX JIU-
IIATh MPUTOKA DHEPIUM, HAUMHAIOT QYHKIIMOHUPOBATh KaK CUCTeMbl C oOJieryeHHoU nudddysueii.



OU3NKO-XUMUYECKAE CBOWCTBA
JUIINJTOB MEMBPAH

Jlunuaer oTHOCSATCS K AUMWIBHBIM BEIIECTBAM - UX
MOJIEKYJIBI COCTOSIT U3 ABYX YacTell ¢ pa3iuyHbIMU (HU-
3UKO-XUMUYECKMMU cBoiicTBaMUu. OpHA 4YacTb - 20106-
KU MOJIEKYJIbl, OOBIYHO COCTOMT W3 TJIMIIEpUHA, OCTaT-
Ka (ocdopHOil KMCIOTH, aMMHOCIIUPTa, KapOOKCUIb-
HOU TpyNIbl XUPHOU KUCIOTHI WX APYroil MoysipHOM
rpynnsl (Hanpumep, rpynnel OH npu C, xonectepuHa)
U SIBISICTCST eudpoguavHoli. Jlpyras 4acTb MOJIEKYJHI -
ee XBOCT, sBJIsIeTcsl TUAPO(OOHOI U COCTOUT U3 anuda-
TUYECKUX IIeTeil XUPHBIX KUCIOT WU CTEPOUTHOTO
ckenera xojectepuHa. HecMoTps Ha Bce pasauyus
B cocTaBe, Bce 3T QocdaTuasl UMEIOT BecbMa
CXOIHBIE Pa3Mepbl MOJIEKYN (AJMHA OKOJO 3 HM, aua-
Metp okosio 0,5 HM) U dopMy M 00JamAIOT CXOTHBIMU
CBOWCTBAaMM - CIIOCOOHOCTBIO K  0O0Opa3oBaHUIO KOM-
MJIEKCOB C XOJIECTEPUHOM W K CBSI3BIBAHUIO TOJISIPHBIX
TPYII APYTUX MOJIEKYJ, TaKUX, KaK OEIKU W AUIIONU
MOJIEKYJT BOIBI.

OPUEHTAIIUA ®OCPOIUIINAOB
HA IIOBEPXHOCTU PA3JIEJIA

[MonsipHble TUMUIB CIIOCOOHBI PACTIPOCTPAHSIITHCS
M0 TTIOBEPXHOCTU BOAHBIX PAcCTBOPOB C 00pa3oBaHUEM
MOHOMOJIEKYJISIpHBIX ~ cioeB.  [uapodobHble  11enn
KMPHBIX KUCJIOT 0OpallieHbl B CTOPOHY BO3AyXa, a I'H-
OpodunbHbBIE YacTM MOJIEKYJT TOTPYXEHbI B BOIHYIO
daszy.

B BomHBIX pacTBOpax MOJSIPHBIE JIMIHUIBI MOTYT
CIIOHTAaHHO O00pa30BBIBATb MMUILE/UIBI, TPUYEM JIMIO-
(unbHBIE YacTM MOJEKYJT OPUEHTUPYIOTCS MO Hampa-
BJIEHUIO IPYT K OPYyry ¢ oOpa3oBaHUEM TuApoGOOHOTro
sApa, KOTOpOe 3alllMIIeHO OT BOAHOU (a3bl 000y0Y-
KO M3 TUAPOGMWIBHBIX YacTeil Mosekyn. Takoro poxa
opueHTausi GocHOIUNUIOB B MUILENIAX MPUBOAUT
K 00pa3oBaHMIO IBYCJIOMHBIX CTPYKTYpP C TOJIIMHOMN
0KOJIO 7 HM.
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MOJIEJIb DJIEMEHTAPHON MEMBPAHBI

BHyTpeHHsIT 4yacTh MeMOpaHbI 00pa3oBaHa JBYC-
JIOWHBIMU CTPYKTYpPaMU TOJNSPHBIX JUIUAOB, OPUEHTHU-
POBaHHBIX BHYTPb CBOeil anudaTUyecKoi HEMOISIpHOMI
LIeMnblo, 0o0pasylollleii HeMmpepbiBHYIO JUIUIHYIO (a3y.
Mexny anudaTU4ecKUMU LETSIMUA U HETIOJSIPHBIMU Ya-
CTSIMU JIPYTUX KOMIIOHEHTOB MeMOpaH HaOJI0Mal0TCs
ruapo(oOHble B3aMMOACHCTBUSI. XOTS KaxXaoe TaKoe
B3aMMOJIeiicTBME BecbMa clabo, OJAHAKO, CYMMMUPYSCh,
OHM 00eCreyuBalOT MPOYHOCTh JUMUAHBIX CJIOEB
M CTaOMJIBHOCTb JUIMAHBIX MeMmOpaH. JlanpHeiias
OopraHM3aIus JUTUIHBIX MEeMOpaH OMpeeseTcsl CBO-
cTBaMM 0O€JKOB, pAacCMOJOXEHHbIX Ha [MOBEPXHOCTU
MeMOpaHbl. XapakTep 3TUX O€JIKOB OIpeaessieTcs re-
HETUYECKUM KOIOM.

benkoBass yacTb MeMOpaH 4acTo MMeeT [-KepaTu-
HOBYI0O CTPYKTYpPY M CBsi3aHa ¢ (oChONMIUIHBIMU
CI0SIMU KaK TUAPOGOOHBIMU, TaK U MOJSIPHBIMU CBSI35I-
MU, B KOTOPBIX TPUHUMAIOT TakKXe YydJyacTue pas-
JIUYHBIE MOHBI M MOJIEKYJBI BOIbI.

MOJEJIDb TI'IOBYJIAPHBIX CYBBEIUHWUI]

MeMOpaHbl  CTPOSATCSI MHOTOKPAaTHBIM  TOBTOpPE-
HMEM CYObeOUHUIl (COCTOSUIUX W3 JUMOTPOTEUIHBIX
Muuesn B ¢hopMe UMIMHAPUYECKUX KonoHH). [lpu ux
TECHOM B3aMMOJCHCTBUU 00pa3ylTcs TUAPOPUIbHBIC
obsactTy (KaHajibl), 4yepe3 KOTOpbIe MOXKET NMPOHUKATh
BOJa M HEKOTOPbIE PACTBOPEHHBIE BELIECTBA.

Pasmep kaHanoB ompenensieTcs IUAMETPOM CyObe-
OUHUIL 1 UHTEHCUBHOCTBIO B3aMMOJIEHCTBUI COCEIHUX
0eKOoBbIX 000soueK. OH MOXET U3MEHSIThCS TOoA Jeli-
CTBUEM DAa3JMYHBIX BELIECTB, KOTOpPbie creunduIecKu
BJMSIIOT Ha TMPOHULAEMOCTb MEMOpaHbl AJsI MOJEKYI
pa3JMUYHBIX Pa3MEpOB U CBOWCTB.

KNJIKOCTHO-MO3ANYHASA MOJIEJDb

Pa3HooOpa3Hble GyHKIUMM MeMOpaH Hesb3sl o0bsic-
HUTb C MOMOLIbI0 Kakoi-11bo oxHoit u3 mopeneit. Co-
BpeMeHHasl MOJe/lb CTPYKTYPbl MeMOpaH 3akjiodaeTcs
B cienywomeM. B ocHoBe MeMOpaHHOW MaTpUIlbl Jie-
XKUT 08ycaolHas AUnUOHAs cmpykmypa, BKJIOYalolias
TakXe CTepOUAbl U MPOM3BOAHBIE MOJMM3OMPEHOUAOB.
[lpumepHO MONOBUHA MOBEPXHOCTU 3TUX JBYCIONHBIX
CTPYKTYP MOKpPbITA TaK Ha3blBa€MbIMU HepugepuuecKku-
mu  Oeakamu, JIeTKO OTAENSIOLIUMMCS OT MeMOpaH.
B HexoTopbIX yyacTkax MeMOpaH B JUMUIAHYIO CTPYK-
TYpy MOTPYXEHbl OTAEJbHbIE MOJEKYJIbl OENKOB WU
ux arperarbl (knacrepbl). Takum o0pa3oM, Herpepsl-
BHBIM JMMUIHBIN CJIOI MpEepbhIBAeTCS TaK Ha3bIBAEMbI-
MU uHmeepanvhviMu Oeskamu. Ta uX 4acTb, KOTOpas
KOHTAKTUDPYET C JUMUIHBIMU CIOSMU, UMEET CHUpab-
HOE CTPOEHME U COJEPXHUT aMUHOKHUCIOTHl C JUIO-
(unbHBIMU OeNKOBbBIMU LemnsMu. [lonsspHble T'PYMITbI
TUAPOGUIBHBIX aMUHOKKUCIOT HEMOCPEACTBEHHO B3aM-
MOJACICTBYIOT C BOAHOW ¢ha3oil, OKpyXalolel MeM-
Opanbl. B BomHywo ¢azy NpPOHUKAIOT W OJUTOCaxa-
puaHbie 1enu. Takum o0pa3oM, B HEKOTOPBIX THUIAX
MeMOpaH CBsI3aHHbBIC O€JKM B3aUMOJEHCTBYIOT C OIpe-
NeJIEHHOM 4YacTblo JIMMMIOB M OEJNKOB, B YaCTHOCTU
TeX, KOTOpble 00J1agatoT TPAHCIOPTHBIMU (DYHKIUSIMMU.



INEPEHOC BEHIECTB YEPE3 MEMBPAHDI

PacTBopeHHbIEe BelleCTBA MPOHUKAIOT Yepe3 MeM-
OpaHbl 1100 caMU, Oe3 nepeHOCHUKOo8, AUO0 ¢ NOMOULLIO
NnepeHoCcHUK08.

HenocpeactBeHHblii (6e3 HocuTeneil) TpaHCIOPT Be-
LIECTB OCYILIECTBISCTCS Yepe3 Hnopbl MemOpaH, T.e.
B Tex OesoKcoaepXKalluX y4yacTKax, KOTOpble MPOHM-
1IaeMbl IS MaJbIX MOJIEKYN (BOObI, MOYEBUHBI U JIp.)
U NEWCTBYIOT MOAOOHO MOJEKYJISIPHBIM CHUTaM, a TaK-
K€ HETOCPEACTBEHHO 4epe3 AUnUoHylo @azy MeMOpaHbl.
B mocnenHem cinyyae nunuaHasi (asza CIyXUT pacTBO-
puTeseM sl psifia BELECTB, 0OJanalouIvX Masonosip-
HBIM XapaKTepoM (IIPOCThbIE U CIOXHbIE 3QUPDI, BbICIIME
CIMPTHI, XUPHBIE KUCIOTBl W Ap.). [lepenoc eeujecme
0e3 Hocumesneil Bcerma MpOTeKaeT B HaIpaBIeHUM epa-
duenma KOHUeHmpayuu, U ero CKOPOCTb 3aBUCUT OT Be-
JUYUHBI 3TOTO TPAAUEHTA, KOHCTAHTH AUDdy3un, TeM-
nepaTypbl U/uiu 3HaueHUs KoadduiimeHra pacrpenesie-
Husi. OmHaKo OOJBLIIMHCTBO BEIIECTB MPOHMKAET yepe3
Ouosornyeckue MeMOpaHbl ¢ TIOMOILbIO CrielnUIECKUX
TPAHCIOPTHBIX CHUCTEM, TaK HAa3bIBAEMbIX HepeHOCHU-
K06. DTOT TEPMUH OTHOCUTCS K CIEUMGUYECKUM MeM-
OpaHHBIM OenkaM UM QYHKLMOHAJbHBIM KOMIUIEKCAM
JIMMIONIPOTEUA0B,  KOTopble  oOinagaioT  Ojaronaps
CBOEH TPETUYHON CTPYKType TaKMMHU MecTaMu (pelier-
TOpaMH), KOTOpbIe CIHOCOOHBI CBSI3BIBATH MOJIEKYJIBI
CcyOCTpaTOB Ha OIHOW CTOPOHE MeMOpaHbl, TepeHO-
CUTh UX yepe3 MeMOpaHy M OCBOOOXIATb MX MO IpY-
Iyl0 CTOpoHY MeMOpaHbl. [IpocreiiiuM mporeccoMm
TpaHCIOpTa C TOMOLIbIO MEPEHOCYMKa SIBJISETCS TaK
Ha3bplBaemasl  00necueHHds,  UAU  ONOCPe00B8AHHAs,
nudoysus. B aTtom mpolecce HocuTenb  obJerdaet
MepeHoc BellecTBa yepe3 MeMOpaHy B HamnpaBieHUU
rpaaueHTa KOHLUEHTpaLuii 6e3 3aTpaTbl Hepruu. B tex
ciayyasix, Korma INepeHOCUMK o0sierdaeT NepeHoc Kako-
ro-JM0o0 BELIECTBA B OJHOM HAaNpaBlIeHUM U OJHOBpE-
MEHHO [JpYroro-B IPOTUBOIMOJOXHOM 0e3 3aTpaTbl
SHEPIrMM, NPOLIECC HA3bIBACTCS 00MeHHOU Oupgysueil.

Jnst ocyliecTBIEHMS TIpoOLiecca aKmueHo20 MpPaHc-
nopma, NAOLIETO BO3MOXHOCTb NEPEHOCUTH BeLEeCTBa
OT MECT C HU3KOW KOHLEHTpAlMed B MeCTa C BBICOKOM
KOHLEHTpaluei, Tpebyercsi He TOJbKO HOCHUTENlb, HO
" UCTOYHUK QHEPIUH, 0OBIYHO UM SIBJISICTCA
ATP. AKTUBHBIA TpPaHCHOPT MOXET CIYXWUTb sl
nepeHoca OJHOTO BellecTBA B OIHOM  HampaBblie-
HMM, JUOO AJISI TiepeHoca NBYX BELIECTB B MPOTUBOIO-
JIOXHBIX (MM B TOM Xe CaMOM) HalpaBJeHUSX, B IO-
cleqHeM ciyvyae OH Ha3bIBAeTCS  COMPSJNCEHHbIM K-
MUGHBIM TPAHCIIOPTOM.

BaxHbIM TpPaHCHMOPTHBIM MPOIECCOM, OCOOEHHO
Mpy TEpeHoce MaKpOMOJEKYyJl 4Yepe3 MeMOpaHBbI.
sBisieTcsl nunoyumo3. OH BKIIIOYAET BBIMSIYMBAHUE KIle-
TOYHOU MeMOpaHbl BHYTPb, OT/AEJICHUE 0Opasyrouieiics
TakUM 00pa3oM BaKkyoJId, COAepXKalleid MaKpOMOJIEKY-
Jy, U ee TepPeHOoC BHYTPb KIETKU. Bakyonu 0OBIYHO
CBSI3aHBI C JM30COMaMu, 00pa3ys TaK Ha3bIBaeMbie
repeBapuBalollie BaKyoJu, SIBJISIOLINECS MECTOM Jei-
ctBus (epmeHtoB. CUMTAOT, UTO IK304UMO3, TIPOILIECC,
00paTHbIf MUHOLMTO3Y, JEXUT B OCHOBE MOJIEKY-
JISIPHBIX MEXaHU3MOB BBIZICJICHWS BbICOKOMOIJIEKY-
JIAPHBIX BCILIECTB M3 KJICTOK.

AHaNOTMYHBI TpoLecc MepeHoca TBEPIbIX YaCTHIL
U3BECTEH TMOJ Ha3BaHUEM @aeoyumosd.
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XAPAKTEPUCTHUKA OIIOCPENOBAHHOI'O
N HEOIIOCPEJOBAHHOI'O ITEPEHOCOB

Tpancnopm eeujecmé C yuacmuem HNepPeHOCUUKO8
umeem mpu XapaKmepHvle uepmbl, KOTOpPbIE MOTYT
OBITH OTIpe/ieIeHbI TPU U3MEPEHNU KUHETUKHU TIepeHoca.

a) Ou 3aeucum om KOHUeHmpauyuu cybocmpama.
[Tomo6HO OOBIYHBIM (epMeHTaM, MeMOpaHHBIE TpaHC-
MOPTHBIE CUCTEMBI MOTYT HACHIIIATLCS CYyOCTPAaTOM.
IMpy HU3KKUX KOHLEHTPAIUIX cyOCTpaTa IMepeHoC Tpo-
TeKaeT KaK peakliysl MepBOro Mopsijka, HO Mo Mepe Ha-
CBIIIEHUST CyOCTpaTOM KMHETHKa IpUoOpeTaeT HyJle-
BOI TIOpSIIOK IO CyOcCTparty.

6) Ou xapakmepu3yemcsi cybocmpamHoi cheyugpuy-
HOCMbIO, T. €. TIEPEHOCUTCS TOJIBKO OJHO BEILECTBO WU
TpyTIia CXOMHBIX BEIIECTB.

8) OHn modxcem uHeubuposamvcsi KaxK KOHKYPEHMHO,
mak u HekoHKypeHmHo. HekoTopble BelIecTBa MOTYT
KOHKYpUPOBaTh C cybcTparoM 3a creuupuyecKuit
LIEHTP CBSI3BIBAHUSI B TPAHCIOPTHBIX CHUCTEMax JIMOO
U3MEHATh KOH(MOPMALIMIO LIEHTPA CBSI3bIBAHUS.

B cnyyae TpaHcnopra BellecTB 0e3 MEPEHOCYMKOB
€ro CKOpPOCTh 3aBUCUT BO BCEX CJIydasix OT TpaaueHTa
KOHILIEHTpAIWii, paCTBOPEHHOTO BEIIECTBA U TeMIlepa-
Typbl, IpU4YEM TeMIepaTypHblid Koadduiument (Q,,)
00byHO paBeH 2-3. CremoBarellbHO, CKOPOCTb TaKOTO
TepeHoca BO3pacTaeT C POCTOM TeMIIepaTyphl.

MOJEJIN TPAHCIIOPTA
C YYACTHUEM IIEPEHOCYHUKOB

XOTsI K HaCTOSIIIEMy BPEMEHM BBIICICHO U MCCIie-
JIOBaHO OOJIBIIOE YKCIO OENKOB (IMTEPEHOCUYMKOB), 00JIa-
NMAIOIIUX TPAHCIIOPTHBIMU (DYHKIMSIMU, a TakKXe To-
nmHble ATPa3Hble n TpaHcdepasHble CUCTEMbI, MOJIEKY-
JIsspHasi TpUpoJa IepeHoca BELIECTB C MX ITOMOIIbIO
elie HeIOCTaTOYHO SICHA.

Pa3zHooOpa3ue B cBOIiCTBaX MEPEHOCYUKOB U B KU-
HETUKEe TpaHCIOpTa pPa3JIMYHBIX BEIIECTB IPUBEIN
K CO3JaHUIO CaMBIX DAa3HBIX Mojejieli MeMOpaHHOTO
TpaHCIOpTAa.

OO61eit 4epToil BceX BTUX MOIENe SIBISIETCST TI0-
cJIemoBaTeIbHOCTh CTaauii y3HaBaHUs cyOcTparta, €ro
CBSI3BIBAHUSI C TMEPEHOCUYMKOM, TMepeHoca 4epe3 MeM-
OpaHy U OCBOOOXJIEHMSI CyOCTpaTa OT TIepeHOCUMKA.
B kauecTBe Momeneil cramuu TiepeHoca 4yepe3 MemOpa-
HY TIPEIJIOKEHbl MOICIU 8PAlaArUe20cs: nepeHoCHUuKa
(1.A; 1.B), mpancasyuu (2), ocyuarayuu mexncoy 08yms
kpatinumu noaoxcenusmu (3) u 1.0. HeobxomumsIM yc-
JIOBUEM [UIS 3TUX THUIIOB TPAHCIIOpTa SIBJISIETCS [IO-
CTYITHOCTb JJIsSI CyOCTparta LIEHTpa CBSI3bIBAHUS MEPEHO-
CUYMKa C OJHOI CTOPOHBI MEMOpPaHBI M HEMOCTYITHOCTh
¢ npyroii. B mpotuBHOM ciydae, TIpu OTHOBPEMEHHOM
JMOCTYITHOCTH C O00EUX CTOPOH, IIEPEHOCUYMK CTaHEeT

UTPAThPOJIh TIOP M TPAHCIOPT OYIET CXOMEH C OOBbIU-
HoIt nuddysueii.

CucreMoif, TPOMEXYTOYHOU MeXAy AaKTHUBHBIM
TIEPEHOCOM BEIIlECTBA HOCUTEJIEM M €ro IMacCUBHBIM
TPAHCIIOPTOM 4Yepe3 TIOphI, SIBJISIETCS CHUCTeMa @uikcu-
posannbix Kauanoe (4). CTeHKH TaKWX KaHAJIOB MOTYT
pacIMpsAThCS U COKpamaThes (M3MeHsIsi CBOI0 KOH(bOp-
MallMI0) ¥ OCYILIECTBISATh, TAKUM O0Opa3oM, aKTUBHBIN
TPAHCIIOPT MOJIEKYJT OT OIHOW CTOPOHBI MeMOpaHbI
K IPYTOW.

HccnenoBaHne KWHETUKU Pa3IUYHBIX TPOLIECCOB
TpaHCTIOpTa TPUBEIO K CO3MaHUIO Moeseil, o0benu-
HSIIOIIMX OCOOEHHOCTH MoJeJiell TTOABMKHOTO TepeHOo-
curka ¥ KaHajioB (5, 6).



OHEPTETUKA TTIACCMBHOI'O
N AKTUBHOT'O TPAHCIIOPTA

[MaccuBHBINT TpaHCIOPT pPACTBOPEHHOTO BEIIECTBA
MPUBOJIUT K YCTAaHOBJIEHWIO pPaBEeHCTBA (paBHOBECHS)
KOHIEHTpaUuil Mo o0e CTOPOHBI MeMOpaHbl. Takum
o0Opa3oMm, B pe3yibTaTe MACCMBHOIO TPAaHCIOPTa CBO-
0omHas HEpPrus CHUCTEeMBbl MamgaeT U TMPU JOCTUXEHUU
paBeHCTBAa KOHIEHTPALMiI CTAHOBUTCS PAaBHOW HYIIO.

AKTUBHBIM TPaHCTIOPT HE MOXET MPOTeKaTh CIOH-
TaHHO M TpeOyeT TIPUTOKA BHEIIHE SHEPruu, B pe-
3yJIbTaTe Yero B CUCTEME COBEpIIAeTCs] OCMOTHYECKas
WIM B2JIeKTpuueckass pabora. Takum o6pa3oMm, B pe-
3yJbTaTe AKTUBHOTO TPAHCIIOpPTAa CBOOOIHAS 3HEPTUS
CHCTEMBI BO3pacTaer.

H3smenenue c60000H0lI 3Hepeuu TIPU TIEPEXOIE pac-
TBOpa, colepxaniero | MoJib pacTBOPEHHOTO Bellle-
CTBa, OT HU3KOW KOHLEHTpaUUU ¢, K 0Oonee BBICOKOM
¢, Bblpaxaercs ypaBHeHueM (1). Eciu pactBOopeHHOE
BEIIECTBO HECET JIEKTPUYECKWIl 3apsil, TO ypaBHEHWE
npuHUMaeT Bua (2), rme Z-3apsg WoHa, \) - pa3HOCTh
MOTEHI[MAJOB MO 00e CTOpOHBI MeMOpaHbl (B B),
F -uucino Dapanes.

[lepBblil WwieH 3TOro ypaBHEHUS BbIpaXaeT 3aBUCH-
MOCTh CBOOOIHOW B3HEPrMU OT KOHIIEHTpAllMu, a BTO-
poii - U3MeHEeHe CBOOOIHOW 3HEPTUU B pe3yjibTaTe W3-
MEHEHUS 3JIEKTPUYECKOTO 3apsifia WM TOTeHIMaa.
CyMMa 3THX ABYX WICHOB JaeT TaK Ha3bIBAEMBII 3JIeK-
TPOXUMUYECKUN MOTEHIMAT CHCTEMBI.

HATPUEBBIT HACOC

Tak Ha3pIBaeMbIil HaTPUEBBINI HACOC OCYILIECTBISIET
aKTUBHBI TpaHCIOPT MOHOB Na' 4epe3 MeMOpaHBI.
DTOT aKTUBHBIN TPAHCIOPT MOHOB HATPUSI U3 KIETKU
B HApPYXHYIO CPEIly OCYIIECTBIISIETCS C TIOMOIIBIO IBYX
TUTIOB «HACcOCOB». B MepBOM M3 HUX TPAHCIOPT MOHOB
Na' U3 KJIeTKU COMpsSXeH C TpaHCcmopToM uoHoB K
BHYTPb KJETKW; OH TOJYYWUJ HA3BAHUE CONPANCEHHO2O
HellmpanbHo2o Hacoca.

Bo BTopoM Tume TpaHcropT noHoB Na' He TpeGyer
obs3aTenbHOrO conpsxeHus ¢ Tpancroprom K. TIo-
CKOJIbKY TpaHcropT Na' u3 KieTKu 6e3 KOMIEHCaluK
voHamu K’ BBI3BIBAET POCT 3J1€KTPOXMMHUYECKOTO MO-
TEeHIIMala, OH TOJIYYWJI Ha3BaHUE 31ekmpoeeHHo20. Ta-
KOW 3JIEKTPOTEHHBIII HACOC OTBETCTBEH 3a BO3HUKHO-
BEHME TpPaHCMEMOpaHHBIX TMOTEHLNATOB.

HcTtouHukoM 3HepruM aKTUBHOTO TpaHCIOpTa
seisiercs ATP wim npyrue dopmbl sHeprun Metabo-
qu3ma. OmHoW M3 Haubosiee pacIPOCTPAHEHHBIX CH-
CTeM aKTUBHOTrO TpaHcropra siBisiercs:i Na,K-ATPa3z-
Has cucmema, OCYLIECTBISIONIAs TPAaHCIOPT WMOHOB
Na' u3 KJIeTKu U B To Xe camoe Bpemsi MOoHOB K’
B kJeTKy. ATPa3Hbie cucTeMbl JTOKaau30BaHbl B MEM-
OpaHax M B3aMMOJCHCTBYIOT C MOHAMM HAaTpWsl, HaXo-
NSAIIUMUCS BHYTPU KJIETKU M MOHAMU KaJIsl, HAXO ST~
MHUCS BHE KJIETKH.

M CTOYHUKOM 3HEPTUM ISl COTIPSIKEHUST TPaHCIIOp-
Ta aByx uoHoB K' B kjeTky u Tpex umoHoB Na' wus
KJIeTKHU sBsieTCsl paciuerieHue omHoro mousi ATP mo
ADP u ¢docdara.
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Muroxonapusi, asixanme, dpochopuiaupoBanue

KnemouHoe Ovixanue - 3TO TIOCTIENOBATEIBHOCTh PEAKIIMI, C MOMOIIBI0 KOTOPBIX OPraHW3M MCIOJNBb3YET DHEPTUIO
CBSI3€il OpraHWYecKUX MOJIEKYJ JUISI CUHTe3a MakKpoaprudyeckux coenuHeHuit tuna ATP. MonexkynsipHolt OCHOBOW
STUX TPOLECCOB SIBJSIETCSl CTYNEHYaToe OKUCIEHUE yriaepoja opraHuueckux moiekyn ao CO, u nepenoc 6odopoda
(IPOTOHBI TUTIOC 3JIEKTPOHBI) K KUCJIOPOAY C OOpa3oBaHUEM MOJIEKYJ BOIbI.

Takum oOpazom, sHeprusi, mojydyaeMasi Mpu KJIETOYHOM JbIXaHWU, SBJISIETCS B KaKOW-TO Mepe SHeprueil peakuuu
BoIoponia ¢ KucioponoMm. Bce oTu miporiecchl MPOTEKalT B Mumoxoxndpusx (M B Ta3MaTUUYECKUMX MeMOpaHax TMpoka-
puot). MUTOXOHAPUU SIBJISIIOTCSI OTHOCHUTEIbHO aBTOHOMHBIMM OpraHe/UlaMH, YbM CTPYKTYPbl MPUCTIOCOOJEHBI s
OCYIICCTBJIEHUS] TAaKOW OCHOBHOI (hYHKIIMHU, KaK MpeBpallleHe SHEPTMU OKUCJIEHMSI B SHEPTUIO PE3ePBHBIX MaKpO3p-
TMUYECKHUX BeIeCTB. MUTOXOHIPUs OKPYXeHa IBYMsI OTIEIbHBIMM MeMOpaHaMM, KaXaasi U3 KOTOPBIX CONEPXUT CBOU
xapakTepHble (epmeHTb. AspobHoe dochopuinpoBaHre U 00pa30BaHME MaKPOIPTMUECKUX CBsA3el MpOTEeKaloT Ha
BHYTpeHHeil MeMOpaHe. MuToxoHApuU coiaepxkaT Takxke crneuuduyeckue nuukindeckue JJHK u Bce KOMMOHEHTHI, He-
00XoAMMBIE NJI CHHTe3a OeNKOB. DTO yKas3blBaeT Ha TO, YTO B [aJ€KOM IPOLUIOM, BO3MOXHO, MUTOXOHIIPHEIO-
NOOHBIE OPraHU3MBbl OBLIM CIIOCOOHBI K HE3aBUCHMOMY CYIIECTBOBAHUIO.

Oo6pazoBanue CO, CB3aHO C OKUCJIEHUEM CYOCTPaToB B LIMKJIE JMMOHHOU KUCJIOTbl BHYTPU MUTOXOHAPUM (B UX
MaTpUKcCe), a MOCIeN0BaTeIbHOCTh peaklnil MmepeHoca BOAOPOJa W IJIEKTPOHOB (IbIXaTesbHas 1IeMb) JIOKAJIM30BaHa
Ha BHYTpPEHHEW MUTOXOHIpUabHON MemOpaHe. Ota uenb BkiaoyaeT NADH-gerunporenassi, FADH-nerunporeHass
(dnaBonporeunbl), HEreMoBble XKeje3ocolepxaluue Oenku, KodepmMeHT @ U LUTOXpPOMBL b, ¢, ¢, a u a,

KoMmnoHeHThI IbIXaTeJbHOU LIEMU PACMOJIOXEHBI MO CTeNEHU BO3pacTaHUsI UX OKUCIUTEIbHO-BOCCTAHOBUTEIbHBIX
MOTEHIIUAJIOB (OT OTPUULATEIBHBIX K TOJIOXKUTEIbHBIM BeTMUMHAM). DHEprus, BbIACISIONIASCS B XOIe MepeHoca BOAO-
po/ia U 3JeKTPOHOB B JIbIXaTeJIbHOW LIEMW, UCTOb3yeTcs 1Jisi oopazoBaHust ATP B xoie Tak Ha3bIBAEMOTO apob6HO20
gocghopunruposanusa. [ns obpazoBanusi oqHoil mosekyiabsl ATP u3 ADP u docdara HeoOxonuma sHEprusi, COOTBET-
CTByIOIIAsi U3MEHEHUIO ToTeHImaia, paBHoMmy 0,15 B. Oxkucinenue onHoit mosnekynsl NADH (uepe3 diaBonpoTeunni)
obecrieyrBaeT B CpedHeM CUHTe3 Tpex Mojekyn ATP, B To BpeMs KakK OKMCJEHHE CYKLIMHaTa (He BKJIIOYalollee
NADH) maet sHepruio mist obpasoBanus aByx Mosekyial ATP. Ha aspobHoe dochoprimrpoBaHue MUCIIOIb3YEeTCs MPH-
MepHO 40% TeopeTHYecKoil BEeJMYMHBI SHEPTUU, BBIACISIONICHCS TIPU PeakIMM BOXOPOIAa C KUCIOPOIOM.

Peakunu npIxaTenbHON LENMU COMPSIKEHBI ¢ peakuueil aapodHoro dochopunupoBanus. In vitro 3T0 compsiKeHUe

MOXKeT ObITh HapyllleHO BBeAeHUEeM 2,4-TUHUTPOGEHOa U CXOJHBIX BEILECTB, /N Vivo MOA0OHYIO POJib, MTO-BUAUMOMY,
UrpaloT TUPOUIHBIE TOPMOHBI.

Cunme3 ATP MOXET OCYUIECTBJISITECSI TOJIBKO UYEAbHOU, HEHAPYUWEeHHOU GHYMpPeHHel MUMOXOHOPUANBHOU Memopa-
Hoi. OOpasyoniuecss BHYTPU MUTOXOHApUM MoJieKyiabl ATP mepeHocsTcs HapyxXy, OOMEHMBAasChb Ha MOJEKYJIbI
ADP, Haxonsilmecsi BHe MUTOXOHIpUU. MosekysipHblii MexaHu3M obpasoBanusi ATP uz ADP u docdara (P,) eme
JI0 KOHIIA HE BBISICHEH, W CYILECTBYET HECKOJIBKO TEOPUI, OOBSICHSIOUINX MEXaHU3M 3TOM peakluu - XMMUYecKasl Teo-
pusi, XMUMHO-OCMOTHAYECKAsT TeOpusi, Teopusi KOHGOPMALIMOHHBIX M3MEHEHUIA.

BeiiectBa, nojaBepratoiivecs: NpeBpalleHUsIM B MMTOXOHAPUSIX, TMPOHUKAIOT 4Yepe3 MeMOpaHbl MO pa3IMuHbIM
crneuubuyeckuM MexanusmaMm. HuskomosexyssipHble U HenoJisipHble Bewectsa (O,, CO,, MOu€BHMHA) NPOHUKAIOT Ye-
pe3 MUTOXOHJpHUaIbHbIE MEMOpaHbl CBOOONHO, MO THUIly TpocToi Auddy3uun.

Domocunmes - 3T0 npouece, HpOTCKaIOH.[I/Iﬁ B PAaCTCHHUAX M B COACpXKaAIIUX IMMIMEHTBI OAHOKJIETOYHBLIX OpraHM3-
Max, Inpu KOTOPOM 3HEPIruA CBETa IIPEBpAIIACTCA B OHEPTUIO XMMUUYECKUX CBSI3EH.
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MUTOXOHAPUA

MuTtoxoHIpusi orpaHuueHa JBYMsI OTIEJIbHBIMU
MeMOpaHaMU. BuewiHss MemOpana THanKas, GHYmMpeH-
HAS VMeEeT HEPEeryJasipHO uepenylolluecsl CKIaiaKu, Tak
Ha3blBaeMble MUTOXOHIpUAJbHBIE Kpucmbl. BHyTpeH-
HSISl 4acTb MUTOXOHJAPWI Ha3bIBAeTCS MAMPUKCOM.

Kaxnas u3 yacteii MUTOXOHAPUM OOJagaeT Creuu-
(urueckuMu CBONCTBaMU U COOEPXKUT PA3TUUYHBIE THUIbI
(epMeHTOB, HEOOXOAMMBIX [UIsl TPOTEKAIOLIUX 3IECh
XMMUYECKUX TMPOLECCOB.

OnHOil W3 OCHOBHBIX (YHKUMI MHUTOXOHIPUU
sBiusieTcss obpazoBanue ATP. OHo mpoTekaeT BHYTpU
MUTOXOHAPUI M KaTanusupyercs (depMeHTaMM, JOKa-
JIN30BaHHBIMU HA HApY>XKHOI MOBEPXHOCTU BHYTPEHHEH
MeMOpaHbl. Paznuuue yucia KpUCT B MUTOXOHAPHUAX
pa3HBIX KJIETOK CBSI3aHO C KOJIMYECTBOM CHHTE3UpYe-
moro ATP, kKoropoe mpsiMO MPONMOPIMOHATBHO YHUCITY
KPUCT U OOLIeil MOBEpXHOCTHM BHYTPEHHEl MHUTOXOH-
IpUajlbHON MeMOpaHBbI.

MUTOXOHAPUA TMEUYCHU

MOP®OJIOTUYECKAA, ®U3NYECKAd W XUMHUYECKAA XAPAKTEPMCTUKHU BHYTPEHHEN
W BHEIIHEN MEMBPAH MWUTOXOHJIPUUA KJIETOK ITEYEHU

Mopdonornueckue 0coOeHHOCTH BHuyTpeHHs1s1 MemOpaHa BrewHss MemOpaHa

TonmHa 5-7 aM 5-7 oM

®opma Cknaguarast I'nankas

IToBepxHOCTD BHemHssI MOBEpXHOCTh TJagKasi; BHYTpeH- BHYTpeHHss MOBEpPXHOCTb TIJajKas; BHELl-
HsIsl TIOBEPXHOCTh COCTOMT M3 PETYASIPHO HsIsl MOBEPXHOCTb MMeEEeT HEperyJsipHO pac-
PacIOJIOXEHHBIX (PparMeHTOB TMIOJIOXKEHHbIE KaHaJIbl

BnusiHue skcTpakuuu ¢pocdonununon JIBycnoiiHasi CTPYKTypa oOcCTaeTcsl He3arpo- JIBycioliHasi CTpyKTypa pa3pyluaercs

HYTOM
®usnyeckre CBOWCTBA BHyTpeHHs11 MeMOpaHa BHewrHsii mMemOpaHa
TTinoTHOCTH 1,192-1,230 1,094-1,122
[TpoHunaemocth CenekTuBHas Jlaxe Oosbllve MOJIEKYJbl MPOHUKAIOT CBO-

06o1HO

PeHTreHOCTPYKTYpHbIE TaHHbIE Becbma  cxomHbIe
XuMHUYecKHe CBoOiCTBa BHyTpeHnHsis MemOpaHa Bremngas memOpaHa
MaccoBoe cootHouienue dochomunuaos 0,27 0,82
u 0OenKoB
ConepxxaHue KapIHOJUIIMHA Bricokoe Huskoe
Conepxanne (GocHOTUANITNHO3ZUTA Huskoe Bricokoe
CopepxxaHue XoJecTeprHa Huskoe Bricokoe
YOouxuHoH IIpucyrcrByeT OTcyTcTBYeET
MoHoamuHOKcHIa3a OrtcyTcTBYeT IIpucyrcrByet
LlnToxpomokcuaasa [MpucyrcTByer OrcyTcTBYET
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BHENTHASA MEMBPAHA

ATP-3aBucumas aumin-CoA-cruHTeTasa

CucreMa yUIMHEHUS LETeil XKUPHBIX KUCIOT
Depmentsl MeTaboaM3Ma  (OCHOIUIUIOB U JIUIIUIO0B
AmuHOKcHunasa (hraBuHCcomepXKaas)
KunypenunH-3-runpoxcuiasa

NADH-naeruaporeHasa

MoHoaMUHOKCHU1a3a

MEXMEMBPAHHOE ITPOCTPAHCTBO

AneHunaTKMHa3a
ADP-ATP-depmeHTsl dochopuupoBaHusi, He 3aBH-
CSILLIETO OT JbIXaTeJIbHOM Lienu

BHYTPEHHASI MEMBPAHA

Lutoxpomer b, ¢, ¢, a, a,

NADH-neruaporeHaza

®epmeHTBI (HOChHOPUIUPOBAHUS, 3aBUCSIIETO OT JIbIXa-
TeJbHOU Lenu (cBasbiBaroluil gakrop F))
Anun-CoA-tpaHcdepasza (B3auMOAEUCTBYIONIAS C Kap-
HUTHHOM)

MepMeHTAaTUBHASI CUCTEMa YIJMHEHUS LieTedl KUPHBIX
KUCJIOT

deppoxenarasza

Ammn-CoA-nmeruaporeHasa

MATPUKC

IluTparcuHTaza

UszouurpaTaeruaporeHasa
dymaparruapoiaza

AKOHUTATIUIPOIIa3a
ManatnerunporeHasa

DepMeHTHI 3-OKUCIEHUST XUPHBIX KUCIOT
0-AMMHOJIEBYIaTCUHTAa3a

DepMeHTHI cHTE3a OCJIKOB
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JIOKAJIM3ALIUSA
MUTOXOHJAPUAJIbHBIX ®EPMEHTOB

BHemrHsst MeMOpaHa COHNEPXUT ¢hepmenmbl Mema-
60aU3Ma  HCUPHBIX Kucaom, @ocghoaunudos u Aunudos
u gepmenmot, yoaunsrouue yenu xcupHoix Kucaom. Co-
cTaB 3TUX (EepMEHTOB OJM30K K COCTaBY MMKPOCO-
MaJIbHBIX (hepMeHTOB. DTO, MO-BUIAUMOMY, yKa3bIBaeT
Ha o0lee MPOUCXOXKIEHNE MUTOXOHIPUAIBHBIX M MH-
KpocoMaJIbHbIX MeMOpaH. [naBHOU (yHKUMel BHel-
Hell MUTOXOHIPUAIbLHOW MeMOpaHbl SIBJISIETCSI OTIesIe-
HUE€ BHYTPEHHE 4acTU MMTOXOHIPUM (B TOM YHUCIE
U BHYTPEHHeU MeMOpaHbl) OT LUTOIUIA3MBI.

Jlyis BHelllHel MeMOpaHbl XapaKTepHO MPUCYTCTBUE
Takux (epMEHTOB, KaK aMUHOKCHIa3a, KaTaJlu3upylo-
1asi MpeBpallleHuss aMMHOB, M KUHYPEHWH-3-THIPOK-
cwiaza. Ot GepMeHTHI CITykaT CBOEOOpa3HbIM MapKe-
pOM TIpM BBIICIEHUM MUTOXOHAPUATBHBIX MeMOpaH,
yKa3blBasi Ha MX MHIMBUIYaJbHOCTb U YUCTOTY.

20-25% Bcex OeNKOB, COAEPXKAIIUXCS BO BHYTPEH-
Hell MeMOpaHe, COCTaBJISIIOT (DepMEHTHI, U 3TO B Tep-
BYIO ouepenb ¢hepmenmbl ObixamenvHou uyenu W ghep-
MEHmbL  OKUCAUMENbHO20 — hochopurupoganus, yumo-
xpomvt u gpakmop F,. BHYTpeHHsI1 MeMOpaHa NPOHU-
laeMa JIMIIb JUISI MajlbIX MOJIEKYJl M CONEPXKMT
crieruduIecKre MepeHOCYNKN sl OpraHMYecKux (oc-
datoB, ADP, ATP, aMUHOKUCIIOT, KUPHBIX KUCJIOT, -
U TPUKAPOOHOBBIX KUCIIOT.

BHyTpeHHSIT TOBEPXHOCTh MEMOpaH CBSI3bIBAET M-
PUIMHHYKJICOTUBI, SIBISIONIMECS KOhepMeHTaMu pe-
aKIIMid, MPOTEKAIOINX B MUTOXOHIPUATLHOM MaTpPUK-
ce.

Kpome ToOro, BHyTpeHHHE MeMOpaHbl COIEepPXKAT
(bepMeHTbI, YUIMHSIONINE LIEMU XUPHBIX KUCIOT (Ha-
yuHast ¢ 10C), u ¢epMeHTBI, KaTaIU3UPYIOLIUE CHUHTE3
MopdUPUHOB U rema.

Martpukc mpencraBisier coboii reseodpasHylo ¢a3zy
C TOHKO# CTPYKTYpOIi, comepxalilyo okojgo 50% O0ei-
KoB. CyllleCTBEHHOE BIMSIHME Ha Hee OKa3bIBaeT U3Me-
HeHMe KOHhOpPMallMM BHYTPEHHEN MeMOpaHbI, MPOUC-
Xofsluee TpU JbIXaHUU. MaTpUKC COAEPXKUT ¢hep-
MEHMbL YUKAQ AUMOHHOU KUCAOMbL, (hepmeHmbl, Kama-
AUBUPYIOUUE OKUCACHUE JICUPHBIX KUCAOM 8 [B-nonodce-
Huu, cunme3 nopghobusunocena, pudocoM, (EepMEeHTHI,
akTUBHbIEe B cuHTe3e OenkoB, PHK u JTHK.

Yuciao ¢hepMeHTOB, OXapaKTepU30BAHHBIX M BbIe-
JIEHHBIX U3 WHAMBUIYAJbHBIX KOMIIOHEHTOB MUTOXOH-
Ipuid, TpeBbacT 40.



PACIMOJIOXKEHVUE KOMIMNOHEHTOB
B NMJIOCKOCTU BHYTPEHHEMN
MUTOXOHAOPUAJIBHON MEMBPAHbI

BHyTpeHHssi membpaHa copepxut NAD, dnaso-
npoTenabl U LUMUTOXPOMbI, CBSI3aHHbIE B  KOMIUIEKCHI,
Kaxnapli U3 KOTOPbIX MpeacTaBnsieT cobon He3aBuCU-
MYIO ObIXaTesbHYI0 cuUcTeMy, Bkiodatowyto NADH-
[ernaporeHasy, CykumHaTaermgporeHasy, kKodepmeHT
Q M UUTOXPOMbI MPUMEPHO B MOJSIPHBIX COOTHOLLIE-
HUAX. YacTb M3 3TUX KOMMOHEHTOB PerynsipHbIM obpa-
30M pacrosiokeHa Ha MOBEepPXHOCTM MemMOpaHbl, a Apy-
rasi 4yacTb MPOHWU3bIBAET BECb C/ON MeMOpaHbl. MuTo-
XOHOPWUWN KNETOK MEYEHW, Harpumep, copepXaTt OKOso
5000 Takux €eOuHWYHBIX KOMIMIEKCOB, MWUTOXOHOPUU
KNeTKM Mblwupl cepaua - okono  20000.

KOMMOHEHTbI AbIXaTeNnbHOM LEenM HenocpeacTBeH-
HO cBf3aHbl C dpakTopom dochopunmposaHns F, (dax-
TOp COMpPsPKeHust), npeacTasnsiolmin - coboii  6enok
C MornekynspHoi maccoin 280000 n gnameTpomMm Mone-
KySibl OKOJIO 8 HM).

YMNPOLLEHHAAA CXEMA
AObIXATEJIbHOW LIEEMA U MECT
OKUCJIUTEJIbBHOIO ®»OCPOPUJINPOBAHUA

KOMMNOHEHTbI ApiXxaTenbHOM Lenn obpasyoT KoM-
MNekcbl BO BHYTPEHHEN MUTOXOHAPUAILHOW MemOpa-
He.  [IpOCTpaHCTBEHHOE  PACMOSIOKEHNE  VHOMBU-
OyanbHbIX KOMMOHEHTOB TakoBO, 4TO OHO obrnervyaer
X GYHKUMOHMPOBaHME N COOTBETCTBYET BO3PaCTaHUIO
OKUCNINTENIbHO-BOCCTAaHOBUTESIbHBIX  MOTEHLMAIOB.

B ApixaTenbHOW Lenn NpouCXOOUT OTAENIEHNE 3JeK-
TpOHa OT BOAOPOAA W MEPEHOC 3MEKTPOHA Mo Lenu
K kucnopoay ¢ obpazosaHuem aHuoHa O?. Coegu-
HASICb C MPOTOHaMU (MCTOYHUKOM KOTOPbIX SIBASIETCH
Boaopon, C—H-ceA3ein), aTM aHMOHbI 0Opas3yloT BOay.
Takum  00pa3oM, WMEHHO MEepeHoc  3nekTpoHa
N SBNSIETCS WCTOYHMKOM SHeprun Ansi obpasoBaHus
ATP B xome okucnutenbHoro ¢ochopnnmpoBaHus.

OKUCJIUTE/IbHO-BOCCTAHOBUTEJTbHbIE
MOTEHLAJIbI KOMMOHEHTOB
ObIXATEJIbHOM LIENA

Ons 06pa3oBaHUs MaKpOSPrM4eckon CBs3W HeoB-
XOOUMa  PasHOCTb  MOTEHUMANoB,  COCTaBsIoOLAs
0,15B.
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OBPA3OBAHUE ATP.
XNUMHO-OCMOTHYECKUIT MEXAHU3M

OkucautenbHoe  (dochopunpoBaHue  SIBIASIETCS
MPOLIECCOM, TMPY KOTOPOM BBIIEJICHUE 3SHEPIUU IIpU
OKHCJIIEHUHM CYyOCTpaToOB COMpsikeHO ¢ cuHTe3oM ATP.
DIIeKTpOHBI M IPOTOHH (MM aTOMBI BOZOpOHA) CYyO-
crpara repeHocsTcs ¢ nomoinbio NADH u cucteMbl
(GepMEHTOB BHYTPEHHEN MUTOXOHIAPUAIbHONU MeM-
OpaHbl K Kuciopony (mbixateibHas 1enb). CoriaacHo
teopuu [1. Murtuena, B pe3yiabTaTe TakKoro IepeHoca
3JIEKTPOHOB TI0 IbIXaTeJIbHOW IIETN TTPOUCXOAUT Tepe-
XOI TMOJIOXUTENIbHO 3apsKEHHbIX MOHOB BOIOPOAA
(TIpOTOHOB) Yepe3 MeMOpaHy U, CJIEIOBaTEeJIbHO, BO3-
HUKHOBEHHUE 3JIEKTPOXMMUYECKOTO TPagueHTa MpPOTO-
HOB B MeMOpaHe. DTOT TpaiMeHT COCTOUT M3 JBYX
COCTaBHBIX YaCTeil: pa3HUIIbI B KOHLIEHTPAIIMU BOIOPOI-
HBIX MOHOB (B 3HaueHMsAX pH) u pasHUILIBI B 2JIEKTPU-
YeCKMX MOTEHIMaNax. DHEPrus 3TOTO rpaaueHTa SIBJIs-
eTcsl ABMXKYLIEel cuioii mpouecca cuHte3a ATP, B xone
KOTOPOTO TMPOUCXOAUT OOpaTHOE MepeMellleHre Mpo-
TOHOB [0 HANpPaBJICHUIO TPaJMEHTA.

B nbixaTeqbHOM 1€MW ABa BJEKTPOHA M OOWH IPO-
ToH mepexonsdT or NADH k ¢i1aBUHMOHOHYKICOTUIY
(FMN). Tlpu sToM akuenTupyeTcsi AOMOJHUTEIbHO
ONMH TPOTOH M3 BHYTPEHHEIO MPOCTPAHCTBA MUTO-
xonapuit 1 FMN Boccranasnusaerca no FMNH,
(rpynnupoBka FMN cBsizaHa ¢ 0OJBIION MOJIEKYJIOMU
Oesika, BHEAPEHHOUW B MUTOXOHIPUAIbHYIO MeMOpaHy
U BHITAHYTY10 nomnepek Hee). Jlanee FMNH, ocymect-
BJISIET TMEPEHOC IBYX aTOMOB BOJOPOAA OT BHYTPEHHeEI
TMOBEPXHOCTU MeMOpaHbl K BHemnHeid. [Ipu 3Tom mpo-
TOHBI BBIACNSIIOTCS B Cpely, MPUMBIKAIOIIYI0 K BHEII-
Hell MOBEPXHOCTU MEMOpaAHBbI, a J[Ba 3JMEKTPOHA Tepe-
HocaTca of FMNH, K CBA3aHHOMY C HMM XeJje3oce-
poconepxamiemy Oenky (FeS). Dtor FeS-6emox mepe-
JIaeT 3aTeM CBOM OJEKTPOHBI HEOOJBIION MOJIeKy-
Ie - youxuHoHy (kodpepMeHT (). YOUXMHOH COIEPXUT
JIBA aToMa KMCJIOpPOAa MU MMEET TPU CTENEeHU OKMUCIIe-
Hus. [Ipucoenunenue atoma H K ogHOMY M3 KuCI0pO-
OB TIpUBOAUT K oOpa3oBaHuio ceMuxuHoHa (QH).
B mosiHOCTBIO BOCCTaHOBJIEHHO# (hOpME THAPOXMHOHA
(QH,) oba xucnoposa cB3aHBl C aTOMaMU BOAOPOZA.
FeS-6enok mepemaer aBa 3eKTpOHA IBYM MOJEKYJIaM
kodepmenTa Q. [lpm 3TOM OHM NPUCOCAMHSIOT IBa
MPOTOHA U3 BHYTPEHHETO MPOCTPAHCTBA MUTOXOHIPUU
¢ obpaszoBanueM aByx mojiekyn QH. Emie nBa anek-
TpOHA TMOCTYMAalT K YOMXMHOHY 4Yepe3 remcojaepxka-
Ml 6e0K uuToXpoM b. IlpucoenuHeHue OBYX MPOTO-
HOB U3 BHYTPEHHEro IIPOCTPAHCTBA MUTOXOHIPUU
MPUBOAUT K 00Pa30BaHUIO IBYX MOJEKYJI MOJHOCTBHIO
BoccTaHoBIeHHOro youxunona QH,. Taxum obpasom,
o0l1iee YKCIIo MPOTOHOB, TIEPEHOCUMBIX TPU BOCCTAHO-
BJIeHUU KodepMmeHTa (, paBHO 4eThipeM. Cienyer oT-
METUTh, 4TO KodepMeHT ( pacTBOpUM B JIMMUAAX
MeMOpaH 1, BO3MOXHO, MUTPUPYET B MEMOpaHe B XO-
Iie TIepeHoca 3JIeKTPOHOB.

Kaxnasg monekyna QH, ormaer s1eKTpoH cienylo-
HIeMy MEePEeHOCYUKY-LIUTOXpOMY c¢,. Jlajee 3/1eKTpoH
0 KOMIIOHEHTaM JbIXaTeJbHOU Lenu (LMTOXPOMBI C,
a) nepefaercs K TEPMUHAIbHOMY LIUTOXPOMY d, KO-
TOPBIIi OKUCIISIETCSl MOJIeKy/oi Kuciaopona. [lpu sTom
Kaxabiii atoM O MpUHUMAET ABa 3JIEeKTPOHA U MpUCoe-
IUHSET OBa NMPOTOHA, 00pa3yst MOJEKYa1y Boabl. Takum
obOpa3oM, Kaxjaasi Irapa 3JeKTPOHOB, TEpeHOCHUMasl OT
NADH x kucnoponmy, IpuBOIUT K IMEPEeMEIICHUIO Iiie-



CTM TPOTOHOB OT BHYTPEHHEWd K BHELIHEHd IMOBEPXHOCTM MeMOpaHbl. OTOT mpolecc 3aBepliaeTcs Ha craaun ATPasbl
(xommiexc F -F|), rae Kaxible 1Ba NEPEHECCHHBIX MPOTOHA OCYLIECTBJSAIOT CUHTe3 OnHOH Mojekyabl ATP.

B Hacrosuiee BpeMsl MMeeTCsl HECKOJIbKO TMIIoTe3 o MexaHudMme cuHTe3a ATP kommiekcom F,-F,. OnHa U3 HUX IpelIoXeHa
1. Muryenom. CornacHo 3Toi rumnorese, ¢pocdarHas rpymnmna cBs3biBaeTcss GEPMEHTOM, aKTUBHBIN LIEHTP KOTOPOTO HaXOAUTCSl B
F -4yacTu KoMIuleKca BOIM3M KOHLA Fj-KaHajla, IO KOTOPOMY IEPEHOCUTCS MPOTOH. JIBa MPOTOHA MEPEHOCHATCS 110 3TOMY KaHaly
noj AeicTBueM rpaaveHTa pH u MeMOpaHHOro noteHuMasa. DTU MPOTOHBI ATAKYIOT OAMH U3 (hocdaTHBIX KUCIOPOIOB, KOTOPbIii
B pe3yJbTaTe 3TOro OTIIEIISIETCS B BUAE MOJeKyabl Boabl. [lpu atom docdaTHas rpynmna npeBpauiaeTcsi B BecbMa PeaKLMOHHO-
CIIOCOOHYIO 4acTHIly, CIOcoOHylo pearmpoBaTth ¢ ADP ¢ o6pasoBanumem ATP.

[pyrasi runoresa 3aKjli04aeTcsi B TOM, YTO MPOTOHBI BbI3bIBAIOT U3MEHEHUs] KoHdopMmaluu Oenka BOIM3M aKTUBHOIO 1LIEHTpa,
npusogsiiuue K cuHtesy ATP. B akTuBHOM LieHTpe Takoro ¢epMeHTa MPOUCXOLUT CaMOIpou3BoibHoe coenuHeHrne ADP u Heopra-
Huueckoro docdara. Obpasyromasics Moiekyina ATP ocraercsi cBsisaHHOU ¢ epMEHTOM, U [JIs €€ OTIIEMJIeHUs HEeOOXOAUMO 3a-
TPaTUTb JHEPTUI0. DHEPrusi dTa MOXET ObITh MOJydyeHa B pe3yJibTaTe NMPUCOCAMHEHUS] MPOTOHA K (EepMEHTY (He MO aKTUBHOMY
LEHTPY) ¢ U3MEHEHHEM ero KoHdopmauuu.

[1pOTOHHBI TPAAUEHT SBJISETCS TaKXe ABMXKYILEH CUION CBSI3AHHOTO C HUM TPAHCIOPTa U APYTrUX MOHOB. Tak, TpaHCIOPT MO-
HOB HATpHsl MPOMCXOAUT B PE3y/NbTaTe BHITECHEHMSI KATMOHOB Na' MpOTOHAMM, HAXOAALIMMUCS B MOBBIILEHHBIX KOHLEHTPALMAX
(rpanueHT pH). AHaJIOrMYHBIM 00Pa30M TPAHCIIOPT HEOpraHuyeckoro ¢ocdara OCyIIECTBASETCS 32 CUET 3aMEHbl €ro Ha MOHbI TH-
apokcuia. C Apyroil CTOPOHbI, TPAHCIIOPT MOHOB KaJbl[Msl yepe3 MeMOpaHbl He 3aBUCUT OT rpaaueHta pH u ocyuecrsisercs 3a
cyeT MeMOPAHHOIrO MOTeHLMANa U 3MeKTPOCTATHYECKUX CHJI, HO 6e3 06paTHOro MoToKa ApYyrux MoHoB. Tpancnopr Ca’’ mpoucxo-
JUT 10 HAaNpaBleHUIO K OTPULIATENIbHO 3apsKeHHON BHYTPEHHEH MoBepXHOCTM MeMOpaHbl. MeMOpaHHbIl MOTEHLMaNl SIBIsETCS
TakXe ABUXYILEW cuioirt obmeHa moinekyn ADP u ATP.

PASOBIIIEHUE INTPOLIECCOB ABIXAHHUA U
OKUCIUTEJIBHOTO ®OCOOPUTUPOBAHNA

Bo3Hukaromuil npu AbIXaHMU MPOTOHHBINA rpa-
IUEHT SIBJISIeTCS NBUMXKYIIEH CUJION Tipoliecca OKMCIM-
TeJbHOTO (ochopuaupoBanus. I[IpoTOHHBIE WMOHO-
(opbl (T.e. MOJIeKYJbl, IEpeHOCsIIMe HOHbI 4Yepe3
MeMOpaHbl) BBI3BIBAIOT PAa300IEeHUE MPOLECCOB IbIXa-
HUSI U OKUCIUTENbHOTrO (ochopunupoBaHusi. DTo CBsi-
3aHO C TeM, YTO Takue MOHOGOPHI, NEPEHOCS MPOTOHDI
yepe3 MeMOpaHbl, TPUBOAIT K BBIDABHMBAHWIO Tpa-
nueHta pH 1 MemOpaHHOro moreHuuana. Tak, MOHO-
op BanmHOMMIIMH (LIMKIMYEcKass MOJieKyJsia, pacTBO-
puMasi B JUNUOAX MeMOpaH), CIIOCOOHBIN IEPEHOCHUTH
noHbl K™, BHIpaBHUBAET TOJNBKO MEMOPAaHHbINA MOTEH-
uuas. B mpucyrcTBUM BalMHOMULMHA OOPATHBIA TOK
voHoB K’ HeliTpanusyer pasHMIy B DJI€KTPUYECKHMX
3apsiiax, OJHAKO B TIPOIECCEe IbIXaHUS 3TOT MpOILecc
KOMIIEHCHUpYETCsl Bo3pacTaHueM rpanueHnrta pH.

C npyroii CTOpOHbI, MOHOGMOP HUTEPUIIMH, HE BIUSS
Ha MeMOpaHHBIM MOTeHIMal, BbI3bIBa€T OOMEH MPOTO-
HOB Ha MOHBI Kanus. MoJjekyna HUTepUIIMHA HE pac-
TBOpMMa B MeMOpaHe W TEepeXOAUT B Hee JIUIIb TpU
cBsa3biBanuu au6o H', nmub6o K*. Takum o6Gpasom,
HUTEePULIMH BbIpaBHMBaeT rpaaueHT pH, 3atem B xozme
NBIXaHU S TTPOUCXOAUT KOMIIeHcalus 3Toro 3¢ dexra 3a
CYeT BO3pacTaHMUsl MEMOPaHHOrO MOTeHIHUaa.

B mpucyrcTBUM 000MX 3THX MOHOGMOPOB OCYILECT-
BJISIETCSl BBIpaBHWUBaHME KakK rpamgueHTa pH, Tak
U MEeMOpaHHOTrO TOTeHIMajla, B pe3yJibTaTeé Yero Ha-
OyomaeTcss 3HAYMTEIbHOE MHTUOMPOBAHME IPOIECCOB
pocodopunupoBanusi. Takum od6pa3oM, B MPUCYTCTBUU
IPOTOHHBIX HOHOGMOPOB IHEPrUsl IbIXaHUSI HE MpeBpa-
IIAETCSl B XMMUYECKYIO SHEPTUIO, & pacceuBaeTcsl B BU-
e Teruia.

[TepBbIM cpenyd MPOTOHHBIX MOHOGMOPOB ObLT Haii-
neH nuHuTpodeHon. Bo3MoxHo, yTo mdeiicTBUe TH-
POUMIHBIX TOPMOHOB Ha MeMOpaHbl 3aKJlOvaeTcs B
TOM, UTO OHU MEHSIOT CTeNeHb HEHACBILIEHHOCTH
KUPHBIX KUCIOT B MeMOpaHax. [Ipu atoM mpoucxogut
M3MEHEHNE TMPOHUIAEMOCTH MeMOpaH AJisi MOHOB, TO-
CKOJIbKY HEHACBILIEHHbIE XKUPHBIE KUCIOTHI UTPAIOT POJTh
CBOEOOpPa3HBIX NMPOTOHHBIX MOHOGOpoB. Takum obpa-
30M, THUPOMUIHBIE TOPMOHBI WIPAIOT pOJb CBOEO-
Opa3HBIX pa3o0IIUTeNell OKUCIUTENBHOTO (hochoprn-
pOBaHUsI.
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INEPEMEINEHUE ATP U ADP
YEPE3 MMHWTOXOH/JAPUAJIbBHYIO MEMBPAHY

ATP, obpasyouiasics B MUTOXOHAPHSIX MPU OKHC-
JutenbHOM  (pochopmnmpoBaHUM, HE  TEPEHOCUTCS
B LUTOIJIA3My B pesyjbpTate npoctoit nudoysuun. Mu-
TOXOHJApUAJbHAsI MeMOpaHa CONEPXUT BBICOKOCIELIM-
(GUYHBI TIEpEHOCUUK mMpaHcA0Ka3y, KOTOPBIN KaTalu-
supyer mnepeHoc 1 wmoaekyasl ATP wu3 marpukca
B LMTOIMJIA3My C OJHOBPEMEHHbIM MepeHocoM | Moie-
KyJabl ADP B o6patHoM HampaBieHuu (oomenHas Oug-
¢ysus). Cucrema nepeHoca ATP/ADP snsieTcss Bechb-
Ma cneurduyuHoit. OHa 00sagaeT BHICOKUM CPOICTBOM
kak K ATP, tak u Kk ADP, HO He mposBisieT cpoacTBa
k apyrum Hykineotuaam (XTP, XDP). Ona moxer
ObITb MHIMOMPOBaHA BeCbMa MaJIbLIMU KOHIIEHTpALIMsI-
MM aTpakTUIO3M[A - TOKCUYECKOT0  PacTUTEIbHOTrO
TJIMKO3UA.

INEPEHOC ~P OT JOHOPOB
K AKIEIITOPAM

Cucrema ADP-ATP ocymecTtBasier mepeHoc (oc-
daTHBIX TPYMNIT OT COEAMHEHUN C MaKpO3PIMYECKUMU
docharupiMu  cBsi3aMu  (1,3-mudocdormuuepar.  doc-
doeHonnupysar, dbocdokpeaTuH) K akientopaMm ¢oc-
dara ¢ HMU3KOU PHEPTHUEH.

DepMeHTaMH, KaTalU3UPYOIIMMUA TaKOTO pola pe-
aKuMio, SBASOTCA (ocdoTrpaHcdepassl - hochoramie-
paTKuHa3a, MNUpyBaTKMHa3a, KpeaTMHKuHaza. Dep-
MEHTbI, KaTajlusupyloliue mnepeHoc ¢docdara ¢ OmHO-
BpeMeHHBIM mpeBpamieHueM ATP B ADP, monyuaior
cBOoe Ha3BaHWe Mo akuentopy ~P (rekcokmuasza, riu-
LIepMHKWHAa3a U T.1.).

Kpome ATP ucrounukom ~P mnpu ero mepeHoce
Ha cyOCTpaTbl MOTYT ObITb U JAPYrM€ HYKJI€O3UATPU-
docharer (UTP, GTP, CTP).



TPAHCIIOPT AHHWOHOB YEPE3 BHYTPEHHUE
MUTOXOHAPUAJIBHBIE MEMBPAHBI

1. Tpancnopm ¢pocghama. ns TOoro 4ToOBl B MUTOXOHAPUSX MOTJIO MpoTeKaTh dochopunupoanue ADP, HeoOxommmo ocyiie-
CTBUTb TpaHCMOPT ocdara yepe3 BHYTPEHHIOI MUTOXOHIPUAIbHYI0O MeMOpaHy. DTOT Mpolecc MPOTEeKaeT C MOMOIIbIO Crie-
LHMaJbHOM TpaHCTOPTHOM cucTeMbl. CylleCTBYIOT J[Be pa3IW4YHbie CHUCTEeMBbI, CIOCOOHbIE HE3aBUCMMO Jpyr OT JApyra
nepeHocuTh Gochar B MUTOXOHAPUANbHBIA MaTpukc. Pocdar MoxeT MPOHMKATh B MATPUKC B Ppe3yJabTaTe IPOLECCOB, 3a-
BUCSIIUX OT MeMOpaHHOro rpaaueHta pH. B Takom ciyyae JOJIXeH CyIIeCTBOBATh 3JEKTPOHEMTPaNbHBIN MEPEeHOCUMK, OCYIIECT-
pistiomuii guddysuto uonos H,PO,” u ux o6men va OH ", 160 onnoBpemennbiit tpancnopt H,PO, u H' B onHOM HampasieHUHU.

Bropasi TpaHcmopTHasi cUCTeMa OCYILIECTBISIET 00-
MeHHYI0 Tuddy3uio docdara Ha HOHBI TUKAPOOHOBBIX
KUCJIOT, HampuMmep Majata M riyramarta (CM. CTaauu
2 1 4 Ha cxeMe), U He 3aBUCUT OT MEMOpPaHHOTrO rpa-
nueHta pH.

IMockoabKy TpaHcmopT (ocdara HeoOXomuM IS
OKUCJUTETbHOTO hocHoprinpoBaHusl, HHTUOUPOBaHKE
TpaHcmopTa OJokupyeT obOpasoBaHue ATP.

2. Tpancnopm masama. ManaT NEpPEeHOCHTCS B Ma-
TpUKC, oOMeHUBasich Ha docdar. AHAJIOTMYHBIM 00pa-
30M OCYILECTBJSIETCSI TIePeHOC CYKIIMHATa, M30Majarta,
urakoHurtata u D-taprparta.

3. Tpancnopm a-kemoeaymapama. DTO COEIUHEHUE
MPOHUKAET B MeMOpaHy B OOMeH Ha Majar (MepeHoc
KOTOPOTO OMWCaH BbIlle) M TpeOyeT JUId CBOEro
TpaHCIOpTa NMPUCYTCTBUS Kak Majiata, Tak u ¢docdara.
Ilo cxomHOMY MeXaHM3MY OCYLIECTBJISICTCS TPAHCIIOPT
yuc-akoHUTaTa, u3ouuTpara, L-taptpata U Qa-KeToaau-
nara.

4. Tpancnopm eaymamama. TiayramaT TepeHOCUTCS
B oOMeH Ha (ocdart.

5. Tpaucnopm acnapmama. AcmapTaT TEpEeHOCUTCS
B oOMeH Ha riayramar. Kak B MaTpukce, TaKk U BHE
MeMOpaHbl, OKcajoaleTaT U rJiyTamaT BCTYNaloT B pe-
aKIMIO TMepeaMUHUPOBaHUS C OOpa3oBaHUEM Q-KETO-
raytapata u acmaprata. OxcajioaletaT B CBOIO OdYe-
penb o0pasyeTcss B pesyiabTaTe JAeTMAPOTCHU3ALUU
Majata (c TOMOLIbIO ManataeruaporeHass - MDH).
IMockonbKy BHYTpEHHssSI MeMOpaHa MUTOXOHAPUI He-
NMpoHMIIaeMa ISl OKcajoaleTaTa, ero TPaHCIOPT OCy-
HIECTBISIETCSI HEMPSIMBIM TIyTEM - Yepe3 MPOMEXYTOU-
Hoe oOpa3oBaHHWe acmaprata M ero IMepeHoc.

6. Tpancnopm uyumpama. TlpeaBapuUTEIbHO LUTpPAT
JOJDKeH OBITh TpeBpallleH W3 TPeX3apsiIHOrO aHMOHA
B JIBYX3apsIAHBI, KOTOPBI M TMOABEPraeTcsi MepeHocy
B OOMEH Ha HEKOTOpble NTMKapOOHOBBIE KMCIOTHI, Ha-
npuMep Majar, KOTOpbIf, KaK IOKa3aHO Ha cXeme,
MepeHOCUTCs, COTJIaCHO cTaauu 2, ¢ yyactueM ocda-
Ta. TakuM o00pa3oM, TpaHCIIOPT LIMTpaTa TpedyeT
MPUCYTCTBUSL ocdaTa.

Xnopun, opomua, OukapOoHaT, cyiabdar, HUTpaT,
dbymapar U MmameaT He NMOHMKAlOT B MaTpPHUKC.

7. Tpaucnopm Oukapbonama. B pspme paboT coo0-
1IaJIOCh, 4YTO Yepe3 MUTOXOHAPHUANbHYIO MeMOpaHy
MOXeT nepeHocuTbesi Toabko CO,, a He MOH OuKapbo-
Hata HCO,. OgmHako uccienoBaHus METOLOM OCMO-
TUYECKOro 1I0Ka Imokasanu, yTo uoH HCO, moxer
MPOHUKATh B MUTOXOHAPUU B pPE3yJbTaTe 3JIEKTPOTEH-
HOTO TIpoliecca, ImpudyeM Habmomaetcss 3 GeKTUBHBIM
nepenoc HCO, B HeaHEPru30BaHHBIX MUTOXOHJAPHSIX.
OBuxymeit cuioil mepeHoca HCO, sBiasietcst MeM-
OpaHHBIN MOTEHIIMAJ, W, BO3MOXHO, IEPEHOC 3TOTO MO-
Ha MOXET UTpaTh pPojib B PEryJMPOBaHUM MeTaboM3Ma
B MUTOXOHAPUSIX, OKa3bIBasi BIUSHNE Ha 3JICKTPUIECKHUI
nmoTeHIMan ¥ pasHocTb pH 1o 00e CTOpOHBI MeM-
OpaHbl. [IpoHMLIAaEMOCTb MHUTOXOHAPUAJIBHONU MEM-
Opanbl kak guga HCO,, tak u gaga CO, HaBoOMUT Ha
MBICIIb, YTO 3Ta CHUCTEMa MOXET CJIYXHUTb CBOEO-
Opa3HbIM pa300IIUTe/ieM B MeMOpaHaX MUTOXOHIPUIA.
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MEXAHN3M INIEPEHOCA
BOCCTAHOBUTEJ/IbHBIX

DKBUBAJIEHTOB MEXJY IIATOILUIA3MOW
n MUTOXOHJAPUAMU

DHepeusi, HEOOXoAMMAS KIETKAM MJIEKOMUTAIOMINX
TSI OCYIIECTBICHUS KU3HEHHBIX MPOLECCOB, BbIACISET-
cd  TpU  OKUCJIEHUU OpPraHWYEeCKUX  BEILECTB.
B xierkax syKapuoT S3TH TPOLECCHl JOKaJIM30BaHBI
B MUTOXOHIPUSX, Kyla cyOCTpaThl AJII OKUCIEHUS TO-
CTynmaloT wu3 I1uTomiIa3Mbl. DepMeHTHI, JTO0KaJlM30-
BaHHBIE B MUTOXOHIpPHSAX (HA BHYTpEHHEHl MUTOXOH-
IpuatbHON MeMOpaHe W B MaTpUKCe), KaTalu3UpyioT
OOJIBIIIOE  YHMCIIO TOCTIEAOBATENbHBIX TPEBpAIlEHUN
CyOCTpaToB, KOTOpBbIE 3aKaHYMBAIOTCS WX TOJHBIM
oxkucaenuem do H,O u CO, Tlpu 3TOM 3J1EKTPOHBI
cyOcTpaTa MEepeHOoCsITCS 4Yepe3 Psii OKUCIUTETbHO-BOC-
CTAaHOBUTENbHBIX CUCTEM U MEPEHOCUYMKOB B JBIXATENb-
HOW Lienu OT HU3KOTO (OTPUIIATEbHOTO) K BBICOKOMY
(MOJIOXUTENBHOMY) TOTEHLMANy M B KOHLE KOHIIOB
rnepexondaT Ha Kuciopond. Takoil nomok 3aekmporoe
SIBJISIETCSI UCTOYHUKOM 3HEPTUU, KOTOpas MOXET ObITh
ucnoyib3oBaHa s cuHtesa ATP. [leruaporeHassl,
OOBIYHBIE YYACTHUKU DPA3IUYHBIX OMOJOTMYECKHMX BOC-
CTAHOBUTEJBHBIX MPOIECCOB, YacTO COMNPSITAIOTCS C
NAD", nmnpeBpamamomumcs 0Opud  JeTUAPUPOBAHUU
cyoctpata B NADH, koTopblii BHOBb OKHUCISIETCS
MoN JEeUCTBUEM JEerWIpOreHas, JIOKaJIW30BaHHBIX B
LUTOTIa3ME UM MUTOXOHApUSAX. BHyTpeHHsAs wMwuTO-
XOHIpUaNbHas MeMOpaHa HermpoHuuaema gt NAD®
W pasjenseT, TakuM o6pasoMm, nyn NAD' muro-
miasMel  oT nyta NAD' MutoxoHapum. DHeprus
BBIAENSIETCA MPU BHYTPUMUTOXOHAPHATBHOM OKHUCIE-
Huu Toii NADH, xoropasi oOpa3oBajgach B IIMTO-
IUla3Me, HalmpuUMep B pe3yJbTaTe IPOLIECCOB TIIMKO-
quza. Jng  asToro  MeMmMOpaHBl  comepxXar  Crie-
LMANbHYI0 CUCTEMY, TIO3BOJISIOUIYI0 MCIIOJb30BaTh
okucieHue uuromaazmatuyeckoi NADH pns rene-
pupoBaHus OSHepruu u oOpasoBaHus ATP BHyT-
pu MuToxoHApuU. Ha cxeme TmpuBenEHb HEKOTO-
pble TYTH TpaHCIOpTa BOAOPOAAa (BOCCTAHOBUTEJb-
HOTO 3KBHUBAJCHTa) 4epe3 MUTOXOHIPHAIbHYIO MEM-
OpaHy, T.e, €ro TepeHOC MeXIy JBYMS MyJaMu
NAD"'.

DTOT TepeHOC CYIIECTBEH MJISI PETYIMPOBAHUS TPO-
LlecCOB MeTabonn3Ma, TaKuX, Kak TriaMkonu3. Tak, Ha-
MpuMep, MpeBpalleHre TII0KO3bl HE MOXET UATH, €CIU
Becb NAD' B uuTOmnasMe HaXOOUTCA B BOCCTAHO-
BJIEHHOM COCTOSIHUM.



Anpo, reHernueckass mHpopmMmanms
M ee mepemada

Tenemuueckas ungopmayus - 370 HAOOP NAHHBIX, OMPEACISIONIMX CTPYKTYpPHbIe M (DYHKIMOHAJIbHBIE CBONCTBA
kietok. I'eHeTmyeckast MH(poOpMalls B OCHOBHOM COXpaHSIeTCsl B snpax KieTok B Buume mosiekyn JAHK (wm, Gosee
TOYHO, B HYKJICOTUIHOM TMOCJIEN0BAaTEIbHOCTA 3TUX MOJIEKYJT) U UCIIOJb3yeTCsl KIeTKOW, Koraa 3To Heooxonumo. [lo-
cjie AeieHUs KJIETKU CHUHTe3 CTPYKTYPHBIX O€JIKOB M (hepMEHTOB, HEOOXOMMMBIX MJI1 (PyHKIIMOHUPOBAHUS KJIETKU,
a Takxke pocT u auddepeHImanus KJIeTOK HaX0IsITCs Mo TeHeTUYeCKUM KOHTposieM. B nuddepeHinpoBaHHBIX KIET-
Kax reHeTuyeckasi nHbopMalvs UCTIONb3YeTCs ISl PeTyIsiIUU MeTabOoIMYeCKUX MPOLECCOB (MHAYKIUS U PErpeccusi).

MecToHaxoxaeHueM reHeTuYeckKoi nHgopmMaluy B kjieTke sBisercs saepHasd JHK, a B mpokaproTuiyeckux KieT-
KaX M aBTOHOMHBIX KJIETOYHBIX opraHesuiax - KoibieBass JHK. fnpo - Mopdonormdecku ob6ocobeHHasI opraHesuia,
OTIeJIeHHAas OT IIMTOIUIa3Mbl fdepHoil membOparoi. Tlo cymiecTBy 3TO nBOiiHas MeMmOpaHa, oOpa3syolliasi Mopbl aua-
merpoM TipumepHo OT 30 mo 100 HM, Yepe3 KOTOpble TPU HEOOXOAMMOCTM MOTYT TPOHMKATh MaKpPOMOJIEKYJIbI.
OO6nanasi yHUKAJIBHOUM CTPYKTYpOii, simepHasi MeMOpaHa HeIocpeNCTBeHHO ydacTByeT B perumkanmu JHK u moxer
coolmarbest ¢ 1uuroria3Moii. OCHOBHBIM — SIIEPHBIM ~ MaTepUajioM  SIBIISIETCS  0e30KCUPUOOHYKAGUHO8AS KUCAOMA
(IHK), xotopas B mHTepda3HOM siIpe oOpa3yeT HUTH Pa3IdYHOM TOJNIIMHBEI (B cpemHeM 10 HM, HO MHOTIAa BCEro
Juinb 2 HM). TomimHa HUTEH 3aBUCUT OT MPUCYTCTBUS WJIM OTCYTCTBMSI OEJIKOB, OKPYXKAaIOIIUX JBOWHYIO CITMpasb
JOHK. JauHa HuTeil 3aBUCUT OT MojekyiaspHoit Maccsl JHK, onHa xpomocoMma ¢ MojeKy/IspHOil Maccoit mo 107
cogepxuT JHK, minHa KoTopoii cocTaBisieT HECKOJIbKO caHTUMeTpoB. KonmuectBo saepHoit JIHK 3aBucut ot mc-
TOYHMKA BBIIEIeHUs (OKOJIO 6 NI coiepkaTrcs B KJIETKE MJIEKOMMUTAIOIINX) U JOBOJBHO TOCTOSTHHO B Pa3TUYHBIX
KJIeTKaxX JaHHOTO BUIA.

Pubonyraeunoswie kucaiomor (PHK) HaxomsiTcs B siipe, sSIAPBIIIKe W IuToruiadme. Mx pasmepsl U GyHKUMU OymayT
onurcaHbl B CJEAYIOLE TJaBe.

SnepHble 6esku MOXHO pasle/iiTh HAa TUCTOHBI U HETMCTOHOBbIE OeNKU. [ucmowubl NENsITCs Ha TISITh TPYIN B CO-
OTBETCTBUM C pa3MepoM, 3apsiioM (Bcerga IOJOXKUTEIbHBIM) U aMUHOKHUCIOTHBIM cocTaBoM. WX (yHKIIUU 3aKiIio-
yalTcs B mpeBpallieHun IIuHHBIX HuTel JJHK B Gojiee KOMITaKTHYIO CTPYKTYPY (CBEpPXCIMpaAib). DTO JOCTUTAETCS
Onaromapsi BJAEKTPOCTATUUECKOMY B3aMMOJIECMCTBUIO THCTOHOB C OTPULIATENIBHO 3apsKeHHBIMU (hochaTHBIMU TpyIINa-
mu JIHK. CrpoeHue neeucmorogwbix 6eak06 TIOJIHOCTBIO HE U3BECTHO, TO-BUAMMOMY, OHU SIBJISIIOTCS KUCIBIMU (octo-
pwInpoBaHHBIMU OenkamMu. OHUM OTBETCTBEHHBI 3a M30MpaTeJibHOE U BPEeMEHHOE WHTMOMpPOBaHWE TPAHCKPUIIIIAKN
JHK, npoucxonsiee npy CBI3bIBAHUM C OTAeJbHbIMU cerMeHTamMu JIHK, a Takske 3a peryasuuio TpaHCKPUITLIWM TW-
CTOHOBBIX T€HOB.

+KpOMe MaKpOMOJIEKYJI, Sipa CcolepKaT HU3KOMOJIEKYNISIPHbIE COEAMHEHMs U MOHBI, IMIaBHBIM obpasoM Mg™' u
K.

Moasnexyavt JIHK nipenctaBiasitoT coO0i MOIMHYKICOTUABI, T.€. LIEMU, COCTOSIIME M3 MOHOHYKJIEOTUIOB. [JTaBHBINM
octoB Mojekynbl JIHK dopMmupyercs m3 ocTaTKoB ne30KCHMpUO03bI, depenylommxcs ¢ ¢GocdaTHbIMU OCTaTKaAMMU,
obpasyolMy TU3(UPHBIE CBSI3U ciemyromM obpazoMm: 5'-OH rpymnna me3okcupr6o3bl atepuduiinpoBatHa dochop-
HOI KUMCJIOTOM, KoTopasi mpucoenrHeHa K 3-OH rpymme me3oKcupubo3bl cocemHero Hykieotuna. Monekyma JHK
COIECPKUT MUPUMUANHOBBIE ocHOBaHUsI (TUMUH T, nurtosuH C) M mypuHOBBIE ocHOBaHUS (ameHUH A, ryaHuH Q).
Vreponssiit atoM C' 1e30Kcupr603bl cBsi3aH N-TIIMKO3UIHON CBSI3bI0 ¢ N'-IIMPUMUANHOBEIM MU N’-TlypUHOBBIM
atroMoM rereponukia. IlociemoBaTebHOCTh OCHOBaHUI crnenuduyHa Wi Kaxmaoi mosexkynsl JHK.

B pactBope monekyna JHK mpuHmMaer ¢opmy ABOMHON crimpanu (coryacHo Momeian YorcoHa u Kpwuka). [IBe
LIETIM COEIMHEHBI JPYT C IPYroM BOJOPOMHBIMU CBSI3SIMU, 0Opa30BaHHBIMU TapaMu ocHoBaHMi A-T (2 BOZOPOIHBIX
cBs13n) U C-G (3 BomopomHbIx cBs13n). Chmpaib TakKe CTa0MIM30BaHa TMAPO(MOOHBIMU B3aMMOIECUCTBUSIMU MEXITY
COCEMHUMM OCHOBAaHMSIMM B OIHOM M TOM K€ IeNy W IOJJAEPKUBAETCS MOJEKYJIaMU OCHOBHBIX OEJIKOB, JIOKAIU30-
BaHHBIMU B OOpO3[KE NBOMHON CIIMpPaIH.

Kpome muneitnoir, JTHK MoxeT cylmecTBoBaTh B IMKIMYECKON (opMe, obpasysa JTuOO OZHO KOJIbIIO, JIMOO He-
CKOJIBKO KOJIell, COeIMHEHHBIX KaK 3BeHbsI LIeNU (B MUTOXOHIPUSIX, OaKTepusix, BUpycax). B xpomocomax obpasyercs
CBepXCIMpaib (CBepHyTasl MBOiHAsi CIUpajib), TPUA 3BTOM JOCTUTaeTCs MAaKCUMAJIbHO TUIOTHAs €€ YIaKoBKa.

Monexkynsl JHK cuHTe3upylorcsi B IpUCYTCTBUM (pepMeHTa M3 Je30KCUPUOOHYKIEOTUIOB Ha MaTrpuile (T.e. Ha
omgHoii u3 ueneit JIHK), HykiieoTuaHas mocjaenoBaTeIbHOCTh KOTOPOM MOCTETIEHHO OyneT TOYHO cKomupoBaHa. [liis
ouocunre3a JIHK tpebyercss mpucyrcTBue Beex ne3okcupubonykiacotumoB (dTTP, dATP, dCTP, dGTP).
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MupumyanHoBbIE HYKJ1IE0THALI 0OPa3yloTCa B pesysibTate LJIMHHOM MociefoBaTeNlbHOCTU peakuyi, Ha4YNHAIOLLWX-
Csl C acnaparnmHoBO KMCNOTbl 1 kapbamoundocdara.

TMypuHOBbIE HYKII€0TUABI CUHTE3NPYIOTCS MOCTaAMINHO, UCX0Os 13 Monekynbl a-D-prnbozo-5-docdara. Jesokcrpu-
OOHYK1eoTHAbl 0DPa3ylnTCsa BOCCTAHOBIEHMEM PUOOHYKNEOTUAOB Ha YPOBHE puboHykneotnaamdpocdatos (ADP,
GDP, CDP, TDP). BoccTtaHoBneHne pubo3bl B 0e30KCUprbo3y (Hanpumep, npespaieHne GDP B dGDP) katanuau-
pyeTcs 6enKkoM TUOPEenoKCUHOM, OKUCeHHasi popMa KOTOPOro pereHepupyeTcst TMOPEAOKCUHPEAyKTa3on, yHKUMO-
Hupylowen B npucytctemn NADPH.

Pennukaums (TouHoe BocrnpomdBeneHue) JJHK - o4eHb CNoXKHbIA MPOUECC, A1 KOTOPOro, KPOME YeTbIpex Oe30K-
cupunbonykneosnarpudpocdatoB, Heobxoaumo npucytcTeme OHK-nonmmvepasbl, PHK-nonmvepasbl, JHK-nvrasbl
MU Tak HasbiBaembix AHK-cBasbiBaowmx 6enkoB, KOTOpble GUKCUMPYIOT opHOHUTEBble ydacTkm OHK. Ha ogHon mn3
uenen OHK (matpuue) nop perictBuem PHK-nonvmepasbl npouvcxoout obpa3oBaHme KopoTkux dparmeHtoB PHK
(50-100 ocHoBaHWIn), KOTOPbIE CAyXaT NpalMepoM OJisi cuHTe3a dparMeHToB cuHtesvpyemonn IOHK (cuHte3 Ha-
yuHaeTtca ¢ 3'-OH-koHua PHK nop aeinicteuem nonumvepasbl). MNocne perpagaummn PHK oBpasoBaHHble CerMeHTbl
OHK ceasbiBaloTca mMexay coboin nop, aericteuem [JHK-nurasel. B Gaktepusx ponb OHK-nonvmepasbl | (depmeHT
KopHbGepra), no-esaumoMy, orpaHudeHa penapauvieri uenervi AHK.

Taknm o6pasom, npouecc pervvikaumm JHK aBnseTcs nosykOHCEpPBaTUBHBLIM, MOCKOSbKY BO BHOBb OOpa30BaH-
HOW CTPYKTYpE OBOMHOW Crvpasiv Tonbko oaHa m3 uenen JHK cuHTe3anpyeTcs 3aHOBO. OTOT MEXaHU3M NEXUT B OC-
HOBE repenaqyv reHeTn4eckor MHoopmaumy OT OOHOrO MNOKOJIEHNS KIETOK K CledyloLemy.

B TeyeHune XnsHum kneTkn reHetudeckas uHdopmauusa TpaHckpubupyetcs ¢ monekyn OHK Ha PHK. Mpouecc
TpaHckpunummn npoucxoamt B sape. O6pasoBaHne monekyn PHK kartanusmpyetcs PHK-nonmmepazoli Ha oOcHoBa-
HAM TOW MHbOPMaLMK, KOTOpasi COOEPXMTCA B nocriegoBaTensHocT ocHoBaHui B JHK. Monekyna PHK obpasyet-
CSl HapallMBaHMEM HYKIEOTUAHOM Lenn B HarpaeneHum 5'—>3' B MpUCYTCTBUM YeTblipex puboHykneotnaos (ATP,
GTP, CTP, UTP) u matpuupl (kogupytowenn uenn OHK). Onsa TpaHckpunumm Heobxoaumbl obe uerm OHK, ogHako
B OaHHbIAi MOMEHT TONbKO OOHA M3 HUX CJIYXXUT B KadecTBe mMartpuupbl. MexaHuam Bbibopa OgHOM U3 uener ans
TPaHCKPUMUMN MOKa HEV3BECTEH.

PHK-copepxawme Bupycol, y KOTOpbiX HET JHK, MoryT pa3damMHOXaTbCA B KIETKE X03sMHa C nomolpto PHK-pe-
Mavkasbl, CUHTE3 KOTOPOW OHW MHOYLMPYIOT B 3TOW KIETKe.

Monekynbl PHK, cuHTesnpoBaHHble Ha OHK-matpuue,- 310 B ocHoBHOM TPHK, pPHK v mPHK, cnyxawwme
ONa nepegayn reHeTndeckor uHdopmaumm s gapa B umTorsiasmy.

leHeTnyeckass Hopmaumns 3akoampoBaHa, M KoL, CNYXUT Ana nepenaqv nHbopmaumn, xpaHdawenca B JHK,
B aMWHOKUCIIOTHYIO MOCNEOOBaTENIbHOCTb BCEX KIETO4YHbIX 6enkoB. Kog, ocHOBaH Ha TpueTax OCHOBaHWM; KaxKObli
TpunneTtHbin KogoH B JHK cooTBEeTCTBYEeT onpeneneHHom amMMHOKMCIIOTE. [eHeTMHECKMA KOO, YHUBEPCAIEH U BbIPO-
XKAOEH. BprO)K,ELeHHOCTb KOAJa BO MHOIMMX ciydadx 3aTtparmBaeTt JMb TPEeTbe OCHOBaHUE. Kpome TpMNeEToB, KOON-
pyloLWMX MHOMBMAOYaANbHbIE aMUHOKMCIIOTHI, MMEIOTCS M Takme, KOTOpble CyXaT B KayeCTBe CTOM-CUrHasioB B rern-
TUOHOM CUHTE3€e (TEPMUHVPYIOLLME KOOOHbI).

O6vem reHeTNYeCKOV MHGOpPMauMy 3aBUCUT OT 4Yucna u pasmepa monekyn OHK B gopax. Knetkmu moryTt non-
HOCTbIO MCMOMb30BaTb AOCTYMHYK FEHETUYECKYIO MHMOPMaUMIO TONbKO A0 ctagum 6nactynbl. C 3TOro BpemeHW, o
mMepe anddepeHumaumm, cnocobHOCTb K YTUIM3ALUMM FEHETUHECKON VH(OpMaLmmn noHwkaeTcs. NMonHocTeio audde-
PEHUMPOBAHHBIE KJIETKN MCMOJb3YIOT TONIbKO HEOOMbLUYI0 4aCTb FEHETUHECKOW WuHMOpMaLyM, XpaHaLlerica B sape.

AedekTbl B Nepenaye reHeTm4eckon MHOOPMaLMKM 4acTo BbI3bIBAIOTCA MyTaUMSIMU WM CneLdUHeCKUMU MHIMOU-
TOopamMy, Ha3bIBAEMbIMK UMTOCTaTMKaMn. MyTaiums - 3TO NPOUECC, B KOTOPOM OAOHO M3 ocHoBaHum B uenn JHK 3a-
MEHSIETCSl Ha Apyroe OCHOBaHue, MO0 CyLLECTBYIOLLEE B NMpupoae, Mo MoslydeHHOE VUCKYCCTBEHHO. Ecnm 3ameHeHo
TONNIbKO OAHO OCHOBaHWE, roBOPAT O TOYE4YHOMN MyTauun. ToueuHble mMyTaumn 00bIMHO HE CUJIbHO oTpaXarkTCa Ha
CMbICIIE FEHETUYECKOWN MHDOPMALMU U He NneTanbHbl. OOHAKo, ecnm 0oHO Wi 605iee OCHOBaHWN BbILLEMISIETCA U3 MO-
nuHykneotngHonm uernn OHK (meneuys) wim ecnv NOSBASIOTCS HOBble OCHOBaHWSA  (BKIKOHYEHME), MOTMYT MPOU30NTU
CEPbE3HbIE HAPYLLIEHUST B BbIPOKEHUM HACNEACTBEHHOW TeHEeTUYEeCKoM wHdopMaumM, M Takme MyTtaumm  OOblMHO
NneTalibHbl.

MyrareHamy Ha3blBalOTCA (akTopbl, Bbi3blBaOWLME MyTaumni. BaxHeNLVMM XUMWHECKUMW MyTareHamm SBnAsioT-
Csl a30TUCTas KUCOTa U ankunvpylolme areHtsl. Cpean pusmdeckmx ¢akTopoB OCOOEHHO MyTareHHbl YdD-mnznyde-
HVYEe U ramma-paguaums.

Apyrne HapylleHVs1 B BbIPXEHUW FEHETUYECKOW MHEMOPMALIMM BbI3bIBAOTCA aHTMOMOTUKAMMN. AHTUOMOTVKN MO-
ryT MMETb PA3/INYHYI0 CTPYKTYPY U BbI3biBaTb MHIMOMPOBAHNE OOHOMO M3 MPOLIECCOB BbIPDKEHUSA MEHETUHECKON WH-
dopmaumn: Tak, pennvkaums monekynbl JHK nHrmbupyetcss CTpPenTOMULMHOM U HJMOMKCOBOWM KUCNIOTOW, B TO
BpemMs kak cuHte3 MPHK 6nokmpyetca aktHomumumHom D.

Owunbkmn B nocnepoBatenbHocTM JHK, koTopble npousowm nrubo mpy pervvikaumm, anbo nog, AeNCTBUEM MyTa-
reHoB, MOryT ObiTb JIMKBMONPOBAHbI COrNacoBaHHbIM aerctereM JHK-nonmmepasbl, 9HO00e30KCMPUOOHYKIeasbl
n OHK-nurasbl. Owunbkm B OOHOM M3 LEMen penapupyioTcs Mo NpPaBWILHOM MOCNeOO0BaTENbHOCTU KOMIUIEMEHTap-
HOW LEenw.

OHK-nuraza moxeT cBs3biBaTb ABa kKoHua apyx uenen OHK wm TepmmHupoBatb OMOcuHTES Konbliesor JHK.
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A40PO

KnetoyHoe a0p0 OKPYXEHO sSAepHOon memOpaHoii.
C NOMOLLBLIO 3NEKTPOHHOIO MWMKPOCKOMNAa BWOHO, 4TO
BHYTPEHHSIS 4acTb siApa TEMHEE, a BHELLUHSIS CBETIEe.
BHyTpeHHsi1 YacTb 0ObIYHO 3aHsATa XpomaTtuHoMm. [ge
MembpaHbl OKpPYXalT Tak Ha3blBaeMOe MepuHykeap-
HOE MPOCTPAHCTBO, KOTOPOE MOXET KOHTakTMpOBaTb
C BHYTPUKIETOYHbIM BELLECTBOM. $APO  HamosHEeHO
XpoMaTnHoM n 6enkamn. CBs3b s4pa C LMTOMNIA3MOM
OCYLLECTBNAETCS Yepe3 OTBEPCTUS B SAEPHON MeMbpa-
He, Ha3blBaeMble MOpamMu.

NMoPbl B SAEPHON MEMBPAHE

Pasmepbl nMop MEHsIloTCA B 3aBMCUMMOCTWM OT Tuna
knetok or 30 go 100 HM. WX 4Mcno TakXxe pasnnyHo
(35-65 Ha MkM’). [pu pPacCMOTPEHUM CXEMbl BUOHO
(Buna, cBEpXy), YTO MOpbl B MEMOPaHe OKPYXeHbl rnoby-
NApHbIMM  0OPA30BaHUSIMK,  CBSA3AHHBIMU  HUTSIMU
C OOVHOYHBIMWU TrpaHynamMm. XOoTS Ha 3NEKTPOHOMU-
KPOCKOMUYECKON KapTWHE MOpbl KaXyTCsl MyCTbIMU, WX
pasnMyHas NPOHULLAEMOCTb AN Pa3HblIX KOMMOHEHTOB
NnokasbIBaeT, 4TO 3TO He Tak. OTBepCcTMs [O0CTaTO4HO
BENIMKN AN npoxoga BbliCOKOMonekynspHon PHK un3
agpa B UMTOMNAsMy, HO, MO-BUOMMOMY, OHU NpensT-
CTBYIOT npoctori  guddy3nmn  HU3KOMONEKYNSIPHbIX
KOMMOHEHTOB,  HanNpuMMep aMWHOKUCNOT, W3  LMTO-
nnasmbl B §4PO, HECMOTPS HAa TO, YTO B TOM X€ Ha-
npaBfieHM BO3MOXEH TpPaHCMOPT 6enkoB.

PA3SBEPTbIBAHUE XPOMOCOM
MOCJIE OEJIEHUA KJIETKU

PasBepTbiBaHME XPOMOCOM HaunHaeTcs B Tenoda-
3e. OTOT nNpOLECC XapakTepu3yeTcs YBEINYEHUEM
AJIVHBI 1 pa3BepTbiBAHWEM CBEPXCMUPaIN, HTO MPUBO-
OUT K HOPMUMPOBAHMIO BOMIOKOH XpomaTuHa. Hepo-
CTynHasi Ha CTaauMuM KOMMAKTHOM XPOMOCOMbI FeHeTu-
yeckasi MHbopMaLMsa CTaHOBUTCS AOCTYMHOM nMbo ons
CUHTe3a HoBsoli Monekynbl JHK (pennukaums), nmbo
ona cuHteda PHK (TpaHckpunuus). 9apo copoepxuT
OTAENbHYIO CTPYKTYPY - OPbILKO, B KOTOPOM  MpO-
LLIeCCbl TPAHCKPUNUMM NPOTEKAT Hanbonee WMHTEHCUB-
Ho. Mpy mMuTO3e apepHas MembpaHa ucyesaeTt, a Mo
€ero OKOH4YaHuM (B KOHUEe Tenodasbl) S4p0 BHOBb CTa-
HOBUTCSI  OKPY>XEHHbIM  MeMOpPaHOA.
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ITYPUHOBBIE
n IMMAPUMHUINHOBBIE OCHOBAHUA

[lypuHoBblE UM  NMUPUMUAMHOBBIE  OCHOBAHMS
SBJISAIOTCS YacCTbl0 CTPYKTYPBl HYKJICHMHOBBIX KHCIOT.
[MypuHOBBIE OCHOBaHMS BKIIOYAOT A ameHWH (6-aMu-
HonypuH), G ryaHuH (2-aMUHO-OKCUNYpUH), X KCaH-
taH  (2,6-muokcunypus). I[lMpUMHUOMHOBBIE OCHOBA-
HUsA-9T0 T TuMuH (5-MeTun-2,4-1MOKCUTTUPUMUANN),
C uuto3uH (2-oxkcu-4-amuHonupumuau) u U ypauun
(2,4-AMOKCUTTMPUMUAUH).

B Hexotopsix cayyasx B PHK (B TPHK, B yactHO-
CTH) HaiiIeHbl HEKOTOpbIE HEOOBIYHbIE OCHOBAHUS, Ta-
KM€, Kak MEeTUJIMPOBAaHHBIE OCHOBaHMs (HAmpuMep,
S-MeTWJILUTO3UH, N-IMMETWITYaHUH), CepycoiepxKa-
mue OcHoBaHUs (2- wiau  4-TUOYpPUAMH), TUAPUPO-
BaHHbIE OCHOBaHUS (AMTMAPOYPUIMH), & TAKXKe Ipyrue
(MuHOpHBIE) ocHOBaHUS. OCHOBaHUE MOXET OBITh CBS-
3aHO TJIMKO3UIHOU CBSI3bIO C TETEPOLIMKIOM B TIOJIO-
KEHUMH, OTIMYHOM OoT N' (HampuMep, B IICEBIOYPUIMHE
TJIMKO3UAHAS CBSI3b HAXOMUTCS B MOJOXEHUM S5 ypalu-
na).

N-TJINKO3UJTHAS CBSA3b B HYKIEOTHUIAX

umeert B-KoHopury paumio (B ucxogHom caxape OH-
rpymnmna pacrnojioxeHa Hal TUIOCKOCTbIO). B mypuHax
arom yriepona C' mnenrosbl cBsazaH ¢ N’ mypuHa.

B nupumuaunax C' meHTto3sl cBszaH ¢ N' mupu-
MuauHa. s TOro 4toObl  OTJIMYUTbL  YIJepOIHbIE
aToOMbl puOO3bl (MM [€30KCUPUOO3BI) OT YIJIEPOTHBIX
aTOMOB OCHOBaHMHS, TOCIE HOMepa YIIEPOTHOro aro-
Ma caxapa H00aBIsIOT WTpuUX, Hanpumep C” wm
3, 5.

CTPYKTYPA HYKIEHWHOBBIX KUCJIOT

B ocHOBe CTPYKTYpbl HYKJICHMHOBBIX KUCIOT JIEXKUT
Kapkac, oopa3oBaHHbIi ¢docopHOii KUCIOTOM, CBSI3aH-
HOU NTUIGUPHBIMU CBSI3SIMU C MOJIEKYIaMH JE30KCHPU-
6030 (JHK) wmnu pu6osst (PHK). Takum obGpaszom,
dochopHas kuciora cBazaHa ¢ C” mpenrmecTByolieit
pu6ossl u ¢ -OH mpu C” cremylomeit pu6o3s. Oc-
HoBaHue Bcera cBa3aHo ¢ C' N-TIMKO3UIHOI CBA3BIO.
[MockoNbKY HYKJIEMHOBBIE KUCJIOTBI COCTOSIT U3 TOCIIe-
JIOBAaTeJIbHO CBSI3AHHBIX HYKJIEOTUAOB, MX Ha3bIBAIOT
noJuHyKiIeotTuaamMu. Ha cxeme mokasaHbl pa3iuyHble
croco0bl M300paXeHHsI CTPYKTYPhl HYKJIEUHOBBIX KHC-
noT. HykieoTuaHas mocnenoBaTeNbHOCTh COKpAIaeT-
Csl C MCIMOJIb30BAaHUEM OJHOOYKBEHHBIX CHMBOJIOB (A,
G, T, C, U) mna HykieotunoB u p-ais docdarHoit
rpynnsl. [To 1oroBopeHHOCTH 5'-KOHell MOJTUMHYKIEOTU -
HOU Liemu MUIIYT cieBa, a 3'-KOHell-crpasa. [Ipumep:
pTpCpG wmu pUpG.



CTPYKTYPA MOJIEKVYJIbI JTHK

CornacHo monenu Yorcona u Kpuka (1953 r.), mo-
nexyna JHK cocrout m3 nByX mpaBo3aKpy4eHHBIX BO-
Kpyr obmeit ocu crupaneil. HampasieHue dochonma-
dbupHbIX cBa3eit (3—>5) B ABYX LEMSX aHTUIapa-
nenbHo. [lyprHOBbIE M TMUPUMUIMHOBBIE OCHOBaHUS
HamnpaBJeHbl BHYTPb NBOIHOW crmupanu U o00pasywooT
napbl TakuMm obpasom, 4to A Haxoautcs mnpotuB T
nu G nporu C. [lapbl OCHOBaHMil CBSI3aHBl BOIO-
POIHBIMU CBSI3SIMU U PACTIONOXEHBI MEPIEHANKYIIPHO
IUIMHHO#M ocM  MoJiekyabl. OCHOBaHUSI yIMaKOBaHBI
OYEeHb IJIOTHO M HE KOHTAaKTUPYIOT ¢ Bonoil. Boma
B3aUMOJEHCTBYeT ¢ TUAPOMUIBHOM YacTbio MoJe-
KYJIbl - C CaXapHbIMHM OCTaTKaMK ¥ C OTPULATENbHO 3a-
PSOKEHHBIMM BTOPUYHBIMM  (oCHATHBIMU TPYIIIaMHU.
B 3aBUCMMOCTHM OT CTENeHM TMApATALMU MOJEKYJbI
JHK moryt cymectsoBath B dopmax A u B. A-cop-
Ma (kpuctajuumyeckas I) cyliecTByeT mpu coaepxaHUU
Boabl He Bble 40%. O6pazoBaHue B-dopmbl (mapa-
kpuctamaundyeckass II) HaOmiomaeTcs Npu comepXaHUU
Boabl Gonee 40%. Dt aBe GOPMBI OTIMYAIOTCS YHC-
JIOM HYKJIEOTHIOB Ha OIWUH BUTOK WU CTPYKTYpOW.

B crpykrype B-cdopmbl  cymecTByioT — Manas
u 6onbpiiasg 6opo3aku. Ilpenmomaraercsi, 4To in Vvivo
npeobiamaer B-cdopma JHK.

CBA3N A-T N G—C

Ha cxeme M300paxkeHO pacrojioxeHue B IMpPOCTpPaH-
CTBE HYKJEOTHIHBIX Map M 0003HAUYEHBI PACCTOSTHUS
MEXIy aroMaMM, 00pa3yloIUMMU BOJLOPOIHYIO CBf3b.
AIICHWH CBSI3aH C THMUHOM JIBYMSI BOIOPOIHBIMU CBSI-
35IMU, @ TYaHUH C LUTO3MHOM - TPeMs BOJIOPOIHBIMU
cBsa3siMu. [lapa TyaHMH-UMTO3UH HECKOJIBKO TpOYHee
napbl aJleHUH-TUMUH U obpasyeT Gojiee KOMIAKTHYIO
CTpYKTYpy. HyKJIenHOBBIE KUCIOTHI C 60jiee BBICOKUM
conepxaHueM G—C MeHee YYBCTBUTENbHbl K JAEHATYy-
pauuu, HanpuMep K aeictBuio teria. OHU uMeloT 6o-
Jiee BBICOKYIO TeMIepaTypy miasieHuss 7, (Temiepa-
Typa, mpu Kortopoir nBe wuenu JHK pacxoapsrcs).
B paBHO#1 Mepe oHU Oojiee YCTOMYMBHI K APYTUM deHa-
mypupylowum azenmam, Tax xe, Kak K usMeHeHuio pH,
MOHMXEHUIO AU3JIEKTPUYECKON MPOHULAEMOCTH CPEIbl,
CIUPTaM, BBICOKMM KOHIICHTpPAIUsSIM MOYEBMHBI, aMU-
IOB W T.I.

INPUMEPBI BO3MOXKHLIX CTPYKTYP JHK

Onnouernoveynas: JAHK conepxurcs B Gakrepuo-
dare ©X174 u gpyrux Bupycax (l1). [IBoiiHas crmpaib
XapakTepHa s OonbmmHCTBa Mojekyn JJHK (2).
OnHouenoveyHass  konbuesass JAHK — mpucyrctByer
B MUTOXOHApPHSX Wi Bupycax (3). PekomMOuHamust mMo-
HoMmepHbIX (konbueBbix) HAHK mnpuBogutr kK aumepam
WIM TpuMepaM (KaTeHaHbI), BCTPEYAIOIIMMCS B MUTO-
xoHapusix. KonbleBass ABoiHasi CHUpaib - perjinKa-
TUBHas1 ¢opma BUpycoB (MHGMeKUMOHHBIX) (4). Koib-
uesble ¢dopmbl JTHK Gonee ycToitumBel K 9K30HYKIEa-
3aM, IOCKOJbKY OHM He uMmeloT cBobomHoii 3'-OH-
TPYIIIH.
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BUOCHHTE3 IIYPUHOBBIX HYKIIEOTUIOB

Hauunaercs c¢  D-puboszo-5-gocghama, xoTOpbIit
SIBJISIETCS. TIPOJYKTOM TIEHTO3HOro 1ukna. CuHTe3 my-
PUHOB MPOTEKAET MOCAeN0BaTeIbHBIM HapallMBaHUEM
MosieKynbl Ha C'-arome puGO3bl M TIPUBOAMUT HEMOC-
PEICTBEHHO K PUOOHYKJIEOTUIAM. DTOT ITyTh B OCHOB-
HOM OJMHAKOB M XapaKTEPeH [UIsl BCEX XHUBOTHBIX Op-
raHu3moB. Peakiuu, mnpuBopsiiMe K 00pa3oBaHUIO
IypYHOB, IIPOTEKAIOT ciaeayonmM obpasoM: Rib-5-P
dochopmmmpyercsi nupodochoTpaHchepazoil B IIpU-
cyretBuu ATP, nmaBas a-5-gocgopubosun-1-nupoghpoc-
¢ham, KOTOpBIN 3aTeM mpeBpainaercsd B o-5-dochopu-
6osunamuH (PR-NH,). B ort0oil peakuumu miyramMuH
cinyxutT noHopoM NH,-rpynmbl, npoaykTaMu Xe peak-
LU SBJISIIOTCS TIyTaMUHOBasi KUCIOTa U nupodocdar.
Kpome cBsi3bIBaHMS aMUHOTPYMIIbI, POUCXOIUT U U3-
MeHeHUEe KOHUrypauuu (Q-DIMKO3MAHAs CBSI3b IIpe-
Bpaliaercss B [-riuKo3uaHyl). He wuckimouyeHa Bo3-
MOXHOCTb, 4YTO Oyaromapsi 3ToMy GakTy CcTagus
SIBJISIETCSI KJIIOYEBOW B CUHTE3¢ MypPUHOB W WHTUOU-
pyeTcsi 3a cueT OOpaTHOM CBSI3U MYyPUHOBBIMU HYKJIEO-
TUAaMU, Todyvyaomumucsa u3 dochopudosmnamuHa.
Peakuueii ¢ rmmiuHoM B npucytctBuu ATP monyyaer-
cs  eAuyuUHamMuopuboHykaeomud, B KOTOPOM KapOOK-
CUJIbHAS TPYyNIa T[JIWIMHA CBSI3aHA aMUIHON CBSI3bIO
c amuHorpynnoit PR-NH,. enb yanuHsiercst npu Be-
JNeHUU bopmunbHOI TPYIIIIbI u3
N*"-MmereHunnTeTpArnapodoIneBoit KHUCJIOThI
Cc 00pa3oBaHUEM  OpMUAAUYUHAMUOPUOOHYKACOMUOQ.
AMUAHasT CBSI3b 3TOTO COEAWHEHUSI C TIOMOIIbIO TJy-
TaMMHa, Kak JoHopa NH,-rpynmnel, u B NmpuUCyTCTBUU
ATP npespauiaercs B aMUAMHOBYIO TpPYIYy, U IpU
aToM ob6pa3syeTcss  oN-OOPMUITIMINMHAMUINHPUOOHYK-
neotun. B mpucyrcTtBum emie omHoit Mojekyinbsl ATP
yIoansieTcss MOJIEKyJla BOIbI, 3aMbIKaeTCs MMUIa30Jb-
HOE KOJIbLIO U MOJyyaeTcsl S-aMUHOMMUIA30JpUOOHYK-
neotun. Ilo-sumumomy, Beenenne CO, mpoTekaer
0e3 yyacTusi Kakoro-inubo KodepMeHTa U B pe3yjbTare
TOJIy4aeTcsl  pubOHYKAeomuo-S-amunoumudason-4-kap-
OoHogas Kucioma. B cnepylouieir ABycTalMiiHOW peak-
min ydyactByloT ATP u acmaparuHoBas KucjoTa, Ha
MepBoii cramuy oOpa3yeTcs S-aMMHOMMUAA30J1-4-CyK-
LMHOKApOOKCAMUAPUOOHYKIEOTU, 3aTEM OT HEro OT-
uierisieTess  pymapar M mojydaercsl  S-amuHoumuoa-
301-4-kapbokcumuopubonykaseomud. T[locnenHuit  yrie-
POIHBIN aTOM MUPUMHUAMHOBOTO OCTaTKa MypUHOBOTO
KOJIbLIa BBOAMTCS B Buie (HOpMuWIa, KOTOPBIN CBSI3bI-
BaeTcs ¢ S-amMuHorpynmnoi. B 3Toit peakiuuu noHopom
dopmmwra  cayxur  N"-dopmitrerparunpodosienast
kuciora. OOpa3oBaHHMe MYPMHOBOIO KOJbIA 3aBep-
H1aeTcss UMKIM3alUeil ¢ OoTWeryieHueM Boabl. Tak
obOpa3syercsl TIepBbIii TYPUHOBBI HYKJICOTUI, UHO3UHO-
6as kucaroma (IMP).
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Iyanunoséas xucioma (GMP) ob6pasyercs uz IMP B nBe cramgum.
Oxucnenuem IMP monydaercs KcaHTUHMOHO(poOChAT, a 3aMEHOM KUCJI0-
pora C=0 na NH,-rpynny (rmyramus B npucyrcrsuu ATP ciyxur no-
HopoM NH,) nonyyaercsa ryanunosas kucaora (GMP). Ilpespaienue
ryaHuaoBoi (uiau ageHusnoBoit) kuciaorel B GTP unu ATP npotekaer
NBYCTaIUiHBIM (OCHOPUIUPOBAHUEM:

GMP +ATP=GDP + ADP
GDP + ATP = GTP + ADP

130

Adenunosas kucroma (AMP) monydaeTcsa U3 HHO-
3uHOBOI kuciaotel (IMP) 3amemenuem O B CO Ha
NH,-rpynny, 10HOpOM KOTOPO# CJYXMUT acnaparuHo-
Basl KUcJoTa. B KauecTBe MpPOMEXYTOUHOrO MPOIYKTa
peakiuu odpasyeTcst aIeHUIOCYKIIMHAT.

[Monyuaromasicat AMP perynupyer OGuocuHTEe3 IIy-
PUHOBBIX OCHOBaHMII B Hauaje MeTaboJMYecKOro myTH,
BBICTYIAsi B KAyecTBe aJUIOCTEPUUYECKOro MHTUOUTOpA
aMuHoOTpaHc(depasbl M, TaKUM 0Opa3oM, WHTUOUPYS
cuHTte3 dochopubosunamuta. Kpome toro, AMP pe-
TYyJIUpYeT TpeBpallleHue MHO3MHOBO KMUCIOTHI B ae-
HWJIOCYKLIMHAT.



BUOCHUHTE3 INMPUMUIANHOBBIX
HYKJIEOTHUAOB

WcXomHBIM COeMMHEHUEM B CHUHTE3¢ MUPUMUIM-
HOBBIX HYKJICOTHIOB sIBiIsieTcsl Kapbamowmidocdar. Bo
BCEX XXMBOTHBIX KJETKaXx aMMHOTrpymnma KapbaMou-
(ocdara Bo3HUKAET 3a cUET IIyTaMUHa B peakl UM, Ka-
Tanu3upyeMoii KapbaMmoundocdaTcuHTazoil. AHaJo-
TMYHO peakiiMs MpoTeKaeT MpPU CUHTE3e LUTPYIIMHA
B MUTOXOHApPUSX renatounta. OQHAKO ST XKMBOTHBIX
KJIETOK B OTJIMYME OT KJIETOK IermaToluTa i paboThl
cuHTa3bl He TpeOyercss N-auetun-L-riyramMatr B Kaue-
cTBe ajnoctepuyeckoro 3ddexropa. Kapdamoundoc-
(ar, oOpasyloluiicss B 3TOi peakluu, KOHAEHCHUPYETCS
najee C acmapardHOBOW KHUCJIOTOW, AaBasi Kapbamoun-
acnapaeunogyio  kuciomy. Ilog neicTBUEM JAMTMAPO-
OpOTa3bl 3TO COENMHEHUE LUKIU3YETCS B OUUOPOOPOMO-
8yl0 Kucaomy, OKHCICHUEM KOTOpOW (AMTMAPOOPOTAT-
NeTUIPOreHa30i) MosydaeTCst 0pomoeas Kucioma, Tipe-
Bpalllalolasicss B CBOIO odYepeab B OPOTUAMH-5'-P
(opotununoByo kuciaory - OMP) B peakuuu, KaTaiu-
supyemoii OMP-nupodocdarrpanchepasoit. Ilpu me-
KapbokcunupoBanun OMP ob6pasyercs  ypudurosas
kucaoma (UMP). UMP siBisieTcsl mpeaiieCTBEeHHUKOM
UUTUAMHOBBIX HYKJIEOTMIOB, HO MpEXIe OHAa JOJIXKHA
O6bITh (ochopunuponana go UTP:

UMP+ATP=UDP+ADP
UDP + ATP = UTP + ADP

N Tonbko morom UTP MoxeT ObIThb IIpeBpallleH
B CTP. TI'nyramuH cayxut poHopoMm NH,-rpynmsl.
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BMOCHUHTE3 TUMMWJINHOBBIX
HYKJIEOTUJIO0B

Hauunaercas ¢ dUMP, wu3 xoroporo mnoa neit-
CTBUEM TMMWIMJIATCUHTETa3bl (B MPUCYTCTBUU Kodep-
MeHTa N’"-MeTmieHTeTparnzpodoIneBoil  KUCIOTHI)
oopasyetca dTMP. Dr1or KOhEepMEHT MOXET BBICTY-
naTh B Ka4ecTBe JOHOpA Kak MeTWia, TaK ¥ BOIOpOJa.
KoHeuyHBIM MpOAYKTOM TMpeBpalleHus: KodepMeHTa
apasercss auruapodonuesas kucaora (FH,). Hemoc-
PEICTBEHHBIM TpediIecTBeHHUK B OuocuHtede JIHK,
dTTP, obpasyercsi B NBYXCTaAMWHOW peakuu:

dTMP + ATP =dTDP + ADP
dTDP + ATP=dTTP + ADP

Ot peakuuu Katanusupylotcs dochorpaHchepazamu.

BMOCHUHTE3 JTE30KCUPUBOHYKJIEOTHUI0OB

[Je3okcupruboHyKIeoTUpl 00pa3yroTcss U3 pUOOHY-
KJIEOTUOB Ha YpoBHe HykieoTuadocdaroB BoccTaHO-
BJIeHHMEM pHOO3Bl OO0 2-Ie30KCUpHO03bl. oHOpPOM
3JIEKTPOHOB CJYXUT YCTOMYMBBIA K HarpeBaHuio Oe-
JIOK, muopedokcuH, colepXaluii B Mosekyiae nse SH-
rpynnel. OxkucieHHas ¢opMa THOpefoKCHHa (>S,) Boc-
CTaHaBJIMUBAETCS TUOPENOKCUHPENYKTa30il B TIPUCYT-
crBun NADPH. Peakuust mpoTrekaeT B ABE CTaauu:

NETPAJALIAA MOHOHYKJIEOTUIOB

MOHOHYKJIEOTHIBI, IIOJyYaloIIrecs U3 HYKJIeu-
HOBBIX KMCJIOT B pC€aKLUsdX, KaTaJIU3UPYEMbIX HYKJCa-
3aMM, TIOJBEpraloTCs AajbHellieMy (epMeHTaTUBHO-
MY THMIPOJM3y, KOHEYHBIM IIPOAYKTOM KOTOPOIO
ABJIAIOTCA NMYPUHOBBLIC U NMUPUMUJIUHOBBIC OCHOBAHUA.

[lypunbl pacUICTISIIOTCS 10 MO4€80l KUCAOMbl, KO-
TOpasi BBIBOJAUTCS U3 OpraHu3Ma. DTOT MPOLIECC THITH-
YeH ISl MJICKOMUTAIOMMX (B TOM YHCIEe Mg IIpuMa-
TOB ¥ UYeJOBeKa), NTUL M IIpecMbIKamomuxcs. Jis
OPYIUX MJIEKONUTAIOIIMUX U PENTUIMIA KOHEUYHBIM IIPO-
OYKTOM Jerpajaliiii IMYPUHOB SIBJISIETCS AAAAHMOUH.
B opraHusme pbl6 aqaHTOMH paclUEIUIsIeTcsl 10 Moue-
6uHbl. [lupumudunsl OOBIYHO DACIIETUISIIOTCS IO MOue-
BUHBI U aMMHaKa.



KoHcepBaTBHas

MNMonykoHcepBaTnBHas

IIl. AucnepcrBHas

TEOPETUYECKWU BO3MOXKHbIE NMYTU
PEAYIIJIMKALIUN

MonykoHcepBaTtvBHas pennvkauma () Gbna  npo-
[EeMOHCTpMpOBaHa B onbitax MesenbcoHa u Ctanga (c
ucrons3osaHneM “N u  °N, palowmx  «aerkyio»
n «Taxenyo» uenb [JHK COOTBETCTBEHHO).

. Tlpn KOHCEepBaTWUBHOM penavKaumm poauTenb-
ckas [OHK pynnvumpyetcs 6e3 paspeneHust  Lenen
1 obpagyotcs Tsxkenas JHK (Ha cxeme nokasaHa Ko-
PWYHEBLIM LBETOM) W fierkasi (4epHbIM).

Il. Tlp NONyKOHCEPBATMBHOM MEXaHM3ME  Lenm
poautensckon JHK pasnenstoTcs U Ha KaXaomn Tsaxe-
IO Lenn CUHTE3NPYETCS nerkas uenb.

ll. B aucnepcuBHOM pennvkaumn uenu poauTenb-
ckon OHK pacwennsaiotcs B HECKOSIbKMX MecTax
1 nonyyalowmecs dyactm OHK paioT Havano obpaso-
BaHMO Hoson [HK.

N3 akcnepumentos ¢ “N u N  BbiTekaer, 4TO
TONIbKO  MOJTYKOHCEPBATMBHAA pernmMkaums  NpuBoauT
K obpasoBaHuo Monekynbl JHK, nockonbky ee nnoT-
HOCTb nocne ueHTpudyrmpoBaHnss B pacteope CsCl
COOTBETCTBYET CpeaHel BeNYMHE MeXAy MIOTHOCTS-
MU Tsxenon n nerkon ueneni OHK.

AHK-MOJIMMEPA3A

OTOT PEPMEHT KaTANN3MPYET CUHTE3 CBA3U MeXOy
Hykneotngamn B monekyne JHK. Ero ¢dyHkums npo-
SIBNSIETCA B TOM Clydae, €cnv UMeeTcst (a) maTpuyHasi
OHK, (6) Heobxooumble Ae30KCUPUOOHYKIEOTUATPU-
docdartbl 1 (B) npanmep.

depmeHT kaTanuanpyeT CBA3bIBAHNE MOHOHYKIEO-
Tmpa co csobogHoit 3'-OH KOHUEBOW rpynnol uenu
OHK, n, Takum o6pa3omM, CUHTE3 MNPOUCXOOMUT B Ha-
npaeneHun 5'—>3'. BHOBb MOfny4eHHas UeMb aHTuna-
pannenbHa Mo OTHOLWEHWIO K MaTtpuue. AKTUBHbIN
ueHtp JAHK-nonumepasbl (3aTeHeHHass o6nacTb Ha
cxeme) oukenpyet 3'-OH-koHeL, BHOBb CUHTE3MPOBAH-
Hoi uenn OHK n cBA3bIBaeT crenylowmii HykKneoTua-
Tpnudocdhat B NOAXOOALLEM NPOCTPAHCTBEHHOM pacro-
NIOKEHUM Jpyr N0 OTHOWEHWIO K Japyry. Takas
opueHTaumsa obecrnedmBaeT HagexXHoe CBA3bIBaHWE Jto-
6oro cnepytwollero Hykneotuarpudocdara u Hanpa-
BNeHWe cuHTeaupyemor uemm (5'—>3'). Owwmbka
BK/IIOYEHNS OCHOBAHWSi, HE KOMIMIEMEHTAPHOrO0 OCHO-
BAHWIO MaTpuubl, cocTaBnsieT MeHee 107°.

AHK-JIUFASA E. coli

970 depMeHT, KaTanuaupylowmin - obpa3oBaHme
cBA3N Mexay Asyms koHuammn OHK. Peakupsa npote-
KaeT B [ABe CTaauwn.

1. depment (E) pearpyer ¢ NAD®, koTtopbii
ABNSIETCA [OOHOPOM OCTaTka aJeHWOBON KUCHOTbI

NAD" + E = E-AMP + NMN

2. 5-OH- n 3'-OH-koHupbl monekynsbl OAHK pearn-
pytoT ¢ E-AMP, 06pa3ysi KoBaJIeHTHyl0 cBA3b (5'—>
—>3"): E-AMP+5'-OH-koHeu,+ 3'-OH-koHeu, —>
—> 5'—>3"+ E + AMP
ST peakumm MOryT NPUBOAUTL MO0 K 3aMblKaHUIO
umknnyeckor monekynbl JAHK, nvbo Kk cBS3bIBaHUIO
OBYX COCEOHVX HYKIEeOTMAOB LUEenW, HaxoOsALMXCs
B KOMIMJIEMEHTAPHOM B3auMMOAENCTBUM C MaTpULEN.
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PEIUIMKAIIAA JHK IN VIVO

N3 okcnepumeHnToB OKazaku cienyeT, 4TO in
vivo HoBas1 unenb JIHK oGpasyercs u3 psma HeOOMb-
wux (GHparMeHTOB, KOTOPbIE IMOCJIEA0BATENbHO COOU-
patorcs B ogHy uenb. Pemukanust IHK ocHoBana Ha
MocJieIoBaTeJIbHOM Y4acTMM B CUHTe3e Tpex (hepMeH-
toB, JHK-momumepassr IIl, sHIOpMOOHYKIEA3HI
u JHK-nurasel. B Havame mpoMcXOmuT pasaesieHue
nureit JHK, 3arem PHK-nonumepasa cessbiBaercs (1)
¢ konupylomei nenslo JJHK B ompemeneHHOM Mecrte,
0003HaYEHHOM Ha CXeMe YepHOW TOYKOW, W CUHTE3M-
pyercst (2) xopotkuii yyactok PHK (50-100 pubony-
KJE€OTUAO0B) OO0 MecTa, 0003HAYEHHOTO YEPHBIM Tpey-
roapHuKoM. O6pa3oBaHue (3) 3TOro mpariMepa CIyXUT
HayajoMm cuHrte3a (parmenToB JHK (pparmenton
Oxkazaku) mnox nerictBueM I HK-mommumepassr III. 3a-
TeM MPOUCXOOUT (4) yaajleHue MpaiiMepoB ¢ MOMOLIBIO
9HIOHYKJIea3bl. CuHTe3upyloTcs (5) MpomyleHHbIE
yuactku JHK. JHK-nuraza xaranusupyer (6) oObe-
nuHeHue Bcex (parmentoB JHK B eamHyro werb (co-
rmacHo Okazaku u cotp., 1973).

PEIAPALIAS TIENU JTHK

IIpu ob6ayuenuu JIHK cBeToM ¢ OIMHONM BOJHBI,
OMM3KOM K MaKCUMyMy TIOTJIOLIEHWSI OCHOBaHUMA
(260-280 HM), MPOUCXOOUT OOpa30BaHME TUMUHOBBIX
nuMmepoB. [losBisioniuecs: neeKThl B OTHON WU 000-
ux uensgx JHK mpenaTcTByloT mpaBUIbHOI peruivKa-
LMK U TPAHCKPUMUKU. DTU AedEKThl pernapupyroTcs
KOMIUIEKCHBIM JIeHCTBHEM Tpex (epMEHTOB. DHIOHY-
KJieaza TUAPOJUTUYECKU BBIILEIUISET OOUH WU He-
CKOJIbKO HempaBWIbHBIX HyKieoTnnoB, JHK-mommme-
pa3a BCTaBjsieT TMPaBUJIbHYIO TIOC/IEA0BATEIbHOCTh
HYKJIEOTUIOB, KOMIUIEMEHTApHYIO BTOpOW IeMu, |
JHK-nurasza cmmBaeT aBa KOHILIA LIETH.

TPAHCKPUIIIIAA JHK,
PHK-ITOJIMUMEPA3A

NHK-3aBucumas PHK-nmonumepasa -3to depmeHT,
KaTaJIM3UPYIOUIMii TPaHCKPUIILUIO TOC/IeA0BaTeIbHO-
ctu ocHoBanmsl [JHK B mocienoBaTebHOCTh OCHOBa-
uuit PHK. IMonmumepasa cocTouT u3 ABYX CyObeAMHUIL
o U ABYX cyobenuHul B, u B, Bce oHu Bmecte oOpa-
3YIOT TaK Ha3bIBAEMbIil «KOpPOBBI» (hepmeHT. st y3-
HaBaHUs TOTO yyacTKa, Ile NOJXKHAa HayaTbCsl TPaH-
CKpUMIKS, HEOOXOAUM KUCbI/ 0eJIoK, 0003HaYaeMbIi
kak ¢aktop 0. [Ipu ero mpucoenMHEeHMU K KOPOBOMY
(epmeHTy 06pasyercst xomodepmenr. o-PakTop obec-
IeYnBaeT CBSA3bIBaHUE (DepMEHTA C KOOUPYEMO IETTbI0
JIHK B ydyactke, o603HayaeMOM KakK npomomop (xa-
pakTepHu3yeMOM OIpeaeeHHOM criennduueckoii mocie-
nmoBaTelbHOCThI0O ocHoBaHuii). lLlemp PHK pacter
B HampaBjieHuun 5'—>3' mnpu ABUXEHUU KOPOBOTO
(epMeHTa (TeM BpemeHeM (haKTOp O OTIIEILISETCS),
Hanuuue 6enka p-dakropa HeoOXxonUMO A 3aBepiie-
HUsI CHHTE3a, B €ro OTCYTCTBUE 00pa3yloTCs 4pe3mMep-
Ho mmuHHBIe e PHK (cormacHo pa6oram E. Tap-
bepca, 1975).



TEHETUYECKHUIN KOJ

MpeacTaBisieT co00i MyTh Iepeaayd TeHETUYeCKOi
uHbopMauuu, 3akoaupoBaHHOi B Moisekyie THK,
B AMUHOKHUCJIOTHYIO TMOCJEI0BAaTeJbHOCTb OENKOBBIX
Mouiekya. «Crom» o003HavyaeT TPUILIETHI, KOTOpbIE HE
KOAMPYIOT KaKyo-J11ubo aMUHOKUCIOTY (OeccMbic-
JieHHble TpurieTsl). [Ipeamonaraercs, 4To OHU clyXaT
IJIST OCTAHOBKM (TepMUHAIMK) CHHTe3a TEeNTUIHON
LeTu.

AUG u GUG -3T10 TpUIIeThl, KOTOPbiE KOAMPYIOT
MepBYI0 aMUHOKMCIOTY B mentuaHoit uenu (N-dop-
MUJIMETUOHUH) M HAYMHAIOT CUHTE3 OEJKOBOW MoJe-
KYJBI.

TP XAPAKTEPHBIE OCOBEHHOCTH
TEHETUYECKOT'O KOJA

1. Kom ocHOBbIBaeTCsi Ha mpuniemax, T.e. TOCIe-
JIOBAaTEJIbHOCTb TPEX HYKJIEOTUIOB OMNpPEAENsieT OfHY
AMUHOKHUCIIOTY.

2. Kom yHusepcasen -oH OIMH M TOT Xe y BCeX
OpraHU3MOB.

3. Kon ewiposcden - 6oee OTHOTO TPUILIETA KOAU-
pyeT OOHY M Ty Xe aMUHOKHUCAOTy. OnHako TmepBble
JBa HYKJIEOTHUAA Ul AaHHOM aMUHOKMCJIOTBHI BCeraa
OJIMHAKOBHI.

TUIIBI MYTALIUI

B xome pemnukanuu caMOINpPOM3BOJBLHO BO3HUKAET
HeOOJIbIIOe YUCIO OMIMOOK. BeposTHOCTh BO3HUKHOBE-
HUSI OIIMOOK IMOBBIIIACTCS TOA BIUSIHMEM Pa3TUYHBIX
MYTareHHbIX GakTOpPOB (XMMHUUECKUE PEareHThbl, paaua-
uMsi). MyTaHThl 00pa3yoTcs NMpU U3MEHEHUHU IMOpsaKa
ocHoBaHMii. [lpy M3MEHEHMM TOJBKO OAHOTO OCHOBA-
HUs (TOYeYHast MyTallusi) TeHeThdeckas WHbopMalus
MeHsIeTCsSl He3HAaYMTEIbHO M MYTAHTBI MOTYT TPOJIOJ-
KaTh CyllleCTBOBaHUE. Pe3Ko BbIpaXXeHHbIE M3MEHEHUS
B T€Hax MPOMCXOAAT MPU HAPYIIEHUU TMOCIEA0BATENb-
HOCTH GOJIBIIETO YMCJIa OCHOBaHUM, YTO OOBIYHO He-
COBMECTHMO C JaJbHEWIIMM CYIIECTBOBAHMEM MY-
TaHTa.

IIpumepsl MyTauumii, mpuBeJeHHbIE Ha cxeme: 1) 3a-
veHa C Ha Gj; 2) menenus (A BbIamaeT M3 TOCiIeI0Ba-
TEJIbHOCTU HYKJIEOTUIOB); 3) BKIIOYeHME (A BKIIOYAET-
csl B TOCJIEN0BaTeNIbHOCTh HYKJIEOTUIO0B); 4) MHBEpCUs
(obpaTHasT TOCJIENOBAaTEIbHOCTh HYKJIeoTUI0B: GA
BMecTo AG).
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®pakims 0O0o3HaueHHe

MonexynspHast
Macca

I'ucTonbl, Oorartele JU-

3MHOM F,oul

MeHee Ooratble JIM3WHOM

THCTOHBI F,, mim IIb

I'uctonbl, Gorarble M-

3UHOM W apTMHUHOM F,,unulla
a

I'ucToHbl, OoraThle IJIM-

LMHOM W apruHMHOM F,, wm IV

T'uctoHbl, GoraTble apru-

HUHOM F, nmm 111

19500-22000

14000

15000

11300

15000

MorexynspHas
Macca '1(}?"]{

Yucno uemeit KonuyectBo
HYKJIEMHOBOM HYKJICUHOBO

CJIOTBI

KHUCJIOTHI
B BUpHOHE, %

Bakrepuodaru E. coli

T, T,,T, 220
pX174 6
A dg 50
MS 2 36
Tabauynas Mo3auka 40
IMomomuenut 6,7
IMonuoma 21
AneHoBUpYC 200
Bakuyna 2000

AHK (2)
JIHK (1-2)
AHK (2)
PHK (1)
PHK (1)
PHK (1)
HOHK (2)
AOHK (2)
AHK (?)
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MYTALIUN,
BBI3BIBAEMBIE A30THUCTON KHUCJIOTOM

Peakuust ¢ a30TUCTON KHCIIOTOI MOXET OBITH WC-
IOJIb30BaHa IS JIEMOHCTpPALlUM MOJICKYJISIDHOTO Me-
XaHM3Ma MIPOUCXOXICHMST MyTallnii. A3OTHUCTas KUCIIO-
Ta peardpyeT ¢ aMMHOTIPYIIIaMu IypUHOB WU MUPU-
MUJMHOB M0 YPAaBHEHUIO

RNH, + HNO, = R-OH + N, + H,0

B wurore peakimu OH-rpymnma okasbiBaeTcsi Ha Me-
cre crosimieit panee NH,-Tpymmsl, B pesynbrare 4ero
alleHUH TIpeBpalaeTcss B TyaHWH, a IIUTO3MH B YpaIlvil.
DT0 B CBOIO OYepenb IPUBOOUT K COOTBETCTBYIOLIMM
M3MEHEHUSIM B aMHUHOKMCIIOTHOIM TOC/IeIOBATEIBHOCTH
OEJIKOBOII MOJIEKYJIbI, YTO M M300pakeHO Ha CXeMe.

I'MCTOHbI

TMCTOHBI - 3TO HEOONBIINE OCIKM ¢ MOJIEKYJISIPHOM
maccoit or 5000 mo 30000. OHM uMEIOT SIPKO BbIpa-
JKEHHBI ocHOBHOM Xapaktep (pl = 7,5-10,8) u3-3a BbI-
COKOTO CONEepXaHUSI B HUX OCHOBHBIX aMUHOKHWCJIOT
apruHMHa W JIM3MHA, KOTOPbIE MOTYT COCTAaBJISITh
23-30% Bcex amuHOKMcCIOT. [lo comepXaHWI0 B HUX
OCHOBHBIX aMWHOKUCJIOT TUCTOHBI TMOAPA3NesIioTCs Ha
HECKOJIbKO Tpymni. ['McToHbl He comepxaT Trp, B HUX
oueHb HeMHoro Cys m Met, OHUM pPacTBOPUMBI B BOMIE
M B pa30aBACHHBIX KHUCJIOTaX, HO HEPaCTBOPUMBI
B pa30aBJIeHHOM aMMuake. [MCTOHBI He KOaryjaupyloT
MpU HarpeBaHWM W MOTYT TIPUHUMATh y4acThe
B MOHHBIX B3aUMOJCHCTBUSIX ¢ (dochaTHBIMU TpyIna-
MU HYKJIEHWHOBBIX KHUCTOT. CyllIecTBYIOT OHM Bcerjaa
B komimiekce ¢ JJHK. Takue KOMIUIEKCH Ha3BIBAIOTCS
HYKAeOnpomeudamu WA HYKAe02UCMOHAMU.

BHUPYCHI

Bupychel npeacrapisitor co60it MHTEPECHBIN TIpUMEpP
ABTOHOMHBIX HYKJIEONpoTenoB. OHUM SIBJISIOTCSl TMapa-
3UTAMU U MOTYT CYILECTBOBaTb M Pa3MHOXATbCS
TOJIbKO BHYTPM KIJIETOK XO3siMHa (OaKTepuii, pacTeHWit,
KXKUBOTHBIX). VX TeHeTWyecKwil marepuan oOpasyercs
monexkyaamu JIHK u PHK. BenkoBast dpakimsi, cocra-
piastiomast 30-90% Macchbl, JMOO CIYXWUT TOJBKO st
3alIUTBl BUpYCa, JIMOO CHOCOOCTBYET IMPOHUKHOBEHUIO
6upuoHa (BUPYCHOW YaCTUIIBI) B KJIETKY. DTU OEKM He
yyacTBYyloT B peruiukauuu BupycHbix HK. benkosbie
CyObeTMHUILI (Kancomepsbl) 00pa3yloT GEIKOBYIO 000-
04Ky (kancud). Wcxomst M3 COOTHOUIEHMSI HYyKJIEU-
HOBBIX KMCJIOT U OEJIKOB U M3 MPOCTPAHCTBEHHOTO pac-
MOJIOXXEHUSI KallCOMEPOB (4acTo KPHUCTAJUIMYECKUX),
BUPYChl Pa3inyaloTcsl 1Mo pasMepy M ¢opme.



Pu6ocomMsbl, NMOJHMCOMbI, CHHTE3 OejKa
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CuHTe3 OeJIKOB - MHOTOCTYNEeHYATbI MPOLIECC, CBSI3aHHBIA C OINpeNeeHHbBIMUA CYOKJIETOUHBIMU CTPYKTypamu:
SITPOM, STAPBIIIKOM, SHAOIIa3MaTUISCKUM PETUKYJIYMOM, pUOOCOMaMHU W TIPOAYKTaMU MX (YHKIIMOHUpOBaHMS (dep-
MeHTamu). CuHTe3 OeJika - CTpOro KOHTPOJMPYEMBbINi MpOLECC, U JJISI €ro oOecredyeHus] HeoOXoauma SHEeprHsl.

Pubocombl COCTOSIT U3 IBYX CyOBEIMHUI, B3aMMOJEHCTBUE KOTOPHIX MPOMCXOMUT B TPUCYTCTBUM HOHOB Mg’
M 3aBHCUT OT MX KoHueHTpauuu. CyOobemuHMIIBI 00pa3oBaHbl Mojiekyiaamu pPHK um Genkamu. PubGocombr (0OBMHO
4-12 pubocom) casizbiBaroTcst 4yepe3 30S (40S) cyowrenunuiibl ¢ monekyinoir MPHK u, Takum oGpa3zom, oGpasyrorcs
MOAMPUOOCOMBI, WK TIONMCOMBL. CUHTE3 0EJIKOB, KOTOPbIE TOJKHBI ObITh 9KCKPETUPOBAHBI U3 KIETKU, MPOTEKAET Ha
pubocOMax, CBA3aHHBLIX C 3HIOMIA3MATMYECKUM PETMKYIyMoM. B MMKpoGHOII KieTke HaxoauTcs okono 10° pubo-
COM, a B KJIETKe MJIEKOMUTAIOLIMX - okoso 10°. mPHK cuntesupyercs B simpe Ha Mmatpuue JHK B Bume omHouemno-
yeynoit PHK BbIcokoit MonexysipHoit Macchl (1o 107). BHauane cuntesupyercs PHK, xoTopasi comepKUT Kak Hy-
KJIEOTUJHBIE TOCIEIOBATEIBHOCTH, HEOOXOMMMbIC IS CUHTE3a OMpeAeICHHOTro Oejika, TaKk W Psii U30bITOYHBIX
HYKJICOTUIOB; OHa obo3HadaeTcs Kak hnPHK (eemepoeennas sdepnas PHK). B smpe hnPHK cBsazana co cnemudu-
YEeCKUMHU TJI0OYJISIpHBIMU Oenkamu (uxgopmamunamu), o0pa3ysi KOMIUIEKC, Ha3bIlBaeMblil uHgopmogepom. JleiicTBre
Ha 3TOT KOMIUIEKC HYKJIea3 MPUBOAMT K OTILEIUIEHUIO M30BITOYHBIX HYKJIEOTUAOB U obpa3zoBanuio MPHK. B pe3ynb-
Tate 9TOoro mpouecca 3akmouyeHHas B MPHK wunHdopmanus cranosutcs nocrynHoii. [locne TpaHcmopra B uuMTOIIIa3-
My 5'-OH-konenn MPHK cBsi3bIBaeTcs ¢ 7-MeTWITyaHO3MHOM, B TO BpeMsI Kak 3'-OH-KoHell ¢ IOcCemnoBaTeIbHOCTBIO
poly(A). Poly(A) u 7-metunryano3un 3amuinaior MPHK ot OpicTporo pacmieruieHus HykieazamMu. B murorniazme
sykapnor MPHK cBs3pIBaeTcst ¢ Genkamu, oOpasysl KOMIUICKCHI - UuH@opmocombl. 3aTeM MHEOOPMOCOMBI COCTUHSIOTCS
¢ pubocomamMu U oOpasyioT mnojaucombl. MPHK MoxeT HecTu umH(popmalvio Kak IJIsi CMHTe3a OJHOro Oenka, Tak
¥ I 6oJpinoro uncia 6enkoB (monmumctponHas MPHK). Bpems xxusuu MPHK HeGomblilioe B ciiygae MMKpoopra-
HU3MOB (2-3 MUH) 1 Oonblliee B CiIydae MiekormTalommux (Heckonbko mHeir). TPHK cuHTe3upyroTcs B sape Ha Ma-
tputie JIHK m mepeHocsTcs B murormia3my. i1 Kaxkaol aMMHOKMCIIOTHI CYIIECTBYeT IO KpaitHelr Mepe ogHa TPHK
(o603Hauaemas, Hampumep, kak TPHK*® nng L-Ala). JJis MHOIMX aMUHOKMCIOT CYILECTBYET HO ISTH Pa3IMYHbIX
TPHK. Monekynsl TPHK comepxkaT psin HEOOBIUHBIX (MUHOPHBIX) OCHOBaHUU. OmpenesneHre NMepBUYHON CTPYKTYPhI
psina TPHK mo3Bonuno npeackasath ux MpOCTPAHCTBEHHYIO CTPYKTYPY. DTO CTPYKTYpa K/1e8epHo20 Aucma, KOTopasi
COCTOMT U3 TPeX HYKJIECOTUIHBIX MeTeb. M3-3a MPUCYTCTBYSI MUHOPHBIX OCHOBAHUWIA B TETJISAX HET KOMIUIEMEHTApHO-
CTU C TIPOTHMBOIIOJOXHOW 1enblo. OgHa M3 3THUX MeTesib HeceT TaK HasbiBaeMblilt awmukodon. 3'-OH-koHell Bcex
TPHK oaunnakoB: —C—C—A—3'—OH. buonornueckuii nonynepuon xu3Hu TPHK orHocutenbHo Benuk. pPHK
ob6pasylorca B saape (saopeimke) Ha matpuie JHK. pPHK cocrasnser 80-90% obiiero konnuectsa PHK B kieTke.
bonbmas cyobenunuiia pudocom mnpoxkapuor conepxuT pPHK ¢ kosddunuentamu cemumentanum 23S, 5S;
Mayag - 16S. Pubocomel sykapuot cogepxar 28S, 18S, 5,8S u 5S pPHK. Bce oHM MpOMCXOAAT OT OOILLEro Mpelie-
CTBEHHUKA 45S, 1 UX OCHOBaHMSI YacTUYHO MeTwampoBaHbl. pPHK B3ammMomeiicTByeT ¢ pmOOCOMaIBHBIMU OCIKaMU.
boino HatigeHo, uto Escherichia coli conepXuT B 00JiblION cyObeauHule pudocomnl (L) 33 Oenka, a B Majoit cyobe-
muauie (S) 21 Oenok. PubocomanmbHble OGEKM CHHTE3UPYIOTCA B IIUTOILIA3ME M MEPEHOCITCS B sIpO, IIe OHU B3aM-
MoaeucTByOT ¢ mpeamiectBeHHUKOM pPHK. PubocoManbHbie Oekyd He 3aKpbIBAlOT BCell MOBEPXHOCTU PUOOCOMBI
u Oonpiast yactb pPHK oTkpeiTa.

Cunmes beaka ITPOTEKACT B HECKOJIBKO cTaaum

1) Axkmueayus amunoxucsom cnenudUIecKUMU cuHTeTazaMu U ux cBsi3biBaHue ¢ TPHK. [lns cuHTe3a Genka HeoO-
XOIMMO HaJIMYMe JOCTATOYHOTO KOJMYECTBA BceX aMUHOKMcoT. CuHTe3 nojunenTtuaa HayuHaercs ¢ 5'-OH-koHua
MPHK.

2) buocunme3 MeNTUAHOW UENU Hayunaemcs B NpUCYTCTBUM uHMLMMUpylomux daktopoB F, F, u F, (Bce ¢ak-
Topbl aBisiorcs Genkamu), MPHK, ununmaroproit TPHK, GTP, Mg®® u pubocoManbHbIX CYOBEIUHUL ¢ KO3(DbU-
uveHtamu cenumenrtaiuu 30S u 50S.

3) Obpa3zosanue nenmudHoli cés3u u pocm 0eaK0680lU uenu. DTOT TMPOLECC ITPOMCXOOUT B HECKOJIBKO CTaIMiA.
a) Opwmenranusa otnenbHbIX AA-TPHK Bmonms MPHK u mx B3ammoneiictBue ¢ pubocomoii (B ydacTke A); B Oakre-
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pusix cuHTe3 Oenka HaunHaeTcs co cBsi3piBanus fMet-TPHK (N-dbopmunmernonun-TPHK) ¢ MPHK. B kimetkax syka-
puoT Wi 3THX Hejel cayxuT crenuanbHas Met-TPHK. g caswiBanusa Heobxomumbl GTP u nmromnaszmarude-
ckuit Genox T. Jlust Toro 4yTo6bl MPOM3OLLIO CBSI3BIBAHUE, B Mojekyle coorserctsyiomieii TPHK*, nomxen
MPUCYTCTBOBATh AHTUKOOOH, T.e. TPHUILICT OCHOBAaHUM C COCTAaBOM, KOMIUIEMEHTAPDHBLIM TPUIUIETHOMY KOIOHY
MPHK.

0) OOpa3zoBaHue MENTUIHON CBSI3U (WIM YIJIMHEHUE CYIIECTBYIOIIEH MEeNTUIHON 1T HAa OMHY aMWHOKHWCIOTY IO
IeiicTBMEM NenTUAMITpaHcdepasbl).

B) Ilepememenne nentuna, cBsi3aHHoro depe3 mocienHioro TPHK, B yuactke A pubocombr Ha yyactok P, m ocBoGO-
xnenue npenpiayieir TPHK u3 ee cBsasu ¢ MPHK B yuactke P (tpancinokaza m GTP). B 1o e BpeMs mpoumcxomut
npkeHnne MPHK Bmonp prOocoMbl Ha OZMH KOIOH.

4) OrtaeneHue MENTUIHON 1IENMU OT PUOOCOMBI MPOMCXOAUT B TOM MecTe, rae Ha mosiekyie MPHK Bctpeuaercs
«cTon» (mmu «6eccmbicieHHbIil») KogoH (UAA, UAG uiu UGA). Ilo Mepe pocTa 1iel OHA CBEPThIBAETCsS C 00pa3o-
BaHWEM BTOPUYHON U TPETUYHOW CTPYKTYD.

CKoOpoCTh CUHTE3a Oejika OIpelnessieTcs] CKOPOCThIO TPAHC/SIIMU W COCTABJSIET B PETUKYJIOIMTAaX OKOJo 1 Tpu-
mwiera B 1 ¢ u okoso 7-10 TpumietoB B 1 ¢ B citydae Escherichia coli. JlaHHbIe, MOJydeHHBIE B MOCJEIHEE BpeMs, I10-
3BOJISIIOT YBEIMYMUTh 3Ty Ludpy no 100 menTumHbIX cBaseil B 1 c. OmwuOKa Ipu TPaHCISILMU KOJZOHOB MeHee 107
st o6pa3oBaHMST MENTUIHOMN CBSI3M PACXOAyeTCs dHeprusl Tpex Makpolsprudeckux cBsaseir (ATP, GTP, mupodocdar).

OnucaHHBIil TyTh CUHTE3a CIPABEAIUB AJis1 OEJIKOB, OCTAIOIIMXCSI BHYTPU KJIETKU. Belku, KOTopble CeKpeTUPYIOT-
cs (Hanmpumep, OeKM MaHKpeaTUYecKUX allMHAPHBIX KJETOK), 00pa3ylTcsl Ha pubocoMax, NMPOYHO MPUCOEAMHEHHBIX
K 9HAOIIa3MaTuiYeckoMy petukynymy. [locie otneneHusi oT pubOCOMBI OHU TIOMAJAIOT B 9HAOIUIA3MATUYECKYIO 1IU-
CTEpHY U B KOMIUIEKC [OJIbIKU, TIe OHU KOHIIEHTPUPYIOTCSI U, BO3MOXHO, MOAUMUIIMPYIOTCS, CBI3bIBAsICh C caxapa-
MU. 3aTeM 3T OesIKU HAMpPaBASIOTCS, Oyay4yd 3aKJIIOUEHHBIMU B 3UMOTE€HHBIE I'PaHYJIbI, K MIOBEPXHOCTU KJIETKU U TIO-
cjie CIAUSTHUSI TPaHYJ C KJIETOYHON MeMOpaHOIl BBIACJSIIOTCS BO BHEIIHEE MPOCTPAHCTBO.



Caoiicta MPHK TPHK 58 PHK pPHK

ConepxxaHue B

KIIETKE ~2% 10-15% 1% 80-90%

Koadduumenr

Ceﬂﬂ?,[de)maunn 6-25S 4S 5S 16-23S

13-28S

Yucno Hykieo-

TUAOB B MoJie-

KyJie 75-3000 70-90 1055  1500-4500

MounekynsipHast . .

macca 25+10-1-10° 25+10- 3,5-10° 0,5-10-
3,110 1,6+ 10°

®opma Moje- BwiTaHyTas KnesepHbrit KomnakTHas

KYJIBI JIUCT

OUSNYECKUE M BUOJJIOTMYECKUE
CBOUCTBA PHK

Bce Mmonexkynsl PHK o6pasylorcst B simpax TpaH-
CKpUIILIKEN reHeTuYecKoi nHhopMalu, 3aKOAUPOBaH-
HOl B mocnemoBaTeabHocTH ocHoBanuii JTHK. PHK
cuHre3upyetca ¢ ydyactueM JIHK-3aBucumoit PHK-mo-
JuMepa3bl B COOTBETCTBUM C TOCJICAOBATEIbHOCTHIO
ocHoBaHuil B konupytouei uenu JJHK. pPHK o6pa3y-
eTCs TJIaBHBIM 00pa3oM B sphIKe, Apyrue Bumbl PHK
(DYyHKIIMOHMPYIOT B LIUTOIIa3Me, B KOTOPYIO OHU IIPO-
HUKAIOT 4Yepe3 IMOphbl sAepHO MeMOpaHbl. B sape
pPHK o6benuHsieTcss ¢ pubOOCOMalIbHBIMU OelKaMM,
KOTOpble 00pasyloTcsi B ILIMTOIUIa3M€ M IPOHUKAIOT
B SIAPO uYepe3 Mophbl siepHoil MemOpaHbl. CoOpaHHast
TakuM oOpa3oM pubocoMajbHas CyObeIWMHUIA BO3-
BpaliaeTcsi oopatHo B LuToriazMmy. IlpoGiema obpa-
3oBaHusl komriekcoB MPHK-pPHK B sagpe u wux
TPaHCMOPT B LIUTOIUIA3My OCTAeTCsl TOKa OTKPBITOA.

OCHOBHBIE YEPTBI CTPYKTYPbI TPHK

TPHK BEITIONHSIET IBe OCHOBHBIE (DYHKIIMM: OHA
CBSI3BIBAET OINpE/CIEHHblE aMWHOKUCIOTBI W 3a CYeT
crielMGUIecKoro TpUILIeTa OCHOBaHUI (aHTHKOIOHA)
yepe3 CHUCTEMY BOMOPOIHBIX CBSI3el MPUCOEAMHSETCS
k komony MPHK. B crpyktypy TPHK BXxomstT mu-
HOpHbIE ocHOBaHMsI (B cpemHeM 10-12 ocHoBaHUiII Ha
MoJiekysny). OHM MpeicTaBAeHbl METWJIMPOBAHHBIMU
OCHOBaHUSIMU, WX HM30MepaMu U aHajoramu. Mu-
HOPHBIC OCHOBaHUSI BBITIOJIHSIOT Be (DYHKLIMU: OHM [ie-
JaioT Mojiekysibl TPHK ycToMUMBBIMM K JEHCTBUIO HY-
Kjiea3 Y TOMAEPXKMBAIOT OIPENLNICHHYIO TPETUUYHYIO
CTPYKTYPY MOJIEKYJIBI, TTOCKOJbKY OHM HE CITOCOOHBI
K HOPMaJIbHOMY CITapMBAHUWIO W TIPETSITCTBYIOT 00pas3o-
BaHMIO ABOIHOM crimpamn. B xaxmoit monekyne TPHK
HaxoIsTCs He  coaepxkallve BOJOPOIHBIX  CBsI3ei
Y4YaCTKH, OTBETCTBEHHbIE 32 CBSI3bIBAHME C aMUHOKMC-
JIOTOM, cO crenudpudeckuM GepMEHTOM (aMHHOALIMI-
TPHK-cuHTeTa30li) 1 ¢ OOJBIIONH CYyObEAUHMIEH PU-
0OOCOMBI.

Hekoropble MOJIEKYJISIpHbIE  aCMEKThI
TPHK mnponeMoHCTpupoBaHbI Ha CXeMe.

1. Csi3bIBaHWE aMUHOKMCJIOTBI TTPOMCXOAMUT C KOH-
HeBbIM afgeHo3uHOM uepe3 2'-OH- wmm 3'-OH-rpymmy.

2. HauvHas ¢ m0STOrO OCHOBaHUS BO3HUKAIOT
y4acTKM MOJIEKYJIbl B BUIE IBOMHON crupaiu (obmac-
T, 0003HAYEHHBIC ITyHKTHPOM).

3. Iletnst TIepeMEeHHON BEJIMYWHBI COIEPXKUT He-
ckoibko ocHoBaHuii H,U u mHoro mypunos. Ilocne-
nosarenbHocTh H,U-G-A onuHakoBa y Bcex TPHK
MOAOOHO HEKOTOPBIM NIPYTUM TIOCIEI0BATEIBHOCTSIM,
0003HAYEHHBIM Ha CXeMe KaK «OOIIHe».

4. Tleia U3 ceMu OCHOBaHMI; BXOMSIIUN B Hee
neHtanykieotnn G-T-P-C-G oguHakoB JIsT  BCeX
TPHK.

5. Tletnst mepeMeHHOro pasmepa.

6. Ietyst, Hecylasi aHTUKOMOH. AHTUKOIOHY BCer-
na npemniectsyer U (@), a 1ociae HEro CTOMT MUHOP-
Hoe ocHoBaHue (0).

TPHK o0pa3yer cTpyKTypy TaKk Ha3bIBA€MOIO KJle-
BepHoro Jyiucra. [lpuBemeHHBIN 3Mech MpPUMEp B3SIT U3
pabotel Kuma u cotp. (1973 r.)

GYHKIUI
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CYBBEAMHUIIBI PUBOCOM

Wx mopdonorusi uccnemyercss 3JIEKTPOHHONH MU-
kpockonueii. Ha cxeme u3o0paxeHbl OoJsiblias U Ma-
nast cyobenuuuubl. byksel L 1 S moxasbiBaloT npuHaji-
JIEXKHOCTh pPa3JIMYHBIX OENKOB OOJIBIION M  Mayoit
cyOBeIMHUIIAM COOTBETCTBEHHO (IO JaHHBIM WMMMY-
HOBJIEKTPOHHOW MMKpocKonuu, TumeHmopd u corp.,
1974). B Escherichia coli Gonbiiasi cy0ObeAWHULIA CO-
nepxut 33 Oenka, a Majasi- 21 6eloK. 3a NCKITIOUeHEeM
Genka S, (mom. Macca 65000), MoiekymspHas Macca
9TUX 0eJIKOB Kojebiercs B mpememax ot 9000 mo
28000.

Y npokapuoTr CyObeOIWHUIIBI UMEIOT pa3Mepbl, CO-
oTBeTCTBYyWOIIME KodddunueHntam ceaguMmeHtanuu S0S
u 30S, u comepxar 23S u 16S PHK coorBeTcTBEHHO.
YV BBICHIMX 3YKapWOT CyObeTMHUIIBI Gombime: 60S (co-
nepxutr 28S, 58S m 5SS PHK) um 40S (comepxurt
18S PHK). Jlna oOpa3oBaHus 11e10ii pruOOCOMBI HE00-
xonuM MoH Mg”" B KoHueHtpaumu 10 MM.

MNPEJINIECTBEHHUKU PUBOCOM

Pu6ocomansbie PHK (pPHK) cunTtesupytorcst
B SOpBIIKE. Y 2YKApUOT MpPeAlleCTBEHHUKOM pubo-
coManbHbix PHK sBisieTcs BbICOKOMOJIEKYIsSIpHAS
45S-pPHK, B xoTOpoil comepXUTCs HYKICOTUIHAS TTO-
cienoBatebHOCTh Kak 28S pPHK, tak u 18S pPHK.
45S PHK-mpenmniecTBeHHUK CHavaja METWJIMpPYeTCs, a
3aTeM 2HIOHYKJIeazamMu pacuersierca no pPHK Tpe-
Oyemoil NuHBI. MHOTrOUMCIIEHHbBIE TIETJU UMEIOTCS U
B MpejilecTBeHHUKe, U B mnosiyueHHoit pPHK. Tensl,
ynpasisionue cuHtezom pPHK, He cocpemoroueHs
B OJIHOI XpPOMOCOME U WMEIOT SIPKO BBIPAXEHHYIO
HU30BITOYHOCTbD.

PubGocomanbHbie OeiKM 00pa3yrTCsl B LIMTOILIA3MeE
U TIepeHOCSATCS B SIAPBIIIKO, TOe OOBEIMHSIOTCS, KakK
npaBwio, ¢ npeniectBeHHUKOM pPHK. O6pasyromimii-
¢ puOOHYKJIEONIPOTEU ] Toche NEWCTBUS IHIOHYKIea3
naeT pubocoMalbHble CYObEeIUHUIIBI.

OBPA30OBAHUE pPHK

IMocrenenHoe oOpa3oBanue wmoisekyan pPHK w3o-
OpaxkeHO Ha CXeMe Ha OCHOBE JAaHHBIX 3JIEKTPOHHON
MuKpockonuu. OceBasi HUTh TMPEACTABIISET U3 cebsl KO-
nupytomyio tiens JJHK. PHK-nonumepasa naumuupyer
cUHTe3 Ha mpoMoTopHoM yyacTke. Paiton JHK, xo-
TOPBIi COOTBETCTBYET OAHOMY TeHY, KOAMPYIOLIEMY
moisiekyny PHK, onHoBpeMeHHO TpaHCKpuOupyeTtcs
80-100 monexkynamu PHK-mommMepasbl, KOTOpbIe MO-
CJIeZIOBAaTEIbHO CBS3BIBAIOTCS € TIpoMoTopoM. CuHTe-
3MPOBaHHBIE MOJIEKYJIBl PACIONOXEHBI Oonee WU Me-
Hee TMepHneHAUKYIsipHO K oceBoir 1enmu JHK
u saBasoTcsa npenmecrBeHHukamu pPHK. Ux pnuna
yBenuuuBaeTcs ¢ ymaaeHueM PHK-momumepassl oT
TOYKM Havaia TpaHcKpuniuu. OHM OTAENSIOTCS B TOY-
K€ TepMMHAUMH W TIOCIe METWIMPOBAaHUS paclie-
mwisiiorcest 1o pPHK, xoTopeie sSBASIOTCS KOMITIOHEHTa-
MM KakK OOJbIION, TaK W Majoil CyObequHUl] pudo-
combl (cormacHo pabore Musnepa, 1973 r.).



hnPHK (TETEPOTEHHAA AJEPHASA PHK)

Ponp uHdopmanmonnoit PHK (MPHK) cocrour
B MepeHoce WHGbOpMalUK, 3aKJII0YeHHOU B MOCIeN0Ba-
TEJIBHOCTH HYKJIEOTHUIOB, KOAMPYIOIIMX MOCAeNOBa-
TEJIbHOCTb AMUHOKHUCJIOT O€JKOBOIl MOJIEKY/Ibl, W3
saapa B uMroruiasmy. B xome srtoro mepenoca MPHK
nmoaBepraeTcsl AeWCTBUIO Hykieas. s HaaeXKHOCTU
nepenaBaeMoil MHGOPMAIIMU CHavyaia B SIIpe CUHTE3M-
pyerca hnPHK. Ee monekyna Bo MHoro pa3 0osblie
cootBetcTBytoleit Monekynsl MPHK (8 MPHK okono
4000 mykneotunoB, a B hnPHK okomo 30000 Hykieo-
TUIOB, MoJ. Macca 1-2¢10"). DTa ruraHTcKas MOJEKy-
Ja (Ha3piBaeMmas Takxke npe-MPHK) cBsizana ¢ moBepx-
HOCTbIO OEJIKOBBIX MOJIEKYJI, Ha3bIBaeMbIX HHGpOpMa-
TuHOM (Mo Macca 800000). B pesynabTaTe ¢ OmHOMI
CTOPOHBI, MpenoTBpaliaeTcs: B3aumoneiicteue hnPHK
C TUCTOHAMM M, C APYrofl CTOPOHBI, OOJIET4aeTcs ee
MocJieloBaTeIbHOE paclieleHre HyKjea3aMu. B XOle
KOTOpOro ocBOGOXmaeTcsi MHGOPMAaTUH (COMIACHO pa-
6ore Xapbepca, 1975 r1.).

MPHK

MPHK, nepeHocsuias reHeTnueckyw HHGbOpMAaIIIO
B LUTOIJIa3My, 3alllMIeHa OT NEeWCTBUSI HYyKJea3 TeM,
41O 00pa3yeT ¢ OGEeJKOBHIMM MOJIEKYJIaMH KOMILIEKC,
Ha3bIBaeMbIil  uH@opmocomoid. Y  MIEKONUTAIOLINUX
9TOT KOMILJIEKC IO 5'-P-KOHIly 3aluineH 7-MeTHirya-
HO3HUHOM.

KomoHy, ¢ KOTOpOro HauyMHaeTcsi CHUHTe3 OeJiKa,
npeniiectByeT paiion PHK ¢ moBropsiioneiics mocie-
JIOBATEJIbHOCTHIO OCHOBaHUI AGGA Wi
GGUUUGG, rtpanciaupyemast 4actb MPHK orpanu-
yeHa cTapToBbIM KogoHOM AUG W TepMUHUPYIOLUIUM
komoHoM UAG. IloBTopsiomuecsi mocjieaoBaTeIbHO-
CTH, BO3MOXHO, CIyXaT [UIsl ajantalud v oOpa3oBa-
HUSI UHUIIMUPYIOLIET0 KOMITJIeKca (aHaJJOTMYHO TPOMO-
topy B PHK-mmommmepase). 2KusnecrmocooHocts MPHK
yBEIMYMBAETCs IMyTeM CBs3biBaHus 1o 3'-OH-koHiy
¢parmenta poly(A), comepxaiero 50-200 HyKJIeoTH-
OB ¥ 3aMEUISIONIETO Jlerpajaluio, IPOTEKaIoIIyIo
B HampaBle€HUM, YKa3aHHOM cTpeiakoil. Iletnmu (b)
u (c), 3aKimodYeHHBIe Mexny KoHumom MPHK u poly
(A), MOTYT WTIpaThb aHAJOTHMYHYIO DPOJb (COIIACHO pa-
oore Ilpyadyra wu corp., 1974 r1.). OkpaireHHas
00J1aCTh BKJII0YAeT MEXBHUIOBBIE TOMOJIOTUYHbBIE ITO-
CJIeIOBATEIbHOCTH.

TPAHCKPUIIIINA WU TPAHCIALIUA

O06a mpoliecca MPOAEMOHCTPUMPOBAHBI Ha TpUMeEpe
XpoMmocoM E. coli 0 TaHHBIM 3JIEKTPOHHOW MUKPOCKO-
muu. Cunre3 PHK HauwHaercss mocie CBA3bIBaHUS
PHK-mmonumepassl ¢ komupytomieit nemnsio JHK B Me-
cTax, 0603HaYeHHBIX XKUPHBIMU TouKamMu. CUHTE3 Mpo-
TeKaeT CIpaBa HajeBo. PuOOCOMBI  CBSI3bIBAIOTCS
¢ obpasyiomeiics MPHK, naBas Tak Ha3bIBacMEIE ITO-
micombl. TPHK mpucoenmHsieTcst K GOJNBIION CYyOb-
eIUHUIe PUOOCOMBI M JUTMHA TENTUIHOM LEMU YBEJIu-
yuBaeTcsi mo Mepe ynaneHust or JHK.
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a) ATP + amuHokucnora—>aMmuHoauunagenunar+ PP,

60) amunoanunageHuwiar + TPHK —>amunoaumn-rPHK + AMP

AG™" = —29,2 x/Ix/monb

AKTUBALIA AMMUHOKUCIIOT

IlepBbIM 3TamoM cuHTe3a OenKa SBASETCS aKTHBa-
IS BCeX HEOOXOOUMBIX aMUHOKUCIOT (20 pa3nmuyHbIX
aMMHOKMCIIOT), T.e. 00pa3oBaHMe aMUHOAlMUJIaJAeHUIa-
toB. [lpouecc karanuszupyercsi amuHoaun-TPHK-cuH-
TE€TazaMu, Cl'[eLll/l(I)Vl‘-lelMl/l B OTHOLUEHWU UWHOUBU-
IyaqbHBIX aMUHOKHUCIOT. Peakuusi mpoTekaeT B 1Be
cTaguu: a) obpasoBaHME aMMHOaLMJIaAeHUIaTa, ©O)
obpazoBaHue amuHoanua-TPHK.

O06e peaklMM KaTaJUu3UPYIOTCS OAHUM (epMEHTOM,
MMCIOLIMM IBa KaTaJIUTHYCCKUX LICHTpA; OAUH CIIYXHUT
s peakuuu (a), a apyroi - mast peakuuu (0). Cyme-
CTBYET TakXe LEeHTp s cBsi3piBaHUs ATP.

CBA3BIBAHUE Ala-TPHK" ¢ mPHK

AMuHOKUCIO0Ta cBs3biBaeTcss ¢ mouekyiaoid TPHK
clI0XHO03(hUpHOU cBA3bI0 Mo 2'-OH- wim 3'-OH-rpym-
ne AMP, KoTopblii SIBISIETCSI KOHLIEBBIM B TPUILIETE
pCpCpA cootsercTBytonieit TPHK. a5 kaxnoir amu-
HOKMCJIOTBl MOXET cyliecTBoBaTh Oosnee ogHoit TPHK
(Hanpumep, 5 TPHK s Ser u 4 mna Gly). On-
HaKo cneuduIHas 1151 JaHHOM aMuHOKUcI0Th TPHK -
CUHTeTa3a CBsA3bIBaeTcsl co BceMu Takumu TPHK.

Monekyna TPHK cBs3bIBaeTcsi ¢ IOBEPXHOCTBIO
OoJbIIol CyObeqUHUUBI PUOOCOMBI B y4acTKe A (amu-
HOKHUCIIOTHBIM Y4YacTOK) W CBOMM AaHTUKOJOHOM 4e-
pe3 cucTeMy BOJOPOIHBIX CBSI3el -C KOIOHOM (TpH-
nieToM ocHoBaHMi) mMosekyasl TPHK.

Onucanue cxemovl

I - mocnenoBaTenbHOCTh, CYIIECTBEHHAss [IJis B3a-
UMOJICICTBUSI C TMOBEPXHOCTbIO pubdocomsbl; I - nume-
TUJITYaHO3WH, KOTOPBII He SBISIETCS 00sI3aTeNbHOI
yactblo Moiekyasl TPHK; III - ygacTok, crmocoGHBIi
cBa3biBaTh amMuHoaumia-TPHK-cuHTeTasy.

CUHTE3 IENTUIHON CBA3M

IlepBast amuHokuciaoTa uenu (fMet-TPHK) cBsi3bI-
BaeTcsl ¢ OOJbIION CyObeAMHUIICH PUOOCOMBI B yda-
crke Il (menTuanblii yyactok). Creaywoowasi aMUHO-
kuciora B Bume amuHoauun-TPHK cBa3biBaetcs B
yyacTke A puOOCOMBI 3a CYeT B3aMMONEHCTBUSI aH-
tukomoHa TPHK u komona MPHK. B pesyabraTe
NH,-rpynna cssi3biBaloLleiicss aMUHOKUCIOTBI OKAa3bl-
BaeTcsl BONMM3M OT KapOOKCUJIBHOW TPYIIBI TPEIbIIy-
el aMUHOKMCJIOTBI WM C TMOMOILNBIO TMENTUIUITPAHC-
depasbl 3aBsi3bIBaeTCsA NenTUAHas cBA3b. OOpa3oBaB-
muiics aunentun cBs3aH ¢ TPHK Bropoit amuHO-
KUCIOTHI. [lajiee, AWIMENTUI TMEPEHOCUTCS TpPaHCIOKa-
300, O (GYHKIIMOHUPOBAHUSI KOTOPOUl Heobxoauma
sneprust GTP, u3 yuactka A B yuyacTok II, BHITeCHSs
ortyna ocBobonuBiryiocsi TPHK, kotopass HeoOxomm-
Ma s cleaylouux TnepeHocoB. Pubocoma cnBura-
eTCsl U TPOTUB A-ydyacTKa CTAaHOBUTCS CIEMYIOIIUI
KomoH. Tak BOCCTaHAaBIMBAeTCS WCXOAHAS CUTyalus
U Becb mpolecc moBTopsieTcs. I[lpouecc mpomoka-
eTcsl M0 TeX TMop, MoKa OO0 A ydyacTka puOOCOMBI
HE NTOMNET «CTOM»-KOMAOH (KOTOPBIi HE KOAUPYET HU-
Kakoil aMMHOKUCIIOTE). Ha 3TOM cuHTE3 2aKaHuUYuMBa-
€TC W CUHTEe3UPYeMblil MENTUI OTAeNseTcsl OT Io-
BEPXHOCTH PUOOCOMBI.



PUBOCOMAJIBHBIN ITUKJI

IMocne okoHYaHWSI CUHTE3a MENTUAHOWU IENMU PU-
6ocoMmbl ocBoboxaaoTcss u3 Komruekca ¢ MPHK. 3a-
TeM pubOOCOMBI AMCCOLUMUPYIOT Ha OONbLIYIO M Ma-
Iyl0 cyOobenuHUIBI. Jns ydyacTHsl B CHHTe3e Oen-
KOB pHUOOCOMBI MOJXKHBI MOABEPTHYTHCS pSOy TIpe-
BpaueHuii. Manas cyovenunuua (30S) cBsi3biBaeTCs
¢ unuuuupywowumu ¢dakropamu (F-F,)), ¢ moneky-
noit MPHK u ¢ fMet-TPHK, o6pa3ys Ttakum 00-
pa3oM  UHUYUUPYIOWUE  KOMHAeKc. 3aTeM 3TOT KOM-
miekc oobenunsiercs ¢ 50S cyObemmHUIIel, co3maBasi
(yHKIIMOHANTBHO aKTUBHYIO pubOOCOMY, U3 KOTODPOIi 3a-
TeM BbICBOOOXIAlOTCA MHULMMpPYOLMe dakTopel F -
F,. BHOBb oOpa3oBaHHast MeNTUIHAas LEMb COAEPXKUT
MetuoHuH Ha NH,-xonue: B 6akTepudax NH,-rpynna
METMOHMHAa (OpMWIMpOBaHA U, TAKUM OOpa3oM, He-
croco0Ha K JajJbHEWINUM B3auMoAeicTBUAM. B 0Oak-
Tepusix npucyrcTByer crneuunanbHas TPHK, Hasbiae-
mast fMet-TPHK, koropasi ciyXuT mjsi 3amycka CHUH-
Te3a MENTUAHOM LEMU.

IIEPOXOBATHIN
DHAOIIJIASMATUYECKNN PETUKYJIYM

[TonvicoMbl CBSI3aHBI C BHEILIHEH IOBEPXHOCTHIO
MeMOpaHbl HAOMIA3MAaTUYECKOTO PETUKYJIyMa KJIETOK
aykapuot. CBs3b OCYIIECTBISIETCS Yepe3 OOoJNbIIYIo
cyObeAMHUILY PUOOCOMBI UM, MO-BUIMMOMY, C Y4yacTUEM
crneuuduyeckux OenkoB. IlenTuaHble LENMu, CUHTE3U-
pPOBaHHbIE Ha MOBEPXHOCTU PUOOCOM, MPOXOIST yepe3
MeMOpaHy IIEPOXOBATOTO IHAOIIA3MATUYECKOTO DPETU-
kyayma (LLI9P) B uucrepHsl W TepeHOCSATCS B TIJai-
KUl 3HIOIUIa3MaTudeckuii petukyaym (I'DP) u B KoMm-
wieke lonbaxu. 3aTeM ¢ MOMOIUBIO  [JMKO3WJI-
TpaHcdepa3 TMeNnTUIHbIe LEeNM CBS3bIBAIOT MOHOCAaXa-
puabl ¥ 06pa3yloT rauKonporeuHbl. CyllecTByeT Mpea-
MOJIOXEHUE, YTO OENKU, KOTOPBIE JOJKHBI OBITh CEKpe-
TUpOBaHbl, cuHTe3upyloTcss B LIOP, a octanbHbie
Oenku - Ha  CBOOOAHBIX moaucoMax. OjHaKo Takoe
MPENINOoNIOXEeHNEe MOXeT OBITh HE BCeraa OIpaBiaH-
HBIM.
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MHI'MBUPOBAHUE BEJIKOBOI'O CHUHTE3A.
AHTUBNOTUKU

Ha cuHTe3 menTumHO# 1emM MOTYT BIUSTH pa3-
JUYHblE aHTUOWOTMKU. HecmoTps Ha TO 4YTO oOMNU-
CaHHBIM BbIIIE CHUHTE3 Oejlka B OOIeM BUAE CIpa-
BEUIMB, B pa3HbIX THUMaX KIETOK CYILECTBYIOT 3Ha-
YUTENbHBIE DPA3NIWUYUs B CTPYKType pUOOCOM U CIie-
UUGUYHOCTM  GENTKOBBIX  (DaKTOPOB, YYacTBYIOUIMX B
cuHTe3e Oenka. B pesynbraTe BO3HUKAIOT Pa3TUdMs
B MHTMOMPOBAHUU OTHEJbHBIMU aHTUOMOTHKaMU. Kpo-
M€ TOro, KaxXIblii TWUIN KIETKA WMEET pa3INdHylo
MPOHUIIAEMOCTh I NaHHOTO WHTMOWTOpa, 4TO TIpU-
BOIMT B CBOIO oO4Yepelb K 3HAYUTEJIbHOW pa3HULE
B MX YYBCTBUTEJIBHOCTU K MHrudbuposaHuio. Cremno-
BaTeIbHO, JaHHbIE TI0 WHTUOMPYIOIIEMY IEUCTBUIO
OTIENbHBIMU AHTUOMOTUKAMM JOJDKHBI OTHOCUTBCS K
AHHOM KJIeTKE WM BUAY; aHAJOTMYHO pe3yJbTaThl,
TIOJTy9eHHbIE in Vitro, HEIb3sl HETIOCPEACTBEHHO Tie-
PEHOCUTb Ha YCIIOBUSA in Vivo.

WunuBuayanbHble aHTUOMOTWKKM TOBOJIBHO CIIEIIU-
(GuyHO MHrMOUPYIOT pasHble CTaguu OeJKOBOTrOo CHUH-
Te3a.

Axmunomuyunsl  (akTMHOMMLIMH D, B yacTHOCTH)
NECTBYIOT HAa YPOBHE TPAHCKPUIILUKMU, CBI3bIBASICh C
konupywoweil uensto JHK. Cunres JHK cam mno ce-
6e He MHTHOUpyeTcs.

Jlaynomuyun TIOYTU B OJVMHAKOBOW CTENEHM WHIM-
oupyer kak cuHTe3 JIHK, tak m cuures3 PHK. Ha-
4ajo GeJIKOBOTO CUHTE3a MHTUOUPYETCS naKmamuyuhom
U aypunmpukapobonosoii kucaomoii. 0O6a coenMHEHUS
HapymawT o0pa3oBaHUWE WHUIIMUPYIOIIETO KOMITIEK-
ca.

Tempayukaunsl HapyUIAlOT CBA3bIBAHWE aAMUHOKM-
cior u TPHK™ B A-meHTpe, a CTpENTOMMIIMH MHTH-
OupyeT OEJKOBBIM CHHTE3 TIpeXJe BCEro Ha CTaguu
WHIYKUWW, W, KPOME TOTOo, OH WHIMOUpPYeT YIIH-
HEHME TMeNnTUAHON Lenu. CTPEenTOMMIIMH CBSI3bIBAETCS
¢ 30S pubocoManbHOW CyObEOUHULEH M  MelllaeT
MPaBUIBbHOMY MPOYTEHUIO KOTOHOB MojeKyabsl MPHK.

KpOMe TOro, OH YaCTUYHO I/IHFI/I6I/IpyeT OKOHYaHue
NENTUAHOINO CHUHTE3A.

Xnopamepenuxon (cBs3biBasgcb ¢ 50S  pubGocoMaib-
HOU CcyObequHUIIEN) WHTMOUPYEeT CHUHTE3 MEeNTUIHOMN
cBsI3u  (TTEeTITUAMIITpaHChepasy).

Dpumpomuyun u o0neaHdOMUyuH WHTUOUPYIOT aK-
TUBHOCTb TpaHClIoKa3 B 70S pubocoMax aHAJIOTMIHO
yukaoeekcumudy, IEUCTBYIOIIEMY WCKITIOUUTENIbHO Ha
80S pubocombl. TepMuHalusl 6€JIKOBOro CUHTE3a WH-
TUOMPYETCS hypoMuuuHom, KOTOPBI Oyaromapsi ero
CTPYKTYpPHOMY CXOACTBY ¢ KoHIleBBIM AMP B TPHK
NENCTBYET KakK HYKJIeO(pUIbHBIN aKIeNnTop MENTUIHOMN
uenu nentuawi-TPHK, cBsizanHoit ¢ I[1-yuactkom. Kpo-
M€ TOro, psii aHTUOMOTUKOB (HAINpUMep, SPUTPOMU-
IIMH, JUHKOMUWIIMH, CTPENTOMUIIMH ¥ T.JI.) MeIIaeT
dyHkuronuposanuto  6enkoB  RF1-RF3,  Heobxomu-
MBIX NJISi y3HaBaHUS U OTHEJNEHHUS CUHTE3MPOBAHHO-
ro Gejka C MOBEPXHOCTU PUOOCOM.



COKpaTI/ITeﬂbHaSI cmcTemMma KjiieTkm MbliLlLbl

CokpartutenbHasa crcTtema KIeTKM Mbillpl 06ecneyrBaeT NpeBpaLLeHne XVIMUHECKOM 3HEPTVM B MEXaHUHECKYIO
3HEPIIO ABVDKEHNS. DTO MOXET ObITb ABVKEHME XMBOW CUCTEMbI KaK LIEIOr0 OTHOCUTESIbHO OKPYXKAOLLEro Mnpo-
CTpaHCTBa WM OBWXKEHNE €€ OTAESbHbIX KOMMOHEHTOB OTHOCUTENBLHO APYr Apyra.

CTpykTypa U PyHKUMA COKPaTUTENBHOrO 35IEMEHTA JyHLLEe BCEro M3ydeHa A/ CKeNeTHOW Mbibl. MIMeHHO oHa
OyneT NPeaMETOM Hallero AaibHENLLEro paccMoTpeHust. Muogubpmaisl CKENETHON MbilliLbl COCTOAT U3 (PYHKUMO-
HaUTBHBIX COKPATUTESBHBIX 3IEMEHTOB, CapKOMepOB, KOTOPbIE CoaepXaT rnapavienbHble HUTW AByx Tunos. Mog mu-
KPOCKOMOM BWOHO, YTO TEMHbIE A-AMCKM (AHU3OTPOMHbLIE WM ABYSydenpenomMmnsiowme) obpa3oBaHbl CUCTEMOM Na-
pasieNnibHO  PacrnoIOXKEHHbIX TOJCTbIX (PUIAMEHTOB, TOrga Kak CBemble [-aucku (M30TPOMHbIE, C HOPMATBHBIM
JIy4enpenomMieHneM) 0b6pasoBaHbl CUCTEMOM TOHKMX DUITAMEHTOB. Takol BUA, CKENETHON MbiLLLbl NO4, MUKPOCKONOM
OBBACHAET, MOYEMY €€ HaCTO Ha3bIBaOT MorepeyHononiocaTto. Bo Bpemst cokpalleHusi 1 paccnabneHns ToHkue dhu-
JIaMEHTbI CKONBb3AT BOOb TOJCThIX, MPUHEM HU Te, HX APYr1e He USMEHSIIOT CBOE OjivHbL Mpy 9TOM CBA3U MexXay
durnameHTam OBYX TUMOB pPa3pyLUaloTCsd M ObICTPO BO3HMKAKOT BHOBb.

ToncTble dunameHTsbl 06pa3oBaHbl MyYKaMy HUTEBUAHOMO 6enka Mro3unHa. Ero monekyna coctouTt us AByxX UOEH-
TUYHBIX MEMMUOHLIX LIErneil, CBEPHYThIX B ABOVHYIO crivpasib. KoHel, (ronoBka) Monekysnbl MYOo3MHa UMEET rnodynsap-
HOE CTPOEHME U CBSI3aH HEKOBAIEHTHO C YETbIPbMS AOMONHUTENBHBIMM KOPOTKUMU NOMMNENMMAOHBIMU Lenamm. Mino-
3uH obnagaeT ATPasHOl aKTUBHOCTBLIO, KOTopas MposiBaseTcs B npucytcteum Ca®'. Mpn o6paboTke TPUNCUHOM
MVO3VH PaCLUEMIAETCA Ha pparMeHTbl OBYX TUMOB: JIENKUA MEPOMMO3VH L 1 Tsbkenbin mepomrosmH H. Mepomimo-
3VH H, KOTOpbIi COOTBETCTBYET MPOTSPKEHHOMY KOHLIEBOMY Y4YaCTKy MMO3MHa, 0bnanaet ATPa3HOM akTVBHOCTLIO.

ToHkne durnameHTbl capkoMepa 00pa3oBaHbl ABYMS CKPYHEHHBIMM  O-CrIVPTBHBIMA - LIEMsMU - DUOPWIISIPHOTO
6enka F-akTnHa, KOTOpPbLIYM NpeacTaBnsieT cobor nonmmep rnodynsipHoro 6enka G-aktyvHa. Monvvepusauma G-ak-
TVHa CTUMYMPYETCA B nMpucyTcTBun ATP, KOTOpbI ogHOBPEMEHHO aedochopunmpyetca ¢ obpasoBaHnemMm ADP,
npuvyiem ADP ocTaeTcs CBsi3aHHbIM C cyObeamHuLen, G-akTMHOM (B CTEXMOMETPUYECKOM OTHOLLEeHn 1:1). Cnocob
coeyHEHNs] TOHKUX pmnameHToB F-aktvHa ¢ Z-rnnactrHkamuy, o6pa3oBaHHbIMY MOMEKYNIaMU 0-aKTUHMHA, B HACTOSA-
Lee Bpems He pacLumgpoBaH. AKTHOBbIE (PUIaMEHTbI PaCMOIOXEHbI FEKCarOHaNbHO, T. €. KaXXAbl MUO3VHOBLIA dr-
JIAMEHT OKPY>KEH LLECTHIO aKTMHOBbIMU. Kpome 3TuX ABYX OCHOBHbIX OESIKOB COKpaTUTENbHAs CUCTEMAa COOEPXKUT
TPOMOMUMO3MH U KOMIMIEKC TPOMOHMHA.

TponoMm1o3vH NpeacTaBnsieT cobok CNMPaIM30BaHHbIA 6eNoK M COCTOUT M3 ABYX MonMnenTuaHbIX Lenei. OH 3a-
HUMaEeT 60pPO3OKU B CMIMPaNIBHO CKPYHEHHOW Monekyne F-aktvHa n yBenmumBaeT ee ctabunbHOCTb. Kpome Toro, oH
BMECTE C TPOMOHVHOBbLIM KOMIMJIEKCOM YHaCTBYET B perynsiLvm B3aMOAENCTBUS aKTUHA C MUO3MHOM.

Komrinekc TporoHrHa obpasoBaH Tpems 6enkamun: TporoHuHoMm T (TrT), oOpa3yliolmm CBA3b C TPOMNOMMO3U-
HOM, TpornoH1HOM | (Tnl), KOTopbI MOXET MHMMOUpPOoBaTbL ATPa3Hylo akTMBHOCTb, 1 TpornoHuHoM C (TnC), obna-
JAIOLLIMM 3HAHUTESTBHBIM CPoACTBOM K Ca®’. TPOMOHUHOBLIV KOMITIEKC CBA3AH Kak C akTMHOM, Tak U TPOMOMMO3M-
HOM, MPUHEM PETYNSPHBIM 00pa3oM C MHTepBasioM 40 HM, KOTOPbLIV COOTBETCTBYET CeMU cyobeauHuuam F-aktmHa
B aKTMBHOM dunameHTe.

In Vitro aKtmH 1 MMO3MH ODOPAa3YIOT KOMIJIEKC, Ha3blBaeMbIi akTOMUMO3MHOM. OH obnapaet ATPasHoln akTmne-
HOCTBIO, KOTOPYIO cTMynpyeT Mg®'. Mo-BuanMOMy, B CBS3bIBAHMM akTVHA y4acTBYIOT SH-rpyrnbi M1osuHa, Cy-
wectBeHHble ansa ATPasHom aktvBHOCTU. B npucytctBumn ATP STOT KOMMNEKC paspyLuaeTCcsa aHauIorMM4HO TOMY, Kak
paspyLualoTCs CBA3N Mexay duwiamMeHTaMy Mpyv COKPaLLEHUN MblLLLIpI.

CokpalLeH/e MblLLL, MPOUCXOAMT TOMBKO MPU A0CTATOHHOM KOHUEeHTpawm Ca®’ B mpocTpaHcTee Mexay Morie-
KynamMn aktuHa U Mm1osvHa. MoHbl kanbuyst andeyHOMPYIOT B 9TO MPOCTPaHCTBO U3 3NIEMEHTOB capkoruia3marmye-
CKOrO PETVKYNyMa, FAE OHM MPOHHO CBS3aHbl Genkamy, HasbiBaeMbIMM  KaNbCEKBECTPUHOM U «Ca’ -cBAsbisa-
IoWyM 6EIKOM G BbICOKMM CPOACTBOM». [lepBbii U3 HUX npucoeamHseT 43 voHa Ca® Ha mMonekyny, BTO-
poii -25. Kpome TOro, kambumii mpucyTcTByeT B Buae ¢ocdatoB M okcanaTtoB. [py M3MEHEHMM MNpoHMUae-
MOCTU MeMOpaHbl, OKPY>XXaloLLEN CapKoryia3MaTtuiyecknii  PeTVKySlyM, 4acTb WMOHOB KaulbLWs BbICBOOOXOAETCS.
OT0 13MeHeHVie BbI3bIBAETCA Aernonsapu3aLie MemMopaHbl Mo, AeCTBMEM 3NEKTPUHECKOr O UMIMYNbCa, NepesaBaeMo-
ro Ha MbILLEYHYIO KJEeTKY ABUraTesibHbiM HEPBOM U ObICTPO PACMPOCTPAHSIIOLLErOCs Yepe3d KIIETOYHYI0 Membpa-
Hy (capkonemMmy), KOTOpasi coeaviHeHa CO BCEMM CapkoMepamMu MorepeyHbiMM TpybouykamMy Tak HasbliBaemMo
T-cuctembl. 3Ta cucTeMa CBA3bIBAaET BCE CAPKOMEPbI MbILLIEYHON KIETKN C CapKOoryia3mMaTuyecKnM pPeTUKYITy-
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MoM. CuHaIC ABUraTeJIbHOTO HEMpOHA, Ha3blBaeMblii MHOTJA HEPBHO-MBILIEYHBIM COCIUHEHUEM, SIBJISIETCS IO CBO-
ell TpUpoae XOJMHIPTUYECKUM.

CoxpallleHue MPOMCXOANT TIPU YBEJMYeHUN KoHUeHTpauuyu Ca’’ B mpocTpaHCTBe MexXay (UIaMeHTaMH aKTHHA
U MHO3MHa, 1o KpaitHeil Mepe 1o 10° M. Bzammoneiicteue Ca’ ¢ TrnC BEI3BIBaeT M3MEHEHHUE ero KoHMOpMAIWH,
KOTOpOE KOOIEePAaTUBHO TepenaeTcs IPYyruM MOJIeKyJiaM TPOTIOHMHOBOTO KomIuiekca, B ToM uuciae Tnl. B pesynbra-
Te KOH(OPMALlMOHHOTO M3MEHEHHUsI TMOCJIEeIHEero TojioBKa MOJeKyabl Muo3uHa (comepxainass ATP) oGpasyer cBs3b
C MOHOMEpPOM aKTHMHOBOro ¢ujamMeHTa. DTO B CBOIO OYepeAb M3MEHsIET KOH(oOpMaluio IOOYJSIpHOM 4acTu MoJe-
KYJIbl MUO3MHA, KOTOpasi OTKJIOHSIETCS Ha OINpeAeJeHHbII YyroJ OT HAalpaBJIeHUS OCU U TSHET 3a co00il TOHKUIA aKTH-
HOBHII (wrameHT. KoHndopManmmonHoe n3MeHeHre MHo3uHa Io3Bosier ero ATPase ormernuts or ATP docdarayo
rpynmy, Kotopasi BMecte ¢ ADP Bbiaensiercs B cpeny. Mx mecto 3aHuMaeT npyras mosiekyia ATP. B pesynbtate Bo-
CCTaHABJIMBAETCSI MCXOMHOE COCTOSIHME M PAa0OUYMil LIMKJI MOXET MOBTOPUTHCS. DTOT LUK MOXET MPOUCXOAUTH He-
CKOJIBKO pa3 B CEKYHIY U OIHOBPEMEHHO BO MHOTMX MecTaXx akKTMHOBOTO ¢uaameHta. Ero yacrora 3aBUCUT OT KOH-
uenTpauuu Ca’’. Uem BbIllle 4acTOTa COKpALIEHUI, TeM KOpouye capKoMep WIM TeM GoJbllie HAIpsDKeHUe, ecld ero
IJIMHA COXpaHsieTcsl (M30MeTpuyeckKoe cokpaileHue). MoHbl KajablMsl PEryjlupyloT TakKuM 0Opa3oM MbIIIEYHYIO
AKTUBHOCTb.

PacciabieHye MPOUCXOAUT TOrna, Korja KoHueHTpauusi Ca’’ B mHpocTpaHCTBe MeXIy (PHUIAMEHTAMU AaKTHHA
1 MHO3MHa majaeT Hmke 107 M. Dro BbI3bIBaeTcs OOpaTHBIM aKTMBHBIM TpaHcropTom Ca’’ B capkoruiasmaTvde-
ckuil petukyiIyM. Ilpomecc ocymectBusteTcst (epMmenToM Ca’'-ATPa3soif, KoTopas MepeHOCHT 2 WMOHA KaJbIMS
B pacueTe Ha OAHy pacliersiemyio MoJekyay ATP.

OHeprus A COKpallleHus1 U pacciabieHus obecrieunBaercsi noctyrieHuem ATP. HeGonbiioii peseps aHepruu,
KOTOpPOTO XBaTaeT JISI Bcero opraHm3Ma He Oosee yeMm Ha 10-12 ¢, cocpemorodyeH B KpeatuHdocdate. [nmmkomuTmae-
CKOe paculeruieHue TuMKoreHa (aHa’dpoOHOe) JOCTUraeT cBoero MakcumyMma uepe3 40-50 ¢ mocsie Hayajia MbIIIEYHOM
pabothl. Yepes 60-70 ¢ B paboTy BCTyIalOT a3poOHbIe Ipolecchl oopa3oBanus ATP mocpeactBoMm aspoGHOro doc-
¢GopuMpoBaHus B MUTOXOHIPUSIX, KOTOPbI€ PACIOJOXEHbl BOJM3U capKoMepoB. JIMMUTUPYIOIIUM (DaKTOPOM 3TOrO
rpoliecca SIBJsIeTCS KOJIMYECTBO TOCTaBJISIEMOTO KHUCIOpOAa.

B rmagkux Mbllnax ynakoBkKa (pUJIaMEHTOB OTJIMYAeTCsl OT rekcaroHajbHOW. MMO3MHOBBIE (DUIAMEHTBI OKpY-
XKeHbl B HUX 12-18 akTmHOBBIMM ¢uiamMeHTaMu. [lo-BUOMMOMY, 3THM OOBSICHSIETCSI BOJHOOOpA3HBIN XapaKTep CO-
KpalleHUs] U pacciabieHusl.

Muoxkapa (cepneuHasi MbIIIA) B OTJMYME OT CKEJIETHOW MBIl 00pa3yeT cMHUUTUN. OTaenbHble KIETKU HE pac-
MOJIOXEHBI MapajIeJIbHO APYT Apyry (Kak B IOMEPEYHOI0J0CATOM MBIIIE), a pa3BeTBAEHbl. TUMUYHO NMPUCYTCTBUE
MPOMEXYTOUHBIX TUCKOB, T.C. CHELUATbHBIX KOHTAKTOB MEXAY KJIEeTKaMM, XapaKTepU3yeMbIX OYeHb HU3KHUM COIPO-
TUBJIEHWEM, YTO JIeJIaeT BO3MOXHBIM MPOXOXAEHUE 3JIEKTPUUYECKOTO TOKa uyepe3 Maccy Muokapaa. Kpome Toro, mMmo-
Kapll OTJIMYaeTCs OT CKEJIEeTHOW MBIl BBHICOKMM COIEPXaHMEM MUTOXOHIpWi (10 36% obuiero ob6bema).



MUO®PUBPULIIA CKEJETHOM MOBIIILIBI

MuoGuOpMIIBI KIETKM CKEJIETHOM MBIIIIB 00be-
NUHEHBl B MapauleJibHble TTyYKU, OKPYXEHHbIE CapKO-
m1a3Moii. OHM CYILECTBYIOT B BUJE IJIMHHBIX TOHKHX
CTPYKTYP, B KOTOPBIX IO MUKPOCKOITOM pa3inyaroTcsi
onrTuyecku Oojiee M MeHee IUIOTHbie 30HBL. boee
CBETJIbIC 30HBI TIPEACTABISIIOT CO00i1 u30TpomnHble -
NUCKH, a TeMHbIE - aAHU30TpONHbIe A-nucku. [nuHa A-
JUCKOB okoso 1,6 MkM, a I-guckos - okojao 1,0 MKM.
CBeTJible 30HBI MEPEeCceKaloTCcsl TEMHOM JMHUEH 1UpHU-
HOi okojo 80 HM, TaKk Ha3bIBaeMoW Z-muuueil (Win
Z-nnactuHkKoit). lleHTpanbHasg vacTh A-muMcKa, Hasbl-
BaeMasi H-auckoMm, MoxeT ObITh pasieieHa MomoJjiaM
TeMHOU M-nuHueit. Llenas mpogosibHasi eAMHMIIA Orpa-
HMYEHA IBYMsI Z-JTUHUSMM U Ha3bIBACTCS CAPKOMEPOM.

Kaxnas Mmuodubpusna cocTOUT U3 HECKOJIbKMX Ma-
pajieIbHBIX (PUITAMEHTOB, KOTOpBIE OBIBAIOT IBYX TH-
TIOB - TOJICTBIE U TOHKUE. TOHKME (GUIaMEHTHl oraMe-
TPOM 0KOJIO 6 HM pacmoyioxeHbl B I-muckax. Bonee
TeMHas 4acTb A-IHMCKOB CONEPXUT KakK TOHKHE, TakK
U TOJCThIe (muameTpoM 15-17 HM) (uIaMEHTHI, 4YTO
MPUBOJIUT K XOPOIIIO M3BECTHOMY NBOMHOMY JIyderpe-
snomyieHuto. ToHkue GuIaMEeHTbl HauyMHAWTCA Y Z-Ju-
HU MU KOHYawTcsa y H-mucka, Torga Kak TOJCThie TPO-
XOISIT MO BCeil IauHe A-aucka.

Ha momepeyHoM pa3pe3e MOXHO BUIETb TreKcaro-
HaJIbHOE pacIOJIOXEeHWE TOHKUX (DUIaMEHTOB BOKpPYT
TOJICTBIX; KaXIbIil TOJNCTBI (UTAMEHT OKpYyXeH
mecTblo TOHKMMU. CTpPYKTypHasi CBsSI3b MexXny (uia-
MEHTaMM OCYIIECTBISETCS TOJbKO PEryIsIpHO pPacro-
JIOXKEeHHBIMM MocTuKamu. [lpu cokpaiieHuu duiaa-
MEHTBl JABYX THUIOB CKOJB3SIT OTHOCUTEIBHO JAPYT
pyra He M3MEHsIs CBoeil MIWHBI. M3MeHsieTcsl TOJIbKO
pacctosiHue Mexay Z-auHusiMud. [lpu MakcuMaabHOM
COKpallleHuM capkoMep YykopauuBaerca Ha 20-50%
CBOEHl HOPMATbHOU IUIMHBI.

IMOMEPEYHBIN PA3PE3 MMNO®UBPUJLIBI

Ha cxeme moka3aHO rekcaroHajJbHOE PacIoioXe-
HHME TOJICTBIX U TOHKUX (DMJIIAMEHTOB B MHUOGUOpUILIE
CKEJIETHOI MBIIILBI. YTOJNILIEHUsI HaxoAsITCsl Ha TOJ-
CTOM (pUaMEHTEe CIUpald U CTPYNIUPOBAHBI B TIAPHI.
Kaxzaasi U3 KOTOPBIX CMellleHa Ha crniupaiu Ha 120° or-
HOCUTEJIbHO COCeHEH. OTW  yTONUICHUS  COOTBET-
CTBYIOT TJOOYJSIPHBIM TOJOBKAM MOJIEKYJIbl MHO3-
uHa. PaccrosiHue Mexay HUMHU OKOJO 14 HM, Tak 4TO
KapTUHA MOBTOpsieTCs vepe3 Kaxable 43 HM. [lnuHa
yronuieHuit okono 9 HM. ToscThle duIaMeHTH 00pa-
3yIOTCSl TPU CMHOHTaHHOM accouuauuu 400 Mosekyn
MUO3UHA.
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BenkoBblii cocTaB CKeJETHOH MbIIIIIbI

Benok MonekynspHas macca ConepxaHue
oenka, %

Muosun 460000 55-60
Axtun (G) 46000 20-25
TpornoMuo3uH 70000 4-6
Kowmmiekc TponoHrHa 76000 4-6
TnT 37000

Tl 21000

TnC 18000

0-AKTUHUH 180000 1-2
HNpyrue 6enku (MHOTEH) CwMmech 5-10
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BEJIKOBBII COCTAB CKEJETHOWM MBIIIIIBI

Benkn cokpaTUTENbHON CUCTEMbl HEpacTBOPUMBI
B BOIE, HO MX MOXHO 3KCTParupoBaTb pacTBOpaMu
coneit. PacTtBopuMbie Oenku (MUOTEH) MPENCTABISIOT
CMeCh TJIABHBIM 00pa3oM TJIMKOIUTHYECKUX (epMeH-
TOB U MHUOTJOOUWHA.

MMNO3UH: CXEMATUYECKOE
MN30BPAXKEHUE MOJIEKYJIbI

Mousekyia MUO3MHA ACUMMETPUYHA; UMEET MOJIeKY-
JnsipHyto Maccy 460000 u piuHy 160 HM. Ha omHoM m3
ee KOHIIOB pacroJjioxkeHa riao0yJsipHas roioBka. Moie-
KyJia COCTOMT M3 JIBYX TMOJUIECITUIHBIX LeTei, 3aKpy-
YEHHBIX B Q-CHUpPajb, KOTOPble B3aUMHO MPOHUKAIOT
JIPYT B IpyTa U MOTYT OBITh pa3jielieHbl B HACHIIIIEHHOM
pacTBOpe MOYEBMHBI WJIM TUAPOXJOpUAA TyaHHIMHA.
TomoBka MoOJIeKyJbl MMO3MHA CBSI3aHa HEKOBAJIEHTHO
ele C YEeTHIPbMS TMOJUMENTUAHBIMU LETISMU.

[Ipu 06paboTKe TPUIICHMHOM UM XUMOTPUIICKMHOM
MHUO3UMH paclIeIUIsIeTcss Ha JIBE YacTH, JIETKYI0 U TsXe-
nyro: MmepommosnH L u mepommosmn H. Ilom neii-
CTBUEM MamauHa (MpoTea3bl PaCTUTEIBHOTO MPOUCXO-
XKAEHWsI) ToJydaloTcsl Apyrue QparMeHTh: ABa U3
ronoBku MepomuosuHa H (FS)) u nnuHHBI dparMeHT
(F,+F).

ATPa3Hasi aKTMBHOCTb MHMO3MHA COXpaHsETCS
B cyodparmentax FS,. Orcroma ciemyer, 4To OHa CBA-
3aHa C TJOOYJISIPHOM TOJOBKOM MOJIEKYJIbl MHO3MHA.
FS, comepxur SH-rpynnel, npuyem Moaudukauus ya-
ctu SH-rpynn yBenmumBaeT ATPa3Hylo aKTHBHOCTB,
a ucueprnbiBaoliass MoauduKauus yMeHbIIAeT —ee.

Jlerkue 1enM TOJNOBKM MHO3MHA YYacTBYIOT B
cBsa3biBaHUM ATP u mposiBneHun ATPaszHoit akTuB-
HocTH. KOHIIeBO# OKTamenTua JIErkKoil Lenyu y4yacTByeT
B cBa3biBanuu ATP.

IIpucoenunenue ATP K MHO3UHY U €ro nuccolua-
LMI0 MOXHO OMNKCAaTh YETHIPbMSI ypaBHEHUSIMMU:

(1) omucwiBaeT npucoenunenne ATP k Muosuny;

(2) moxa3siBaeT 00pa30BaHNE SHEPTETUIECKU aKTUBHOM
KoH(popMmauuu Muo3uHa (M*);

(3) mpencrapisieT caMo COKpallleHWe, T.e. U3MEHEHUe
KOH(OpMaIMU TOJOBKM MHUO3UHA;

(4) onuchIBaeT AMCCOLMALMIO TIPOAYKTOB PeaKinu.

Monekyibl MMO3MHA COCIMHEHBI B TMapbl («XBOCT
K XBOCTY») TMocpeacTBoM M-6enka.



AKTHUH

Dror 06eloK cymecTByeT B ABYX ¢opmax - G- u F-
akTuH. HuteBunHblii F-akTuH sBAsSeTCS MOIUMEPOM
G-aktuHa. G-aktuH umeer M ~46000 u coctouT u3
OIHOM TEeNTUAHOM LIENU, CIIOXEHHOW B miooymy. Ero
KOHIIeBasi aMUHOKUCJIOTHAs MOCIeN0BATEIbHOCTh TaKO-
Ba: N-auetmi-Asp-Glu-Thr. OH comepXuT Takxke pen-
Kyl0 aMMHOKMCIOTY &€-N-MeTUJUIM3UH, OOJbIIOE KOJHU-
YecTBO OCTAaTKOB MpPOJMHA M 7 OCTaTKOB IMCTEWHA.
Monekyna G-akTHa MOXeT cBsi3aTh 1 Moiekymry ATP.
Ipucoenunenue ATP mpuBonut K mojaumepusanuu B F-
aKTUH C OOHOBpeMeHHbIM paciierieHueM ATP no ADP
n P. ADP ocraerca cBa3aHHBIM ¢ G-aKTMHOBBIMU
cyobenuHunamMu F-aktuHa.

F-akTuH cocTouT M3 ABYX (DUIAMEHTOB, CKPYYEHHBIX
B crupanb. Kaxnbiii ¢uirameHT o6pa3oBaH OGOJBIIMM
YUCIOM TJIOOYISIpHBIX MoJieKyn G-akTuHa.

TPOIIOMMO3H1H U KOMILUIEKC TPOIIOHUHA

Tponomuo3un (Tm) cocTouT M3 2 MOJMMENTHIHBIX
uernei, obpasyloUIMX [BOWHYI0 cnupaib. Ero moneky-
na mirHOoW 40 HM M TONMIIMHOW 2 HM pacIiojiaraercs
B Ooposnke Ha moBepxHocTu F-aktuna. [lo mmuHe oHa
cooTBeTcTBYeT 7 cyobenuHuiiaM G-akTMHa M KOHTaK-
THpPYET JMIIb C OOHOW M3 ABYX Lemneil F-aktuHa. Kowm-
MJIEKC TPOMOHMHA COCTOUT U3 3 CYOBEAMHMIL C TJIOOY-
JIIPHOM CTPYKTYpOW M pPacCMoOJOXEH MPUMEPHO Ha
KoHUax kaxnoit monexyiasl Tm. Tponmouun T (TnT)
obecrieunBaeT cBsizbiBaHuMe ¢ Tm, TpormoHuH C oOpa-
3yer cBsi3b ¢ noHamu Ca’’ Ha mosepxHocTu Tm, B pe-
3yJlbTaTe 4ero Hu3MeHseTcs ero kKoHdopmarus. Tpo-
nmoundH | (Tml) pacrionoxeH Takum o00pa3oMm, 4YTO
MOXET  MpenoTBpaliaTb  B3aUMOAEUCTBME  aKTHHA
¢ mMuosuHoM. [lojgoxenue Tnl mepeMeHHO M 3aBUCUT
or mpucyrctsus Ca’® B mpucyrcrsum Ca’ u3MeHe-
Hue KoH(opmanuu TnC mpuBOIMT K M3MEHEHMIO IO-
noxenus: Tl Mo OTHOLIEHWIO K aKTUHY, B pe3yJbTare
Yero IMOCJeIHUNA MOXET B3aMMOLEWCTBOBAaTbH C MUO3MU-
HOM.

B3AMMHOE PACIIOJIOXKEHUE AKTUHA U Tm

To4yHOe MPOCTPAaHCTBEHHOE PACIMOJOXEHUE BCEX
[JIaBHBIX OEJKOB COKPAaTUTEIbHON CHUCTEMBI - HEOOXO0-
IMMOE YCJIOBUE COKpAIlleHUs M pacclabieHus, a Takxke
perynrsauuu  3Tux mpoueccoB. CokpalieHue CBSI3aHO
¢ o0pa3oBaHMEM KOMILIEKCa MeX1y aKTMHOM U MHO-
3UHOM, B KOTOPOM KaXaas cyObeAMHUIIa akKTUHA (A)
B3aUMOJIEHCTBYET C CETMEHTOM, COIEPXAIINM TOJOBKY
muosuHa (F,— FS)). Penakcauus npoucxoaut npu mpe-
KpallleHUuM JTOro B3auMMOIeWcTBUS. B3auMmomeiicTBus
aKTUHA ¥ MUO3WHA peryJupyloTcs MoJekynoir Tm,
KoTopasi HaxoauTcs B Oopo3nke F-aktmHa m Moxer
U3MEHSTh CBOE MOJOXEHHE B 3aBUCMMOCTH OT KOHGOp-
MalMy KOMILUIEKCAa TPOTIOHWHA, HAXOMASIIETOCS Ha pac-
CTOSHUU 13 HM OT KoHua MoJjekyasl Tm. M3MmeHeHue
KOH(popMalMM TPOTMOHMHA TMepenaeTcss Tm, KOTOPBIM
WU TIOTpyXaeTcs Tayoxe B OOpO3ImKy, paspelias B3a-
umozeiicteue aktuHa ¢ FS, mMuosunHa (Ha cxeme n300-
paxXeH BWJI CBepXy aKTWHA, PACIMOJIOXEHHOTO BIOJb
OCH), WJIN CIOBUTAETCS K Tepudepunt CyObeaMHUIl aKTh-
Ha (MyHKTUP), Oenasi 3TO B3aMMOAEHCTBUE HEBO3MOX-
HBIM.
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MOJIEKYJIAPHBIE OCHOBbI KOHTPOJIA
MBIIIEYHON AKTUBHOCTHU

MpiieyHass aKTUBHOCTb KOHTPOJIMPYETCS HEPBHOI
cucreMoil. MoNeKyasIpHbI MeXaHU3M COKpalleHus u
pacciabienus: perymupyercs [Ca’’]. TakuMm o6pasom,
OCHOBHOW MPUHILIMIT PETYJISILUYA MbIIIEYHON aKTUBHOCTH
cBsizaH ¢ BompocoM: Kak [Ca’] ysenuuupaeTcs mpu
COKpallleHMM U YyMeHblnaeTcs mpu penakcanuu. Cke-
JIeTHAs MBbIIILA TIOJy4aeT WMMIYJIbChl OT HeWpoHa,
OKOHYaHMS KOTOPOIO PACMOJOXEHbl B MbILIEYHOM BO-
JIoKHe. MecTo KOHTaKTa Ha3bIBACTCSl MOMOPHOU OAasu-
Koii. Be3uKynbl KOHLEBOW TIACTUHKU HEpoHa Bblae-
JISIIOT alETUJIXOJMH, KOTOPBIM MPOXOAUT yepe3 CUHAr-
TUYECKYIO 1LIeb, CBSA3BIBAETCS CAaPKOTIA3MOM U yBEJIu-
YyBaeT ee NpPOHMIAEMOCTh MO OTHOIEHMIO K Na' u
K’. WMnynbc NpOXOAUT 4epe3 CapKojeMMy, a 3aTeM
cucteMy mnomnepeyHbix Tpybouek (T-cucremy) BrONB
Z-TTaCTUHKYM K MBIIIEYHOMY BOJIOKHY. T-cuctema 3a-
TOJTHEHA BHEKJIETOYHOW >KUAKOCTBIO WM CIYXWUT [Tt
ObICTPOM Tepenauyd HUMITYJbCOB BCEMY MBILIEYHOMY
BOJIOKHY. Mopdonoruyecku oHa He CBsI3aHa C cap-
KOTJIa3MaTUYECKUM DPETUKYIYMOM.

Capkonnasmamuyeckuii pemuxyiym (CP)-3T0 BHY-
TPUKJIETOYHAsT MeMOpaHHas cucTeMa, OKpyXarouias
MbIIIEYHbIe BOJIOKHA. Ee ocHoBHasi (yHKIIMS - TpaHC-
nopr Ca™ B NpPOCTPAHCTBO MEXIY AKTMHOM M MUO-
3uHOM M obpatHo B CP. Jlemomspusauusi capKojeM-
Mbl BbI3bIBaeT nputok Ca’’ B LMTOMIA3My, OZHAKO
€ro KOJIMYECTBO CIMLIKOM Majo JJsl 3amycka Mexa-
HU3Ma cokpaiieHus. [103ToMy cUMTaIOT, YTO ITOT MOTOK
Ca’ b CTUMYIUPYET OCBOOOXIEHUE JOCTATOUHO-
ro ero koauyecta, BepositHo u3 CP. DTOoT TpaHCc-
MopT MpeacTaBisieT coboit maccuBHyo nuddysuo. B
KOHILIe (a3bl COKpalleHWs] U BO BpeMsl pacciabieHust
Ca’’ Tpancnoprupyercs o6parHo B CP. D1oT mepeHoc
ABJseTCS aKTUBHBIM M ocymiectsasierca Ca’’ -akTusu-
pyemoit ATPasoit B crexuomerpun 2Ca’'/ATP. B CP
noHbl Ca’® cBA3aHBI KalbCEKBECTPMHOM U <«BEIKOM
¢ BbICOKUM cpoacTBoM K Ca’’». TlepBblil M3 HUX-
Kucnblii raukonpotend ¢ M 45000, crocoOHBI Tpu-
coeauHATH 45 moneit Ca’™ Ha | monb Genka. Bropoii -
o0bruHBIN Oeok ¢ M 55000 u cBsa3bIBaeT 25 Monei
Ca’ Ha 1 Mmomb. OGa pacroNOXEeHB Ha BHYTPEHHEI
memOpane CP.

BJIUSAHUE Ca™ HA KOMILJIEKC TPOIIOHMHA

HeiictBue Ca’’ HanpaBleHO Ha KOMIUIEKC TpPO-
MOHWHA, CBSA3aHHBINA ¢ Mosekynoit Tm. Kommuekc co-
ctoutr u3 OenkoB Tpex TumoB. Tpomonun T (TnT)
o0namaer cpoacTBOM K Tm U HEMOCPENCTBEHHO CBSI-
3aH ¢ HuM. Tpomonun C (TnC) pacmojioxeH MexXmy
TnT u Tnl u umeer nBa leHTpa cBs3biBaHusi Ca’,
IUIST KOTOPBIX XapakTepHa TOJIOXKUTEIbHAsT KOoIepa-
TUBHOCTb. Ilpucoeanmnenue mnepsoro uoHa Ca’™ Tak
u3MeHseT KoHdopMmamuio TnC, 4TO €ro cpoiucTBO K
Ca’ Bospacraer. CBs3bIBaHHE KalIbLUg 0OPaTHMO
M TIPOMCXOOUT B 3HAYMTENbHOI crerneHu mpu [Ca’’]
>10 MkM u mpaxktuuecku ucuesaer npu <0,1 MxM.
CBsI3pIBaHVE KaJbLIMSI BBI3bIBAET OOpaTMMOE W3MEHe-
Hue kKoHdopmauuu TnC, KOTOpoe mepenaeTcss TPeTbe-
My Oenky komiuiekca, TponoHuHy I (Tnol). Tnl moxer
NpeI0TBpalllaTh B3aMMOICHCTBIME MUO3MHA C aKTUHOM,
pacnonaradck Mexay FS, u monomepom aktuHa. W3-
MeHeHue KoHdopMaumu TnC mox neiictBuem Ca’™
NpuUBOAUT K cMelleHuto Tnl, B pe3yabTaTe B3auMoO-
NelicTBUe aKTUH-MUO3UH BOCCTaHaBIMBaeTcs. Tak Kak
npu npucoeanHenun Ca’" cMelaeTcs He TONbKO KOMII-
JIeKC TPOTMOHMHA, HO M CBSI3aHHBIA ¢ HMUM Tm, B3a-
UMOJIeICTBME AKTUH-MHUO3UH pPETYJIUpYeTCs IO Bceil
IUIMHE MoJsieKyabsl Tm.



MOJIEKYJSIPHBII MEXAHU3M
COKPAIIEHHUA W PACCJIABJEHUA

JIBUkeHUe OCHOBAaHO Ha OOpAaTMMOM W3MEHEHHM
KOHGbOpMaIUU KOHIEBBIX YACTEN MOJIEKYJIBI MUO3WHA,
dparmentos  FS, npu KoTOpoM CBSI3M MEXAY
TOJICTBIM (UJIaAMEHTOM MMO3MHA U TOHKUM (uiameH-
TOM aKTHMHa OOpasyloTCsl, HCYE3al0T M BO3HUKAIOT
BHOBb. DTHU CBSI3M YCTaHABIMBAIOTCA MeXay (parMeH-
ToM Muo3uHa FS, u cyObenuHuleil akTWHA NpPU BbI-
MOJIHEHUN 1BYX yciaoBuil: 1) dparment FS, nomxen
HaXOJIUThCsl B KOH(MOPMalLMU, KOTOpas COOTBETCTBYET
ero yAaJeHWI0 OT OCH MMO3MHOBOrO (uIaMeHTa
u ctadbunusupyercsi ATP; 2) MoHOMep aKTHHA TOJIXKEH
CTaTh MOCTYMHBIM ISl B3aUMOJIEMCTBUS B pe3yjbTare
M3MEHEHUs TOJOXEeHUs TpomoHMHa I, KOTOpBIA Me-
IIaeT B3aMMOIEWCTBMIO B (hase pacciabieHus.

[MocnenoBaTenbHOCTh 3TUX M3MEHEHMII BO BPEMEHU
takoBa. B (ase paccmabmeHus nuroriazMa COmEPKUT
BBICOKYIO KOHIIEHTPAIUIO Mg+ ATP* u
Hu3kylo - Ca’". BsauMoneiicTBue HEBO3MOXHO, TakK
KaK eMy MellaeT TPOMOHUH, a, KPOMe TOro, (hparMeHT
FS, moaTsHyT K MMO3MHOBOMY (unaMeHTy (KOHGOp-
Maiusg M) (a).

3arem non neiicteuem Mg+ ATP* FS, npunuma-
et KoHpopmauuo (M*), B KOTOpOil OH ydajeH OT Ocu
¢unamenta u moxer cBs3piBaTb ATP (6). OroT mpo-
1ecc MPOUCXOIUT B JIBE CTAAUU:

B pesynabraTe MMO3MH MOXET y4acTBOBaTb B COKpallle-
HUU, KOTOPOe HAYMHAETCS B TOT MOMEHT, KOTJa KOH-
nentpauns Ca’” Bo3pacTaeT HAcTOJLKO, YTO CTaHO-
BUTCSI BO3MOXHBIM B3aUMOJIEICTBME C AKTHHOM.

IMocne yctaHOBNEHMS] CBA3M C AaKTMHOM MUO3MH
MepPeXoAUuT U3 BBICOKOdHEpPreTUYeckKoil Qopmer M*
B HU3KO3HepreTuyeckyio Gopmy M (8). ®parment FS,
IMOBOpAYMBAETCSI IPUMEPHO Ha 45°, a IOCKOJBbKY OH
HaXOJIUTCSl B MOCTOSIHHOM KOHTakTe ¢ MOHoMepoM F-
aKTUHa, TO OH MepeMellaeT ero 3a coboil Ha paccTosi-
HHe, paBHOE [UIMHE OIHON CyObenMHMIBL. M3MeHeHUe
KOH(OpMaIMKY OMUCHIBAETCS CASAYIOIIMMU YPAaBHEHUS -
MU:

TakuMm o0pa3zoM, KMHETHYECKM COKpallleHUe Tpel-
cTaBjIsieT Co0OM IBYCTaIMHBIN Tporecc. BricBoOO-
xkaeHueM ADP u P, B okpyxalouyio cpely, KoTopoe
SIBIISIETCSI TIOCJIEIHUM B CEPUM TIPOLIECCOB 3aKAHUUBAET-
cS OOVH pabounil NMKJI W OJHOBPEMEHHO HAYMHAETCS
HOBBHIN (2). YacToTa pabouyero MMKiIa U €T0 MPOMOJIKK-
TeNbHOCTh Ompeesercs KoHueHTpauueit Ca’” u Ha-
nuuuem ATP.
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UCTOYHUKUN BHEPTUN
AJIA PABOTBI MBIIIIIbI

DHeprus Al IPOLIeCCOB COKpaIlleHUsI U pacciadie-
Hus noctynaeT B Bune ATP. HekoToprlii pesepB sHep-
TMU HaXoOuTCsd B Tex Hebosbliux KonaumyectBax ATP
U KpeaTuHdocdaTta, KOTOpble €CTb B MBIIIIE. DTOro
3amaca xBataeT Ha 10-12 c. AHaspoOHOe pacilerieHue
[JIMKOTeHa gocTuraetT makcumyma uepes 40-50 ¢ He-
npepbeiBHOW paboThl Mbiilbl. Yepes 60-70 ¢ noMuHU-
pyIOT yXe adpoOHbIe TMpolecchl Oyaromapst yBeluye-
Huio TpaHcmopra O, B paGoraromyio wmbiy. [Ipu
aspooHoM (pochopunupoBanuu ATP obpasyercss B Mu-
TOXOHAPUSIX, KOTOpbIe B OOJIBIIOM KOJHUYECTBE OKPY-
KAIOT MBILIEYHOE BOJOKHO.

TPYIIHOE OKOYEHEHUE

IToce cMepTH MBIIILBI OCTAIOTCS HATIPSIKEHHBIMU.
DTO COCTOSIHME Ha3bIBAeTCSl TPYMHBIM OKOYCHEHUEM.
Ero monekynsipHasi ocHoBa TakoBa. [lomepeuHbie CBsI-
31 MexXay (GuiraMeHTaMu akTHHAa M MMO3MHA COXpa-
HSIIOTCSI U HE MOTYT pPa30opBaThbCsl BCJEACTBUE OTCYT-
ctBust ATP.

AxTuBHBI TpaHcmopT Ca’" B CP oxaswiBaeTcs
HEBO3MOXHBIM, TaK X€ KaK ¥ Tepexoil MUO3WHA U3
koH@opmauuun M B M*. Ilo atoii npuunne ADP u P,
yhnansitorcss auddysueil, HO B3aMMOAEUCTBUE COXpa-
HseTcsl. Ero MOXHO paspyliuTb, MPUJIOXUB BHELIHIO
CUJIy, HO HeJb3s TOTOM BOCCTaHOBMTb.



HepBHaa knervka: CTpyKTypa M (PYHKLUNA

HepBHasa knetka (HEMpPOH) SBASIETCA OCHOBHOWM YHKUMOHAUIBHON €OyHMLE HEPBHOM cuctembl. OHa cocTouT m3
Tena KIeTKW, OTPOCTKOB (HEBPUTOB-aKCOHOB M ASHOPUTOB) U KOHLEBbIX MIacTVHOK. OTPOCTKM MpeactaBnsior cobom
nonble TPyOKW, Yepes KOTOpble COAePXUMOe TedeT K nepudepnn. AKCOHbI NeprdeprHECKNX HEPBOB MOKPbITbI MUEN-
HOBOW M LUBAHHOBCKOW OOOM0YKaMW. AKCOHbl LEHTPasIbHOM HEPBHOW CUCTEMbl HE MOKPbITbl MUEIMHOM.

OcHoBHasi OYHKLMSI HEMpPOHA COCTOUT B PACMPOCTPAHEHUN U UHTEMMPOBAHNN KOOMPOBAHHOM VHMOpMaumn. dne-
MEHTapPHbLIM MPOSIBAIEHVEM 3TOMN aKTUBHOCTU CRYXUT BO30YyXaeHne. Bo3byxaeHmne sBnseTcs OCHOBHbIM r3nonorv-
YECKMM MPOLECCOM, KOTOPbIA HEMb35s BOCMPUHSATL B OLLYLLIEHWWN, TEM HE MEHEEe OH COMPOBOXAAETCS XVIMUHECKVMM,
BNEKTPUHECKVMU 1N TEMJIOBLIMUN  U3MEHEHUSIMW.

Bonblias yacTb YrNoMsiHYTbIX CBOWCTB OCYLLECTBASIETCS Onarogaps ocoboMy cocTaBy MeMOpaHbl HEPBHOU K/IETKU.
OObl4HbI OBOMHOW NMNMWOHBIA CIO 0Opa30oBaH B CBOEM BHELUHE 4acTu COUHIONMNUOAMK, KOTOpble, B OCOBEeHHO-
ctn cynbdatnapl, obnagatoT ocoboin CrocCOOHOCTHIO CO3a4aBaTh KOSbLEBOE OKPYXeHMEe (pyHKLMOHaTbHBLIX BekoBbIX
arperatoB (Hanpumvep, Na',K'-ATPasbl) u ob6nerdyate u3GMpaTesibHbIA TPaHCMOPT MOHOB 4epe3s MemMOpaHy.
B cnyyae HelpoHa paboTta aToro 6enka NpuBoaUT K CreayloLeMy pacnpeaeneHnio MOHOB Mexxay BHYTpu- (in) 1 BHe-
KIETO4HbIM  (Out) NpOCTpaHCTBaMM:

[K7, = 150MM [Na]l. = 15MM [CI-], = 9 MM
K., = 45MM [Na'l, = 140 MM [CI-],, = 100 MM

HepaBHomMepHoe pacnpeneneHme MOHOB Mo 06e CTOPOHbI MeMbpaHbl CrocobCTBYET 0Opa3oBaHMI0 MeMOpPaHHOro Mo-
TeHumana nokos (mpumvepHo 70 MB). MoHbl, npeobnagatolume BHyTpW, ocobeHHo K, umelor TeHpeHumio andpyH-
OMPOBaTb U3 HEMPOHA B OKPYXXAMOLLYIO cpeay, a KaTWOHbl HATPWS - MPOHMKATL BHYTPb HEPBHON KIIETKU MPU HEPBHOM
aktmeHocTn. Na',K'-ATPasa, nokanmsoBaHHas B MmembpaHe (M HasbiBaemasi obbidHO Na',K'-Hacocom), obecne-
yMBaeT akTvBHbLIM TpaHcrnopT K' B kneTky, a Na' - us knetkn. STOT MPOLECC COMPOBOXAAETCA 3aTpaToil aHeprun;
pacLueryieHs oaHom Mosekysibl ATP goctatodyHo ansi ogHoBpemeHHoro Tpadcriopta 2 noHoe K v 3 mnoHos Na'.
OHepria B Buae ATP HakarnnmBaeTtcsi raBHbIM 00pa3oM Mpy aspobHOM Pa3foXEHUM IOKO3bl, KOTopasa SBISETCS
NPaKTM4ECKN €OMHCTBEHHBbIM MCTOYHMKOM 3HEPIMM B KJIETKax LEHTPaUIbHOW HEPBHOW CUCTEMDI.

MuennHoBasi 060J104ka HEKOTOPbIX HEPBHBLIX BOJIOKOH 0Opa3oBaHa OOBMBAIOLLMIMU aKCOH LLIBAHHOBCKUMIW KJIETKAMU.
MuenuH saBnseTcs ocTatkoM MemMOpaH MepTBbIX KNETOK. 78% MuenrHa COCTaBnSaioT Amnvabl (MaBHbIM OBpa3om
dochonnuapl, uepedbpoanabl 1 xonectepuH) n 22% - 6enkn. Ha ocHoBaHMM anekTpodopeTUHecknx CBOMCTB 3T 6erl-
KM MOXHO pasfenunuTb Ha TPy Tuna: npoTeonvunuabl (MMKOMPOTEVHLI), OCHOBHbIE Oefniki U 6enkn C BbICOKOWM MOJSEKY-
JIIPHOM Macco (Tak HasbiBaeMble 6enkun Bonbdpamma). MexaHn3amMm mnx obpasoBaH/s M1 OCOOEHHO pa3pyLUeHUst foka
Heu3eecTeH. CocTaB MueMHa OBECMNEUYMBAET XOPOLLVE WN3ONVPYIOLLIME CBOMCTBA MEMOpPaHbI.

Bo36y>xaeHure nponcxoanT B pe3dynbTare HENPOOOHKUTENBHOIO YBEIMHEHMST MPOHMLAEMOCTU MEMOPaHbI HEPBHOMN
knetkm ana voHoBs K 1 Na', koTopble MnosnyyaloT BO3MOXHOCTb MEepeMeLLaTbcsl Mo rPaameHTy  KOHLEHTpaLmm
(K" - Hapyxxy, Na' - BHyTpb). OTOT MEepeHOC MPUBOOAUT K USMEHEHMIO TMOSISPHOCTM MemOpaHbl  (OenonspusaLymn),
T.€. U3MEHEHMIO MOTEHUMaNa Nnokos 1 06pa3oBaHMIO MOTeHu ana aencteusa BenmumHon +50 — (—70) = +120 mB.
MNpouecc penonspvisaumn, 3aHUMaIOLLMNA OOHY WM ABE MWUIMCEKYHObI, COMNPOBOXOAETCA reHepaumen Toka, Harnpa-
BJIEHHOIO N3HYTPU akcoHa K nepudepnn. B BONOKHaX, NOKPbITbIX MUEMHOM, OH OOpaLLaeTcsl U NPOUCXOOUT U3MEHe-
HVE MPOHMLIAEMOCTU, COMPOBOXAAEMOE 00pa30BaHEM NOTEHUMAaIa ASNCTBUS, B TOM 00NacTun, rae noTeHuan nokosi
nagaeT nog, ASNCTBUMEM 3TOro Toka no MeHbllen mepe Ha 20 MB. B BONOKHaxX, NOKPbLITbIX MUEMHOM, TOK obpaliaeT-
CA B TEX MecTax Ha MOBEPXHOCTU akCoHa, rae MuennHoBas 00osioyka npepbiBaeTcs (nepexsatbl PaHebe). Nocte-
MEHHbIE N3MEHEHMST MPOHNLIAEMOCTV MEMOpPaHbl ABJISIKOTCSl, CNefoBaTeNbHO, YCNIOBUEM rlepenadys BO30YXKOAEHUS.

DakTNHECKN HEPBHAA AEATENBHOCTL (OCOOEHHO BbICLLIASA) ABNSIETCS PE3Y/IbTaTOM NPOLECCOB, MPOUCXOOALLMX B CUHATrT-
cax. C MopdOnorm4eckor TOHKM 3peHust 9TO Te MEeCTa, rAe KOHTaKTUPYIOT ABE HEPBHbIe KIIETKU U rae NpOUCXOauT
nepenaya Bo30y>aeHNs1 OT OOHOWM KNeTkn K apyroin. CuHanc obpasoBaH MemMOpaHamMn ABYX KOHTaKTUPYIOLLMX Kile-
TOK. 3TN KNETKN, OOHAKO, HE HaxOOATCHA B MPSIMOM KOHTakTe, a pasdgeneHbl npoctpaHcTBOM (20-30 HM), Ha3bl-
BaEMbIM CUHAMTUHECKOW LLESbIO.

MNMepenaya BO30yXaeHMSI NPONCXOOMT Bnarogaps BELLLECTBAM OMNPEAEsEHHOrO XMMNHYECKOrO CTPOEHWS, Ha3bIBaEMbIM
meauaropamu (HemponepeHocHkamm). MexaHnam nepenadqn Bo30y>XAeHMS TakoB.
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1. HepBHoe B030yXIeHUE, paclpOCTpaHsSIONIeecs] BAOJb aKCOHA K KOHILEBBIM IIJITACTUHKAM, BbI3bIBA€T M3MEHEHUE
MPOHUIIAEMOCTU TIPECUHANTUYECKON MeMOpaHbl. 3HAYUTEbHOE KOJIWYECTBO MOJIEKYJ Meauaropa, KOTOpble N0 3TOTO
MOMEHTa XPAaHUJIUCh B CUHANTUYECKUX MYy3bIpbKaX KOHIEBBIX MJIACTUHOK HEpBa, BHICBOOOXIAIOTCS Yyepe3 3Ty MeM-
OpaHy B CUHAIITUYECKYIO IIE/Ib.

2. Monexkynabl Meauaropa AUDOYHAUPYIOT Yepe3 CUHAMNTUYECKYIO WIedb W, TOCTUTHYB MOCTCUHANTUYECKONH MeM-
OpaHbl, B3aMMOICHCTBYIOT C HaXOMSIIIUMUCI B HEll CHeIM(GUIECKUMHU OEJKOBBIMU DPELIETITOPAM.

3. BzauMogeiicTBue MpuBOAUT K M3MEHEHUI0O KOH(MOpPMAIIMU PELIeNTOPOB, KOTOPOe MepeaaeTcsl aieHUIaTIMKIIa3e
(pexe ryaHMIaTIMKIIA3¢e ), JOKAJIM30BaHHOM B IOCTCHHANITUYECKOM MeMOpaHe. DTOT hepMEHT CMHTE3UPYET HUKINICCKUIA
AMP, xoTopsiii BMecTe co crieliuduyecKuMy MpOTeMHKUHA3aMH1, TakKKe PacriojoXeHHbBIMU B 3TON MeMOpaHe, KaTtaiu-
3upyeT ochopupoBaHe OIpeneeHHBIX 0enKoB. B pesynbTaTe 3TM OeNKM CTAHOBATCSA 3apsDKEHHBIMU 0OJiee OTpH-
naTeabHo. Tak KaK OHM CJIyKaT KOMIIOHEHTAMM KaHaJoB Ul TpaHcropTa moHoB Na' u K', To B3aumogelicTBue
MeauaTopa C peLenTOpoM YBeIWYMBaeT TMPOHUIIAEMOCTb JUISI OOOMX KAaTUOHOB, 4YTO TIPUBOAUT K o0Opa3o-
BAaHUIO B IMOCTCHMHANTUYECKONW MeMOpaHe MOTeHLMaNa ACHCTBUS.

4. M30bITOK MeauaTopa B CMHAINTUYECKOW IIeM WHAKTUBUPYETCS B pe3ysbTaTe €ro pacileryieHusl (Harmpumep, r'v-
IPOIM3a alleTUIXOJMHA alleTHIIXOJIMHACTepa30ii) WIM XUMHUIECKOM MonuduKauu (HarpruMep, METHJIMPOBAHMS aape-
HajquHa Katexou-O-MeTunrpaHcdepasoit.

Kaxnprit T crHAaIIca UCIIOJIb3yeT TOIBKO OIMPEACICHHBINA TUIT MEAUAaTOpa: XOJIUHIPTUIEeCKNEe CUHATICH - alleTUIXO-
JIVH, aIpeHIPruyecKue - HopaapeHaauH, JAOMaMUHAPIrUYecKue - AOMaMUH, CEPOTOHUHAPIUYECKUE - CEpOTOHUH U T.1.
Hu onuH u3 cuHarncoB He MCMHOJBL3YET ABa TUIA MeauaTtopoB. Crelu@UIHOCTb OMpeeNsieTcsl He TOJIbKO TUIIOM Me-
nuaTopa, HO U XMMUYECKUM CTpOeHUHeM pellenTopa. M3ydeHre MpoOUCcXoXAeHUs U JieUeHNe TICUXUYECKUX U HEBPOJIOTHU -
YeCcKHUX 3a00JeBaHUIl 1 MEeXaHU3Ma ACHCTBUS OOJIEYTONSIONIMX BELIECTB ceiluac OCHOBAaHO Ha B3aMMOIEWCTBUU MCKYC-
CTBEHHO TIPUTOTOBJEHHBIX BEIIECTB (JI€KAPCTBEHHBIX IMPENaparoB) C MOJIEKYJIaMU DPELENTOPOB.

B cooTBeTcTBMM ¢ MX Ha3HAYEHUEM CHHAIICHI OEJISIT Ha 030yicdarouue (Tiepenalonnre Bo30OyXKIeHUEe) U mopmossujue
(He mepenarolre Bo3OyxIeHNe). MONEKYISIPHOIl OCHOBOI MX pa3inuus SIBIsIeTCS HEeOoAMHaKoBas KoHLeHTpauust K
B KJI€TKaX, KOTOpasi B MEPBOM cjiyyae CIIOCOOCTBYET, a BO BTOPOM IMpPEISITCTBYET Tepenadye Bo30yxkaeHus. KoHieH-
tpauusa K, Mo-BUAMMOMY, KOHTPOJIMPYETCSl OIpEAeNeHHbLIMU MeauatopaMu. D(OOEKTUBHBIM MEIUMaTOPOM TOPMO-
XKEHHUS SIBISICTCST Y-aMMHOMACIISTHAsE KUCJIOTa.

Boicwias nepenas OeamenvbHocms OCHOBAHA Ha CJIO0XKHOM B3aMMOIEHCTBUM mpuMepHo 10" HelipoHOB MO3ra, KOTOpoe
CBSI3aHO C cyllecTBoBaHUeM 10 10° B3aMMHBIX KOHTAKTOB. BaxKHBIM CIIEACTBMEM 3TOii AESTENbHOCTU fABJseTcs (op-
MHpOBaHME MaMSTH, B KOTOPOIl mMojiydeHHas WHQOpMaIs XpaHWUTCS M BpeMs OT BpPEMEHU IOITOJIHMTEJBHO o0pa-
OaThIBaeTcsl TMyTeM Jiormyeckux ormnepauuii. CorjacHO COBPEMEHHBIM TEOpHUsSIM, BO3HUKHOBEHME MaMSTU CBSI3aHO
C CHUHTE30M HOBBIX THIIOB OEJIKOB, KOTOPBICE XPaHSTCS B OINpeNeJCHHBIX KJIETKaX Ceporo BeIlecTBa MO3Ta.



HEWPOH

Heiipon cnyxut Mopdojoruyeckoir m ¢GyHKIMO-
HaJIbHOW eNMHUIICH HepBHOU TKaHU. OH COCTOMT U3 Te-
Ja I, OTPOCTKOB, Ha3bIBAEMBIX ACHApPUTAMU 2 M aKCO-
HaMM 3, M KOHLEBBIX IUIACTUHOK 4. JleHAPUTHI
repenamT BO30yXIeHUE K HEWpPOHY, a aKCOHBI-K Iie-
pudepun. OTPOCTKM TO CYTH Jejia MPEeACTaBISIOT CO-
0011 mojble TpyOKM, oOpa3oBaHHbIE MeMOpaHOW U Ha-
MOJTHEHHBIE IIUTOIIA3MOM, KOTOpas TeyeT BHYTPU
aKCOHa MO HAMpaBJICHUI0 K KOHIEBBIM TUIACTUHKAM.
Lutonna3sma yBiaekaeT ¢ coboil Oenku ((pepMeHTHI),
oOpa3oBaBiivecs B CTPYKTypax TPaHYJISIPHOTO 3HIO-
MIa3MaTUIeckoro peTukynayma (BemiectBo Huccns &)
U KaTaJIu3upyollue CUHTE3 MEIUAaTOPOB B KOHIIEBBIX
MjacTUHKax. MeauaTopsl 3amacaloTcsi B CHHaNTHye-
CcKUX TMy3bIpbkax 5. Bymyum okpyXeHHBIMU MeMOpa-
HOI, MEIMATOPBl OMOJIOTUYECKU UHEPTHBI. AKCOHBI He-
KOTOPBIX HEPOHOB 3alllMLIEHbI C MTOBEPXHOCTU MHUENIU-
HOBOIf 000JI09KOii 6, 00pa30BaHHOW IIBAHHOBCKUMM
KJIeTKaMi, OOBMBAIOIIMMU aKCOH. MecTa, B KOTOPBIX
OH HE TMOKPHIT MHUEINHOBOUW 00OJOYKOI, Ha3bIBAIOTCS
nepexeamamu Paneve 7.

MMUEJIMNH

MuennH npencTaBiseT co00i CIOXHYIO CMeCh JIU-
NMUI0B ¥ OENKOB, MOJY4YaloIIylocs B pe3yibTaTe He Co-
BCEM TMOHSTHOIO MpEeBpalleHUs IUTOIIa3MaTUYECKUX
MeMOpaH IIBaAaHHOBCKMX KJIeTOK. JIMIIMOBI COCTaBISIOT
78% wMuenmHa IO BeCy, M MX COCTaB IIPeICTaBIeH
B cienylolleir Tabauiie:

Junug KonnyectBo numnuza
B MUEJIHMHE, MKMOJb/MT

XoyecTepuH 0,775
Lepebpo3un 0,248
Jlenutun 0,116
Kedanun 0,156
IMnasmanoren 0,236
TpuauuIrInepuHbI —

Ddupbl XoJaecTepuHa —

benku MOXHO pasfeuTh Ha TPU TPYIIBI: MPOTEO-
JUIMUAB TJIUKOMpoTernHOBOM mpuponsl (I) ¢ momeky-
nsgpHoit maccoit 25000; ocHoBHBle Genku (II), Ha3bI-
BaeMble Takxke 3HUe(aTUTOreHHbBIMU OeTKaMu, ¢ MoJie-
KyasipHoit Maccoit 18000, u Tak Ha3bIBaeMbIii 0el0K
Bonbsdppamma (III) (mapa 6enkoB ¢ MOJEKYISIPHBIMU
Maccamu 54000 u 62000). WMx opueHTaumus B Tpo-
CTPaHCTBE MpUBEACHA Ha CXeMe.

KOHIOEHTPAIIMA MOHOB BO BHYTPHU-
1N BHEKJIIETOYHOM ITPOCTPAHCTBAX

Bbuosnornyeckue GyHKINU XKUBBIX 00BEKTOB 3aBUCIT
OT MPUCYTCTBUSI U KOHLEHTPALIMK UOHOB B OMOJOTHYE-
ckux kuakoctsx. CiemoBaTeNbHO, BaXHO, YTOOBI
W THUN, M KOHLEHTpalUMus HMOHOB COXPAaHSIUCh TO-
CTOSIHHBIMM BHYTPU JaHHOTO MPOCTPaHCTBA. DTO MO-
CTOSIHCTBO 06eclevynBaeTcsi 3a CYeT IUHAMUYECKOTO
paBHOBECHS] MEXY BBIXOAOM MOHOB HAapyXy M UX IO-
cTyrieHueM wu3BHe. HepaBHOMepHOe pacrpeneieHne
WOHOB TPMBOAMT K BO3HUKHOBEHUIO MeMOpaHHOTO
MoTeHIMana.
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PA3JINYNA B KOHUEHTPAIIUAX K', Na*
u CI' BO BHYTPU- 1 BHEKJIETOYHOM
ITPOCTPAHCTBAX KAK INPUYMHA
OBPA3OBAHUA ITOTEHIMAJIA ITOKOA

BCJ’[I/I‘{I/IHy HoTCHLOMala IOKO4 (DaBHOBCCHOTO To-
TeHI_[I/IaJ'[a) MOXHO paccyuTarb IO YpaBHECHHIO HCDH-
CTa

B KOTOPOM ¢, M C,, O003HA4YalOT KOHIEHTPALNU BO
BHYTPM- M BHEKJIETOYHOM MpocTpaHcTBax. [loTeH-
uvanel MOKOS U pasHBIX MOHOB, Hampumep K,
Na" u CI', paBue —90, +60 u —70 MB cootser-
CcTBeHHO. Pesynbrupyroias BeJWYMHA MEMOpPaHHOTO
MmoTeHIManta mokos (B MB), obpasymomerocss Mexmy
BHYTPUKJIETOYHOU JXMAKOCTHIO M BHEKJIETOUYHBIM IPO-
CTPAHCTBOM, TMOAUYMHSIETCS ypaBHeHHIO [oibamaHa

310 YpaBHEHUE CIIPAaBEIJIMBO IIPHU SKCIICPUMEHTAIBHO
MOATBEPKACHHOM YCJIOBUU, YTO OTHOCHUTECIIBHBLIC IIPO-
HUIACMOCTU  YIAOBJICTBOPAIOT CIACAYIOLMIEMY OTHOIIC-
HUIO!

PK': PNa' : PCI' = 1:0,04:0,45

PesynbTupylomas BeIudMHa MeMOpPaHHOTO TOTEHIIMA-
JTa Tokost paBHa —70 MB.

CXEMATNYECKOE M30BPAXKEHHNE
BEJIMYMHBI W HAIIPABJEHUA
AKTHUBHOI'O TPAHCIIOPTA
MOHOB HATPUA N KAJINSA

Jlnsi coxpaHeHUs1 PaBHOBECHOTO MEMOPAaHHOTO IO-
TEHLMana, a CJIeJOBaTeJIbHO, U HOPMAJIbHOTO COCTOSI-
HUS KJIETKU HEOOXOIMMO, YTOOBI Pa3HOCTh KOHILIEHTpa-
Wi KAaTMOHOB C BHENIHEe W BHYTPEHHEW CTOPOH
MeMOpaHbl OblTa MOCTOSTHHOU. [10CKOJIBKY BETUYMHBI
MeMOpaHHOTO MOTEHILIMala U PaBHOBECHOTO MOTEHIIMA-
Jla, COOTBETCTBYIOLIECTO pa3Hulle KoHuUeHTpaiuii CI
BHYTPM U CHapyXu KIETKH, TPUMEPHO OIMHAKOBBHI,
nonsl Cl° moryr 0e3 orpaHumdeHuii nudOyHIUPOBATH
M3 KJIETKM M B KJIETKY, MPUYEM WX KOHLEHTPALUS CO-
xpaHsieTcs. MoHBI Kanus, HampoTUB, OXOTHee TuphyH-
NUPYIOT W3 BHEKJIETOYHOTO TMPOCTPAHCTBA B KJIETKY,
T.e. MO TPAOUEHTY KOHLEHTPALMH.

Ina nonaepxaHusl MOTeHIMANa TOKOSI HEOOXOomu-
MO BO3BpamaTh B MEMOpaHHBIH OTCEK C OoJblieit
KOHIEHTpaluer MoHbl, AUG(YHANPOBaBIINE B OTCEK
C MeHblleil KoHleHTpauueil. [lepeHOCYMKOM CITyXHUT
Na',K'-ATPasa, HasbiBacMasd Takxke HATPUEBbIM
HacocoM. [lpouecc mepeHoca CONMPOBOXIAETCS MOTpPe-
OneHueM BSHepruu, mocrabisieMoir B Bume ATP.

M3-3a cyumecTBoBaHUSI MeMOPaHHOTO TOTEHLIMAla
IOKOSI HEOOXOIVMMO 3aTpaTUTh SHEPTUIO IS TIPeoio-
JIeHWsT Pa3HOCTM TOTeHIMajaoB, paBHoil 20 MB
[-90 mMB — (=70 mB)] s K u 130 mB
[+60 MB — (—70 MB)] mms Na'.



ITPOMCXOXIEHUE
MMOTEHIIMAJIA JENCTBUS,
[MIPOXOX/JIEHUE HEPBHBIX MMITYJIbCOB

Bo30yxaeHue HepBa BPEMEHHO BBI3bIBAET pPE3KOE
BO3pacTaHWe NPOBOAMMOCTA MeMOpaHbl HEPBHOIO BO-
nokHa a1 noHoB Na“ u K', mpuBonsuiee K BO3HMK-
HOBEHMIO TaK Ha3bIBAEMOTO HOMEHUUAara  Oeiicmeus.
WN3meHeHHe MPOHULIAEMOCTH MeMOpaHbl MPOUCXOAMUT
B pe3yJbTaTe M3MEHEHUS 3apsna u KoHdpopmauuu 0en-
KOBBIX MOJIEKYJ, 00pa3yloLuX OTAeJbHbIE KaHAbl JJis
tpanciopra Na' u  K'. WcxomHas oTpuuarteibHas
BeJMYMHA TOTeHLUMana nokos (—70 MB) meHsietcss Ha
nojioxureabHylo (ot +50 mo 170 mMB). Bto mpoucxo-
JUT MOTOMY, YTO U3OBITOK MOHOB Na' NpOHMKAeT ye-
pe3 MeMOpaHy CHapyXu BHYTPb KJIETKM, a H30BITOK
noHoB K' ¢ HeGOJbIIMM 3amO3JaHUEM [0 APYroMy
KaHaly MepexoguT B oOpaTHOM HampasieHuu. WM3me-
HEHUE OTHOLIEHMS] MX KOHLEHTpalUMil NPUBOAMUT K HU3-
MEHEHHUIO 3HakKa TMoTeHLMana. BenununmHa mnoTeHUMaTa
neiicTBUs paBHa anreOpamyeckoir cymMMe NOTeHLMana
MOKOSI ¥ TNOTEHIMana, o0pa30BaHHOIO JBUXEHUEM
nByx wuoHoB: +70 MB (wm 50 MB) — (—70 MB) =
= +140 MB (unu 120 mB).

[ToteHuman neicTBUs  COXpaHsieTCsl MPUMEPHO
10 Mc, u3 KOTOpBIX 1-2 MC MPUXOASTCS Ha COOTBET-
CTBYIOLIMI MUKOBbIN MOTEHLMAJ, [TOCIE YEro NPOUCX0-
JUT BOCCTAHOBJICHME WCXOJHOTO COCTOSIHUSI B PE3YJb-
TaTe akTMBHOro TpaHcropta Na' n K.

DJIeKTPUYECKUil TOK, F€HEPUPYEMblil MOTEHLMAIOM
NeicTBUSI, HalpaBJeH 4epe3 TeJo HeiipoHa K mepude-
PUIAHOMY Yy4acTKy, KOTODBbIf COXpaHSIeT WCXOIHYIO
MPOHUIAEMOCTb, Jajiee yepe3 MeMOpaHy M 0OpaTHO
BIOJIb €€ BHEIIHEH MoBepXHOCTU. Tak BbI3bIBAETCS U3-
MEHEHUE MPOHMLAEMOCTH COCEIHEro yyacTka M Mpouc-
XOAMUT Mepelaya UMIyJbca BAOJb HelipoHa. B pesynb-
TaTe BO30yXIEHME TMepenaeTcss K CHHAICY.

MOJIEKYJIIPHBIE OCHOBbI OBPA3OBAHUA
BO3BYKJAIOLHIEIO U TOPMO3HOI'O
INIOCTCUHAIITUYECKHUX ITOTEHIIUAJIOB

Bosbyxcoarowuic  nocmcunanmuueckuiic.  nomeuyuan
(BIICII) Bo3HHMKaeT, Korda oI AEHCTBHEM BHEIIHETO
BO30YXIeHUs WIM MeIuaTopa IPOMCXOAUT M3MEHEHHE
nponuunaemocty ana Na“ u K, npossnsiomeecss us-
MEHEeHHEeM IOTeHIIMaja IOKOs IO MEHbIed Mepe Ha
20 MB (1.e. or —70 MB 1o —50 MB). K menuaropam
BO30YXIEHMsI OTHOCSTCS alleTUJIXOJWH, HOpaJpeHaIUH
U CEPOTOHMH.

Topmo3snoii HOCMCUHANMUYECKULL nomenyuan
(TTICIT) Bo3HMKaeT, Korja MOA AeiicTBUEM MeauaTopa
TOPMOXEHMS, T.. Y-aMMHOMACJISIHOW KWCJIOTHI, MOHBI
K® HakanmiuBaloTcd BHYTPM HeilpoHa B pesyibTaTe
aKTUBHOTO TPaHCIOPTAa A0 TeX IOp, IoKa BeIMYMHA
MoTeHIMana nokoss He cHu3utcsa no —90 MmB. Eciwm
B Takylo KJIETKY BBECTH CTUMYJISTOP, KOTOPBIA TO-
cpenctBoM TpaHcrmopra Na' u K' u3MeHUT mnoTeH-
uan nokost Ha 20 MB (mo —70 MB), To ero BenMumHa
OymeT HemocTaToOuHa IJisg 0Opa3oBaHUs IOTeHILHMala
NENCTBUS, MTOCKOJIbKY OH TpeOyeT M3MeHEHMST KOHIIEH-
TpalMy HOHOB, SKBUBAJIEHTHOrO II0O MEHBIIEH Mepe
—50 MB. B 3TOM ciydyae KjeTKa WJIM €€ CUHANTHYe-
CKMII KOMILIEKC TepsieT CIIOCOOHOCTh IepenaBaTh BO3-
OyxneHHe, M Mbl MMEeM JeJ0 C TOPMO3HBIM CHHaIl-
coM.
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MEXAHU3M BJIWSHUSA
MEJMATOPOB HA CHHATICHI
LEHTPAJIBHOM HEPBHOW CHUCTEMBI (ITHC)

[Tono6HO TOMY Kak MeTaboJau3M pEeryjIupyercs
TOPMOHAaMM, MPOLIECCH B CHHATICAX PEryJIupyIOTCs CHU-
CTEMOI1 «BTOPUYHBIX MEepeaaTIMKOB». Yalle Bcero st
3TOU 11eM uctoib3yeTcss CAMP (XOTS MOXeT MCITOJb-
3oBatbcst U ¢cGMP, KoTopbiii cHHTE3UMpyeTCsT aHao-
ruyHbIM obpasoM u3 GTP mox meiicTBueM ryaHWIaT-
LIMKJIa3bl).

JleiicTBMe MenuaTtopa HampaBJIeHO Ha  peler-
TOpHBIH Oenok. [Tpu cBA3bIBaHUM MenuaTopa MpPOUCXO-
IUT W3MEHeHHe KOHMOpMaluu perenTopHoro Oenka,
KOTOpOe KOOTEepaTUBHO TepeaaeTcsl aleHUIaTUuKIa3e.
Ilpu mepexonme atoro ¢depmMeHTa U3 HEAKTMBHOW KOH-
(opManuu B aKTUBHYIO €r0 aKTUBHBIN IIEHTP OPUEHTH -
pyeTcs BHYTPb KIETKM M KaTalu3upyeT TaM TMpeBpa-
menue ATP B cAMP. Bmecte ¢ mNpoTeMHKHUHA30M
cAMP dochopunpyer membpanHbsie 6enku (C), Ko-
TOpbIe U 00ecIeYnBaIoOT NepeHoc KaTuoHoB. [Ipu ¢oc-
opunrpoBanun OenkoB BBoauTcs ocdarHas rpymmna
(P’), uTo WM3MeHsieT He TOJbKO WX 3apsij, HO U KOH-
dopmanuio (C—>C). B koH(pOpMaIIMOHHO H3MEHEH-
HOM COCTOSTHUM cyObenuHuibl C' MOTYT CIOHTaHHO
arperupoBaTh U OOPa30BBIBATH KaHAI, OOJErYarouIvii
TpaHCMOpT MOHOB. OOIENPUHSATO CYIIECTBOBAHUE
IBYX HE3aBUCHMMBIX KaHaJOB: KaHana ans Na' (6io-
KHMpYyeTcs TeTpoJdoKcuHoM) M KaHan mis K (61oku-
pyeTcsi MOHaMu TeTpasTwiamMmoHus). Kpome mpu-
POIHBIX MEAMATOPOB, PELENTOPHl MOTYT pearupoBaTh
C BellecTBaMM, TMPUTOTOBICHHBIMU CHUHTETUYECKHU.
B cooTBeTcTBUMM € WX MPUPOAOI 3TU CUHTETUYECKHUE
BelllecTBa WJIM UMUTUPYIOT (arOHUCTBI) WJIM WHTHOM-
pyioT (AaHTaroOHUCTHI) AEHCTBUE MEIUATOPOB MpPH B3au-
MOJECHCTBUU C PELENTOPOM.

BJIMAHUE HUKINYECKHUX HYKIEOTHUJIOB
HA IEHTPAJIBHYIO HEPBHYIO CUCTEMY

Kpome cAMP B Heitponax LHHC coxepxurcs
¢GMP, XxoTs1 ero KOHIIEHTpalus 3HAYUTEIBHO HUXKE.
ITocTeneHHO cTajlo SICHO, YTO B TOCTCHHANTHYECKOM
MeMOpaHe eCTb pPEelenTOpbl, KOTOpble CIelupuIecKu
yBeIUYUBAIOT ypoBeHb cGMP mpu B3ammomeiicTBUM
C COOTBETCTBYWOIIMM MeanatopoM. K HHMM oOTHoOCSTCS
H -peuentop rucramuHa, O-aipeH3PrUYECKUiA peLen-
TOp HOpaJpeHalvHa U pELeNnTop AaleTUIXOJIUHA MY-
CKapuHOBOTO TUIIA.

OOHapyXeHbl aHAJOTUYHBIC PEIEeNTOPbl, CTUMYJIHU-
pytoie obpaszoBaHue cAMP.

Honbl Ca’ urpaioT BaxHYIO pojib B I€iCTBUH LIH-
KJIMYEeCKUX HYKJIeoTHa0B. OHM MHTEHCUBHO BJIUSIOT Ha
BHYTPUKJIETOUHBIE MTPOLIECCHI, 3aBUCSIIME OT IMKINYE-
cKUX HyKiTeoTunoB. Ca’’ akTHBHUpyeT MpOTEMHKIHA3BI
M TOCPEICTBOM TakK HasbiBaeMoro Ca’ -3aBHCHMOTO
PEryJSITOPHOrO OejlKa aKTUBMPYET adeHUJIaTUUKIa3y
u docdonuacrepasdy, OorpaHUYMBAsI, TaKUM O0Opa3oM,
BpeMsI  CYIIECTBOBAaHUSI  BBICOKOW  KOHIICHTpAIUU
cAMP. Bnusuue nonos Ca’ Ha cMHTe3 IBYX LUKIU-
YeCKMX HYKJIEOTUAOB MPSMO MPOTUBOIOJIOXHO. Bbico-
Kas KoHueHTpauus Ca’® HeoGxoamma [1d CHHTE3a
cGMP, HO cuHTe3 cAMP mpu 3TOM MHTHOUMpYeETCS.



XOJUHDOPINYECKAA ITPOBOAMMOCTD

MenuaTopoM XOJUHIPrUYeckoil  MPOBOAUMOCTHU
cayxuT auetuiaxoiuH (AX). OH cuHTe3upyeTcsl B KOH-
LIeBbIX MJACTMHAX HepBa TOA JeiCTBUEM XOJMH-ale-
tunaTpacdepassl (1), KoTopast TpPaHCHOPTUPYETCS
B KOHIIeBBIE MJIACTUHKM SHIOTIa3MaTUYECKOTO PETUKY-
ayma. CHHTE3UpPOBAHHBINM  ALETUIXOJIMH XpaHUTCS
B CMHANTUYECKUX My3blpbKax. [1y3blpbKKU MMEIOT Aua-
MeTp oKkomo 50 HM M comepxar mpumepHo4 < 10*Mo-
JIeKy1 anetuiaxonrHa (koHueHtpauus 0,5 M). BricBo-
0OXIeHUe aleTUJIXONMHA U3 TMY3bIPbKOB TMPOUCXOAUT
NMOPUUSIMU B OTBET Ha BO3OYXAEHME, MepeaaBaeMoe OT
akcoHa. OMH MMIYJIbC BbI3bIBAET BblAENEHUE MPUOIH-
suteabHo 100-200 mopumii MemuaTopa. 3amaca are-
TuiaxosuHa xsaraet aist 2500-5000 umnynabcoB. [locie
ucyeprnaHusi eTo 3amaca MeMOpaHbl MY3bIPbKOB IO-
BTOPHO 3aMOJHSIOTCS BHOBb CUHTE3MPOBAHHBIMU MO-
nexynamu AX. XonuH, MojyJyaoIiuiicss Mpu paciierie-
HUM aUeTUJIXOJUHA, UCIOJIb3YETCs ISl €r0 MOBTOPHOTO
CUHTE3a, OMUCAHHOTO jaajee.

[Tocne ocBoGOXIEHUST B CHUHANTUYECKYIO ILENb,
alleTUJIXOJIMH TIepecekaeT ee mocpencTsoM audby3uu.
PeuenTtopHeie 6enku (R) HaxomsiTcsi B MPOTHBOMOJIOX-
HOIl MOCTCHHAaNTU4YeCKOW MeMOpaHe. benku-penentopsl
alleTUIXOJIMHA OBIBAIOT NBYX TUIIOB: MYCKapUHOBOTO
(MemJIeHHOT0) M HMKOTMHOBOro (6wicTporo). Kak mo-
Ka3blBalOT MX HAa3BaHUS, 3TH OEIKU aKTUBUPYIOTCS CO-
OTBETCTBEHHO MYCKapMHOM M HUKOTHHOM. WX posb
3aKJovaeTcss B Iepemaye MMITyJbca MOCTCUHANTHYE-
CKOil MeMOpaHe. OTOT TIpOLECC OKa3blBaeTcsl BO3-
MOXHBIM  Oyarogapsi yBEJMYEHUIO TMPOHULAEMOCTH
MmeMb6panel gas Na' um K'. B cayuae peuentopos
MYCKapMHOBOIO THIIa B Ipouecce ydactByer cGMP
[koTophelit cuHTe3upyeTcsi u3 GTP mom neiictBuem
ryanunaruukiaasbl (FLD)].

Hapsiny ¢ akTuBatopaMu peLENTOPHBIX OEIKOB M3-
BECTHBI M UX WHTUOUTOPBHI: AJSI PEUENTOPOB MYCKapu-
HOBOTO THUIIA 3TO aTPOTMH, a IJIsI PELENTOPOB HUKOTH -
HOBOIO THUIMA-CYKUMHWIXONUH, D-TybokypapuH (si1
UIl  HAKOHEYHMKOB CTpea) M a-OyHrapoTOKCHH
(3MeuHblit g1). Yuciao peuenTopoB B HEPBHO-MBbILIEY-
HOM CHMHarce ObIJIO OTMpenesieHO C TMOMOIIbI0 3MEUHO-
ro TOKCMHa W oKasamoch paBHbIM 13000 Ha KBa-
NpaTHBI MUKPOH. M30BITOK aleTHIXOMWHA B paiioHe
CUHAINTUYECKOI LIeau BbI3bIBaJ Obl MOCTOSIHHYIO Mepe-
Jnayy MMITYJIbCOB, HO TaK KaK 3TO HeXeJaTelbHO, ero
U30BITOK pasjaraeTcsl Moj NeiiCTBUEM crelududecKoi
TMAPOJa3bl, aleTWIXoJuHacTepadsl (2). Tmaponasa
pacuiernsierT alueTWIXOJMH A0 auerata M XOJHWHA, KO-
TOpbIe 3aT€M TPAHCIOPTUPYIOTCS OOPAaTHO B HEPBHBIC
OKOHYAHUS W WCIOJNB3YIOTCS IJII PECUHTE3a.

Kapb6amaTtel 1 MeTaHCy1b(®OHATHl 00JagalOT UHTHU-
OMpYyOIIUM AEHCTBMEM Ha aleTHIXOJIUH3cTepasy. Bol-
coKasi TOKCMYHOCTb OPraHMYeCKUX MPOU3BOAHBIX (oc-
dopa (Hampumep, nuusonponuadropdpocdara) oodbsc-
HsieTcsl 00pa30oBaHUEM MPOYHOI CBS3M C AllETUIIXOJIUH-
3cTepasoil M 6JI0KMpOBaHMEM (EPMEHTAaTUBHOIO TM[-
ponm3a M30BITKA AUETUIXOJUHA.

OnHo M3 HamboJjee SITOBUTHIX COCOUHEHUN, OOTy-
JIOTOKCUH, OJIOKUPYET BBIXOI ALETUIXOJMHA U3 TY3bI-
DPBKOB.
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AJPEHDPTNYECKAA IIEPEJAYA

MenuaTtopoM aapeHIPruuecKoil mepenaun sBAsSETCS
HopaapeHaluH. OH CHUHTE3UpYEeTCSI B HEPBHBIX KOH-
LEeBBIX IJIACTUHKAX B pe3yJbTaTe MHOTOCTaIMIHOTO
npouecca. ['mapokcunupoBaHue L-Tupo3uHa ¢ obpaszo-
BaHueM 3,4-muokcudenmnananuia (JJODA) karanusu-
pyeTcss TUpO3WH-3-TUIpokcuiason (/) B TIPUCYTCTBUU
terparuapontepuania U NADPH. J[lonopom OH-
rpynmbl  cnyxuT kuciopop. JO®PA pexapboxcuau-
pyercss JODA-mexapOokcuiazoii (2) B MPUCYTCTBUU
nupuaokcanbdocdara. HopagpeHanH obpasyercst U3
MOJIy4alonierocss TMPOMEXYTOYHOTO MpOoAyKTa B  pe-
3yJabTaTe elle OMHOW peaklMU NeKapOOKCUIMPOBAHUS,
KaTaJu3upyeMoil JTNOKCU(PEHUTITUIAMUH-3-TUIPOKCH -
na3zoit (3) B MPUCYTCTBUU acCKOPOWMHOBOUM KUCIOTH W
Ca’". CuHTe3upOBaHHbIE MOJEKY/Ibl HOpPAAPEHATHHA
XpaHsATCA B CHUHAaNTMYECKMX MY3bIpbKaX IUaMETPOM
200 iM. Ha wm300paXkeHUM, IMOJYYEHHOM C IOMOUIbIO
3JIEKTPOHHOTO MUKPOCKOINA, OHU TEMHee MY3bIpbKOB
C aUeTWJIXOJUHOM.

[MpoxoxaeHue uMIyabca BIOJb aKCOHA HAYMHAET-
csl ¢ ocBOOOXIeHMsST MeauaTopa. [locneaHMii BBIXOIUT
B CUHANTHUYECKYIO wLiedb, AM(IYyHIUPYET uepe3 Hee
U TIPUCOEAMHSIETCS K PELENTOpPY B MOCTCMHANTUYECKON
MeMmOpaHe. CyIlIecTBYIOT [Ba TUMA PELENTOPOB- O U
B. Tlepemaua WMMYIbCOB O-aPEHIPTMYECKUM peLeT-
TopoM cBsizana ¢ cGMP. Ero aronucrom sBisiercs
(peHmmaGpPUH, a aHTArOHWCTAMH - TMOEHAMUH U (DEHTO-
namuH (perutuH). [lepemaua wummynbcoB [-ampeH-
9prUYeCKUM pelenTopoM cBs3aHa ¢ cAMP. Ero
aroHUCTaMu SIBISIOTCS aIpeHAIMH W M30MPOTEPEHOI,
a aHTaroHWCTOM - IiporpaHoson. Hebonbioe Komu-
4YeCTBO HOpaapeHaauHa Iud@yHIUpPYeT U3 My3bIPbKOB
0e3 JOMOJHMUTENbHBIX BO3MEHCTBUUA. DTa Hexesa-
TeJbHas yTeuyka YCTpaHseTCsl TMOA JCUCTBUEM MOHO-
aMUHOKcHAa3bl, ¢epMeHTa, TpeOyromero NAD wmu
FAD, «xortopasg  mpeBpamaeTr HOpaIpeHaJIMH B
3,4-mnoKCUGbEHWITYKCYCHYI0 KUCIOTY. M30BITOK HOpam-
peHalMHa B CHHANTUYECKOW IIeIM WHAKTUBUPYETCS
KkaTtexos-O-MeTunTpaHcdepasoi, TpeOylomeit TUTST
CBOCii paboThl S-aleHO3MIMETUOHMH. Takum o6GpasoM
HOpaJIpeHaJluH TmpeBpamaercs B 3-O-MeTUIIHOpaape-
HaJIMH (HOpMEeTaH3(PUH), KOTOPBIN Aajiee OKUCISIETCS
B TEYeHM TON JAeCTBUEM MOHOAMUHOKCHUIA3bl [0
3-MeTOKCU-4-OKCUMUHIAIBHON  (BAaHWJIMIMIHIATBHON)
KHMCJIOTBl. DTa KHCJIOTA BBIBOAMUTCS C MOYOIA.

st MOJHOTBI KapTUHBI HEOOXOAMMO CKa3aTb, YTO
9TOT Xe KOHEYHBI MPOAYKT 06pasyeTcsi M3 ajpeHa-
uHa. [lon neiictBueM Katexosn-O-MeTunTpaHchepasbl
alpeHaIuH TmpeBpamaercss B 3-O-MeTunaapeHanIuH
(MeTaH3¢hpUH), a 3aTeM MOI NeWCTBUEM MOHOAMUHOK-
CcUa3bl B BaHWJIWJIMUHAAIBHYIO KHUCJIOTY.



HEKOTOPBIE JPYI'E MEJIUWATOPbI

Kpome 1BYX OCHOBHBIX MEAMATOPOB M3BECTHBI TaK-
Xe psn APYTuX: AOMaMHUH, CEPOTOHUH (5-OKCUTpUITA-
MMH), Y-aMUHOOYTUpPAT, TMCTAaMMH, TNIMLUUH, TJyTamar,
TaypuH u T. 1. Popmysibl, MEXaHU3M ACHCTBUSI U aHTa-
TOHUCTbl OCHOBHBIX M3 HUX IPUBEIEHbl B TaOiuLe.

W3yyeHne MexaHu3Ma OECTBUS HApPKOTMKOB OCHO-
BaHO Ha MPEANOJOXEHUH, YTO OHU SIBJISIOTCS COeUHE-
HUSMU, KOHKYPUPYIOLIMMU C TPUPOAHBIMU MeIuaTo-
paMu, KOTOpbl€, B3aUMOJEHCTBYs C ONMUATHBIM peLer-
TOPOM, OKa3blBalOT 00e300/1MBalollee OCUCTBUE. DTH
MpeanojaraéMble MeQuaTtopbl ObUIM Ha3BaHbl 3HKe-
danunamu. HenaBHO OHM OBbLIM AEHCTBUTENIBHO BblIE-
JIEHbl M CUHTe3upoBaHbl. MMM oKasanuch [Ba MeEHTa-
nenTuia CJIenyIolero CTPOeHUS:

H-Tyr-Gly-Gly-Phe-Leu-OH (neiiunHOBbBIN THM) W
H-Tyr-Gly-Gly-Phe-Met-OH (MeTHOHMHOBBIN THIT).

Tun Bsaumocsszb ¢
Menuarop pelientopa ATOHHCTH AHTAarOHKUCTHI
cAMP cGMP
Hodamun HNodamuHOBBI Ha Her AnomopduH XnopnpomMasuH M Tpemnapa-
Thl TIPOTUB IM30(MPEHNUN
CepoTOoHUH CepoTOHMHOBBIN Ha Her 5-Metokcu-N,N-ame- JICT,
TUATPUNTAMUH
['ucTamux H, Her Ia? 2-MeTtunrucraMuH udeHruapaMuH
H, Ha Her berazon LumernauH
DHKedaTuH OnuarHblii Ja ? MopduH Hanokcan
T'epoun
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CoeagnHuTenbHasa TKaHb

CoeomHnTenbHas TkaHb MMEET ME3EHXVMATbHOE MPOUCXOXAEHNE U COCTOUT U3 KIIETOK U MEXKIIETOYHOrO Mare-
pvana, 0Opa3oBaHHOrO MaBHLIM 06PaA30M GUOPWIIAPHLIMU GenkamMyi M OCHOBHBLIM  BELLIECTBOM.

OHa eCTb BO BCEX OpraHax W CRyXuT gnsg nx obpasoBaHVsi 1 VICMIPABIEHWST MOBPEXOECHUA. B HEKOTOpbIX TKaHsAX
€ee 3HayeHVie BeCbMa BEMKO He TOMIbKO B CTPYKTYPHOM, HO U DYHKUMOHASIbBHOM MiaHe. K 3TUM TKaHSM OTHOCHATCS Cy-
XOXKUNNSA, XPALLM, KOCTU, KOXa M CTEHKM KPYMHbIX KPOBEHOCHBLIX COCynoB. Bce oHn copepxat dmbpuiisapHbie 6enkn
M OCHOBHOE BELLECTBO, HO MX KAa4ECTBEHHOE U KONMMYECTBEHHOE COOTHOLLEHME MOXET MEHSATLbCS, YTO, MO-BUOMMOMY,
N OBBACHSET MPUHUMNUAIIBHOE pasnuume UX CBOWCTB.

Mpy OCTOPOXXHOM BbLIOENEHNN U OHUCTKE MOXHO MOJYHUTb OCHOBHbIE BbICOKOMONEKYASAPHbIE KOMMOHEHTbI CO-
e[VHUTENBHOM TKaHW. PrbpwinsapHble Genkmv NPeacTasrieHbl KOMIAareHoM 1 anactuHoM. KonnareH obpasyet HUTU
(pvbpUnNbl) PasIMYHON TOMWMHBLI. PacnonoxeHue Hutel onpenensieT ux QyHKUMO, KOTopasi COCTOUT [JlaBHbIM
obpa3oM B MpuaaHUM TKaHSAM MPOYHOCTM Ha pas3pbiB. KomnareHoBble HUTM 00Opas3oBaHbl CyObeaVHMLAMU, Ha3bl-
BaeMbIMV TPOMOKOS1IareHOM, KOTOPbIE PACMONOXEHbI PErynsipHbIM 00pa3oM 1 B3aMMHO OPUEHTUMPOBAHbLI Kak B MPO-
DONbHOM, Tak M MOMepeYHOM HarpaeneH. Monekyna TpornokosiiareHa COCTOUT M3 Tpex Lenein AByx BUOOB: o, U
a,, KOTOpble 06pa3yloT TpouHylo cripanb. Kaxkaasa uenbs obpasosaHa npumepHo 1000 octatkamy amMUHOKMCIIOT,
cpeay KOTOPbIX MPUCYTCTBYIOT OKCUMNPOSMH U OKCWIM3VH. M3BecTHa nepBudHasa CTpykTypa uenen. CyliecTByioT
YeTbIPe reHETUYECKN pasHble TUMa KosuareHa, pasnuyatowpyecs cesommm a-uensamm; Tmn | [(og)o0], Trn 1 (o 1),
TN (o), Tn IV (o, IV),. Tyin | oBHapyxeH B cyxoxunusx, Tvn | - B xpswe, Tmn lll xapakTepeH ais konna-
reHa B MaToOSIONMYeCKN WU3MEHEHHbIX TKaHAX U Tun IV HavaeH B GaldasibHbIX MeMOpaHax.

B ommume oT komnareHa anactiH  obpa3yeT CTPYKTYpPY C  XapakTepHOM 9nacTUYHOCTLIO. ITO  0Obsc-
HSIeTCA 0COOOM TPEXMEPHOM YNakOBKOW MOHOMEPOB 3nacTvHa (MpoarnacTyHa), KOTOpble B3aMHO COEOMHEHbI Morne-
PEYHBIMN  KOBUIEHTHBIMK CBS3AMU. OHM BO3HMKAIOT B pe3ynbTaTe KOoHOEeHCaumm OOKOBbIX uener avsvHa OBYX-
YeTbIPEX 3BEHbEB MPO3NiacTHa C 06pasoBaHMEM NONMVYHKLVMOHATBHBIX aMUHOKMUCIIOT OECMO3VHA 1 M30AECMO3MHa.
OTW CBA3M HACTOMbKO MPOHHBLI, YTO HE PaspyLlaloTCca NP KUCAOTHOM rmaponu3e. CunTtaeTcs, 4TO Ha MpOCTpaH-
CTBEHHYIO OpraHvM3aumio CyobeaViHWL, MPOo3iacTMHA B BOJIOKHE BAUSIIOT CTPYKTYPHbIE IMKOMPOTEVHbI.

OCHOBHOE BeLLLECTBO 06pa30BaHO COEAVHEHVISIMW, MOYHVBLLVMIMM Ha3BaHME KMCIbIX MyKoronvcaxapmoos. Hepas-
HVE NCCNenoBaHNS rMokasasiv, YTO B TKAHSX 3T COEAMHEHUS] He CYLLECTBYIOT B CBOOOAHOM BUAE, a MPUCOEOVHEHbI
KOBQJIEHTHO CBA3bI0 K Genkam. Mo 3Tol npuymMHe KX Ha3bIBAIOT MpoTeornvkaHaMmm. B BogHOM pacTtBope oHu obpa-
3YIOT reNi 1 B TKaHW 3arosfHAI0T NPOCTPaHCTBO Mexay knetkamu. OHM CviibHO rmapaTupoBaHbl U Coaep>XaT MHOro
Na'. HekoTopble nommmMepHbie MOJEKysbl yAasioCh BbOEUTb U OXapakTepusosartb. K HUM OTHOCATCS MastypOHO-
Basi KUCNOTa, XOHAPOUTUHCYNbMAT, renaputnHcybdar, agepmataHcynbdar 1 kepartaHcynbdar. OHn npeacTasnsaoT
COOOV JIMHEMHBIE MONMMEPHI, MOCTPOEHHbIE N3 Pa3HbIX ANCAXapuOHbIX €OMHUL, 0OpPa30BaHHbIX YPOHOBLIMK KUCOTa-
MU (MTIIOKYPOHOBOW, ranakTypoOHOBOM M maypoHosoi), N-auetunrekcosammHamu (N-auetmnrnioko3amvHoMm m N-aue-
TUIr/IaKTO3aMMHOM) 1 HENTPa/IbHBIMK caxapugamMun (rasiakto3or, MaHHO30M U KCWo30M). B HeKkoTopbIX crydyasax
MMOPOKCWIbHBIE MPYMMbl KaXA0ro aucaxapuaa arepuduumpoBaHbl CEpHON kucnoTtor. CBoboaHble KapOoKCUIIbHbIE
1 cynbdorpynnbl, HeCyLLUMe oTpUUATEeSbHBIN 3apsa, pacnpeaeneHsl 6onee M MeHee paBHOMEPHO MO BCEW MakpOMO-
nekyne v onpegensior 61oniormyeckme CBOMCTBA 3TUX COEOMHEHUN.

Eule ogHMM KOMMOHEHTOM COEOMHUTENBHOM TKaHW SIBASKOTCS [TIMKOMPOTEMHBI, KOTOpPblE MPEeACTaBAsiOT COoOoi
CNOXHble 6enky C PasyHbIM HUC/IOM KOBUTIEHTHO MPUCOEOMHEHHBIX ONMrocaxapuaHbixX uenen. 3T uenm ob6biMHO
cBsAsaHbl ¢ octatkamu Ser (Thr) wm Asn n copgepxat 10-20 ocTtaTtkoB MOHOCaxapuaoB (ranakrto3bl, MaHHO3bl, N-
aueTmnrnokosdamnHa, N-auetnnranakrodammHa), NocnefoBaTeNlbHOCTb KOTOPbIX 3aBUCUT OT TuMa rMKONpOTEnHA.
KoHueBoe nonoxeHve B onvrocaxapuae obbiMHO 3aHATO N-aueTunHepamMrHOBOW KUCTOTON, pexe - pyko3oi. Bro-
JIOrM4eckre CBOWCTBA MMKOMPOTEMHOB (DepMEHTATVBHbIE, FOPMOHATBHBIE M MMMYHHbIE aKTMBHOCTM) 3aBUCAT OT Xa-
pakTepa ux OenkoBOro M CaxapHOro KOMMOHEHTOB.

OCHOBHBIMU  HUSKOMOJEKYSISIPHBIMU - KOMMOHEHTaMN  COEAMHUTENBHOW TKaHW SBASAIOTCA BOAA W UOHbI HAaTPUS.
MNocnegHve HEMTPaNM3YIOT OTPULIATENbHBIM 3apsaa, KUCSbIX MyKOMomMcaxapmaos, a OCHOBHAs YacTb BOAbl B COEONHU-
TeNbHON TKaHu oOpasyeT rmapaTHyio 000JI04KY MOHOB.

In vivo nommmepHble KOMMOHEHTbI COEAMHUTENBHOW TKaHW He pasfeneHbl, a 06pa3yloT HEMPEPLIBHYIO CTPYKTYPY,
CTabWNbHOCTb KOTOPOI SBMSETCA CNEACTBMEM MEXMOSEKYSPHBLIX B3aIMOAEMCTBUIA OTAENbHbLIX MakpoMOorekysn. My-

162



KOTIOJIMCaXapuabl KOBAJICHTHO CBSI3aHBI C SIIPOM TJIMKOMPOTEUHOB, M B 3aBUCUMOCTH OT MX MPUPOIBI M HECYIIETro
TJIMKOTIPOTEMHA 00pa3yloTCsl pa3iuyHble MPOTeorIuKaHbl. CBA3b MEXAYy MyKoIoJaucaxapuaaMu M OeJKOM yalle Bce-
ro KOBaJIeHTHasl U OCYIIECTBIsIeTCs 4epe3 TpucaxapuiaHbiii ¢parmeHT Gal-Gal-Xyl-(Ser). bosiee BBICOKO OpraHmso-
BaHHBIE CTPYKTYpbl MOHOMEPHBIX IPOTEOITMKAHOB OPUEHTUPOBAHBI BIOJAL MOJEKYJT THAJTypPOHOBO KHCIOTHI.
B o6pa3oBaHMM 3TOro KOMILIEKCAa yJYacTBYIOT TaK Ha3bIBaeMble CBSI3BIBAIONIME TJTUKOMPOTEUHBI. B3anmMonmeicTBUst
MEXIy KOJUIareHOM W TIPOTEOTTIMKaHAMM HMMEIOT OObIYHO MOHHYI0 TIPUPOAY M MPUBOIAAT K 00pa3oBaHUIO KoJuiare-
HOBBIX (ubpui. CocTaB M KOJIMYECTBO IPOTEOINIMKAHOB SBISIOTCS (akTopamu, OIpEeAeSIoIMMU 00pa3oBaHUE,
dbopmy, HampaBieHHe W CBOMCTBA BOJIOKOH.

KocTp mpencraBisieT co0OM OCOOBIA TUI COSMUHUTEIBHOM TKaHM, TOCKOJBKY, KPOME OOBIYHBIX MaKpOMOJEKY-
JISPHBIX KOMITOHEHTOB (OpraHWYeCKUil KOCTHBI MAaTPUKC), OHAa COHEPKUT OOJIbIIIOE KOJIMYECTBO KOCTHOTO MaTepha-
na. Ilo XuMuYeckoil TpUpole 3TO amaTUTHl (TMAPOKCUIIATIATHT, KapOOHATAIAaTUT), KOTOPblE SIBJSIOTCS CIIOXHBIMU
CONSIMU C LIEHTpalnbHBIM MOoHOM Ca’’. AmaTWThl 00pas3yloT KpUCTaWIbl, KOTOPHIE TPUCOEIMHEHHl K MOBEPXHOCTU
KOJIJTAaTeHOBBIX BOJIOKOH KOCTM TaKMM 00pa3oM, UTO JJIMHHAs OChb KpHUCTalja OpPUEHTMPOBaHA MapaieIbHO JIMH-
HOI ocu KoymareHa. KpucTayutbl TMAPOKCHIIATIATUTA PACIIOIaraloTcsl TOJIBKO B HEKOTOPBIX IIEHTpax Ha TOBEPXHOCTU
KOJUTAareHOBBIX (hUOPWILT OMpPeaeSIeHHOTO THTIAa, YTO OOBSCHSIET BBICOKYIO CTEeleHb OpraHW3ali KOCTHOTO MaTepua-
Jla, KOTOpasi B CBOIO oOYepelb JIEXUT B OCHOBe (DYHKIIMOHUPOBAHUS KOCTEH.

Hnst MetabonM3Ma KOMIIOHEHTOB COCTUHUTENIBHOM TKAaHM XapaKTepeH psii 0coOeHHOCTeil. BruocnmHTe3 OCHOBHBIX
MaKpOMOJIEKYJT TPOUCXOIUT BHYTPU KIETOK COEAMHMTENbHONM TKaHU. TOJNBKO TMOCTe BBIXOAA 3TUX MaKpPOMOJEKYJ
B MEXKJIETOYHOE TPOCTPAHCTBO MEXIYy HUMHU BO3HUKAIOT B3aMMOIEMCTBMS (0OPa3yloTCsl MPOTEOTNIMKAHBI, a TaKXe
KOMIUIEKChI MeXIy KOJJIJaTeHOM U MPOTEOorJMKaHaMU W KOJUIareHOBble BoJIOKHA). Cpenu OTAETbHBIX KOMIIOHEHTOB
COCIMHUTENIbHOM TKaHU CKOPOCTh METabOJUYeCKOro 00opoTa MaKCHMMaJlbHa JJISi MYKOIOJMCAaXapumoB (HECKOJIBKO
THE WU Heleldb) U MUHUMaJbHA JUTS KoJljlareHa (HEeCKOJIbKO MecsIieB). DIIaCTUH 00pasyeTcsl TOJbKO BO BpeMsl pas-
BUTUs IUIoga. B 3penoM Bo3pacte OoH He TpaHchoOpMUpyeTcsl, a JuIlb pacrnanaercsa. OOpa3oBaHHME M OTJIOXEHHE
KOCTHOTO MaTepuajia CBSI3aHO C KPYroobopoTOM KOCTHOTO MaTpHUKca.
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COEJVMHUTEIDBbHAA TKAHb

CrienMaibHble KJIETKUA COCAMHWTEIbHON TKaHU, (Pu-
OpuutsipHBle O€lKU (KOoJUlareH, 3JIaCTUH) U OCHOBHOM
Marepuan (MyKoOIlOJucaxapuibl, IJIMKOIPOTEUHBI) 3a-
MONHSIOT MPOCTPAHCTBO MEXAY MapeHXMMaTO3HbBIMU
KJIETKAMU U KPOBEHOCHBIMM KaTUJUISIPAMU.

llosichenus k cxeme

1 - CoemuHuTeIbHASI TKaHb, 2 - MapeHXMMAaTO3HbIE
KJIETKHU; 3 - KamuJIsipbl ¥ 3JIEMEHThl KPOBH; 4 - Ty4HBIC
KJIeTKH; 5 - (puOpouutel U (HUOPOOIACTHI; 6 - BOJJOKHO
KOJIareHa; 7- BOJIOKHO 3J1acTHHA; & - OCHOBHOM Mare-
puan (MaTpukc).

CTPYKTYPA KOJIJIATEHA

McyepueHHOCTh cpe3a, BHUAMMAS METOAOM dJIeK-
TPOHHOM MUKPOCKOIIMHU, COOTBETCTBYET 0Opa30BaHUIO
Leneil M3 MOJIEKyl TpoIloKoJjulareHa miuHoi 280 HM,
KOTOpbIE OPUEHTUPOBAHBI MapajuleIbHO B  TPOIOJb-
HOM HampaBJe€HUU C TIOCTOSIHHBIM CIOBUIOM TPUMEPHO
Ha 1/4 nnvHbl (69 HM). MoJiekynbl TpOMOKOJJIareHa He
COTPHUKACAIOTCSI, TaK YTO MEXAYy HHUMHU OCTaeTcsl He-
Oonpmias 1eib. IlapannenbHble COCEIHUE MOJIEKYJIbI
clerka TepekpbiBalOT Apyr apyra. B uemom cy-
LIeCTBOBaHMe IIeIeil U MePEeKPbITUil MPUBOIUT K 00pa-
30BaHUIO TEMHBIX M CBETJIbIX Tosoc. Ecmu cumtath,
YTO JIMHA MOJIEKYJbl KOJlareHa OoJibliie €ro javame-
Tpa B 4,4 pasa, To mmMpuHa wieneil cocrasiusger 0,6 or
ero INWHBI, a mepekpwituii -0,4. TpoitHasg cnupaib
TPOIMOKOJIIareHa CTaOMIN3YeTCss BOAOPOIHBIMU CBSI3SI-
MU MEXIY OTHEJbHBIMU LEMsAMU. DTO OOBSICHSET BbI-
COKYIO TPOYHOCTb MOJIEKYJIbI Ha pa3phbIB.

OBPA3OBAHUE N CTPOEHUE
KOJUIATEHOBBIX ®UBPUJLI

Mostekyabl TpOTIOKOJITaTeHa, BBIAEICHHBIE B OKpPY-
KAIIyl0 Ccpely, arperupywor, ob6pasys Muxkpodu-
Opuuibl U GUOPUIIBL. MUKpOPUOPUILIB OOBIYHO CO-
CTOSIT W3 TIATH CHUPATM30BAaHHBIX BOJOKOH ([-5)
M BO3HUKAWOT B pe3yibTaTe JUHEHHOU U OOKOBOW
arperaliii MOJIEKYJ TPOMOKOJJIareHa, CMEIEHHBbIX Ha
YeTBEPTh WX [UIMHBI. DT MUKPOGDOUOPUIIIBI BMeECTe
C Pa3IMYHBIMU [JIMKOMPOTeUHAMU ((PUOPHMHOIIEKTUHOM,
0,-TJIMKONIPOTEMHOM,  NPOTEOrIMKaHaMU)  00OpasyloT
ubpuibl. MoJeKyabl TIUKOIIPOTEMHOB OOBIYHO Ha-
XOIATCSI Ha TOBEPXHOCTU (MOPWII W 3allMINAT MX
OT JEeUCTBUSI KOJUIAaT€Ha3bl.



CTPYKTYPA BJIACTUHA

To, 4TO TMCTOJOTM Ha3bIBAIOT JACTUYHBIMU BO-
JIOKHAMU U 3JIACTUYHBIMU MeMOpaHaMu, MpencTaBiseT
M0 CYUIECTBY MHOTOKOMIIOHEHTHYI0 cuctemy. OIHUM
U3 KOMIIOHEHTOB SIBJISIIOTCSI TOHKUE, TPSIMbIe U JIETKO
okpamuBaemMbie GuOpwLIEl TonmuHou 11-12 HM. Tlo
COCTaBYy 3TO [JIMKOMPOTEUHBI, KOTOPbIE, MTO-BUAMMOMY,
YYacTBYIOT NMPU 3MOPUOHAIBHOM pPa3BUTUU B 00pa3o-
BaHMM BOJIOKOH 3JIaCTMHA W BJIMSIOT Ha MX pa3Mep
U TIPOCTPAHCTBEHHYIO OpraHU3alMIo.

I'ubkocTh amacTMHaA CBSI3aHa CO CBOWCTBAMM €r0O
CcyObenMHULl (Ha3BaHHBIX TMOCJIE MX BBIACICHHUS Q-3Ja-
cTiuHOM). Ha 3/1eKTpOHHO-MUKPOCKOIMYECKOM M300pa-
KEHUM OHU TIPECTaBJISIOTCS TJ00yJaMu JUaMeTpOM
okojio 3 HM. Mx monexynsipHas macca 74000. M3Be-
CTeH aMUHOKHUCJIOTHBINM COCTaB Q-3J1aCTUHA, B KOTOPOM
npeobnanaot Gly, Ala, Val u Pro, cocraBisionme 1mo-
gyt 70%. Uwucrenn orcyrcrByer. M3-3a Mmainoro comep-
JKaHUSI KUCJBIX U OCHOBHBIX aMUHOKHCJIOT MOJIEKYJa
MOHOMEPHOTO 3JIaCTMHA MpPakTUYEeCKW HeIoJsipHa.
M3oaekTpuyeckas Touka CMellleHa B CJIa0OKHUCIYIO
00s1acTh, MOCKOJIbKY CYLIECTBYET HEKOTOpoe TMpeobJa-
aHue KUCHbIX rpynm. B BomHOI cpene uenu sjacTuHa
npuHuUMaloT GopMy r1100yn, TuaApodoOHbBIE Lenu
aMUHOKHUCJIOT,  00pa3ylollie  MHOXECTBO  TMIpO-
(oOHBIX CBsA3eil, CIpATaHbBI BHYTPU MOJIEKYJIbI, OKPY-
JXEHHOU Bomoil. B pesynbraTe cBOOOIHASI SHEPTUS CHU-
CTeMbl MHHMMaJbHa.

Hekotopble  cyObeAMHMLBI  37aCTMHA  CBSI3aHbI
B CETYaTyl0 CTPYKTYpPY C IOMOILbIO COEAMHEHUI, Ha-
3bIBAEMBIX JECMO3MHAMM (IECMO3MH M M30JAECMO3UH).
DT0 reTepolMKIMYeCKre BellecTBa, 00pa30BaHHbIE
MPU OKUCJIEHUU JM3MHOBBIX OCTATKOB MOHOMEPHOTO
ajacTMHa 10  O-Tojyaibieruaa aMUHOAIUIIMHOBOM
KUCIOTH (aJuiM3uH). B pesynprare ero LMKIM3aLUU
C yyacTMeM HECKOJbKUX HECTaOUJIbHBIX MPOMEXY-
TOYHBIX COGIMHEHWIl (HampuMmep, MepoIecMO3UHa)
00pa3yloTcs reTepOLMKINYECKUEe COSIMHEHHUs C XapaK-
TepHBIM MaKCHUMYMOM IOTJIOIIeHUST Tipu 275 HM. Mo-
JIEKYJbl JIECMO3UHOB COCTABJISAIOT OKoJo 1% amuHO-
KHUCJIOT U 00pa3yloT MpOYHbIE CBSI3M MEXIY MPOTOME-
pamu 3yacTMHa. 15 moagepxkaHusi THOKOCTU CTPYK-
TYpbl 3TU CBSI3M JOJIXKHBI OBITh Ha 3HAYUTEJIHLHOM
paccTosiHUM Jpyr OT Jpyra.

DnacTuyHble (BS3KOAJACTUYHBIE) CBOMCTBAa Hepa-
CTBOPUMOTO IMOJUMEPHOTO 3JaCTUHA (BOJOKHA MOTYT
pacTsSITMBaTbCsl B IBa U Oojiee pa3a U COXPAHSIOT BbI-
COKYIO MPOYHOCTh Ha Pa3pbiB Jaxe B MMOJHOCTBIO pac-
TSHYTOM COCTOSIHUM; COKpallleHUe TMPOUCXOIUT CaMo-
MPOU3BOJILHO, M TIOCJAe CHSITMSI HArpy3KM [UIMHA
BOJIOKOH BOCCTaHaBJIMBaeTCs OO IMEpPBOHAYaJbHOW Be-
JIMYUHBI) OOBSICHSIOTCS CTPYKTYPHBIM PAcMoIOXeHUeM
MoHoMepoB. [lpu pacTsikeHuM pa3pylalTcs TUAPO-
(oOHbIe B3aMMONEHCTBUSI M M3MEHSIETCS] pacrosioxe-
Hue MosieKya Boabl. Ilocne CHSITUS HArpy3ku camo-
MPOU3BOJBHO BOCCTAHABJIMBAETCSI MCXOIHOE COCTOSI-
Hue. [IpoyHOCTb HUTEH CBsI3aHa C KOBaJEHTHBIM
XapaKTepoM CBA3eil.

DnactuH obpasyercsi TOJbKO (udbpodiactamMu M-
opuoHa. Ha ¢opMmy M mpocTpaHCTBEHHOE pacIojioxe-
HME HUTE 3J1aCTUHA BIUSIOT CTPYKTYPHBIE IJIMKOMPO-
TeMHbl. MOHOMEpHbIE CyObEeAMHUIIbI 3JIACTUHA, TMOMaB-
mMe B MEXKJIETOYHOE TMPOCTPAHCTBO, B3aMMOAEH-
CTBYIOT C OINpeNeJIeHHbIMU Yy4acTKaMu TOBEPXHOCTU
n oOpasylor arperatbl. [letanu 9Toro mpouecca He-
M3BECTHHI.
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COCTAB N CTPYKTYPA
KHNCJIBIX MYKOIIOJMUCAXAPUIOB

Kucnble Mykonosnucaxapuabl XOPOIIO PacTBOPUMBI
B BOjie C 00Opa3oBaHMEM BSI3KUX PAacTBOpOB. BennuuHa
BSI3KOCTH CBsi3aHAa C (OPMON W pa3MepoM MOJIEKYII.
HaubGonpiieit BI3KOCTbIO 00JIagaloT PacTBOPHI TMaly-
POHOBOI KHUCJIOTBI, BBITSIHYTbIE MOJIEKYJbl KOTOpON
AMEIOT MOJIEKYJISIpHYI0 Maccy 1o 7« 10°. B pactBope
OHU CWJIBHO TMIPAaTUPOBAHBl U X TUAPOJUHAMUYECKUI
nuametrp B 1000 pa3 Gojbiile, 4eM B MOHOTUAPATUPO-
BaHHOI ¢opMe. DTO O3HAyaeT, YTO Oaxe IpU OYEHb
HM3KOM KoHueHTpauuu (B TkaHu 0,02-0,3%) ruanypo-
HOBasi KUCIOTa oOpasyeT rejieoOpa3Hble CTPYKTYPHI,
YTO W COOTBETCTBYET B psiie CiydaeB (PyHKIIMO-
HaJbHBIM TpeOoBaHUSIM (PHIONMMGA, CUHOBUAJIbHAS
XUAKOCTh). MoneKynsipHast Macca XOHAPOUTHUHCYIbbha-
ToB (XC-4 wm XC-6) 3HAYUTENbHO  MEHBIIE
(14+10-18+10), MO3TOMY BSI3KOCTb MX PACTBOPOB HUY-
TOXHa. B oTnmume oT rumasypoHOBOII KUCIOTHI OHUM HE
BCTpPEvaloTCsl B TKaHW B CBOOOAHOIW ¢opme, a JIUIIb
B BUIE IMMEPOB, PAa3IMYHOE YUCIO KOTOPBIX CBSI3aHO
¢ OEJTKOBBIM SIIPOM U 00pa3yeT mpoTteorinKaHbl. [Ipu
OoJbllell CTEMeHM arperauud BO3HUKAIOT CeTyaTble
MPOMEXYTOUHBIE CTPYKTYPhI, COCTABJISIIOIINE MOJIEKY-
JISIPHYI0O OCHOBY Pa3JMYHBIX COCAWHUTEIBHBIX TKaHEH
(0cobGeHHO Xpsilia).

[Tono6HYy10 xe HPyHKUUIO, TO-BUAUMOMY, BBITTOJTHSIOT
kepataHcynbdarel. OmHONW M3 NMPUHIUMHUATBHBIX OCO-
OCHHOCTE! 9THUX COCOUHEHWI SIBISIETCS WX CIIOCO0-
HOCTb TUJIOTHO 3allOJIHSITh BCE JOCTYITHOE IPOCTPaH-
CTBO, BBITECHSISI IpyTM€ MaKpPOMOJEKYJbI K nepudepu.
WX cobcTBEHHBIE CTPYKTYPHI JIETKO MPOITYCKAIOT BOAY U
HU3KOMOJIEKYJISIpHBIE BelllecTBa. biaromapst BeIcOKOMY
CO/Iep>KaHUI0 OTPULIATEIbHBIX 3aPSI1I0B OHU YAECPXKUBAIOT
MHOro noHoB Na'. TemapuH He ABIAETCA THIMUYHBIM
KOMITOHEHTOM COENUHUTENbHON TKaHu. OH BCTpeyaer-
Csl B TYUHBIX KJIETKax M CBSI3aH C O€JIKOM-HOCHUTEJIEM,
COCTABJISIIOIIMM OKOJIO 15% Bceit MOJeKyJIbI.



CTPYKTYPA MOHOMEPHOI'O
ITPOTEOIVIMKAHA

Monomep npoteornukaHa (M ~2,5¢+10° He Moxer
OBITh pa3fesieH Ha COCTaBHbIE YacTH (U3MYECKUMU Me-
tonamMu. Ero ruapoaMHaMuyecKuil 0OObEM JOBOJBHO
BbICOK (10 55 mi/r). Caxapa coctapisitor 93%, a Oe-
oK 7% wmounekynbl. Eciu MpeamnosaoXuTtb, 4TO MOJK-
MenTUuaHasg Lenb ogHa, To ee M 110000-140000. ITem-
TUAHAs Lelb pacrojioXeHa B LIEHTPe MOHOMepa
M Ha3bIBaeTCsi KOPOBBIM WM aKLENTHUPYIOIIUM Oefl-
koM. B Heit mpeobnamarot Ser, Gly, Glu u Ala. K aroit
MEeNTUIHOW LeNnu KOBAJIEHTHO uepe3 Tpucaxapui
(Ser)-Xyl-Gal-Gal-... TpucoemWHEHBI MOJEKYJIBl XOH-
JNIPOUTUHCYIb(ATOB.

MOJIEKYJIIPHAA OPTAHU3ALINA
ITPOTEOIJIMKAHOB B XPAINEBO TKAHU

MoHoMep MpoTeorivMKaHa MOXET 00pa30BhHIBATDH
numep mpu accouuanuu C-KOHIIEBBIX YYACTKOB aKIIe-
TOpHOTO Oesika. N-KOHIIEBbIe YYaCTKM aKLENTOPHBIX
0OEJIKOB JauMepa B3aMMOJCHCTBYIOT C MOJEKyJaMu
CBSI3bIBAIOILETO TJIMKOMPOTeMHA (B OTHOIIEHUU [0
10:1) u oOpasyioT arperatbl mepBoro pona. KoHlieH-
TpaLMsl 3TUX arperaroB MOXeT IOXOAWTh a0 2%, KOr-
Jla OHM 3aloJIHSAIOT BCe MOCTYIMHOE MpocTpaHcTBo. Ho
MOCKOJIbKY KOHUEHTpAIMsl KOMIUIEKCOB MPOTEOrIMKa-
HOB B XpSILIIe MOXET B HEKOTOPBIX CIy4asiX HOCTUTaTh
15% (B cpenHem 8%), Hajo OOMYCTUTh, YTO B ITUX yC-
JIOBHUSIX 00pasyloTcsl arperatbl 0ojiee BBICOKOTO TIO-
psiiKa, B KOTOPBIX TMMEPbl OMHOBPEMEHHO COEIUHEHBI
¢ ABYMs WM Oosiee MOJeKyJaMU CBS3bIBaloLIEro Oel-
ka. Lermn XoHApOUTHHCYNb(MATa OTAEIbHBIX MOHOME-
POB TIEpEIUIETAIOTCS W CO3[AI0T TJIOTHYIO TPOCTPaH-
CTBEHHYIO CETKY, 4YTO OOBSCHSET XOpPOIIO M3BECTHbIC
Ouosiornyeckre CBOMCTBA Xpsilia. DJIEKTPOHOMUKPO-
CKONMYECKUE WU300paXeHUsl TOATBEPXKIAIOT CeTYaToe
CTpOeHME, a TakXe TpearojiaraeMble pa3Mepbl MOHO-
MEPHBIX CYObeIMHUL], KOTOPbIE TAKOBBI: JJMHA aKIel-
TopHOoro Oenka 340 HM, JiMHAa OOKOBBIX IIeMeil XOH-
npouTuHcyibdata oxkojgo 530 HM. [lna  arperaToB
mepBoro mopsizka M paBHa (2-4)¢10°, a arperatoB BHI-
cuiero mopsiaka-mgo (10-50)«10°
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BJIVMSTHUE THATYPOHOBOI KHUCJIOTHI (TK)

HA OBPA3OBAHUE BbICOKOOPTAHM3OBAH-
HBIX CTPYKTYP

PactBopsr 'K Huskoit kouuentpauuu (0,01-1%)
00JIafIal0T 3aMevyaTeIbHbBIM CBOMCTBOM CUJIBHO BIUSTH
Ha TUAPOAMHAMMNYECKYIO (DOPMY MOJIEKYJI MPOTEOTI-
KaHOB, 0Opa30BaHHBIX XOHIAPOUTUHCYJbdaToM. Ha-
noonbmnii  3PdeKT (COMpOBOXIAIOIIUICT HAHOOIb-
1M YBeJIMYeHMEM BSI3KOCTH) HaOII0maeTcsl IpM OTHO-
meHun Macc mnporeormkana u K 150:1, 4ro
cooTBeTcTBYeT crexuomerpuu 10-30 mMosekyn mpoTeo-
riukaHa Ha mousekyny K. Bo B3aumopeiictBum yua-
CTBYIOT KapOOKCWJIbHBIE W Jpyrue (hyHKIIMOHATbHBIC
rpynnbel. OHo 3aBucut ot pH (orcyrctByer mpu pH
MeHbIlle 3 W HapactaeT npu yBeaudeHun pH mo 8)
U paspyinaercsl B KOHIEHTPUPOBAHHBIX pacTBopax Tya-
HUOUHXJopUaa. MoJeKyIsipHbie OCHOBBI B3aMMOICH-
CTBUSI 3aKJII0YalOTCs B OOpa3soBaHUM T'MaJIypOHOBOM
KUCJIOTOM IIEHTPAJbHON BBITSIHYTOUM 4acTH KOMILIEKca,
Ha KOTOPOi1 MePIeHANKYISIPHO MPOIOJIBHONM OCU C UH-
TEpBaJIOM, COOTBETCTBYOIIUM TpumMepHo 10 MoHoca-
XapUIHBIM 3BEHbSIM, PACIIONIOXEHBI MOJIEKYJIBI TTPOTEO0-
rikaHoB. Mojekynsl 'K cBsi3piBaloniero rimkomnpo-
TeMHa M KOPOBOro OejiKka yIep>XHUBAIOTCSI BMeECTe
CBSI3IMM MHOTHUX THIIOB: WOHHBIMH, BONOPOTHBIMU
1 S—S-MOCTUKOBBIMH.

BUOCHUHTE3 CAXAPUJOB-
HNPEAINECTBEHHMKOB ITPOTEOIIMKAHOB

WcxomHbIM BelecTBOM AJisi 00pa3oBaHUS IIPOTEO-
[JIMKaHOB CJIYXHUT IJII0Ko3a. VM3 Hee IBYMSI pa3iIvvHBbI-
MM TyTSIMA 00pa3yloTcsl IBa OCHOBHBIX KOMITOHEHTa
MPOTEOrIMKAHOB, @ UMEHHO YpPOHOBAasI KMCJIOTAa U aMU-
Hocaxap. OHHM pnanee pearupylorT Ha ypoBHe UDP-
MMPOM3BOIHBIX, KOTOPbIE OOBIYHO 00pa3yIoTCs MO ypaB-
HEHUIO

caxap-1-¢ocpar + UTP  UDP-caxap + PP,

UDP-unypoHoBass kuciora ob6pasyercs uz UDP-
[JIIOKYPOHOBOW B pe3yJbTaTe 3MUMepHU3alMu B TOJO-
xenun C-5.

IMpu nexkapooxkcumupoBannu UDP-TmoKypoHOBOit
KHUCJIOTHI HeoOpatumo obpasyetcst UDP-kcunoza. [last
CHMHTE3a BaXHO, YTOOBI Jaxe TEHTO3a ObLia B TMUpa-
HOo3HOU (opme. CuUHTe3 OOJBIIMHCTBA TPOMEXY-
TOYHBIX COCAWHEHUN TPOUCXOAMT B LMTOIUIa3Me hu-
6pobnactoB. Cynb(orpymnmsl BBOIATCSI B MOJEKYJIbI
MPOTEOrIMKAHOB cyibdoTpaHcdhepazaMu ¢ ydacTUEM
docdoanenosmnocynsdara (PAPS). [Ipeamonaraercs,
YTO B CHUHTE3¢ XOHIPOUTHHCYIh(hAaTa ydyacTBYIOT IBa
Takux HepMeHTa: OAMH M3 HUX KaTaJIu3UpyeT Mpucoe-
nuHeHue cyibdorpynmel K C-4, a gpyroit -k C-6 rek-
CO3aMMHOB.



BMOCHUHTE3 ITPOTEOIJIMKAHOB

[Ipoiiecc cuHTe3a MPOTEOTIMKAHOB Ha pubOcoMax
aKTUBHBIX (hUOPOOIACTOB HAYMHAETCS C 0O0pa3oBaHUS
MEeNnTUAHON YacTh (TaK Ha3bIBa€MOIo KOPOBOTro OeiKa).
[1I0KO3aMUHOIMKAH COCIMHSIETCST € OCTaTKOM  Ser
6enka uyepe3 Tpucaxapun -Xyl-Gal-Gal. Dror mpoiecc
MPOTEKaeT B HECKOJIbKO CTaqWii MOJ NeNCTBUEM KCUJIO-
3uATpaHcdepasbl M ABYX pPasIMUYHBIX TaJlaKTO3MJI-
TpaHcdepas, JOKaJIU30BaHHBIX B CTPYKTypaX TIpaHy-
JISPHOTO 3HJOMJIa3MaTUYECKOro peTUuKyayma. ToJbKo
3aTeM MPUCOEAMHSIETCS MepBasi MOJIeKyJa TIIOKYPOHO-
BOM KHCJIOTBHI TIOJ NEMICTBUEM TJIIOKYPOHO3MITpaHChe-
pasbl 1. JlanbHeinuii cuHTe3 ocyulecTiasieTcss N-ale-
TUIATAJAKTO3aMUHTpaHChepa3oil U TIOKYPOHO3UJI-
TpaHchepas3oii 2 U MPoJOIKAETCS 0 MPUCOCAMHEHUSI
30-50 mucaxapuaoHBIX 3BeHbeB. [locie oOpa3oBaHUs
uenu IUIMHOM oKoJio 90 3BeHbeB HAUYMHAIOT PaboTaTh
cyiabdoTpaHchepasbl. KOTOpble BBOASIT B MOJEKYIY
CybGOrpyIbl.

Ilporecc cekpeuuu TpU  y4acTUM  KOMIUIEKca
lonpaxu HayMHAETCs elle OO0 3aBeplIeHUsl CHHTe3a
MOJIEKYJIbl TIPOTEOT/IMKaHA, HO CBEleHUs] 00 3TOM J0-
BOJIbBHO CKYJHBI. O,[LHV[M N3 BO3MOXHBIX MEXaHU3MOB
SIBJISIETCSI TIEPEHOC 4Yepe3 CTPYKTYpy TJIaAKOTO 3SHIO-
MJ1a3MaTUYECKOTO PETUKYJIYyMa, COEIUHSIONIEI0 KOM-
rieke [ofbaXu ¢ Tula3MaTuyeckoir MeMOpaHoii. Jta
TOYKA 3peHUsI TOKa He TOATBEepXAeHa Ha YJIbTpa-
CTPYKTYPHOM YPOBHE.

Jlpyrasi BO3MOXHOCTb 3aKJII0YaeTCsl B KOHLEHTPU-
POBaHUU TIIMKOTIPOTENHOB B (hOpME CEKPETOPHBIX Ipa-
HYJI, KOTOpbIE 3aTeM CJIMBAIOTCS C LUTOIMJIa3MaTuye-
CKOl MeMOpaHOW M OTHAIOT COAEPKMMOE BO BHEKIIE-
TOYHOE TMPOCTPAHCTBO. ODTOT MEXaHU3M IIOATBEP-
KIAeTCs OONBIIUM KOJTMYECTBOM JAaHHBIX.

[MpoTeornukaH cCUHTE3UpPYETCS MEAJIEHHEE, YEM €ro
nenTuaHast 4acCtThb. Cl/lHTe3 00OBIYHOTO nentuga mnpouc-
XOJUT 3a HECKOJIbKO MUHYT, TOrga Kak CUHTE3 NPOTECO-
rivkKaHa (B 3aBUCMMOCTM OT pa3Mmepa IJI0KO3aMUHO-
TJIMKAHOBBIX IIeTIeil) MOXeT 3aHMMaThb HECKOJbKO 4Ya-
COB.
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BUOCHUHTE3 KOJIJJATEHA

CuHTe3 TpOmoKoJulareHa MpOMCXOOUT B ¢ubpobia-
CTax Ha TMOBEPXHOCTHM TIPaHyJ SHIOIUIa3MaTUYECKOTro
petukyayma. Kaxablii TN LeMM B KoJUlareHe CBsI3aH
C OmpeleNeHHBIM T€HOM, C KOTOPOTO TPaHCKpUOMpYeT-
ca MPHK. CuHTe3 menTuaHON ILiemM IpOTeKaeT Hajee
B COOTBETCTBMM C OOLIMM MEXaHM3MOM, HO HMEeT He-
KoTopble ocobeHHocTH. OTHeNbHBIE 1IeMU KOJTareHa
o0pa3yloTcs BHayajle B BUAE TPEIIIECTBEHHUKOB (Ha-
3bIBAEMbIX O,-IPOKOJIJIAICHOM WJIM IPOKOJIJIATEHOM, ).
Wx MonexkynsipHas Macca Bblllie, YEM y COOTBETCTBYIO-
mux 1eneid kosareHa (120000 mo cpaBHeHUIO CO
100000), BcmenactBue Oousblueil IJIMHBL Lenu N-KOHLe-
BOW 4YacTu MoJieKyJbl. [lo aMMHOKMCIOTHOMY COCTaBy
NpPEIIIECTBEHHUKN OTIMYAIOTCS HaJlW4YueM IMCTerHA
U TpeobsiafaHueM KUCIbIX aMUHOKHUCIOT. OcCTaTKu Lu-
cTemHa 00pa3yloT OUCYTbGUIHBIE MOCTUKU MEXAYy Iie-
MSMHU, YTO CUMUTAIOT OJHOW W3 TIPUYMH, BBI3BIBAIOLINX
MOCTENEHHOEe CKPYUYMBaHUE Leneil B TpeXCIUPalbHYIO
CTPYKTYpY.

[pexne yem 3TO MPOU3OUIET, HEKOTOPHIE OCTATKU
JIM3MHA W MPOJMHA TUAPOKCUIUPYIOTCS C 0b6pa3oBa-
HUEM OKCHJIM3MHA M OKCHUIPOJMHA. DTa peaklMs KaTa-
nu3upyetcs QGepMeHTaMy TPOKOJUIATEH : JIU3MHTUIPOK-
CUNA30 UM  MNPOKOJUIAreH:  MNPOJUHTUAPOKCUIAZOMA.
B o101 peakimu mpoucxoguT ¢ukcalusi arMochepHo-
ro xucjopoma mpu ydactuun Fe’', a-kerornyrapata
U acKOpOMHOBOW KWCIOThl. BbIOOp aMMHOKUCIOTHOTO
OCTaTKa MpU TUAPOKCWIMPOBAHUM OIpPEAENSIEeTCS Mpes-
IIECTBYIOIIE  TMOCJIeN0BaTeIbHOCTBIO - B Clyyae JiM-
3uHa 3710 Gly-X-Lys-Gly-His, tme X = Met, Phe wim
Ile.

[Mocne rUAPOKCUIMPOBAHUS TPOUCXOOUT TIUKO3U-
JIMPOBAaHKWE, B pe3yJbTaTe KOTOPOTO K OKCHUTpYIIam
O-IJIMKO3UAHOM CBSI3bIO TMPUCOCOUHSIOTCS TalaKTo3a
unu 20-B-rmokonupano3uia-0-f-D-rarakronupaHosa.
Peakuuio katanuszupytor UDP-ranakrosa : KojuiareHra-
naktosmnTpaHcdepaza u UDP-rmokos3a : KolaareHro-
Ko3wiTpaHcdepasza. Y ruapokcunnpoBanue, 1 rIOKO3U-
JMpPOBaHUE MPOUCXOOUT B CTPYKTypax arpaHyJsspHOro
9HIOIIa3MaTUYECKOrO PETUKYJIyMa, U MX MPOAYKTOM
SBJISIETCSl TIpokoJulareH. B mpoiiecce TpaHcmopTa yepe3
njaa3MaTUYeckylo MeMOpaHy BO BHEKJIETOYHOE TIpO-
CTPAaHCTBO (3K301[MTO3a) OH TPEBPAIIAETCs B TPOMOKOJI-
nareH. [lon meiicTBMeM MpOKOJUIareHMeNTUAA3bl, JoKa-
JIM30BaHHOW B MeMOpaHe, otuieruisieTcsi N-KOHLEBOU
MenTu, 1 oOpa3oBaBUIMICS TPOMOKOJJIATEH BBIXOIUT
13 KJIETKH M 00pasyeT MHUKpOGOMOPWIIB (CM. BBIIIE).
[Ipu crapeHUMM MeXIy OTHCIbHBIMM MOJIEKYJIaMHU TpO-
nokoJijareHa o6pasyloTcsi CUIMBKUA. DTOT Mpolecc Ka-
TaIU3MPYyeTCsl JIM3MHOKCHMIA30M, KOTOpas OKMCJISIeT
e-NH,-rpynny nu3uHa B aiapleruaHylo ¢ oOpas3osa-
HueMm awmu3uHa. [locnenHuii oOpasyeT OCHOBaHUE
ludda c pacnonoxenHoit psaom NH,-rpynmoit, B pe-
3yJlbTaTe 4Yero OTAENbHbIE WEMM COEAMHSIOTCS TIPO-
YHBIMU KOBAJIEHTHBIMU CBSI3SIMU.

Bonee ToscTeie HUTH 0OpasyloTcs MpPU B3aUMOAEH-
CTBMM KOJIJJATEHOBHIX (GUOPMILT € MPOTEOTIMKaHAMMU
pa3HoOro Turna.



OEPMEHTATUBHOE PACHIEIUVIEHUE
BBICOKOMOJIEKVJIAPHBIX KOMIIOHEHTOB
COEIVUHUTEIBHOM TKAHU

Jerpagaiusi MakpoMOJeKyJ MpeacTaBiseTcs Me-
Hee CJIOXHBIM TIPOLIECCOM TpU ero (hopMabHOM OITH-
canuu. Jlnsg ee TpOTEKaHUs HET HEOOXOAMMOCTHU
B 00pa30BaHUU CIIOXHBIX CTPYKTYP C TOYHO OPUEHTH-
POBaHHBIM B MPOCTPAHCTBE Kataju3atopoM. Kak
U Ipyrue TUIIbl Jerpagalvu, 3TOT IMPOLecC He Tpedyer
SHEPruy - HAaNIPOTUB, 2HEPrusi Bblaeasercs. B ocHoBe
MeXaHM3Ma JIEXUT T[OCTETIEHHOE T'UIPOJIMTUIECKOE
pacllernyieHue TIMKO3UIHBIX CBSI3e MEXIYy OTAeIbHbI-
MU CTPYKTYPHBIMHU 3JIeMEHTaMU. B  COOTBeTCTBUU
C TIpUPONOW pa3pbiBaeMbIX CBsI3edl  y4acCTBYIOLIME
B 3TOM (epMEHTBl MOJIKHBI 00JaJaTh BBICOKOU CyO-
CTpaTHOU crielnMUIHOCThIO. Tak, Kcuio3umasa u MaH-
HO3MIa3a abCOMIOTHO crelubuUHbl K OINpeAeseHHON
KOHbUTrypauuu (Io3TOMy TOUYHEe MX Ha3bIBalOT (-KCH-
JI03UIa30M Mo-MaHHO3UIa30ii). DepMeHTHI Kilacca TH-
Npojia3 HaXomsTCs B JIM30COMax, W OOJBUIMHCTBO W3
HUX UMeeT ONTUMYM JeHCTBUsS B KuCI0il obimactu pH.
Bo Bpems katabonuzMa OHM JEHCTBYIOT 4pe3BbIYAHO
COIJIaCOBAaHHO, BCJIEACTBUM YETO OTAEIbHBIE caxapa ca-
XapUIHOM 4aCTH MOJIEKYJ IJIMKOMPOTeWHA OTLIETUISIOT-
csl OMH 3a IPYTMM B TOH Xe MOCJEN0BATENbHOCTH, B
KOTOpPOW OHM COENMHSUIMCh TpU cuHTe3e. Ha cxeme
paciieryieHusl TUIIOTETUYECKOTO MpOoTeoTanKaHa (Tiu-
KOTIPOTeMHA) yKa3aHbl MeCTa NeMCTBUSI OTAEIbHBIX (ep-
MEHTOB. [ -HeWpamMuMHMOasza, 2 - 3-D-ramakro3umasa,
3 - N-anerui-f3-D-rmoko3amMmuannasa, 4 - o-D-mMaHHO3M-
nasa, 5-4'-L-acnapTuiniioKo3aMUH-aMUA0TUIpoSiasa,
6- N-auerun-o-D-ranakrozamunuaasa, 7- B-D-kcuno-
3unasza, §- B-D-rmmkosumasa, 9- a-L-dykosumasa, 10-
a-D-ramakro3unaza, /1 -xarencunel A, B, C, D,
12 -xonnareHasza, 13 -apunamunasza, 14 -xapOokcu-
nentuaasa (pepmeHTsl [1-14 pacroloXeHBl B JIM30CO-
Max). OTcyTcTBHME KaKOro-imbo u3 (GepMEHTOB MOXET
MPUBOAUTH K BOZHUKHOBEHHUIO HACJIENCTBEHHBIX NeheK-
TOB MeTabomu3ma. [Ipy 3TOM B TKaHM HaKaruIMBaeTCs
Hepa3pylIeHHbI TMPOTEONIMKAH, a C MOYOW Bbljie-
JISTIOTCSI  3HAYMTENIbHBIE KOJMUYECTBA METa0OIUTOB.
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KOCTHBINT MATEPUAJ

[To cocraBy M CTPYKType Marepuajl KOCTH Haro-
muHaeT ruapokcunanatut Ca,(PO,)(OH),. B wactu
KPUCTAJJIOB B TUIPOKCUJIbHBIE TPYIIBl 3aMelIeHbI
Ha KapOoHaTHbIe (KapOoHAaramaTuT), a B JEHTHMHE Ha
¢drop (¢propamarur).

Kpucramnbl ruapoKcuiIanaTuTa B KOCTH CBSI3aHbI
C TIOBEPXHOCTBIO KOJITAaT€HOBBIX HUTEH, HO TOJBKO
B OMNpeIeNeHHbIX LeHTpaX. In vivo TUAPOKCUIANATUT
CUHTE3UpyeTcs B nBe craauu. Ha mepBoil oOpasyeTcs
aMopdHBI ocamok docdara KaabLMsA, a Ha BTOPOM
NPOMCXOAUT KpucTaaiusauusa. 3ameumenne Ca’’ Ha
Jpyrue MOHBI U3 OKpyxamoouleil cpeasl (Sr’°, Ba’,
Ra’™, Y) o06blYHO MpOTEKAaeT Ha MEpBOil CTAamMMU.
Mocne xpucranausauuyu samemenue Ca’” B KpucTani-
JINYECKOW pellleTKe MPaKTUYeCKU He TPOMCXOIUT.

YCI0OBUA MHUHEPAJIIN3AIINN

@ochar KanblUs OcCaxmIaeTcs M3 pacTBopa B Hepa-
CTBOpUMOM (opMe, KaK TOJBKO TIPEBBIIIACTCS MpPO-
u3Benenue pacteopumoctu (I1P), paBHoe 2,7:10"7 M’
(npu voHHoW cune 0,16).

OcaxaeHue He MPOUCXOOUT B CBHIBOPOTKE KpPOBHU
(konnentpanus Ca’" 1,46+0,05 MxM, ¢ocdara
2,33+0,05 MM, a IIP Bcero 225:100 M’ u
B xpsme ([P = 177-10" M’). O6pa3oBaHuIO Hepa-
cTBOpUMOIi (hopMbl hocdara GIATONPUATCTBYET BBICO-
Kas KoHueHTpanuss Ca’ . DU3NONOTMYECKU 3TO, IIO-
BUIMMOMY, JOCTHTaeTCs OBICTPBIM BBICBOOOXIEHUEM
Ca” 13 MaTpuKca OKOCTeHeBAIoOlLlei TKAHM, KOTOpbIit
MOXeT cBsg3aTh Kamblusg B 100 pa3 Gojiblie, yeM CO-
NePXUTCSI B CbIBOPOTKE KpOBU. K KasblLinii-CBSA3bIBAIO-
oM OeikaM TMPUHAAJIEXKUT TPOTEOTIMKAHBI, CHAJI0-
IMKOTPOTEMHBI M OCTEOKaJbLIMH,  COOepXKalIMii
B cBoeil Mouekyiae (mon. Macca 6500) yeThipe ocTaTKa
Y-KapOOKCUTITyTAMUHOBOM KUCTOTHL. y-Kapbokcuriry-
TaMHMHOBasi KHCJIOTa obpasyercss KapOOKCHIMpPOBa-
HHMEM TJIyTAMUHOBOMW KUCJIOTHI B MPUCYTCTBUM BUTAMM-
Ha K. Tlpu mnaronornu MHHepaau3alusi MOXET
MPOUCXOAUTh B JII0OOOW TKAaHW TPU TOBBIILIEHUU B HEl
KOHIIEHTPAIINK MOHOB KaJbIUS.



Boxa U MOHBI

XVI1I1

Bona B kauecTBe pacTBOpUTEJSI OPraHUYECKUX U MUHEPAIbHBIX BEILECTB SBJSETCS IVIABHBIM KOMIIOHEHTOM 4YeJlo-
BeUyecKoro Tejia u cocTaBisieT 60% 1o macce B 3pesioMm U 67-70% B paHHEM BO3pacTe.

BaxHast pojib BoIbl B OMOJOIMYECKMX CUCTeMaxX OOYCIOBJEHA CIOCOOHOCTBIO €€ MOJIEKYJ OOpa30BbIBaTh MHOXKE-
CTBEHHbIE BOJOPONIHbIE CBs3U. OHU U OOBSICHSIIOT 0coOble (DU3MUYECKUEe U XUMUYECKHNE CBOMCTBA BOJbI (TOUKU KUTIEHUS
U 3aMep3aHusi, BBICOKAS OUBJIEKTPUYECKasl MPOHUIIAEMOCThb, BbICOKAs KpUTHYECKas TeMreparypa, YHUBEPCAJIbHOCTb
KaK pacTBOPUTENS, CIIOCOOHOCTh 06pa3zoBbiBath H' m OH M y4acTBOBaThb B KayecTBE CTPYKTYPHOTO 3JIEMEHTA
MaKpOMOJIEKYJT).

B xuBBIX cucTeMax BoJa CIy>XXKUT OCHOBHBIM KOMITOHEHTOM BHYTPEHHEH cpelbl, TIPUHUMAET yyacTue B Ipolieccax
TpaHCIOPTa U 00pa30BaHUSI CTPYKTYP M BBITIOJHSIET DYHKUIMIO U30JITOpA.

JIub HeGosbIlIasg YacTh BOABI, UMEIOLIEHCS B Tejle, HAXOAUTCS B UCTUHHO MOOWJIBHOM COCTOSIHUM, XapaKTepHOM
IUIST HeXXUBO# Tpupoabl. OCHOBHASI YacTh BOJBI SIBJISIETCSI KOMITOHEHTOM CTPYKTYp, NTPUYEM HE TOJbKO KJIETOYHBIX, HO
M BHekJIeTOuHbIX. OnHAa M3 OCHOBHBIX POJIEH Cpeay HUX MPUHAMJIEKUT COCAMHUTENbHBIM TKAHSIM, OCOOCHHO WX TJIv-
KOTIPOTEMHOBOMY KOMITIOHEHTY (ITPOTEOTIMKAaHAM, KUCJIBIM MyKormojucaxapunam). OHU TIPeaCTaBIsSIIOT CO0OW Makpo-
MOJICKYJISIPHBIE TIOJIMMOHBI, 00pa3yoIlre CeTyaTylo CTPYKTypy. OTpMuaTelbHbIC 3apsiibl 3TUX MaKpOMOJIEKYJ Heli-
Tpanu30BaHbl MOHAMU Na' ¥ OKpYXEHbI TMAPATHOU o6GoyouKkoil. B pesynbTaTe BceX B3aMMOAECTBUMIT 06pa3yloTcs
rejeo0pasHble WIM CUJIBHO TMAPATUPOBAHHbBIE CTPYKTYPhlI, B KOTOPBIX BOJA U MOHBI OBICTPO OOMEHMBAIOTCS M yCTa-
HAaBJIMBAETCSl CTAlLIMOHAPHOE COCTOSIHME, XapaKTepHOoe IJis XUBBIX cucTeM. [TomoOHBIM 00pa3oM BoJa CBsi3aHA U
B CTPYKTYpe KJIETOK.

Ilpu pacuerax moJsiaraioT, YTO BOJAA paclipelesieHa B OpraHU3Me MEXIy IBYMSI MPOCTPaHCTBaMU, Ha3blBAeMbIMU
BHYTPUKJIETOUHBIM W BHEKJIETOUYHBIM. BHEKJIETOUHOE MpPOCTPAHCTBO BKJIIOYAET TaKXe IJ1a3My KPOBU M HMHTEPCTH-
LIMATBHYIO XUAKOCTb, KOTOpPasi IEIUTCS Ha TMOIABMXHYIO (CBOOOMHYIO) M CBSI3aHHYIO CO CTPYKTYPOUW COEAMHUTENbHOM
TKaHWU.

OO11iee comepxxaHue BOAbI B TeJe B3pOCJOro uejioBeka maccoil 70 Kr coctaBiisieT 42 Ji, U3 KOTOPbIX Ha BHYTPU-
KJIETOYHOE MpocTpaHcTBO mpuxoautcs 28,0 1 (40%), a Ha BHekseTouHoe 14,0 1 (20%; w3 Hux 3,5 n, T.e. 5%, npen-
CTaBJISIET BKJIAM TLJIa3Mbl).

OtnenbHbIE TTPOCTPAHCTBA pasesieHbl MeMOpaHaMH, CBOMCTBA KOTOPBIX OMpPEAC/ISIOT TPAHCIOPT BOJAbI U PACTBO-
PEHHBIX B HEil BEIIECTB U SIBJISIIOTCS TPUUYMHON HEPABHOMEPHOTO pacrpeeieHUs paCTBOPEHHBIX BEILECTB, T. €. 00pa-
30BaHUs rpanueHTa KoHueHTpauuu. CocTtaB guympeHHeil cpedsi (MHTEPCTULIMAIBHOTO TPOCTPAHCTBA M TIIa3Mbl KpO-
BU) TIOJCPKMBAETCS Ha TMOCTOSIHHOM YPOBHE C IMOMOIIBIO Psijia TMHAMUYECKHUX KOMIIEHCALIMOHHBIX TpoiieccoB. [lo
COCTaBy DBJIEKTPOJIMTOB OHA CUJIBHO OTJIMYAETCS OT BHYTPUKIETOYHOU XUAKOCTU. OCHOBHBIM KaTMOHOM BHYTpHU
xiaetku spigercs K' (okomo 160 MM). 3arem cieayior umoHel Mg’' (okono 13 MM) u Na® (okoao 10 MM).
AHUWOHBI BHYTPUKJIETOYHOM XMIKOCTU TIpencTaBieHbl 6enkamMu (20% ot mMacchl KJIETKH, T. €. okKojio 8 MM), docdara-
mu (50 MM), cynedarom (10 MM) 1 Gukap6oHatoMm (okono 11 MM).

OCHOBHBIM KAaTMOHOM BHEKJIETOUHOU XuakocTu sipngercs Na' (142 MM B muasme u 144 MM B MHTEpCTULM-
anpHOi xunkoctu). Konuenrpauua K* - 4 MM, Ca’" - 2,5 MM B masmMe u 1 MM B UHTepCTULIMAIBHON! XUAKOCTH,
Mg** — 1,5 MM, Ho MoxeT ObITh 1 1 MM. OcHoBHoIt annon - CI' (103 MM B masme u 114 MM B MHTEpCTULIMATb-
Hoil xunkoctv). Eme MeHblasg koHueHTpauus npuxogutcd Ha gomo HCO, (27 MM) u docdaros.

Yto kacaercs comepxKaHWsl BOIbl U MOHOB, TO MEXIY IJa3MON M OCTaJbHOW BHEKJIETOUYHOW XUIKOCTHIO OBICTPO
yCTaHaBJIMBaeTCsl paBHoBecue. [Ipy 3TOM, KOHEYHO, COOJIIOIAeTCsl YCIOBUE 2JIEKTPOHEHTPATIbHOCTU pacTBopa, T. €. pa-
BEHCTBO KOJIMYECTBA IMOJIOXUTEIbHBIX M OTPULIATEIbHBIX 3apsiioB. OOIIAsl 0CMOAANbHAS KOHUEHMPAayus BHEKJIETOU-
HOi >uakoctn okojio 0,3 ocMmonw/n; pH Haxomutcss B nuanaszoHe 7,35-7,45. TTocTOSIHCTBO cocTaBa BHYTPEHHEM
cpeibl 00eCTIeunBaeTCs PEryJIsITOPHBIM MEXaHU3MOM JIETKUX M ToueK. [louku ydyacTBYIOT B nojaepxaHuu pH cpensi,
OCYIIECTBJISISI CIEYIOIINe TMPOIECCHI:

oomMeH Na' Ha H',

o6men HPO,” ma H,PO,,

npucoenunenre H k NH, ¢ obpasosanuem NH,". [Touky MPUHUMAIOT y4acTHe B COXPAHEHHH OCMOTHYECKOTO
NABJIEHWs] 1 MOHHOTO COCTaBa MocpeAcTBOM auddepeHIMpoBaHHOTO oOpa3oBaHusi Moud. OHM Xe TIPOU3BOMST Bblle-
JIeHVe OTXOIOB MeTaboiu3Ma (MOYEBUHBI, KpeaTUHWUHA U JAp.) U YYXEPOIHBIX BEIIECTB.
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BuytpukneroyHas Inasma  UnTepctuumanbHas
KUIKOCTh XUIKOCTh
MM M3KB/1 MM M3KB/1 MM M3KB/1
Katuonst
Na" 10 10 142 142 144 144
K" 160 160 4 4 4 4
Ca’ 1 2 2,5 5 1 2
Mg** 13 26 1,5 3 1 2
198 154 152
AHHOHBI
Cr 3 3 103 103 114 114
HCO; 11 11 279 27 30 30
HPO,” 50 100 1 2 1 2
SO,” 10 20 0,5 1 0,5 1
OpraHuyeckue
AHHOHBI 5 5 5 5
Benku 8 o4 2 16 0,1) 5
198 154 152
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PACITIPEJEJEHUE BOAbI B OPTAHMU3ME

Bona pacmpeneneHa B OpraHu3Me MeXIY IBYMSI
OCHOBHBIMU  MPOCTPAHCTBAMU:  BHYTPUKIJIETOYHBIM
(BHYTPUKJIETOUHAS XUAKOCTh) U BHEKJIETOUHBIM (BHE-
KJIETOYHAsI KUAKOCTh- UHTEPCTULIMATbHASL KUIKOCTD,
miasma, auMda). Boga cBobogHo nuddyHaupyer me-
XKy 3TUMHU TPOCTPAHCTBAMM, TOTAA KaK JBUXEHHE
pPacTBOPEHHBIX B HEW BELIECTB CTPOTO peTyJIUpyeTcs.
Pacnipenenenue BOAbI MeXAy OTCEKaMM 3aBUCUT OT
0O0ILIEr0 KOJTMYECTBA PACTBOPEHHBIX BELIECTB, TaK KakK
BOJa JIBMXETCS B HampaBJIeHUHA OCMOTUYECKOTO Tpa-
NMEHTA.

MOHHBIN COCTAB XMJIKOCTEN TEJIA

TTocTOSTHCTBO cocTaBa WM OTHOLIGHUsT KOHIIEHTpa-
LM MOHOB B OTHAEJbHBIX OTCEKax SIBJSIETCS OXHUM U3
OCHOBHBIX YCJIOBUIA AJIsI TOCTOSIHHOTO MPOTEKAHUST XU~
MUYECKUX PeaKInid.

DTO CIYXHUT MPUIMHONW OYEHb TOYHOTO DETYJIUPO-
BaHUs cocTaBa. B KaXIoM MpOCTpaHCTBE TMOMACPXKM-
BalOTCSI TIOCTOSIHHbIE 3HAYEHUSI OCMOTHYECKOTO JaBlie-
Husg, pH (aktuBHocTM MoHOB H') M  oTHOlEHUS
KOHIIGHTpALMi OTACAbHBIX HOHOB.

DJIeKTPOHENUTPATIBHOCTD Cpelbl obecreunBaeTcsl pa-
BEHCTBOM CYMMAapHBIX KOJMYECTB aHMOHOB M KaTHUO-
HOB, BBIPAXEHHBIX B MIKB/I.



TCpMO[[I/IHaMI/I‘{CCKI/IC yCJI0BUA paBHOBECUA I[OHHaHaZ

1. Ha mMemOpaHe oGpa3yeTcsi paBHOBECHBIN 3JICKTPUYECKUI MOTEHIIMAI

. RT [B+]in _E [A_]om .
M T F A L o

DTO ypaBHEHUE MOXHO YIPOCTUTh

[B * ]in - [A " ]out

Bl (A da
[B'],.[A ], =[B'],[A], o)
2 Bl = [Alus 3)
[B'],,=[A'],+[Prot] @
Cie0BaTeIbHO,
[A],(A], +[ProtD=[A-T’,,, -
[B'l,(IB'],+ [Prot D=[B'[’,, ©)

W3 ypaBHenuit (5) u (6) ciaemyer, 4ro i AUPEOYHAUPYIOLIUNX
aHWOHOB U KaTMOHOB

AT, < [Al. @]
BT, > [B'1,.. ®)
Ipumep:
McxomnHoe cocTosiHue KoneuHoe cocrossHue
1 ) 1 2
10 Prot 10 Prot’
15 Na* 5 CI 12 Na* 8 CI
15 Cr 15 Na' 12 CI 18 Na'

TonynpoHuiaemasi MeMOpaHa paszessieT JIBa MpPOCTpAaHCTBA OIMHA-
KOBOIO U MOCTOSIHHOro obbeMa. [locie ycraHOBJIEHUsI paBHOBECHUSI
HonHaHa nuddyHIMpYIOlIe NOHBI paclipele/ieHbl HepaBHOMepHO. [lpu
9TOM BBIMOJHSIOTCS 00a TEPMOIMHAMUYECKUX YCIOBHUsI PaBHOBECHSI.

PABHOBECUE JOHHAHA

OHO OMHUCHIBAET BA PAaCTBOpPA 3JIEKTPOJIUTOB, KO-
TOpbIE pa3fesieHbl MeMOpaHOU, MPOHUIAEMOIl TOJIBKO
IIJISI HU3KOMOJIEKYJISIDHBIX BEILIECTB, HO HE IJIsl OEIKOB.
[To ycinoBUIO 2J€KTPOHEUTPAIBHOCTU OOOMX OTCEKOB
3apsn He IMOOYHAMPYIONIUMX YacTUll AO0JKEH ObITh
KOMITEHCHPOBaH.

benxu mnasmsel npu pH 7,4 uMeloT B OCHOBHOM OT-
puLaTeNbHbIM 3apsa. [IpucyTcTBMe 3TMX He CHO-
coOHBIX K Anbdy3un aHNOHOB B KPOBM BBI3bIBACT IO-
SIBJICHWE PA3HOCTM  KOHILIEHTPALMI  3JIEKTPOJMTOB
B IUIa3M€ M WHTEPCTULMAIBHON XUAKOCTH, B KOTOPOW
OesikoB HeT. JIJisl yCTaHOBJIEHMSI paBHOBECHUSI HEOOXO-
MO BBITIOJTHEHME [IBYX TEPMOAMHAMMYECKUX YCIIO-
BUIA.

1. I1pu paBHOBECHM NMPOU3BEAEHUSI KOHLEHTPALIUiA
nudyHANPYOINX aHKOHOB M KAaTUOHOB B 00OMX OT-
ceKax JOJIKHBI ObITb DPAaBHBI.

2. PactBop mo o00e cTOpOHBI MEeMOpaHBI JOJDKEH
OBITh AJIEKTpOHEUTpabHBIM [ypaBHeHUs (3) u (4)]. Ot-
pULIaTeNbHbIA 3apsii OeIKOB KOMIIEHCUPOBaH OO0JIb-
el KOHLEHTpalUuel KaTUOHOB M MEHbBILIECH aHUOHOB
C 9TOil CTOPOHBI MeMOpaHbl [ypaBHeHuUs1 (5) u (6)].

YcraHOBIIEHME JOHHAHOBCKOTO PAaBHOBECHSI TIPUBO-
T K TOMY, YTO B TOW YacTH pPacTBOpa, KOTOpasi co-
JIEPXKUT OEJIKM, TTOBBIIIAETCSI KOHIEHTPAIUS OCMOTAYE-
CKMX YacTUI[ TI0O CPaBHEHHUIO C Apyroil yvacteto. Ecimm
00beMbl OTCEKOB MOTYT M3MEHSITbCS, TO Boma OyneT
MEPEXOAUTh B 30HY C OOJBIIMM OCMOTHYECKHUM [aBjie-
HUEeM (T.e. B HampaBJIeHUM, MPOTUBOMOJOXHOM OCMO-
TUYECKOMY TIpaaueHTy). Takum o0Opa3oMm, MpocTpaH-
CTBO, cojepxailee OelKU, YBEIMYMBAECTCS 3a CYET
npyroro. Tak Ha3bpIBaeMOe OHKOTMYECKOE JaBJICHME
TJ1a3Mbl KPOBU BBI3BIBAETCSI HE TOJIBKO TPUCYTCTBUEM
0OeNIKOB, HO U TpeobamaHueM IuGOYHIAUPYIOIINX HO-
HOB B pe3yJIbTaTe YCTaHOBJICHUsI paBHOBecus: JloHHa-
Ha.

llosicnenus k cxeme

in - pacTBOp, comepKalliuii 6eaKu, BHYTPU Karuuisi-
pa, out-pacTBOp CHapyXM Kamuisipa, B' - kaTuow,
A" -aHuoH, Prot” -6enku.
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KIIETKA KAK OCMOMETP

Ilpy Hanuuuu B pacTBOpe BELIECTBA, KOTOPOE HE
MPOHMKAET B KJIETKY (HampuMmep, caxapo3bl), Boaa Iucd-
bynaupyer u3 obmactu, THE ee TepMOAMHAMUYECKas
aKTMBHOCTb BBILIE, B 00JaCcTh, TI¢ OoHa HUXe. OcMOTH-
yeckasi aKTUBHOCTb KJETKU OTpenensieTcsi CyMMOI oc-
MOJISIDHBIX aKTUBHOCTEU TPOHUKAIOIINX W HETPOHU-
KaoIluX HOHOB W MoJeKyn1 (cM. pasn. «PaBHoBecue
JlonHaHa»). Eciam KJIeTKy ITOMECTUTh B PacTBOp C KOH-
LIEHTpAallMel pPACTBOPEHHBIX BEILIECTB MEHBLIEH, 4YEM
OCMOJISIpHAsI aKTUBHOCTh BHYTPU KJIETKU (TUTIOTOHUYE-
cKkas cpena), Boga OymeT MOCTYNMaTh B KIETKY A0 TeX
Mop, MOKa HE YCTAaHOBUTCS PaBEHCTBO OCMOTHYECKHUX
AKTUBHOCTEW pacTBopa CHapyxu M BHyTpu. [Ipu 3TOM
00beM KIJIETKU YyBeauuuBaeTcs. Eciu aTo yBenuueHue
MMPOUCXOAUT BBIIC TIpenesia, OMPEAEIeMOTo TPoY-
HOCTBIO (3JIACTUYHOCTHIO) TLIA3MAaTUYECKOW MemOpa-
HbI, TO OHa pPa3pbIBAETCS.

Ecnu k7ieTky MOMECTUTh B PAacTBOpP C KOHIEHTpa-
1Mell pacCTBOPEHHBIX BEUIECTB OOJbIIEH, YeM OCMOJISIP-
Hasi KOHLUEHTpPaLUKsl BHYTPU KJIETKHU (TUMEPTOHUYECKAs
cpena), TO Boja OymeT BBIXOAUTh M3 KJIETKM [O Tex
1op, TIOKa HE CPaBHSIOTCS OCMOTMYECKHE AKTMBHOCTH
CHapyXu M BHYTpu. IIpu 3TOM 00BbEM KJIETKU YMEHb-
mraercsi. Ecmm xneTka HaxogwTcs B M30TOHUYECKOM
cpeme, TO BoAa CBOOOMHO MPOXOAUT (mudbyHaUpPYET)
yepe3 MeMOpaHy B 00OMX HampaBICHUSIX.

JABUXKEHHME BOJbl MEXIY BHYTPU-
N BHEKJIETOYHBIM ITPOCTPAHCTBAMMUM

MMocTyniaeHne HeOONBUIOrO KOJTMYECTBA BOJBI H3-
BHE BO BHEKJETOYHOE IPOCTPAHCTBO  MPUBOAUT
K YMEHbBIIEHWIO OCMOTHYECKON aKTMBHOCTU BHEKJIE-
TOYHOU XuUAKOCTHU (1), YTO BBHI3bIBAET MEPEHOC BOIBLI BO
BHYTPUKJIETOUHOE MpocTpaHcTBO (2). Ilpu otbope Bo-
bl U3 BHEKJIETOYHOTO MPOCTPAHCTBA €0 OCMOTHYE-
cKasl aKTUBHOCTb yBeduuuBaeTcsl (3), 4TO BBI3bIBAET
MepeHoc BOIbI B HEro M3 BHYTPUKIETOYHOTO MpO-
cTpaHcTBa (4) 10 yCTaHOBJIEHHUS pPaBEHCTBA OCMOTHYE-
ckuX gapieHuit. [locTyniaeHre BO BHEKJIETOUYHOE MPO-
CTPAHCTBO HEOOJBIIOTO KOJIMYECTBA IJIEKTPOJUTOB
TOBBIIIAET B HEM OCMOTHYECKOe HaBiaeHue (5), UTO BbI-
3pIBACT TEPEHOC HEOONBIIOr0 KOJIUYeCTBa BOIBI U3
BHYTPU- BO BHEKJETOYHOE MpocTpaHcTBO (6). Hampo-
THUB, OTOOpP HEOOJBIIMX KOJUYECTB 3JIEKTPOJIUTOB U3
BHEKJIETOYHOTO TMPOCTPAHCTBA MPUBOIUT K MEPEHOCY
BOABI U3 Hero BHYTpb KjaeTku (7) u (8).

[MepemMelieHre BOABI COMPOBOXIAETCS M3MEHEHUEM
00bEMOB BHYTPU- M BHEKJIETOYHOTO IPOCTPAHCTB,
TaK 4TO MCXOIHOE OCMOTMYECKOE COCTOSIHME BOCCTaHA-
BJIMBAETCS.
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Bona Na’, 5,
MJI/CyT MO3KB./CyT M3KB./CyT
IToctynnenue
MUTbE 1300
nuia 850 150 100
MeTabonuyeckasi Boaa 350
2500
Boixon
Moua 1500 80-100 30-100
BBIIBIXaeMbI BO3TYX 400
MoT 500 4 5
exammn 100 1,5 4
2500
Kpyroobopor B mnwuiiesa-
PUTEJIBHOM TpaKTe
CJIIOHA 500-1500 600 50
XKeTYyTOYHBIN COK 2000-3000
MaHKPEAaTUYECKUIA COK 300-1500
KeTIb 250-1100
KMIIEYHBIN CEKPET ~300
BemectBo MonekynspHas Pasmep monexy- [Iponukaiomas
Macca JIb, HM crnocobHocTh, %
Bona 18 0,06 100
MoueBuHa 60 0,12 100
I'nmioko3za 180 0,20 100
Wucynun 5500 1,1 98
AnuHBI aTE0yMUH 43500 3,13 22
T'emornooun 68000 391 3
CBIBOPOTOYHBIM
anbOyMUH 69000 3,94 1

CYTOYHLIIT KPYTOOBOPOT BOJIbI
N BJEKTPOJIUTOB B TEJIE YEJTOBEKA

CoaepxaHve BOAbI B OpraHM3Me OIpenessieTCs
paBHOBECHEM MEXIYy €€ IOCTYIIECHMEM W BBIXOIOM.
O0beM BHEKJIETOYHOTO TPOCTPAHCTBA U COIEpXKaHUe
B HEM 3JIEKTPOJINTOB 3aBUCAT OT TOCTYIUJICHUS XUIKO-
CTeii, MOTEPh 3a CUET MCMapeHus: (Yepe3 KOXY U Ipu
NIBIXaHUW) 1 TIOYeYHO peryisiiiuu. OCHOBHAs 4aCTh He-
00XOIMMON BOIBI MOCTYIMAET C MUTheM U Tuieil. Bo-
na, ToJlydamooliasicsi B MeTabOJIMYecKuX Tpoleccax
OKUCJIECHUWSI caxapoB, XUPOB W OEJKOB, COCTABISET
JIMIITb HEOOJIBIIYIO 4YacTb. Tak, MpW OKUCJIeHWU 1 T
IMoKo3el U 1 1 kxupa o6pasyercs 0,6 u 1 v H,O co-
OTBETCTBEHHO, a IMpU MpeBpaieHny 1 r Gejika B Mode-
BuHY 0,4 r Bombl. OCHOBHasl 4acTh BOJBI BBIIEISIETCS
B Bume MouM. s SKCKpeluu MpOAYKTOB IpeBpaliie-
HUS caxapoB, XHPOB U OEJIKOB HEOOXOAMM OIIpee-
JIEHHBII 00beM Boabl. Tak, HarpuMmep, MPU pas3ioxe-
HUU OCJIKOB O0BEM 3KCKPETUPYEMOI BOIbI SIBJISIETCS
JIMMUTHpPYIOIKUM (dakropoM. KpoMe Mouu cyliecTBeH-
HO BBIJCJIEHUE BOMABI C TOTOM U (DeKaJIMsIMU.

Brimensiemasi opraHM3MOM BoIa, 3a WCKIIIOYEHUEM
TOIA, KOTOpasl TepsieTCsT B BUJIe TIapOB TIPY BbIIbIXaHUU,
YHOCHUT C CO0Ol MOHBI HATPUS W KaJlusl.

OYHKIUA I1IOYKU
(IIOMEPYJIAPHAA ®WJIbTPALINA)

[Moykn y4acTBYIOT B CTaOWJIM3AlMU BHYTPEHHEN
cpelbl MyTeM COXPaHEHMsI TOCTOSTHHOTO o0beMa, Oc-
MOJISITbHOCTH, pH M KOHLIEHTpalMu colieit BO BHEKJIe-
TOYHOM XUAKOCTH. DTO mocTuraercsi GuibTpauuei
M1a3Mbl (BHEKJIETOUHOM XXUIKOCTH) B MOYEUYHBIX KITy-
6oukax (glomerulus), peabcopOIMeil HY>KHBIX BEIIECTB
B KaHajbllaX M BbIIEJEHHEM HEKOTOPBIX BEILECTB
B Mouy. [lnasma bwibTpyeTcsl TJIOMEpyIsIpHON MeM-
OpaHOIi, COCTOSIIIIEN M3 TPeX CJIIOEB: YHAOTETUS KaITWi-
JISIpoB, 0a3ajibHON MeMOpaHbl M CJIOS SMUTETUATBHBIX
KJIETOK Ha BHYTPEHHEW CTeHKe KJybouka. DHAOTEeIUi
o0pasyeT OoJbllloE KOJWYECTBO TMOp JAUAMETPOM
50-100 1M, 3aHuMaIIMX okojio 30% Bceil MOBEPXHO-
cti. COBCTBEHHO (PUIIBTPUPYIOLIUM CJIOEM SIBJISIETCSI Oa-
3ajibHass MeMOpaHa ToNImKWHOM okojo 300 uM. OHa
o0pa3oBaHa BOPCUCTON CTPYKTYpPOUl TOHKUX (OKOJO
2-5 HM) KOJUTareHOBBIX (PUOPUIT B BUIE MOJIEKYJISIPHO-
ro cura. BerectBa ¢ MoJieKyJIsipHOiIt Maccoit 1o 10000
MPOXOAAT 4Yepe3 3TO CUTO CBOOOIHO, a C MOJIEKYJISIp-
Hoit maccoit 6osee 50000 - TOTbKO B HUUTOXHBIX KOJTH-
yecTtBax. Ha OCHOBaHMM 3TMX JaHHBIX MaKCHMaJbHbII
pa3Mep TIOp 06a3aJbHOM MeMOpaHbl  OLIEHMBAETCS
B 4 uM. B TaGmuie mpuBeneHa MPOHUIIAEMOCTh MEM-
OpaHbl JUISI Pa3UYHBIX BELIECTB TI0 CPaBHEHUIO
C KpeaTMHOM, KOTODPBIA MPOXOAUT Ge3 OrpaHudYeHUi
(npoHUIlaeMocTh Il Hero mnpuHsta 3a 100%). Drtor
MPOLIECC HAa3bIBAIOT YJAbTpadWIbTpaluei.

[lpn dunprpaunu vepe3 MeMmOpaHy BSHEpPrusi He
pacxomyercsl, TOTOK JKMAKOCTH oOOecTieunBaeTcsl ee
TMAPOCTATMYECKUM JaBJIEHUEM, CO3laBaeéMbIM CTE€HKa-
MU KalwuIsapoB. DTO AaBlieHWe MOHMXAETCSI OHKOTH-
YeCKUM JaBJICHUEM TUIa3MaTHUYECKUX OEIKOB.

O0beM CYTOUHOTO IIOYEUYHOTo (hUIbTpaTa COCTaB-
asier 1801 (mepBuYHasi Moya), BDTO COOTBETCTBYET
1000r NaCl, 500r NaHCO,, 250r rmokossl, 100T
CBOOOIHBIX AMMHOKHUCIOT U Pa3IMYHBIM KOJUYECTBAM
Ipyrux coeauHeHuil. bomee 99% dunbtpaTa 3atem
peabcopOUpyIOTCSI B CUCTEME KaHaIbLIeB, TaK YTO
CYTOYHOE KOJMYECTBO BBIICISIEMON MOYM COCTABJISICT
1000-1500 muon.
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MOJIEKYJIAPHBIE MEXAHU3MbI PABOTDI
OTJIEJIbHBIX YACTE HE®POHA

B otmenbHbIX yacTsIx HedpoHa HaXOmSTCS KIETKU
pa3HOro THUMa, KOTOpble DPa3iuMYyaloTcs MO CBOMCTBAM
u ¢yHkuuu. OHM comepxkKaT pa3HOOOpa3HBIE pelel-
TOpbl ISl TPaHCIOpPTa BELIECTB M3 MEPBUYHOI Mouu
B KPOBb.

Knybouex. Tlpu ynbTpadunbTpainiy mia3Mbl KPOBHU
obpa3yeTcsi MepBUMYHAsi Moya, COCTaB KOTOPOW CO-
OTBETCTBYET COCTaBY HEOENKOBOW YacTH TJIa3MBI.

Ilpoxcumanvnoiii  kananey (A). KonuuecTtBo peabd-
COpOMPOBAHHOTO HATPUS TIPSIMO MPOMOPLUMOHATBEHO
KOJIMYECTBY peabCcopOMpPOBaHHOUW BOABI, TaK YTO MO-
AAAbHasg KOHUeHTpauus Na“ He usMeHsgercs. Pea6-
copOLMsl OPYTUX PACTBOPEHHBIX COEIUHEHMII Takxe
MpoMnopiiMoHalbHa peabcopOLuu BOIbl, HO Ko3hdu-
LIUEHT TPOMOPUMOHAIBHOCTH MOXET OBbITh OoJblIe
(rmoko3a) unu MeHblne (ModyeBMHa). B peabGcopOumm
Na' y4acTByeT aKTUBHBII TpaHCIOPT. {1 BOABI 3TOT
TIPOILIECC OTIpeAesAeTCs TMACCUBHBIM TPAHCIIOPTOM, TaK
YTO OCMOTHYECKOE paBHOBECHE He HapylaeTcs. MoueBu-
Ha peabcopOUpyeTcsl MACCUBHBIM TPAaHCIIOPTOM, TPU-
yeM TaK OBICTPO, UTO B JIIOOOM MECTE MPOKCUMAJIbHBII
KaHaJIell HaXOJAUTCS B PABHOBECUM C OKPYXKAIOIIUM TIPO-
CTpaHCTBOM. [JlIOKO3a TpaHCHOPTUPYETCS AaKTHBHO
MIPOTUB TPaIUeHTa KOHIEHTPAIUN OCOOBIM MEepPeHOCY M-
KOM, JTOKaJM30BaHHBIM B MéMOpaHe KJIEeTOK KaHabla.
Bmecte ¢ mmoko3oil TpaHcnoptupyercss Na'. Brtor
MEPEHOCUMK MMEET OTMPEIEIEHHYI0 MPOMYCKHYIO CMO-
COOHOCTb, U TIPW €€ TIPEBBINIEHNH YacTh TITIOKO3bI K-
cKpeTupyercss ¢ Modoil. PeabGcopOuusi aMHUHOKHUCIOT
MPOUCXOAUT aKTUBHO C YYacTHEM MEPEHOCYUKOB, CIe-
UUGUIHBIX 10 OTHOMIEHWI0 K OCHOBHBIM, KWCIJIBIM
U HEUTpaJbHBIM aMUHOKUCIOTAM. DTOT TPOIIECC TaK-
K€ TPOUCXOAUT COBMECTHO ¢ TpaHcrmoptoM Na'.

Ilemas [Tense. MexaHU3MBI TIPOIIECCOB B TETIIE
omnpenessiioTcsl ee ocoObiM cTpoeHueM. Hucxomsiias
BeTBb meTau (B) COCTOMT M3 TOHKOro yyacTka, a BO-
cxonsiias - Kak u3 ToHKoro (B), tak u Tonctoro ([).
KrneTku B pa3nuyHbIX YacTsX METIM Pa3ivyaroTcs Mo
CBOUM CBOIICTBaM, TJaBHBIM 00Opa3oM IPOHUIIAEMOCTH
[0 OTHOWIEHWIO K Boie M crocoby mepeHoca Na'.
B ToHKOI ¥ TOJNCTOI YacTsIX BOCXOASIIEH YacTU METIU
3TOT MOH aKTUBHO TPAHCTIOPTUPYETCS U3 KaHaJblla Ha-
PYXy, a B HUCXOJSLIEil BETBU - TACCUBHO MO IPaJueH-
Ty KOHIIEHTpaluu (Tak e, KaKk M MoueBuHa). Boma
MEPEeHOCUTCS] U3 KaHajblla MAaCCUBHO B HUCXOSIIE
yactu metau. CucteMa MPOTUBOTOYHOTO YMHOXEHUS
BBI3BIBAET B 3TOM YacTM HeppoHa HM3MEHEHUE OCMO-
JISUTBHOCTU XUAKOCTH KaHaliblla TaAKUM 00pa3oM, 4YTO
rpafieHT KOHLEHTPAllMK YBEJIMYMBAETCs B HaIpabie-
HUU K TIOJIIOCY TETIH.

MoueBrHa TIOCTynaeT B pe3yJibTaTe IacCUBHOIO
TPAHCIIOPTa W3 BOCXOAMIIEH BETBU TMETIUM M cobOupa-
TEJIHHOTO TIPOTOKA B MO3TOBOM WHTEPCTULMH. ITH
Tpoliecchl 00pa3yl0T Ha YPOBHE KOPTUKOMEMYJISPHOTO
COeMHEHUsT HEOOJBIION TOMEePeYHBIil TPATUEHT KOH-
LIEHTPALMKM MEXAY HUCXOIAIIEH M BOCXOASALIEH BETBS-
MU TIETJIW, KOTOPBI yBEJIMYUBAETCS TIO0 HAMPABICHUIO
K MOJIocy metiau. B pesynabTare 3TOro B HUXXHEN YacTh
MeTJIM HaXOOUTCS TUTIEPTOHMYECKash Moua.

Jucmansnoiii  kavaney () u cobupamenvnas mpy6-
xa (E): Boma peabcopOupyercss B 3aBUCUMOCTH OT aH-
TUAMYPETUUECKOTO TOPMOHA. Na' aKTMBHO TPaHCIOP-
TUPYETCS B MHTEPCTULIMH, 3a UCKIIOYEHUEM Kamuisip-
HOU 4acTu coOupaTelbHOU TpPyOKM, KOTOpas TMpPOHU-
1aeMa TOJbKO AJiI BOObl, HO HE JJISI PacTBOPEHHBIX
BEIIIECTB.



MEXAHU3MbI PEABCOPBIIU BO/IbI
U Na' B KJIETKAX
ITPOKCUMAJIBHBIX  KAHAJIBIIEB

Beimenenne Na' ¢ MoYoil CTpPOro peryimpyercs.
B HOpMaJbHBIX YCIOBUAX 0KOJIO 99% Na  nepBuuHOi
Mouu peabcopOMpyIOTCsl, pUYeM MpumepHo 2/3 Bcero
KOJIMYECTBAa B MPOKCUMAIbHBIX KaHalbllaX. DTOT Mpo-
LecC TpeacTaBisieT co0oif M300CMOTUYECKUM, HO aK-
TUBHBI TpaHcropT. OH TpeOyeT 3aTpaThl OOJBIIOTO
KOJIMYECTBA SHEPTMU, UCTOUYHUKOM KOTOPO# B KJIeTKax
MOYKH CIYXHUT KaTabosu3M XUPHBIX KUCJIOT, Q-KeTo-
riyrapata M Jakrarta.

Knetku nmpokcumanabHOro kKaHajibua (2) OToeIeHb
MeMOpaHOll KakK OT MOJOCTH KaHajblieB, TaK U OT Ka-
MUJIJIsipa U COENUHEHBl MEXIY COo00if KOHTAKTHBIMU
yuactkamu (5). basanbHast memOpaHa (3) ormensieT
KJIETKM KaHajblla OT PacloJIOXEHHOrO CHapyXu Ka-
nunasapa (4). Wousl Na' nuddyHaupyoT (IaCCHMBHO)
MO HANpaBJIeHUIO 3JIEKTPOXMMMUYECKOTO TIpaaMeHTa U3
nojjocti (/) B KJIETKYy, a 3aTeM aKTMBHO TPAHCIIOPTHU-
pytotca (077) B MeXKJIETOYHOE MpOCTPaHCTBO (MHTEP-
cruuwmii). B pesynbTare 3TOro B HEM MPOUCXOAMT JIO-
KaJlbHOe BO3pacTaHWEe OCMOTHUYECKOro mnaBieHus. I[lo
9TOM MPUYMHE BOAA MACCUBHO (—>) CleayeT 3a MOHAMU
Na' U3 nonocTw B MEXKIETOYHOE IIPOCTPAHCTBO,
a 3areM TpaHCIOPTUpYyeTcss B Kanujuisip. TpaHcmopt
WOHOB M BOAbl M3 WHTEPCTULMAIBHOTO TPOCTPAHCTBA
B KanmuJuIsip MPOMCXOAUT MOJ AEHCTBUEM TMIPOCTATH-
YECKOr0 Y OCMOTMYECKOrO [JaBJIeHUH, HEeHCTBYIOLIUX
Ha 0a3ajbHyl0 MeMOpaHy Kamuuisgpa, KOTopasl CBO-
00IHO MpomnyckaeT 3THU BellecTBa. TpaHCNOPT KaTHoO-
HOB CONPOBOXIAeTCsl MacCUBHBIM TpaHcmoprom ClI° u
HCO, no HanpaBieHUIO IpagueHTa IS COXpaHEHUS
9JIEKTPOHEUTPAILHOCTU  CPE[Ibl.

PEABCOPBIINA BUKAPBOHATA
" TPAHCIIOPT H" B KJIETKAX
ITPOKCUMAJIBHOI'O KAHAJBIIA

bukapboHat peabcopOupyeTcss KpOBbIO M3 XKUAKO-
ctu (/) xananpua. MemOpaHa KJIETOK MPOKCHUMaIbHO-
ro kaHaiabua (2) csobogno npomnyckaetr CO, u Benu-
yuHbl gasiaeHuss CO, g KUIKOCTH  KaHajiblLa
W TUTa3Mbl NPUMEPHO OOMHAKOBHI. [lo 3TOll mpuumHe
MexaHu3M peabcopouun HCO, ocHOBaH Ha aKTMBHOM
tpancnopre H' uepes MeMOpaHy KJIeTKM KaHalbla.
Buyrpu kanambua H' pearupyer ¢ HCO, ¢ o6paso-
BaHUEM HEAMCCOLUMUPOBAHHON YTrOJbHOW  KHCIOTBI
H,CO,. Ilon geiictBueM KapOoaHruapasbl, JIOKaJIU30-
BaHHOW B IIETOYHOW KaeMKe KJIEeTKM KaHajblla, 3Ta
kuciaoTa pacwenisercs Ha CO, u H,0. CO, nuddyH-
IUPYeT B KIETKY, Tle C TOMOIIbBIO TOro Xe (hepMeHTa
u3 Hero onatb obpasyerca H,CO,. Mon HCO,, mno-
JyJalomuics Tpu  aMccoumanuu, auddyHIupyer
B KpoBb. [10 yCIOBUIO 3JIeKTPOHEHTPATIbHOCTU BBIXOI
Kaxporo noHa H' M3 KIeTKM CONMpOBOXAAETCA BXO-
noM omHoro uoHa Na'.
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MEXAHU3M OBMEHA
B KIIETKAX JHCTAJIBHOI'O KAHAJIBIA

CnencrBueM TpaHcrmopra H' u Na® B Kierkax
JIUCTaJbHOTO  KaHajblla  sBJSIETCSl  TpeBpallieHue
HPO,” B H,PO,, mpuBoasilee K yBeIMUYEHUIO KHUC-
jgotHocTd Moyu. IlepeHoc H™ M3 xieTku M mepeHoc
Na“ B KJIETKY He ABISIOTCA €IUHBIM IpoLeccoM (00-
MeHOM). DakTHYecKU TPOUCXOAST IBA HE3aBUCHUMBbIX
mpolecca, M HaOJI0gaeMblii 0OMeH SIBISIETCSI UX CyM-
MOI.

®ochar peabcopbupyeTcs M3 MEPBUYHON MOYMU
B pe3yJbTaTe aKTMBHOTO TpaHcmopra. [louka perynu-
pyeT ypoBeHb (pocara B mmasme, u cekpeuus docdara
3aBUCUT OT €ro KOHLIEHTpalMU B HEl.

AMMMaK, KOTOPBIi 00pa3yeTcsl B KJIeTKaxX MOYKU U3
rJiyTaMUHA TOJ AeWCTBUEM TJIyTaMUHa3bl, AuddyHIm-
pyeT BHYTPb KaHajblla, Ile OH B3aUMOIEUCTBYET C
H", naBas NH,". PaBHOBecue 3TOIi peakiMy CMENIEHO
BrpaBo. NH,” He mpoHukaer uepe3 MeMOpaHy U Bblie-
JIAETCS C MOYOM. DTOT MeXaHM3M WCIOJIb3yeTCs st
dbukcanun H', ecim nng oroii nenu ve xsaraer HCO,'.
IMockonbKy riyTaMuHa3a sIBASETCS WHIYLUPYEMBIM
BHYTPUKJIETOYHBIM (DEepPMEHTOM, OTOT MpOLECC Ha-
YMHAETCS C HEKOTOPBIM 3aIo3laHueM.

MexaHu3M o0pa3oBaHUsI MOHOB aMMOHUSI TO3BO-
JISIET TOYKE BBIAEISATh AHUOHBI HEJIETYYMX KHUCIOT
n peabcopbuposars HCO, nns 3abydepuBaHust BHY-
TpeHHel cpelbl. AHMOHBI CHJIbHBIX KMCJIOT 00pasyloT
aMMOHMEBBIE COJIM U BBIBOAATCS C MOYOM.

OcHoBHasg yactb K~ peabGcopbupyercs B IPOKCH-
MaJbHOM KaHajblle B pe3yJbTaTe aKTHBHOIO TpaHC-
nopra. Peabcopbuusg 3aBucUT OoT KoamuectBa K', mo-
cTymamolero ¢ mumeid. B muctanbHoMm KaHanbie K
MACCUBHO TMEPEHOCUTCSI MO 3JIEKTPOXMMUYECKOMY TIpa-
NIMEHTY, 00pasylolleMycsi TpU aKTUBHOM TpaHCIOPTe
Na'. Bcakoe Bo3meiicTBUe, MPUBOAAIIEE K YBENUUE-
HUIO TpajiMeHTa, MPUBOAUT K YBEJIMUYCHUIO BbIICICHUS
K*. WoHB Kanug W BOJOPOJA MOTYT B3aMMO3aMe-
HSTbCSI TPU CEKpPEeLUMM B XUAKOCTh JIMCTAIbHOTO
KaHanbla. Ilpu Hu3Koil KoHueHTpauuu K' Bo BHy-
TPUKJIETOUHOM XMAKOCTH CEKpeTUpyloTcss MoHbl H',
U HaobOpOT.



CHUCTEMA ITPOTUBOTOYHOI'O YMHOXEHMUWA

CucteMa TIPOTMBOTOYHOTO YMHOXEHUS peaiu3yeT-
ca npu pabore meran ['eHne. Momenbio 3TOM CUCTEMBI
cayxut U-obpa3Hast Tpybka, HUcxonsmas (D) u Bocxo-
nsimast (A) BeTBU KOTOPOi paszefieHbl MeMOpaHoi
(M). Drta MmeMm0bpaHa He TMpPOIYCKaeT pacTBOPUTENb,
Torna Kak MoHsl Na' MOTyT MpOXOAUThL 4yepe3 Hee U3
BOCXOJSILIEN BETBM B HUCXOJISILYIO TyTeM aKTUBHOIO
TpaHcmopta. Takasg wMemOpaHa crocoOHa 0Opa30BBI-
BaTh MO BCEW IJIMHE MOCTOSHHBIA OCMOTMYECKUI Tpa-
JIMEHT MEXIy pacTBOpaMM B ABYX BETBSIX (aKTHUBHBIN
tpaHcropT Na'). B moukax BeIMUMHA 3TOTO TpagyeH-
Ta okosio 0,2 ocMoib/m.

OOpa3oBaHuMe TpaagMeHTa  MOXHO  HaOJII0maTh
B cuenywomeM onbite. Cocmosnue 1. U-o0pasHas
TpyOKa 3amojiHeHa pacTBOPOM OIpeleNeHHONW OCMO-
nsaneHocTu. Cocmosnue 2. BcnenctBue axTUBHOTO
TpaHcriopta Na' uepe3 MeMmbpaHy or A K D BIoIb
Bceil MeMOpaHbl 00pa3yeTcsl MOCTOSIHHBIM OCMOTHYE-
ckuit rpagueHT. Cocmosnue 3. XuUAKocTh B TpyOKe
MPUXOIUT B ABWXEHME, M 4YacTb ee BbUIMBaeTcs. Ipy-
roe KOJIEHO 3aMoJIHSIeTCsl MCXOAHOM XuakocTbio. [lo-
Tok mnpekpaiaercsi. Cocmosnue 4. PaBHOBecue BocCTa-
HOBJIEHO, T.e. BO BCEX 4YacTIX TPYOKU CYLIECTBYET
TTOCTOSTHHBIA OocMOTHYecKUil TpamueHT. CocmosiHue 5.
YacTh XUIKOCTU OTSATH BBUITMBAETCS W TOTEPST BOCIIOJ-
HSIeTCS MCXOMHOM XMAKOCThio. [1oTOK mpekpamiaercs.
Cocmosinue 6. Tlo Bceit MOBEPXHOCTH MeMOpaHBI ycCTa-
HaBJIUBACTCS ITOCTOSIHHBI OCMOTMYECKWN TpaaueHT.
3HaueHUs1 OCMOJISUIBHOCTH B OTHEJIbHBIX 4acTsIX TPYyO-
KU He Takue, KakK B cOCTOSHUSIX 2 M 4. B pesynbrate
KoHUeHTpalusd Na“ M OCMOJISILHOCTh MAaKCHMAaIbHbI
B HmxHell vactu U-oOpas3Hoit TpyOku. Ha Bwixome
13 TPYOKU XUAKOCTb TMIOOCMOJSITbHA TI0 CPaBHEHUIO
¢ Bxomsuieit. [TpM MOCTOSIHHOM TOTOKE XHAKOCTU Ye-
pe3 TpyOKy Ha KaXIoM YpOBHE TPYOKM yCTaHaBIWBa-
eTcsl paBHOBECHeE.

B mouke akTuBHBINA TpaHcmopT Na' u3 Bocxomd-
nmieid BETBM TIETVIM, COMPOBOXIAEMbIl TTACCUBHBIM
tpancroptoM Cl°, TpOMCXOAUT HE TPSIMO B HUCXOMS-
IIyI0 BETBb, & B MHTEPCTUIIMATILHYIO XUIKOCTb. B pe-
3yJIbTaTe OCMOTHMYECKHUE AaBJIEHUs B BepXHEH M HMXK-
Hell yacTsAX NeTIM CWJIbHO pasiauyatorcs. M3 merin
['eHJIe BBIXOIUT IMIIOOCMOTHYECKAST XUIKOCTh, YTO CO-
OTBETCTBYeT pa3baBJIeHMI0O MOYM B pe3yJbTaTe MOHM-
KEHUs COIEepXaHWsI pPAaCTBOPEHHBIX BEIIECTB.

OCMOJISTBHOCTH ITEPBUYHOI MOYM

[TepBuyHass Moya B TPOKCHMAaJbHBIX KaHaJblaxX
(A) usotonnuna. Na' u CI TpaHcnopTupyerca u3
BOCXOJSILIIE BETBM B WMHTEPCTULMAIBHYIO XUAKOCTb.
[Mockonbky MeMOpaHa 3TOM 4YacTM TMETJIUM He TIpo-
MycKaeT BOAY, MPOCTPAaHCTBO BOJM3W TMETIU CTaHO-
BUTCSl TUNIEPTOHUYECKUM B pe3yibTaTe pabOTHl CHCTe-
MBI TIPOTUBOTOYHOTO yMHOXeHus. Crooma muddyHam-
pyeT BoAa W3 MpUJIEXal[MX YYacCTKOB, TJIaBHBIM 00-
pa3oM M3 AKMCTAJIbHOTO KaHaiblla B M coOupatenb-
Hoit Tpy6ku I. Tpancmopr Na' m CI' B Bocxons-
meii BeTBU neTnu IeHne b TpUBOAUT K pa3daBie-
HUI0 MouM. [MImoTOHWYeCKass MOoYa M3 BepXHell 4yacTu
nemiu [eHne mocTymaeT B IUCTalTbHBIM KaHalel, Me-
MOpaHa KOTOpPOTO JOCTaTOYHO XOPOLIO TMPOMYCKaeT
BONy, TaK 4YTO Ha BHIXOAE W3 KaHaJlblla XUIKOCTh
CTAHOBUTCS M30TOHMYECKOi. B cobuparenbHoll TpyOke
peabcopoumss Na“ u CI, a Takxke BOIbl TMPOILOJ-
KaeTcsl, B pe3yJbTaTe 4Yero OOBbEM KUIKOCTHU elle
Oonee ymeHbinaeTcs. [IpoHullaeMocTb MeMOpPaHbI AJIs
BOIBI PETYJIUPYETCS AHTUIUYPETUYECKUM TOPMOHOM.
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Konuenrparust Obuast
BELIECTB OCMOJISLTb-
Orgen HepoHa B XWMIKOCTH HOCTb,
KaHanbues, MM 0CMOJTB/ T
Na' MOYEBHUHA K
Kiy6ouex 144 5 5 0,310
Beixox u3 mpo-
KCUMaJTbHO- 144 12,5 4 0,320
ro KaHajibla
Mernsa T'enne 300 180 18 0,900
Bxon B mm-
CTaJbHBII 55 51,7 1,2 0,230
KaHaJjel
Beixon mn3 mm-
CTaJIbHOTO 100 80 28,2 0,350
KaHajbla
Brixon u3 cobu-
paTesabHOI 130 300 60 0,900
TpyOKM
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CBA3b TPAHCIIOPTA BOJbI
1 MOYEBHHbI

Kpome monmaepxaHusi CTaOUIBHOCTU BHYTPEHHEH
cpebl K (DYHKUIMSM TIOYKM B OpPraHM3ME€ OTHOCUTCS
Takxe obecreyeHue TPaHCMOpPTa KOHEYHBIX MPOTYKTOB
MeTabonu3Ma. DTO KacaeTcsl TJIaBHBIM 00pa3oM Mo-
YeBUHBI, KOTOpas TMOJyyaeTcs MpU pasioXeHUu Oe-
KOB (cM. 1. «MeTaboau3M aMUHOKHUCIOT»). Boige-
JIEHUE MOYEBMHBI TMPSIMO CBSI3aHO C TPAHCIOPTOM
BOIBI M WOHOB B TOYKE, W HAKOIUJICHUE MOYEBUHBI
B KPOBM CJIYXHUT UMHAMKATOPOM HapylIeHUs KUCIOTHO-
OCHOBHOTO paBHOBECUSI U COCTaBa SJEKTPOJIUTOB B
KUIKOCTSIX Tena. B HOpMambHOM COCTOSIHUM TIOYKa
MOJIEPKUBAET KOHIEHTPAIMI0 MOYEBMHBI B TIa3Me
B OMNpeNeJeHHOM, JOBOJbHO LIMPOKOM [Mama3oHe
(2,8-9 MM). MoueBnHa TPOXOAUT Yepe3 MeMOpaHy
0e3 MMOMOIIM IIepPeHOCUYMKa, OOBIMHON muddysueii mo
OCMOTMYECKOMY TpagueHTy. VM3MeHeHue OCMOJSIbHO-
CTM XMIKOCTUM B Pa3lIMYHbIX OTAeNax HedpoHa Npu-
BOAUT K TMIOCJIEIOBAaTEIbHOMY UM HENPEpPbIBHOMY YBe-
JIUYCHUIO KOHIIEHTPAallMM MOYEBUHBI, HAaYMHAs C MO-
MeHTa oOpa3oBaHus TnepBUYHON Mouu. Okomo 50%
UCXOIHOTO KOJMYECTBA MOYEBUHBI B TMEPBUYHOU MO-
ye nuddyHIMpyeT BMecTe ¢ BOOOM uepe3 MeMOpaHy
BHYTPb TPOKCUMaJbHOTO KaHajblla. W3 Bocxopsmieit
BeTBM mniemid [eHnae M coOuparesbHONM TpyOKM MO-
YeBMHa TOCTYMaeT B MHTEPCTULIMH, Tlle ee KOHLEeHTpa-
UM TIOCTOSIHHO YyBenwuyuBaercs. [lo 3Toif mpuumHe
o0OpasyeTcsl TpajleHT KOHIEHTpaluu, o00ecrevynBa-
i audoy3nio  MOYEBUMHBI B HMCXOISILYIO BETBb
netnu. B pesynbrare MpPOUCXOAMUT PELUPKYISILUS MO-
YeBUHbI, KOTOpas TNPUBOAUT K TOMY, YTO €€ KOH-
LIEHTpalusl B HUXKHEN YacTU METIW MPUMEPHO B COPOK
pa3 moBbllieHa. KOHIEHTpamusi OCMOTUYECKU aKTUB-
HbiX yactuy (Na“', K*, Cl) B HuXHeil yacTu meTiu
TaKXe BbILE, W XUAKOCTb B HEll SIBISETCS TUIMEPTO-
Huyeckoil. Tem He MeHee KOHILEHTpalUMsi MOYEBUHBI
B Heil coXpaHseTcs JOCTaTOYHO BBICOKOI, HECMOTpSI
Ha auddy3uio U3 Bocxosileil BeTBM NHeTiu (MeMOpa-
Ha KOTOPOW HETpOHWIaeMa JJisi BOINbBI) B MHTEPCTHU-
LAH.
AOCONIOTHBIE KOJNMYECTBA MOYEBMHBI Ha BXOAE U
BbIXOAE M3 HedpoHa MOYTH ONMHAKOBBI, HO BCIEACTBUE
CWJILHOTO YMEHbIIeHUsT 00beMa Boabl (10 1% ucxoaHou
BEJIMUMHBI Ha BBHIXOIE U3 COOMPATENIbHON TPYOKM)
pacTBOp MOYEBHMHBI KOHUEHTpUpyeTcs. Breiensemas
M3 OpraHm3Ma Moda comepXuT okojo 300 MM MoueBu-
HBI.

CpenHuit cocTaB XUAKOCTM B OTAENbHBIX YacTsX
HedpoHa TpuBeneH B Tabiulle.



KncinorHo-ocHOBHOM OannoHe

XVI II " oomen rases

IMpu MeTabonmueckux MpolLeccaXx OKHUCIEHUS-BOCCTAHOBIEHUS U AeKapOOKCUIMpoBaHMs moriaouaercs O, U Bbl-
nensiercss CO, B konmuecTBax, 9kBUBaJeHTHbIX 13000 mMmoseil B cyTku. K KUCIOTHBIM mponykTam MmeTaboau3Ma OT-
HocsTCsl Takxke dhochopHasi U cepHast KUCIOTHI (HeJeTy4re KUCIOThI), KOJIMYECTBa KOTOPBIX SKBUBAJIEHTHBI ITPUMEPHO
70 mmonam H™ B cyrku. Tak kak pH BHyTpeHHEH cpeibl MOXET M3MEHSTHCH JIUIIL B OYEHb Y3KOM JMAIa30HE, Bbl-
Jensioiyecss MOoHI H' HeoGXomuMmo ymansiTh M3 OpPraHU3MA.

OcHosHble TyTu BbiBoma H' - a10 Bhimenenne CO, nerkumu u MoHoB H' moukamu (cMm. mi. «Boma u mowbl»). Ha
MyTU 3TUX TPOAYKTOB OT MecTa MX oOpasoBaHMS (BHYTPM KJIETOK) IO BBIXOJA M3 OpraHM3Ma, KOTJa WX KOHLEHTpa-
LMS BeWKa, HY>)KHO TMPENOTBPAaTUTh MX HebaronpusTHoe aeicTBue. s 3Toil Leau cyliecTByeT psin OydepHbIX cu-
CTeM, KOTOpble, HECMOTPsSl Ha OrPOMHBIE KOJMYECTBA TPAHCIIOPTUPYEMBIX TPOTOHOB, COXPaHSIOT 3HaueHue pH BHy-
TpeHHeW cpeapl B JOMYCTUMBIX TpaHullaX. BaXHyio poiab B 3THX IMpolieccaX WrpaeT KpoBb, OAHA U3 OCHOBHBIX
(ynkumit xoropoii - nepeHoc O, OT JeTKMX K KJIeTKaM TKaHU M ToaiepxaHue pH.

Kucaopod mpucoenuHsieTcsl B IIECTOM KOOPAMHALMOHHOM mnonoxeHun Fe’' B reme remorno6uHa. Cs3biBaHME
00paTuMo, M CTeleHb HacbllleHUs 3aBUcUT OT AasieHust O,. [Ipucoenunenue O, K 4acTU cyObEOUHUL TeTpaMepa re-
MOTIJIO0MHA TPUBOAUT K aKTUBALMU CBOOOMHBIX CyObemMHMUIL (ajmoctepryeckuil acddexT). OKCUTeMOTrIO0UH SIBISETCS
Oosiee CWJIbHOW KHUCJIOTOW MO CPAaBHEHMIO K TeMOTJIOOMHOM U Jierye OUCCOLMUPYET.

CO, obpa3syercsl B KJIETKE B peakLMsIX OKUCIEHUS U AekapOokcunuposaHus. Ero HeoOXomuMmo yaansiTb U3 opra-
HHU3Ma, YTOOBI HE JOITYCTUTDb 3aKHCJIICHUS CPCAbI. Ha NMyTNU M3 KJICTKU TKAHU B aJbBCOJIbI JICTKUX YCTAaHABJIMWBAKOTCs
CNIeNyIole PaBHOBECHUSI:

CO, + H,0 <=> H,CO, <=> HCO, + H"

IMonoxeHusa stux paBHOBecuit TakoBbl, 4To Ha 800 uacrteit CO,, pacTBOpPEHHBIX B BOAE, MPUXOAMUTCA | yacTb
B Bune H,CO, u 0,03 wactu B Bume HCO,. O6pasyiouinecs moHsl H' MOryT HapymiaTh KUCIOTHO-OCHOBHOI
O6anaHc. Jlag Toro 4ytoObl 3TOrO HE MPOUCXOAWJIO, B OpraHu3Me ecTb OydepHble CHUCTEMBbI, OOpasyeMble Ou-
KapOOHATOM, IeMOINIOOMHOM, OelkaMu U ¢ocdaramu.

Bxnan otnenbHbIX cucteM B Oy(epHYI0 €MKOCTb KPOBH:

bukapboHnaTHas cucrema

OMKapOOHATHI IIIa3Mbl 35%
OMKapOOHATBI SPUTPOLIUTOB 18%

53%

HebukapboHaTHBIE CUCTEMBI

reMOIJIOONH (B 3PUTPOIUTAX) 35%
OENIKM TLIa3Mbl 7%
opranunveckue ocdatsl (B 3pUTPOIMTAX) 3%
HeopraHudyeckue (ocdatsl (B 3pUTPOIMTAX U TJIa3Me) 2%

47%

CO,, obpasyoluiicss B peakUusX NeKapOOKCUIMPOBaHUA (IJaBHbIM 00pa3oM B LMKJIE JMMOHHOW KHUCIIOTHI),
y4acTBYeT B Dsijie MPOLECCOB:

obseryaer BbieseHMe O, U3 KOMILIEKCa C I€MOITIOOMHOM B TKaHSX;

npu OOJbIIOM KOoJWYyecTBe MoHMXaeT pH KpoBu M HapyllaeT KUCIOTHO-OCHOBHOE paBHOBECHE;

pearupyeT ¢ BOJOW; peakiusl KaTaJau3upyeTcs KapOoaHruapasoii. PaBHoOBecue cMmelaercs B Ty WIM WHYH CTOPO-
HY 3a CYeT YMEHbIIEHMsS] KOHLEHTpauuu coorseTcTBylolero peareHta (HCO, B osputpouutax TKanu u CO,
B DPUTPOLIUTAX aJIbBEOJ JIETKHUX);
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CBSI3bIBaeTCS OEJIKOBOI YacThio reMorioOMHa ¢ oOpa3oBaHMEM COENMHEHUM Tulla KapOaMMHOBOW KHCIOTHL. DTa
CBA3b J1a0WIbHA M pa3pyllaeTcsl NpU YBEJMYEHUU KOHLeHTpauuu H'.

KucnoTHo-ocHOBHO# GanaHC OopraHM3Ma 3aBUCUT OT KOHUEHTPALUil COMPSIKEHHBIX OCHOBAaHUN M KUCIOT U UX OT-
HOIIIEHUsI. DTO OTHOIIeHUe M ompenensieT pH BHyTpeHHeil cpelnbl.

HopmanbHoe 3HaueHue pH kpoBu u xunxocteil Tena 7,4+0,03 (xoHuenTpauus H' 40+10° M). IIpenenbHble
snaveHust pH 6,8-7,7 (xoHuentpaums H' or 16+10° ngo 2+10° M). HopmanpHoe 3HaueHHWe AABIEHHUA B alb-
BeoJIsipHOM Bo3znyxe U kposu 40 Topp (5,32 kIla). CoorBercTBylomas paBHoBecHasl 3¢ dekTuBHas KoHueHTpauus CO,
B pactBope (s*pCO,) paBHa 1,2 MM. HopmanbHag koHuenTtpauus HCO, B mmasme 24+2 mMM. Panee conmepxa-
Hue yriaekuciaoro rasa usMepsuii B Ma CO, Ha 100 My muiasmel (pesepBHasl LIEJIOYHOCTb). B Hopme 3Ta BesnuuHa
coctasisier 55+2 mu/100 mo.

B ¢dusunonornyeckux ycioBUSX B JIETKMX YCTaHABJIMBAETCS CTAllMOHAPHOE COCTOSIHME, TIPU KOTOPOM KOJWYecTBa
BblIEISIeMOro u obpaszyemMoro B opraHusMe CO, paBHBL

B NaTo/lorMyeckoM COCTOSIHUM 3TOT OajJlaHC MOXET HAapylUaThCsl, YTO BBI3BIBAET M3MeHeHue KoHleHTpauuu H'
B KpOBU. DTO HapyllleHUe HasbiBaeTcsl ayudemueii (npu cHkeHuu pH) wunm asxasemueir (npu mnosbilieHuu pH).

Hapyimenust ¢pyHkuuyM opraHu3ma, MpUBOJIAIIME K OTKJIOHEHUSIM B CONEPXAaHMU aHUOHOB KUCJIOT B KPOBU, Ha3bl-
BAaIOT aAuud0o30M WU aAKAA030M.

TepMuHbl eunepkanHus W eunoKanHus WCIIOAB3YIOTCS M O0O3HAYeHMSI YBEIMYEHUSI U YMEHBIIEHUS HaBIeHUS
CO, B KpoBH.



CocraB Bo3myxa

la3
Xumuueckast hopmyna Haspanue Cocras, %
N, AzoTr ~70
O, Kwucnopon ~21
Ar, Ne, He, Kr, Xe HHepTHBIE Ta3bl ~1
CO, Okcun yrnepoma(lV)  ~0,03
H,O ITaper BOOBI
NH, AMMnuak
H, Bozopon Conepxanue
O, O3o0H nepeMeHHOe
SO, Oxkcup, cepoi(IV)
H,S Ceporogopon

IIpumepHblii COCTaB AJILBEOJISIPHBIX Ia30B

a3 Konuentpanus, [MapumnanbHoe DaBneHUE Boruncnenue
% TOpp klla
N, 68 516,8 68,73 760+0,68
O, 20 152 20,22 760+0,20
CO, 38 5,05 760+0,05
H,O 53,2 7,08 760+0,07

CO; (razoobpasnstif)

.
CO; + H,O0 2 H,CO; 2 H* + HCOj

{pacTBO-
PCHHBIH)

s+pCO,= [CO,]

ruapa-
Tanus

JHUCCO-
udanus

pacTs

+ [H,CO,] = [H,CO,]

b

BO3/IYX

Boznyx cocrour u3 cMecu Tra3oB, KOTOpasi
OKpYXaeT MOBEPXHOCTb 3eMyid M 0Opa3yeT ee aTMOC-
Gepy.

Kucnopon Bo3ayxa HEOOXOAUM ISl ABIXaHUSI BCEX
aspobHbIX opraHusmoB. Okcun yraepona(lV) Bbige-
JISIETCSl 3TUMM OpraHM3MaMu M TIOIJIOIIAeTCs pacTe-
HusiMmu. CocTaB BO3yXa, IVIABHBIM OOpPa3oM CojiepxKa-
HUE KHCIOpOAa, U3MEHSIETCS C TOIbEMOM Hall YpOB-
HEM MOpsI.

AJIbBEOJIAPHBIE T'A3bI

AJbBEOJISIDHBIE Ta3bl MPENCTABISIIOT CO0OI cMech
ra3oB ¥ MapoB BOABI B ajbBeojax Jerkux. OGuiee na-
BJICHHUE 3TOW CMeCU DPaBHO aTMocdepHOMY (B CpelHEM
760 topp wiu 101,08 kI1a). TlapuuanbHble AaBICHUSI
OTAEJIbHBIX KOMIIOHEHTOB 3TO CMECH paBHBI OOLIeMY
NABJIEHUIO, YMHOXEHHOMY Ha J0JI0 COOTBETCTBYIOLLE-
IO KOMITOHEHTA.

COOTHOHIEHUE MEXAY COAEPXKAHHUEM
CO, B BO3AYXE N KUIAKOCTAX

Konunuectso pactBopeHHoro B xuaxkoctu CO,
nponopuuoHanbHo pCO, (3akoH Ienpu) u xoapdu-
LUEeHTy pacTBopumocTu s. MctuHHasa (addexTrBHas )
KOHLIEHTPALIMSI YTOJIbHOM KUCJIOTHl B KPOBU IpECTa-
BJISIET COOOIl CYyMMY KOHUEHTpAlMii PacTBOPEHHOTrO
CO, ¥ NpoAyKTOB €ro rUapaTaluu.
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VpaBHenue I'eHnmepcoHa-Xaccenbbanxa

pH =74 5+pCO, = 12 MM
pCO, =40Topp (5,32Ila) HCO, =24 MM
5 =003 K= 6

186

KAPBOAHTUAPA3A

DroT (epMeHT KaTaau3upyeT oOpa3oBaHUE YroJb-
Hoit kuciorsl U3 CO, u H,0 u umeer Ooiblioe 3Ha-
YeHUe AJIsl TMOANEePXaHUs KUCIOTHO-OCHOBHOTO OajaH-
ca opraHuaMa. JToT (pepMEHT COCPEIOTOYEH TIJaBHBIM
00pa3oM B 3PUTPOLIUTAaX, HO OH €CTb M B ILIETOYHOI
kaemke nouku. [lon meiicTBueM KapOoaHTUApasbl Mpo-
necc rugpatauuu CO, yckopsercs B 1,3:10" pas.
®epMeHT KaTaau3upyeT M oOpaTHylo peakiuio. Kap-
0oaHTMApa3a uUMeeT MOJIeKyIspHylo Maccy 31000
u objamaeT cTporoil cmenuduyHOCThIO. [lpm yBemmue-
Hun pH or 6 mo 10 akTMBHOCTH (epMeHTa BoO3pa-
CTaeT, MPUYEM paBHOBECHE PEAKLIMU CMELIAETCS] B CTO-
POHY CHMHTE3a YroJbHOU KHUCIOTHI.

CBA3b pH C BUKAPBOHATHOW
CUCTEMOM KPOBHU

VpasHenue TIeHgepcona-Xaccenbbanxa njsi Ou-
KapOOHATHOW CHCTEMBbl COAEPXKUT TPU HEU3BECTHBIX -
KOHLEeHTpauusi OukapOoHata, nmasienue CO, um pH,
W JIBe KOHCTAHTHI - KOOO(OUIIMEHT pPacTBOPUMOCTH §
u pK (oTpUUATENbHBIH NEeCATHUYHBIM JoTapudM KOH-
CTaHTBl TUCCOIMANMM YTOJbHOUN KHUCIOTHI). st moi-
HOTO ONUCAaHUS CUCTEMbl HEOOXOAMMO OIpPEAETUTh
JUIIb BE TIEPEMEHHbIE BEJIUYUHBI, TOCKOJBKY TPETHIO
MOXHO TIOJYYUTHh U3 HUX PACUETOM.

pH XpoBM 3aBMCUT OT COOTHOLIEHUS KOHIEHTpa-
MU CyMMapHOW HEAUCCOUMUPOBAHHOW  KMCJIOTBI
([CO,] + [H,CO,] = s°+pCO,) n 6uxkapboHara. Be-
nuuyuHa pK ompenensieTcss cleaymImuM o0pa3om:

Kaxk BumHo, omnpenesneHune K oTivyaeTcs OT MPUHATOTO

B (Gu3MyYecKoil XMMHUH, IO KOTOPOMY OHa paBHa
4

1,32.10° M (pK = 3,88).

CO, B 3AKPBITON
N OTKPBITOM CUCTEMAX

B 3akpbiTOii cucTeMe KOMIOHEHTHl OMKapOOHAaTHO-
ro Oydepa NMpUCYTCTBYIOT B PaBHOBECHBIX KOHIEHTpa-
nuax, Kotopbie 3aBuciaT oT pH. VX oTHOLIeHue He u3-
MEHSIeTCSl BO BPEMEHH.

JInst OTKPBITOM CHCTeMbl XapaKTepHO PaBEHCTBO
konuyects CO,, MOINOIAEMOro ¥  BbIAEISIEMOTro
B eIMHULY BpeMeHU. pH BHYTpeHHe#l cpeibl Takxe He
usmeHsercs. OpraHu3Mbl SBISIOTCS OTKPBITBIMH CH-
cremamu. Kposb 3abupaer CO, u3 TKaHeil, rae OH
obpasyeTcs B MeTaboIMYecKMX Mpoleccax, M MepeHo-
CUT ero B JIETKWe, TJI¢ OH BBIAENSETCS U3 OpraHu3Ma
NpH AbIXaHUU.



[Mna3zma

bukap6oHat

benku mmazmbl

docpar

BnusiHue cUJIbHOW KUCIOTHI:

BiusHue cuabHOTO OCHOBAHUS:

OCHOBHOE YPABHEHUWE JUCCOLUALIUN
AJI1  BUKAPBOHATHOTIO
N HEBUKAPBOHATHBIX BY®EPOB KPOBU

B coorBeTcTBUM ¢ Teopueil bpéHcrena BeliecTBO
Ha3bIBaeTCsl KUCJOTOW, eclM OHO oOpa3yeT MpPOTOH
npu gucconuanvu. OCHOBAaHUSIMU Ha3bIBAlOT Bellle-
CTBa, CIIOCOOHBIE CBSI3BIBATH IPOTOH € 0Opa3oBaHHEM
HEJMCCOUUMPOBAHHON MOJIEKYJIbI:

kuciora<=>ocHoBaHue + H'

ComnpsiXeHHOe OCHOBaHME TMpeNCTaBIseT co0oil aHMOH
KucioTel. CnabbIM KUCIOTaM (KOTOpble c1abo IHMCcCco-
LUMUPOBAaHBl U MPOYHO CBSA3BIBAIOT MPOTOH) COOTBET-
CTBYIOT CUJIbHBIE COTPSTKEHHBIE OCHOBaHWUS,
a CWJIBHBIM KHCJIOTaM (KOTOpBIE CHUJIBHO IUCCOLIMMPO-
BaHBl UM JIETKO OTHAIOT TPOTOH) COOTBETCTBYIOT
cnabbie ocHoBaHUs. COMpPSIKEHHOUW Mapoil Ha3bIBAOT
KUCJIOTY M OCHOBaHME, KOTOPBbIE B3aMMOCBSI3aHBI TIO-
CPEACTBOM TIPOTOHA.

CyMMa KOHILIEHTpAIMii BCeX COTPSI)KEHHBIX OCHOBA-
HUl OMKapOOHATHOroO M HeOMKapOOHATHBIX OydhepoB
KpOBHM 00pasyeT o0lilee CONpsiKeHHOe OCHOBaHWE M Ha-
3bIBaeTCSI OCHOBaHMeM Oydepa. OHO TpencTaBisieT Co-
00ii 0OIIYI0 KOHIEHTPALUIO COMPSIKEHHBIX OCHOBAHUIM
u u3Mepsiercss B MM. OTKJIOHeHUWe OCHOBaHUs Oydepa
OT HOPMAaJIbHOTO 3HAYeHWS] Ha3bIBAETCS M3O0BITOYHBIM
OCHOBAaHMEM U MOXET OBbITh KaK MOJOXHUTEIbHBIM, TaK
W OTPULIATEJIBHBIM.

OCHOBHBIE BY®EPHBIE CHUCTEMbBI KPOBU

KpoBb sIBJISIETCS CJTOXKHOM XMIKOCTHIO U CONEPKUT
mecTb OCHOBHBIX OydepHbIX cucteM. Bydepsl pacmpe-
JeJICHBI MEXIY SPMTPOLIMTAMU U TJIa3Moi KpoBu. s
MPOCTOTHl WX JENAT Ha NBE TPYIIIIHI:

a) OukapOoHaTHas cucteMa (IJIaBHBIM 00pa3oM
B IUIa3Me)

0) HeOMKapOoHaTHasl cucTema (B IJIa3Me U 3PUTPO-
UTax)

HebukapboHaTHass cucrteMa KpOBUM TIpelcTaBjieHa
B OCHOBHOM T€MOTJIOOMHOM U OKCUT€MOTJIOOUHOM,
BKJIaJl KOTOPBIX B OOILIyl0 OydhepHyl0 eMKOCTb KPOBU
paBeH 35%. Ilpu yOpolIEeHHOM pPacCMOTPEHUM BJIMSI-
HUEM MeMOpaHbl SPUTPOLUTOB MpPEHEeOperalwT U pac-
CMaTpUBAIOT KPOBb KaK TOMOTEHHYIO XUAKOCTb, XOTS
pH B spurponurax Bcerma HEMHOTO MeEHbIIE, 4YeM
B muia3Me. pH BHYTpU 3pUTPOIIMTOB U3MEHSETCS OITHO-
BpeMeHHO ¢ pH mia3Mbl, 4TO yKa3bpIBaeT Ha XOPOIIYIO
MPOHUIIAEMOCTh MeMOpaHbl Jisi OukapOoHara.

BIUAHUE BY®EPHBIX CHUCTEM
HA pH KPOBHU

B noanepxanuu pH kpoBu yuyacTByIOT HeOUKap6O-
HaTHasg ¥ OukapOoHaTHasi cuctembl. [ng pacuera
pH MoxHo wucnosnb3oBaTh pK /000U CHUCTEMBI, MO-
CKOJIBKY YPaBHEHUS OAMHAKOBBI. MeXy IBYyMS CHUCTe-
MaMM CYUIeCTBYeT paBHOBecue: ciabas Kuciora Ou-
KapOOHATHOW CHUCTEMBI pearupyeT ¢ OCHOBAHUSIMU
HeOMKapOOHATHOW CHCTEMBI M Hao0OpOT, OMKapOOHAT
pearupyeT € HEAMCCOIMMPOBAHHOI (opmoit Oydepa
(HBby®d) ¢ obOpazoBanmem aHuoHa by} u yronpHoii
KUCJIOTHI.
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B3AUMOCBA3b BY®EPHBIX CHUCTEM KPOBU

[Mporonbl, oOpa3yemble KieTKaMu TKaHHW, MoMa-
AT BO BHEKJIETOYHOE MPOCTPAHCTBO, I1e OHU CBSI3bI-
BaloTCsd OMKAapOOHATHOW M B MeHblIEH cTeneHu ¢oc-
darHoit cucremamu. [locne mnepexoma B KpOBb OHHU
HelTpanu3yoTcs 6MKapOOHATHON CUCTEMON U Tula3Ma-
TUYeCcKUMM Oenkamu. M3 minasmel mon H' nepenaercs
BHYTPb 3PUTPOLIUTOB TEMOIJOOMHY, KOTOPBINA CIIyXUT
OCHOBHOU Oy(depHOil cucTeMoil 3pUTPOUUTOB U 00ja-
naeT OOJbIION eMKOCTblo. Mexay BceMU 3TUMU CU-
cTeMaMy MOJAIEePKUBAETCs PaBHOBECHE.

IIYTU HEPEHOCA CO, KPOBbIO

IMpu o6paszosanuu CO, B Kj1eTKe (B MUTOXOH-
npusix) aasieHue CO, BO BHEKJIETOYHOM MPOCTPAHCT-
Be yBesuuyuaercs. Ilockonbky nasiaeHue CO, B Kpo-
BEHOCHBIX KaNuJisipax MeHblIe, YIJeKUCIbIi ra3 CBO-
6onHO nudbyHAMpPYyeT B KpoBb. B HebGoJbLIOM KoOIM-
YecTBE OH pacTBOPSIETCSI B IIa3M€ M CBSI3BIBAETCS C
nja3zMaTuyecKumu 0enkamu. Peakiiusi ruapataiu npo-
TEeKaeT MEMIeHHO, TaK KaK B II1a3Me HeT KapOoaH-
ruapaspl. C Genkamu CO, paer coelMHeHMs TuIa
KapbaMuHoOBO# kuciaoTel. [IpoToHsl, oOpasywoluuecs
Npu UX AUCCOLMALIMU, CBS3bIBAIOTCS (ochaToM.

[Tocne mocrymieHus CO, B 3pUTPOLIUTHI peakLust
TUIpaTallid CWJIbHO YCKOpseTCs IMOA NeCTBUEM Kap-
6oanrunpassl. Monel H', obpasylomuecss npu IUcco-
unauun H,CO,, cpsaspiBalorcst remorno6uHoM. Ilo-
CKOJIbKY KOHILEeHTpauusi 6ukapOooHaTa B 3PUTPOIUTAX
BbllIe, YeM B IIa3Me, OH MPOXOAMUT yepe3 MeMOpaHy
no rpaaueHTy KoHueHTpauuu. Monsl Na' u K' He
MOTYT CBOOOJZHO MPOHUKATh 4epe3 MeMOpaHy, MO3TO-
MY IJISI COXpaHEHUsl JIEKTPOHEUTPAIbHOCTH B 3PUTPO-
UuThl M3 M1a3Mbl nmoctymaer uoH Cl. Yacts CO,
B3aMMOJCUCTBYET B JPUTPOLMTAX C TEeMOIJOOUMHOM,
00pa3ysa Kap0aMUHOTeMOTJIOOMH. DTa peaklusl He Tpe-
Oyer karanusaTopa. Momnl H', o6pasyiomueca mpu
guccourauun H,CO, u kapb6amuHoreMmorniobuHa, Hei-
TPaJU3ylOTCsl TeMOTJIOOMHOM U OpraHuyYyeckuMu ¢oc-
datamu.



INPEBPAIIEHNA TEMOIJIOBMHA
TP IMEPEHOCE KHCJIOPOJA

Peakiust A npoucxoauT B Jerkux. B aprepuanbHoii
KPOBU TE€MOIJIOOMH MPUCYTCTBYET TJaBHBIM 00pa3oM
B ¢popme HbO,, T.e. HachlmeH kuciaoponoM. Peakuusa
b npoucxonut B TKaHsAX. B BeHO3HOI KpoBM mpeobia-
JlaeT BOCCTaHOBJeHHasi ¢opma remoraoouHa. OcBoOo-
xkaeHuto O, u3 reMoraobuHa CrnocoOCTByeT TOT (axT,
YTO BOCCTAHOBJIEHHBI TE€MOIJIOOUMH sBisIeTCsl Oosee
CUJIbHBIM OCHOBAaHUEM, T.€. UMeeT OoJiblliee CPOACTBO
kK H'. TTosToMy KHCIOpOZ JIErKO OCBOOOXIAETCH IpU
noBbilleHnK  KoHueHtpauun H'. Ceasbianne H'
u OydepHbie CBOWCTBAa TreMOrJI0oOMHA OOYCIOBJIEHBI Ha-
JnyreM GYHKIMOHAIbHO BaXHBIX OCTATKOB FMCTUAMHA
B ero OenkoBoil 4yactu. Kucioponm oOpasyeT cBs3b
C MOHOM XeJie3a moppupuHoBOTO 1KKIa (cM. . «[lop-
bupuHbI»).

KPUBAAA HACBIIIEHHA TEMOIJIOBMHA

Dta KpuBas MOKa3biBaeT 3aBUCHUMOCTb HACHILICHUS
remorio6uHa (B %) oT mapuumaibHoro nasiaeHust O,
(p0,). KpuBble HachblllleHUd TIeMOII00MHA U MUOIIO-
OMHa HE COBMAJAlOT, YTO OOBICHSETCS pazauuyreM
CTPYKTYpbl MOJIEKYJ 3TUX 0enkoB. Mwuorio6uH obpa-
30BaH OJIHOI 0€JKOBOW LIEMbI0 U OJHUM TE€MOM, TOraa
KaKk TeMOrJo0MH TpeACTaBisieT co0oii  TeTpaMmep
(4eTbipe OEIKOBBIX IIEMM M YEThIpE I'eMa Ha MOJIEKYIY).
benku umeloT pazHoe CpoACTBO K KUCJIOPOAY, KOTOpOe
K ToMy xe 3aBucur oT pH. ¥V MwuormobuHa (omHa
CyOBeNMHUIIA) CPOJICTBO K KMCIOPOAY BEIUKO, U KpU-
Bas HACHIIIEHWS TpeACTaBiIsieT co0oil rumepooy.
Y reMornobuHa (4eTelpe CYOBEOIMHMIBI) CPOICTBO
K KUCJIOPOIY MPU HU3KUX €T0 KOHILIEHTPALUSIX MEHbIIE,
U KpUBasi HaCHIILEHUs] CUTMOUAaNbHa. Takoil BUI Kpu-
BOIi OOBSICHSIETCSI TeM, YTO IMepBas MoJieKyjaa cyOcTpa-
ta (O,), cBA3aHHasd TeTpaMepoM, 00JieryaeT MPUCOENU-
HEHHME OCTaJbHBIX, T.C. YBEJWYMBAET CPOJACTBO Oejka
K cyoctpary. KuHeTnka 3TOro SIBJI€HUS 1MOX0Xa Ha K-
HETUKY peaklnM, KaTaJu3UPyeMOil  auIOCTEpUYECKUM
dbepmertom (cMm. 1. «PepmeHThl»). HaceileHue remo-
IJI00MHA KHUCJIOPOAOM CIIYXUT MOJEJbIO TPOSBICHUS
aJJIOCTEPUUYECKUX CBOMCTB (hepMeHTaMHU.

U3MEHEHUA KOH®OPMAIIMN MOJIEKYJIbI
TFEMOIJIOBMHA IIPU CBA3BIBAHUHN O,

FeMoriioOMH COCTOMT M3 YETHIpEX MENTUIHBIX Le-
neil M 4YeTblpex IeMoB, KaXIblii M3 KOTOPBIX MOXET
CBsI3aTh OJHY MoJiekyay Kucinopona. IlpucoeavHeHue
O, K 0JHO! M3 reMOBBIX IPYNI BJUSET Ha MOCIEIYIO-
wee npucoeauHeHue O, K TpeM ocTalbHbIM. Mexa-
HU3M 3TOTO SIBJIEHUS, BEPOSITHO, CJEAYIOLIUI.

MoJjekyay reMorio6MHa MOXHO MpEACTaBUTH cebde
COCTOAIIEH M3 NBYX OLMHAKOBBIX YacTeid, Kaxpaas u3
KOTOPBIX COJEPXUT OAHY C-Lenb U onHy B-uenb (/).
IMpu B3aumogpeiictBuu O, ¢ OJHUM M3 IEMOB MPOMCXO-
IUT u3MeHeHue KoHdopmauuu uenu (2). Or a-uenu
OHO MeXaHMYeCKHu mepenaercs Ha B-uemnb (3). B HoBoit
(M3MeHeHHOI) KoH(opmMaluu cpoaCTBO P-Lenu K Kuc-
JIOPOAY BbILIE, YeM B MCXOAHOM COCTOSIHMM, TO3TOMY
npucoelrHeHue ciaenyoomeid monekyisl O, K B-uemu
o6jerueHo (4). 3amosHeHWE KUCIOPOAOM OTHON Maphl
cyObeAMHUIL Of3 BBI3bIBAET M3MEHEHUE KOH(OpMalUuu
B Apyroii mape (5), 1 oHa ObICTPO U MPOYHO CBSA3BI-
BaeT ewe ase Mojekyiasl O, (6). Ha xpuBoil Hacbiiie-
HMS 9Ta (aza MposIBISIETCSl B BUIE PE3KOro TOAbEMa,
MPUAAIOLIETO KPUBOW XapaKTEPHbIA CUTMOMAAIbHBIN
BUI.
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IMPOLECC INEPEHOCA KHCJIOPOJA
B KPOBM

Kucinopon, mepeHOCUMBIl TeMOTJIOOMHOM, IOCTY-
maeT B TKaHM, IJi¢ OH OBICTPO PAacXOdyeTCs Ha OKMCIIe-
HHMe cyocTpatoB. [IBMXXeHHE KHUCIOPOAa IPOUCXOIUT
Mo HampasjleHMIO rpaaueHTa nasieHus (pO,) B pe-
3yJbTaTe OObIYHOW nuddy3un. Ha myTu K MUTOXOH-
NPUSIM, Te OH MCIIOJB3YETCS AU MOJydeHUs] SHEPTUH
(cM. 1. «MutoxoHapusi, nbixaHue u GochopuIpoBa-
HUE»), €My TPUXOIUTCS TPEoJoyieBaTh psii GapbepoB
B BHIe MeMOpaH pa3JIMYHOTO THMA W WHTEPCTH-
LMaIbHBIX MPOCTPAHCTB.

Jlto6oe M3MeHeHMe TONIIUHBI MEMOpPaHbl UM WIU-
PUHBI MHTEPCTULNS YIIMHsIeT nmyTh O, K MyHKTY Ha-
3HAYEeHMsSI ¥ BBI3BIBAET HapyIIEHHE SHEPreTHYECKOro
MeTabonau3Ma TKaHU.

B sierkux KuMciaopoJ MPUCOEAMHSIETCS K BOCCTAHOB-
JIeHHOMY TeMorioouHy. OO0pa3oBaHUE OKCHUTEMOTJIO-
OMHa CONpPOBOXIAETCS OCBOOOXIEHHWEM TPOTOHOB,
BCJICNCTBME 4YEro MX KOHILEHTpAlus B 3PUTPOLUTAX
Bospacraer. Monn H' pearupyior ¢ 6GuxapboHaTom
¢ 00pa3oBaHMEM YTOJBbHOUW KHMCIOTHI, KOTOpasi OBICTPO
pasnaraercss Kap6oaHruapazoii Ha CO, u H,0. O6a
3TU BeIleCTBa CBOOOMHO IU(GOYHAMPYIOT B IIa3Mmy.
CO, mepexoauT B ajlbBeos]bl W BblabixaeTcd. [ns mon-
NepXaHUsl 2JIeKTPOHEUTPANbHOCTH BHYTPEHHEN Cpeibl
B 9pUTPOLUTHI B3aMeH ymequux uoHos HCO, mnocry-
maT u3 mia3Mbl MoHbl Cl, 1 KoTopbix MeMOpaHa
SPUTPOIUTOB JIETKO TpOHUIIAeMa.

ITocTostHHOE TMOTJIOIIEHWEe KHUCIOopoda M3 allbBeO-
JnapHOTO Bo3ayxa M BbineneHne CO, Mpu BBIIBIXaHUU
00ecITeunBaroT HEIpepbIBHOE TMPOTEKAHWE BCEX BHIIIIE-
YIOMSTHYTBIX peakiuii.



HAPYHIEHUA
KNCJIOTHO-OCHOBHOI'O BAJIAHCA
OPTAHU3MA M HX KOPPEKIUA

N KOMIIEHCALIA

Koppexuyueii Ha3bIBaIOT [eiiCTBUE oOpraHa, KOMIIO-
HEHT KOTOPOTO TMOCTpajal B pe3yJbTaTe HEKOTOPOTo
HapyueHus. Tak, Moyka KOpPeKTUPYET HapYIIEHUs Me-
tabojM3Ma, a JbIXaTeJbHas CHCTeMa KOPPEKTUPYeT
HapyLIeHUs AbIXaHUS.

Komnencayueii 0003HayalOT ACHCTBUE KOMIIOHEH-
Ta, OTIMYHOTO OT MOCTPaiaBIIero B pe3yJbTaTe Hapy-
nieHust. JlpIxaTeapHas CUCTeMa KOMIIEHCUPYET BIUSIHUE
KOMIIOHEHTOB MeTaboiu3mMa Ha pH opraHuszma, usme-
Hag BeHTwIAuM0 (pCO,). PeHanbHad peryiasuus obec-
meuywBaeT BbimeneHue H' u HCO; B orBer Ha u3Me-
HeHusi pH, Bbi3biBaeMble u3MeHeHuem pCoO,.

Ipu mpeBbIIEHUHM MOTEHIMANBHBIX BO3MOXHOCTEH
opraHu3Ma HaOJogaeTcss OTCYTCTBUE KOMIIEHCALIMU
KHMCJIOTHO-OCHOBHOTrO OanaHca U pH BeIXOoAUT 3a 10-
MyCTUMBIe TIpenesibl. B Gojiee GiaromnpusiTHOM ciyvae
B pesyjbrate KommeHcauuu pH cradunusupyercs B
npenenax HOPMBbI.

Memaboauyeckuii  ayudo3 BBI3BIBACTCS  COKpallle-
HueM BblledeHMs H' TOuKO# MMM 3HAYUTETLHBIM
nepenponssoacTioM H' B opraHusme Ipu Hapyile-
HUsIX MeTabonau3dma. [lpuMepaMu SIBASIIOTCSA KETOALM-
103, WJIK JIAKTATHBIN alua03, BO3ZHUKAIOUIUI B Pe3yJib-
TaTe TUMOKCUU MBI TPU aHA3POOHOM TJIMKOJIM3E.
DTO COCTOSIHME KOMIIEHCHUPYETCs YBEJIMYEHUEM aJibBeO-
JISPHOI BEHTUJSILIMM, KOTOpPOE MPUBOAMT K YMEHbLIe-
Huto pCO,. TloyeuHble KaHajblbl (ECIM OHM CaMM He
SIBJISIIOTCSL  TIPUYMHOM  allMao3a) MOTYT y4acTBOBATb
B yCTpaHEHUHU 3TOro jAedeKTa, yaepxKuBas OukapOoHar.

Memaboauueckuili arkano3 HaCcTynaeT B pe3yjbTaTe
OOJIBIION TMOTEpPW MOHOB BONOPOJIA, HATPUMEpP, BCIE-
CTBUE TIPOAOJKUTEIbHON PBOTBl U  TOBBILIEHHOTO
yaepxaHusi OMkapOoHaTa y JIMIL C BBICOKUM YpPOBHEM
MUHepanokopTukouaa. KomneHncauus nmpoucxoauT my-
TEeM YMEHBIIEHUS] BEHTWISIIIUU U YBEJIMYUBAET YPOBEHD
pCO, B KpoBU. AJIKaN03, BbI3BaHHBLI PBOTOH, YacTUy-
HO KODPEKTUPYETCS pEeHaJbHbIM BbIJEIEHUEM OUKap-
OoHara.

Jvixamenvhblii  ayudo3 BO3HUKAET TPU YMEHbIIe-
HUM BEHTUJISILLMM JIETKUX, HApuUMep Mpu ux 3abosesa-
HUSIX U HapyHIeHUSX (GYHKIUU IbIXATEJbHBIX MBIIIIL
Moo BO3ACUCTBMEM  JIGKAPCTBEHHBIX  MpPErnaparoB
(MopduHa, 6apOUTYpaToB) Ha JbIXaTEJbHBINA IIEHTP.
OH KOMIIEHCUPYETCS yBeauueHneM Beiaetenus H' mou-
KOii. DTa peakiMs opraHu3Ma pa3BUBAETCsS MEAJEHHO,
HO TMPUBOAMUT K TOJHOW KOMIEHCALUU.

Joixamenvholil  aakano3 OOBACHSAECTCS  YCUJIEHHOM
BEHTUJIsIIUEH TerkuX. [IpuMepoM clykKUT MHTEHCUDHU-
Kalusl AbIXaHWs TPU CUJIBHOM 3MOLIMOHAJIBHOM BO3-
oyxneHuu. KommeHcupyeTcsi yMeHbIIEHHEM BbIAee-
nus H' mouxkoit.
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BbuoXMMUSA HMMMYHHOW CHCTEMBbI

HUmmynumem MOXHO OIpENEIUTh KaK CIIOCOOHOCTb OpraHu3Ma HUACHTU(ULMPOBATb, HEUTPAIU30BaThb U YAAISTH
YyXIble CTPYKTYPbI C LIE€JbIO COXpPaHEHMSI COOCTBEHHOW IEJIOCTHOCTH.

DTy CrnocoOHOCTh OpraHu3Ma OOecriedMBaeT MMMYHHAsi CHCTeMa, KOTOopasi BO3HMKJIA B TIPOLIECCE SBONIOLMU U3
KJIETOK JBYX TUIOB: UMbl U MakpodaroB. OHU MPUHUMAIOT ydyacThe B pabOTe MMMYHHOI CUCTEMBbI caMM IO cebe
(KJIETOYHBII UMMYHUTET) WM BMECTE C OCJIKOBBIMU TMPOAYKTAMU COOCTBEHHOI aKTMBHOCTH, HAa3bIBAEMBIMU aHmume-
aamu (TyMopalibHbIii MMyHMTET). Henb3st ymyckaTh M3 BULy TOT (hakT, YTO UMMYHHas cuctema (pyHKIIMOHUPYET KakK
eAMHOe 1IeJloe, TaK YTO pa3/leficHUe Ha [IBa TWUMAa MMEET JIMIb MeJarorniyeckoe 3HaueHUue.

VIMMyHHas1 cucTeMa cocTouT mpumMepHo u3 10”7 mumdonnTtoB n 10° MoIeKyn MMMYHOIIOOYINHOB, W WX IJIaB-
Hasl 3ajaya 3aKJII04aeTcsl B TOM, YTOObI UIEHTU(UIIMPOBATh AHTUTEHBI, T. €. MOJEKYJbl U KIJIETKU, KOTOPblE HE MpU-
HaJJiexaT OpraHu3My WIM 00pa30BaJUCh M3 COOCTBEHHBIX MOJIEKYJ M KIJIETOK B pe3yjbTare UX (hU3MOJIOTMUECKOro
WY TIaTOJIOTUYECKOrO M3MEHEHUs. B 3aBUCMMOCTH OT MX CBSI3M C OPraHW3MOM Da3IMYalOT aHTUTEHBI OT >KUBOTHBIX
TOTO Xe BUIA (an102eHHble; PaHEe WX Ha3bIBAIM TOMOJIOTMYECKMMM WM W30aHTUTEHAMM), aHTUTE€HbI OT YXMBOTHBIX
JIPYroro Buja (9K302eHHble, paHEEe NX Ha3bIBAJIU TETEPOJTOTUYECKUMM) U, HAKOHELL, UCKYCCMBEHHble, UAU CUHmMemu1ecKue,
AQHTUTEHbI. AJUIOTEHHbIE aHTUTEeHbI, NMPOM3BEIEHHbIE CAMUM OPraHU3MOM, HO 3aTeM MOAUMULIMPOBAHHBIC, MOXHO Ha-
3BaTh AYMOAOUHECKUMU.

INocne unenTnduKalMym aHTUITeHA UMMYHHasi CUCTeMa JOJKHA HEWTpaiu30BaTh €r0 M YAaJUTh. DTO MPOUCXOIUT
OBYMSI MYTSIMU: C TIOMOIIBIO CIELMATBbHBIX KJIETOK (TaK Ha3biBaeMbIX T-KIETOK), 00JaarolIuX LIMTOTOKCUYECKUM
IECTBUEM, U UX MPOAYKTOB (JIMM(MOKMHOB) WM C IIOMOINBIO aHTHUTeN (AT), KOTOpbie IPOU3BOIATCS B-KireTkamu.
Just o6onx crnocoboB XapakTepHa Creln(pUYHOCTb B OTHOIICHUM CTPYKTYDhI, YYXAOW IS Tesa.

Heittpanuzanyio u ynajieHue 4YyXIbIX CTPYKTYP OCYIIECTBISIIOT TakXXe TyMOpaibHble (haKTopbl, Ha3blBaeMble
KOMHnAeMeHmoM W nponepourosoli cucmemoi. Daroliuto3 MU BHYTPUKIETOYHOE pa3pyllieHUWE aHTUTEHOB ITPOM3BOAST
makpodaru. Pabora Bcex BbIlIENEPEYMCICHHBIX KOMIIOHEHTOB MMMYHHOM CHUCTEMbI, KOTOpbIE 00pa3yloT TaK Hasbl-
BaeMyl0 MMMYHOJIOTUYECKYIO CETh, PEryJIUpyeTcss TakKuM O0pa3oM, YTO MMMYHHAas peaklMsl HACTyMaeT B HYXKHBIN
MOMEHT, HarlpaBlieHa Ha OMpeAe/eHHbI aHTUIeH, aleKBaTHA U OrpaHWYeHa BO BpemeHM. OTCYTCTBUE OIHOIO U3
9TUX KAa4YEeCTB BbI3bIBACT HAPYIIEHUSI B OPraHU3ME€ U Cepbe3Hble 3a00JeBaHUsI, YrPOXalllue CaMOMY €ro CYILECTBO-
BaHMIO. HaumbGonee cepbe3Hbl CleAyIOIIMe HapyIIeHUSI.

TunepuyscmeumenvHocms SIBJISIETCSI CIEACTBUEM WM30BITOUHON MMMYHHO# peakiuu. OHa MOXET OBbITb pPaHHETO
U 3aMeUIEHHOTO THIIA.

ITpOoTUBOIOIOXHOCTBIO TTOBBILIEHHON YYBCTBUTEIBHOCTU SIBISIIOTCS UMMYHOMOAEPAHMHOC® N UMMYHOOe@uUUuUm-
Hocms. B mepBOM ciydae OTCYTCTBYET CEJIEKTMBHAsi MMMYHHasl peaklusi, a BO BTOPOM OTCYTCTBYIOT WJIM TIOBpe-
KIEHbl HEKOTOPble KOMIOHEHTbl UMMYHHOI cucTteMbl. VI HakoHell, CYLIECTBYIOT aymoumMMmyHHble 3a004e6aHus, TIpU

KOTOPBIX aJJIOTeHHbIE aHTUTE€HBI IIPEBPAIAIOTCSI B ayTOJIOTMYECKKME M MMMYHHasl CUCTeMa OpraHM3Ma HadyMHaeT pa-
0oTaTh TPOTUB CeOsl.
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NCKYCCTBEHHBIE AHTUT'EHbBI

AHTUTEHBI - 3TO  BEIIECTBA, KOTOPbIE MPOHUKAIOT
(rmaBHBIM  00Opa3oM  MapeHTepalbHO) B  OPraHU3M
U BBI3BIBAIOT MMMYHHYIO peakuuio. Yalne Bcero, 3To
BBICOKOMOJIEKYJISIpHbIE COeqHeHUs (OenKu, rmomcaxa-
punabl). OQHAKO aHTUTEHAaMU MOTYT ObITb U HU3KOMO-
JIEKYJISIpDHBIC BEIIECTBa, Ha3blBacMble eanmeHami, Ta-
Kue, KaK JIeKapCTBEHHbIE IMpemapatbl U WX MeTabo-
JIUTBI, OCOOEHHO TIOC/Ie MPUCOCAMHEHMS] B OpraHU3Me
K OenkaM-HocuTenssM. YacTb MOJIEKYJIbl aHTUICHA,
OMpEeAESIONIYyI0 UMMYHHYIO DEaKLMIO, Ha3blBalOT aH-
mueenHol Oemepmunanmoi (v rtanteHoM). OOBIYHO
OHAa MMEET XECTKYI0 CTPYKTYpy U COAEPXKUT apoMaTu-
YecKHe aMUHOKHMCIIOTHI, 3apsiKeHHbIE TPYIIbl U OJUIO-
caxapunel. Ha aHTureHe MoOryt OBITH TPYMIBI OTHOTO
WIA HECKOJbKUX THUIOB, T.€. OH MOXET OBITb MOHO-
U TIOJMBAJIEHTHBIM. AHTUIEH MOXET HMMETh HECKOJIbKO
rpynmn kKaxmnoro tumna. Kaxmas merepMuHaHTa BbI3bI-
BacT 00Opa3oBaHWE aHTUTE], KOTOpbIe TOXe ObIBAIOT
MOHO- W TOJMBAJIEHTHBIMU. YacTb MCKYCCTBEHHBIX aGH-
mueerHog ObUIA TIONydYeHA CUHTETUYECKU W MCIIOIb30Ba-
Ha U1 U3y4eHUs] aHTUTEHHOCTU M 00pa3oBaHUSI aHTHU-
Tesn. Hambonee u3BecTHhle M3 HUX MOKa3aHbl Ha CXEMeE.

IMPUPOJAHBIE AHTUTEHBI

K mpupogHbIM aHTUTEHaM OTHOCATCS BCe OenKu
OpraHu3Ma, KOTOpbIE SIBJISIIOTCSI BbIPaXKE€HUEM TEHETH-
yeckoit nHpopmauuu. Takum obpa3oM, cioga OTHOCST-
cg  Oenkd OWOJOIMYECKUX KUIKOCTEeH, KIJIETOYHBIX
CTPYKTYp, U B TEPBYIO Ouepeib MJIa3MaTUYECKUX MeM-
O6paH. [lpumepoM ciyxaT TIpynmnoBble aHTUIEHBI KpO-
BU. Bce OHM ABASIIOTCS TPOM3BOAHBIMU  OCHOBHOIA
CTPYKTYpPbl, Ha3bIBaEMOil 210003udom (MPOAYKT TIeHa
H). B Heli ecTb KOHIIEBOII OCTAaTOK rajakTo3bl, K KOTO-
POMY MOTYT MpPUCOEAMHSITBLCSI caxapa Ioj JeWCTBUEM
crneuudUYecKoil IUMKo3uaTpaHcdepasbl, SIBISIOLIEHCS
BbIPaXEHMEM T€Ha, COOTBETCTBYIOILLETO NAHHOW TpyIIe
kpoBu. Tak, reH H KoHTposupyeT cuHTe3 (yKO3UI-
tpaHcdepasbl, TreH 1* - cunTes N-rajgakTozaMuHMI-
TpaHcdepasbl, a reH I - cuHTe3 ranakrosunTpaHcde-
pasbl. [lpyrue NpUpOIHbIE AHTUTEHBI MPOMCXOAST OT
OCHOBHOTO KOMILJIEKCA THCTOCOBMECTUMOCTH, KOTOPBII
pacnioyioxeH Ha xpomocome VI. K ero ocHOBHbIM
KOMIIOHEHTaM OTHOCSITCS TeHbI, OTBEYaIOIue 3a CHCTe-
My aHTUTEHOB JIEKOLIMTOB YeJOBEKa W Pacrolo-
keHHble B Jokycax A, B u C. Jlokycsl A u B ompene-
asgioT mo 15 cmemuduuHocTeit, a sokyc C - msTh.
Kaxnplii 1oKyc comepXUT aieau, 0003HaYeHHbIe UH-
NEeKCOM W M 4YMCIIOBBIM KOIOM.

Beipaxkenune reHoB A, B u C mpexncrasisier co0oii
TpaHCcMeMOpaHHBIM TaukonpoTreuH ¢ M 43000, ko-
TOPBIi HEKOBAJEHTHO CBSI3aH C [3,-MUKPOIIOOYJIMHOM
(M 12000), 1oxanu30BaHHBIM IepudepuitHo. DTOT Oe-
JIOK KOAUPYETCSI APYTMM TeHOM. AHTUTEHBI JIEHKOLIM-
TOB YeJIOBEKA UTPAIOT BaXKHYIO POJIb MPHU TPaHCIUIAH-
Tallid OPraHOB, U 3TO OOCTOSITETBCTBO TMOJOXUIO
HavyaJlo U3YYeHUIO UX C OMOXMMUYECKON TOUKHU 3pEHMSI.

YYKUE AHTUTEHDLI

[Mpumepamu 4yXuUX aHTUTEHOB CIyXaT JABa Oejka
BUpYyCa TpUINa, PACIOJOXEHHbIE Ha TMOBEPXHOCTH BU-
pUOHa - HellpaMMHUIA3a U TeMarrIoTUHUH
OHU TPOHUKAIOT B OPTaHW3M U BBI3BIBAIOT 0Opa3oBa-
HUe crieuu(puyecKux aHTUTE.
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Tun CocraB Mounexynsp-
Hast , Conepxanue B Ionynepuon
macca *10”  ceiBOpoTKe KU3HH, CYT
KpOBH, T/1
IgG XY 143-149 9-15 23
A,
IgM OGLW,). 800-950 0,7-1,8 5,1
()\’2H2)5
IgA (L) 158-162 1,5-2,6 58
2+72/1-3
)\'ZGZ)IJ
IgD XV, 175-180 0,03 2,8
}\’ZVZ
IgE 185-190 0,05 2,5
XErht,
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NAEHTUYHOCTDb AHTUTEJI
1N UTMMYHOIJIOBYJIMHOB

AHTHTeNa K pa3iMYHbIM aHTUT€HaM MpPEeACTaBIsIOT
co00ii TOBOJILHO OMHOPOIHYIO TIpYIMy OEIKOB, KO-
Topble npu snekrpodopese npu pH 8,6 oOpasyor Tak
Ha3bIBaeMyl0 30HY Y-I00yJauHOB. OToe/lbHbIE KOMIIO-
HEHTBI 3TOI cMecUu ObLIN BbIACJCHBI U Ha3BaHbl UMMY-
HornooynuHamu G, A, M, D u E, cokpamenno IgG,
IgA, IgM, IgD u IgE. Bnocnenctsum oGHapyXuiu, 4Tto
MoJIEKyJla KaXXJ0ro MMMYHOIJIOOYJIMHA MpenCTaBsieT
coboit TeTpamep, 0Opa30BaHHBIA YETHIPbMS TOJIMIIEII-
TUAHBIMUM LENAMU. OTU LeNM IOHNApPHO MAEHTUYHBI
¥ Ha3bIBaIOTCs JIETKOM L- (cylllecTByeT B ABYX BHIaX - A
u ) u Taxenour H-uensgmu (msate BUAOB- Y, Q, W,
due). Knaccubukauuss UMMYHOTIO0YIMHOB OCHOBaHA
Ha TUMe TspkesnoW uernu. B 3aBucumoctu or Buma H-
LeNnb CONEPXUT pa3HOE YHUCIO aMUHOKMCIOTHBIX
OCTaTKOB (MX TIOC/IeNOBaTEIbHOCTh YCTAHOBJIEHA) W,
cliefioBaTeNIbHO, MMeeT pasziauuHyro M 50000-70000,
a s L-umemeit - 22500. MIMMYHOTJIOOYJIMHBI  CyIle-
CTBYIOT B BHUJE MOHOMEPOB, IMMEPOB M TPUMEPOB
(IgA) nnu nenramepos (IgM). Ux cocraB, conepxaHue
B CBIBOPOTKE W TIOJIYNEPUON XM3HU TMPHUBEICHBI B Ta-
Onuue (B COOTBETCTBUM C JAaHHbIMU bynaeke).

XUMHUYECKASd CTPYKTYPA
UMMYHOIJIOBYJINHOB

OHa m3yyeHa NOCTaTOYHO MonpobHo. Jlerkas iemnb
coctouT u3 220 aMUHOKUCIOT, a Tsxenas u3 450-575.
AHanu3 aMUHOKMCIOTHON TOCJIEI0BaTebHOCTU OOHa-
PYXMJI, YTO HEKOTOpPbIE YYaCTKHU Lieneil BapuabelbHbI
(V. u V,) T.e. UMEIOT pPa3Hyl0 aMUHOKMCIOTHYIO IO-
clleloBaTeIbHOCTb, a HeKoTopble mocTosiHHbl (C, n C,
1-3). U3 cxeMbl BUIHO, YTO OTHEJIbHBIC YYACTKU Iemei
uMeloT GopMy BHYTpeHHHUX meteinb u3 60-70 ocTaTkos,
COENMHEHHBIX AUCyIbhUIHON cBI3bl0. B mpocTpaHcTBe
OHM 00pa3yloT [Ba aHTUMApPaUIEJIbHBIX CJIOSI  CO
CKJIanuaToil CTpyKTypoid. LIeHTphl CBA3BIBAaHUSI aHTUIE-
HOB (IO Ba Ha MOJIEKYJTY) PAacIOJIOXEHBl Ha y4acTKax
V,u V. OTu y4acTKM comepxaT TaK Ha3blBaeMble T[U-
nepBapralebHble CETMEHTBI, KOTOpble M O0Oecreyu-
BalOT KOMILJIEMEHTAPHOCTh aHTHUTeHY. B3aumopeii-
CTBUE HMeeT ckopee Bcero ruapodoOHbI XapakTep
(To-BUIMMOMY, C y4acTHEM BOJOPOIHBIX CBs3eil), MO-
CKOJIBKY B 30HE KOHTakKTa MpeobsanaioT ruapodoOHbIe
aMUHOKMCIOTH. CyliecTBOBaHUE OOJIBIIOTO YUCIA MM-
MYHOTJIOOYJIMHOB, OTJIMYAIOLIMXCS TOJBKO IOCJen0Ba-
TEJIbHOCTBIO aMUHOKKCJIOT B BapuabesbHBIX ydacTKax,
MO-BUAMMOMY, SIBISIETCS  pe3yJabTaToM OTOOpa Tpu
aBoolu. KOHCTaHTHas 4YacTb MOJIEKYJIbl HMMMYHO-
rnobynuHos (F)) obecneunBaeT OAMHAKOBYIO CYAbOY
KOMILJIEKCa MOCIe CBSI3bIBAHUS CO CrielM(UUEeCKUMM aH-
TUTeHaMu. MeTOoOM pEeHTIeHOCTPYKTYPHOTO aHain3a
YCTaHOBJEHO, 4TO y4yacTku ¥V, u V| cpaBHUTEIbHO
MOABUXHBI M YTO CTaOMIM3aLMs CTPYKTYpPhl MPOMCXO-
IUT TOJBKO TIOC/IE TPUCOEIMHEHUS AHTUTEHA.



OBPASOBAHUE MMMYHOIJIOBYJIMHOB

Ha kaemounom yposne. 1751 cuHTE3a MUMMYHOTJIO-
OyIMHOB HeoOXOAMMa  COIJIaCOBaHHAsl aKTUBHOCThb
KJIETOK Tpex THIoB - T-muMbountoB, B-nmumdbonnton
u MakpodaroB. Bce oHM uMeIOT psia pelenTopoB Ha
rra3MaTudeckoir meopane. Kietku T- u B-mmmdorm-
TOB COAEPXAT PELEenTOpbl MMMYHOTJIOOYJIMHOB, U MX
crnenuUIHOCTh pa3nuyHa. KpoMe Toro, Ha HUX €CTb
cBoOOAHBIN peuentop a1st ¢dparmeHta F,. MmmyHo-
mooymuHbl IgM u IgG ¢ pa3HbIMM BapuaOelbHBIMU
yuactkamu V, u V, cBaswiBaorca B-xietkamu. Ka-
XKIasi KjieTka oOpasyeT JUIllb OAWH CTPOTO Ompene-
JICHHBIU TUIT MOJIEKYJ KIMMYHOTJI00y1MHa. Makpodaru
uMeloT peuentopsl mng ¢dparmenta F, 1 KomruiemeH-
ta. CuMTaercs, YTO aHTUTEH, MOMABUIMI B OpPraHU3M,
noMeyaeTcs creuruduyeckuM aHTUTEJIOM U 00pa3oBaB-
LIMIACS KOMILIEKC MPUCOENUHSETCA CBOUM KOHLOM F|
Kk T-xietke miau Makpodary (MHOrIa aHTUTEH IIPSIMO
CBSI3BIBAETCSl C MOBEPXHOCTbIO T-KJIETKM, a JMIIb 3a-
TeM ¢ Makpodarom, HO dYaille OH TPUCOCTUHSIETCS
B BUJE KOMILJIEKCA C aHTUTEJIOM K Makpodary 6e3 yua-
ctus T-xnetku). Ponb MakpodaroB cOCTOMT B IIpeBpa-
IIEHUM aHTUTeHa B MMMYHOI€H, T.€. B BELUECTBO, CIO-
coOHOe MHAYLMpPOBaTh oOpa3oBaHUE aHTUTeN. Mexa-
HM3M 3TOTO TMpoliecca M TMPHUpPOAa MMMYHOTeHa IOKa
Heu3BecTHBI. [lociie MoxyYeHUs] UMMYHOT€HHOTO CTH-
MyJa OT Makpodara B-kjaeTkm HauMHAOT pa3MHO-
XaTbcsl U nubdepeHIMpPoBaTbCSl U Yepe3 CTaAUIO JIUM-
¢0061acToB MpeBpalaloTCcs B TUIA3MaTUYECKUE KIETKH,
KOTOpbIE U CJYXaT MCTOYHMKOM MMMYHOTJIOOYJIMHOB.

Ha cybkaemounom ypogre. CyllIECTBYIOT JBE TeO-
puu, Kacawoluecs MeXaHu3Ma 00pa3oBaHUS WMMYHO-
100yTUHOB. Ki0oHanbHO-ceneKyUOHHAA meopus TIPend-
1oJIaraeT, YTO B OPraHM3Me eCTb JOCTATOYHOE KOJInYe-
CTBO MpeACYUIECTBYIOIMX B-1MMbOLUTOB, CIIOCOOHBIX
00ecreynTh CHUHTE3 OOJIBIIOTO KOJWYEeCTBA MMMYHO-
rJ100yJMHOB C pa3IMYHbIMU yyacTkamu V, u V,. AHtu-
T€H CBSI3BIBACTCS C JIUMQOLMTOM, PElenTop KOTOPOTO
JIy4ylie BCEr0 COOTBETCTBYET €My, U ITOT JUMMOLUT
HayMHAeT DPa3MHOXATbCS W TMPEBpalllaTbCsl B IJ1a3Ma-
tuueckyto kietrky (bepHer). Uucmpykmuenas meopus
TpENroiaraeT, 4YTo KaxXIAblil JTUMOOLNT HE3aBUCUMBIM
00pa3oM CUHTE3UpyeT OOJbIIOE KOJMYECTBO HE CBSI-
3aHHBIX AUCYIbGUAHBIMM MocTKamu L- u H-ueneii
C pa3nuMyHbIMU yyactkamu ¥V, m V. S—S-cBs3u oOpa-
3YIOTCSl KaK TOJbKO aHTUTEH (TOYHEe, UMMYHOT€H) BbI-
30BET KOMIUIEMEHTApHYIO TPOCTPAHCTBEHHYIO OpUEH-
TAlMI0 HYXHBIX YYaCTKOB TSIXKEIBbIX U JIETKUX Lernein
BHYTpU KieTku. OOpa3oBaHue AUCYJIbOUIHBIX MOCTH-
KOB MOXET KaTaJu3MpoBaTh TUOJIUCYIbGOUITPAHCTHU-
JporeHas3a B MPUCYTCTBUU TiayTaTuoHa. [locrme obpazo-
BaHHUs TeTpaMepa C aHTUTeHOM (MMMYHOTEHOM), ep-
MEHT BBICBOOOXIAETCS M TMPOLECC MOBTOPSIETCS.
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B3AUMOJIEVICTBUE AHTUTEHA
C AHTUTEJIOM

BTOT npouecc MPOUCXOIUT B YUACTKe, Ha3bIBAEMOM
LIEHTPOM CBSI3BIBAHMS, a TakXe BapuaOenbHbIM (TU-
rnepBapuabebHbIM) Y4aCTKOM MOJIEKYJIbl MMMYHOTIJIO-
OynvHa. YpaBHEHHe, OMUCHIBaWOINEe B3aUMOIECTBUE
aHTUTeHa ¢ aHTuTenoMm (1), crpaBeVIMBO TPU MpPEIIO-
JIOXEHWHU, 4YTO CBSI3b 00pa3yercs TOJIbKO MEXIy
B3aMMHO HE3aBUCUMBIMU TPYNIaMU JAeTEPMUHAHTbI
YU HE3aBUCHMBIM IIEHTPOM CBS3bIBaHUs aHTuUTena. Ha
caMOM JeJie 3TO He TakK, MO3TOMY pe3yibTaThl, TMOIY-
YeHHbIe 10 ypaBHeHMsIM (2) u (3), clemyeT cuuTaTh
MPUOGIUXEHHBIMU.

HecMoTpst Ha 3T0, M3 ypaBHEHHUil JOTMYECKH Ce-
IYeT, YTO TMPOYHOCTh CBSA3M MEXIY aHTUTEHOM W aHTH-
TEJIOM HeBeJMKa W 3aHMMaeT IMPOMEXYTOUHOE TOJIO-
KeHMe  MeXJAy TMPOYHOCTbIO  BOJOPONHON  CBSA3MU
U TUIPOPOOHBIX B3aUMOACUCTBUIA.

NPENUIIATAINA N AITJIIOTUHALMUA

BzaumopeiicTBMe aHTUTEHa C AaAHTUTEJNIOM MMeeT
Psil 0OCOOEHHOCTEH, CBSI3AHHBIX C BaJEHTHOCTbIO aHTH-
Tena. MoJieKkysna aHTUTeNla CONEPXWUT JBa IIEHTpa
cBSI3bIBaHUSI U QopManbHO IBYXBajeHTHa. [loatomy
OHa MOXET B3aMMOJCHCTBOBATh C IBYMSI JIETEpPMUHAH-
TaMM, TpPUHAIIEXKAIIMMUA JIBYM pa3HbIM MOJIEKY/IaM
aHTureHa. Ecnu aHTUTeH sABIseTcs OEIKOM, TO €ro
pa3Mepsl B MEPBOM MPUOTUXKEHUM TaKue Xe, KaK y aH-
tutena. [Ipu mpuMepHOM paBeHCTBE MX KOHIEHTpAIMIA
obpasyercsl CTPYKTypa € MHOXECTBOM BHYTPEHHUX
KOHTaKTOB, PaCTBOPUMOCTb yMeHbILAETCs W oOpasyer-
cs1 ocamok. TeopeTMUecKu TMOXO0Xas CUTyalMsl BO3HM-
KaeT B TOM cCJly4ae, KOTJa aHTUTEHOM SIBJISIFOTCS TIO-
BEPXHOCTHBIE CTPYKTYPHI KJIETOK. B aTom ciyvae, onHa-
KO, CKa3bIBaeTCs pa3inuue pa3MepoB IBYX B3aUMOJECii-
CTBYIOIINX KOMITIOHEHTOB. Ha MOBEPXHOCTH KJIETKU MO-
KET HaXOAMThCSl OOJBIIOE KOJIMYECTBO NETEPMUHAHT,
KOTOpbIE CBSI3BIBAIOT TaKOe Xe KOJUYECTBO aHTHTEI.
Ecnu mpu 3TOM TPOMCXOAMT 3KpaHUPOBAHUE OTPUIIA-
TeJNIbHBIX 3aps0B Ha TOBEPXHOCTU KIJETOK, Ojaromapsi
KOTOPHIM OHM OTTAJIKMBAIOTCS IPYT OT Apyra, TO KJIeT-
KM HAaYMHAIOT CIAUTAThCS (arrJIOTUHUPOBATH).

KOJIMYECTBEHHOE OIIMCAHUME PEAKIINU
AHTUTEHA C AHTUTEJIOM

B3auMoneiicTBUE aHTUTeH-aHTUTENO JIydllle BCEro
MPOCJIeXUBACTCS (N Vitro B PEeakKUMU TPeLUNnuTaluu.
Ecmu B cepuio mpoOupok ¢ Bo3pacrarolleil KOHLUEHTpa-
1Meil aHTUTeHa TPUOAaBUTH OJAMHAKOBOE KOJUYECTBO
aHTHUTeNa, TO MPEUUNUTALMS TIPOU3OUAET JUIIb B MPO-
OupKax C GJarompUsITHBIM COOTHOIIIGHHEM MEXIY aH-
TUTEHOM M AHTUTEJIOM, T.e. B Y3KOM JIMalia30He KOH-
ueHTpauuii aHtureHa. [lpm u30bITKE OAHOTO U3
KOMIIOHEHTOB 0CagoK He ob6pa3syercs. OmnpeneieHue
TUTpPa CJIYXUT OCHOBOW KOJMYECTBEHHBIX HCCIIEN0BA-
HUii B UMMYHoJIoTUU. [l0JI€3HO TTOMHUTB, YTO BCE Jia-
OGopaTopHBIE METOAWKM, CBSI3aHHBIE C O0Opa3oBaHHMEM
ocaznka (oOblYHAsA M ABoOiHas muddy3us, UMMYHOIJIEK-
Tpodopes), cieayeT TPUMEHATb MPU ONTUMAJbHBIX
KOHLIEHTpAaLMSIX 000MX pearupyrounux COeIMHEHUN.



Yactb Koncranra MonexynspHas Konnenrpaius
KOMILUIEMEHTa CeIMMEHTALINN Macca <107 B KpOBH,
Mr/n
Cl 11,0 400 1-2
cr' 70
Cl, 4,0 110 0,25-0,45
C4 10,0 230 2-6
C2 52 117 0,08-0,12
C3 9,0 185 9-15
C5 8,7
C6 6,6
C7 5,6
C8 8,5 150
C9 4,5 75 0,01-0,02

KOMILUIEMEHT 1 ITPOIIEPINHOBAA CUCTEMA

CbIBOPOTKA KPOBU CONEPKUT TPYyIIYy OEJIKOB C pas-
JINYHBIMUA CBOWMCTBAMU U pa3MepaMu, 00pa3yroInx
MpU TOCEeN0BATEIbHON acCOLMALIMM KOMIUIEKC, Ha3bl-
BaeMblii akmugubvim komniemenmom (C). DTa CTPYKTY-
pa OTBEYaeT 32 YHUUTOXEHUE CEHCUOMIM3MPOBAHHBIX
SPUTPOILIMTOB U I'PaMOTPHUIIATEIbHBIX OakTepuii. Kom-
IJIEMEHT CcoAepXUT 11 pa3iauyHbiX OEJKOB IJIa3Mbl
kpoBu (C1-C9, mpuuem Cl cocTouT u3 Tpex OENKOB:
Cl, Cl, u Cl). B npucyrcruu Ca’" Cl npucoenu-
HsIeTCSI K aHTHUTEJy, 00pa3oBaBIleMy KOMIUIEKC C aHTH-
reHoM (Ar-AT). IlpoyHocTh cBs3u ¢ IgM Bbllie, yem
¢ IgG, Torma xak IgA, IgD u IgE BoBce He  mpucoenu-
HSIOT KOMIUIeMEHT, Tpu cBs3biBaHuu Cl mosBisercs
npoTea3Hasi aKTUBHOCTb M CTAHOBUTCS BO3MOXHBIM
npucoenrHeHne C4. OHO MpOTEKaeT Tak, YTO CHayaja
C4 pacweruisiercs Ha ase yact, C4, u C4,, U3 KOTOpPBIX
nepBasi Ierpaaupyer, a BTopas oOpa3yeT KOMIUIEKC C
Cl1. IMocne atoro cBsizbiBaeTcst KoMmoHeHT C2. OH Tak-
K€ paclUeIUIsieTcsl Ha aKTUBHBLI gepmenm C2, («KOH-
BepTady») M octaTok C2,, KOTOpBIil [erpaiupyer.
Kommuexc C1 * C4,+ C2, npucoenunsier KommnoHeHT C3,
IocJie 4ero OH Takxke pacnagaercs Ha C3, (umeromuit
aHa(WIAKCUIECKYI0 (DYHKIIMIO - CHOCOOHOCTb  8b/C80-
6oxcdame eucmamur W3 TPaHYJN pPa3HOOOPa3HBIX Kile-
tok) u C3,. Tak ob6pasyerca accouuar CleC4,-C2 *
+C3, ¢ mpoTea3HO#l aKTUBHOCTbIO. Bxomdmuii B ero
coctaB KoMmmnoHeHT C3, MoxeT B3auMoZAeiicTBOBaTb
¢ MemOpaHaMu MUKpoOOoB. Takoe B3auMOJEUCTBUE,
KaKk Obl KOPOTKO OHO HHU OBUIO, BBI3BIBACT MPHCOE-
NUHEHUE JEeUKOLMTOB M OakTepualdbHbIN (harouuros.
Tak xe cBsizbiBaeTcss C5, KOTOpBI pacmamaercsl Ha
aHadpunakeun C5, u npucoenunsemylo uacts CS5,.
IMocne nocnenoBatenbHoro cesizbiBanus C6 u C7 006-
pasyercst komrmiekc MCS,,6,7 (cumBoiroM M 0603-
HaueHa ero 4acTb, CIOCOOHAas B3aMMOJEHCTBOBATH C
MIa3MaTuyeckoit MemoOpaHoii). [1o TaHHBIM 3JI€KTPOH-
HOW MMKDPOCKONUU MEXAaHU3M B3aUMOJEWCTBUSL TMpe/-
CTaBJISIET TIOCJIEIOBATEIbHOE BHEIPEHUE OTHEIbHBIX
0eIKOB B JIMIIMAHBIE CIOM MeMOpaHbl. BHeapeHue 00-
JleryaeTcsl 3a cyeT accouMauuu ¢ KomrnoHeHTamu C8
n C9. IllepBblii U3 HUX MPUAAET KJIETKE CIMOCOOHOCTb
K JIM3UCY, a Oiaromapsi BTOPOMY 3TOT IIPOLIECC O4eHb
yekopaemea. Ilpu nusuce xommieke (MCS5,-9) o6pasy-
€T MHOXECTBO KPYIJIbIX OTBEPCTUII B MeMOpaHe, KOTO-
phie IPOHM3BIBAIOT €€ HACKBO3b 1 00Pa3yIOT KaHAIBI IS
Bxona Na' u Ca’’ u Beixoma K'. Drto mnpuso-
IUT K HaOyxaHWIO, a 3aTeM pa3pbiBY KIETKHU.

Jlpyroii MexaHU3M JHU3KCa KJIETOK, OCHOBAaHHBII Ha
pabote nponepounosoii cucmems. OH GYHKUMOHUPY-
€T Jaxe B OTCYTCTBME AaHTHUTEN, IO3TOMY MOXET
OBITb WCIIONB30BaH TOTAA, KOTrna aHTUTeNa He O00-
pasytorcs. [lpomepauHoBasi —cucreMa COCTOMT U3
Tpex dacTeil: mnponepauHa (P, OOHOTO WJIM He-
CKOJIbKKX), OOraToro TIJIMLUHOM [,-IIMKONPOTENHA
(B) u mporeassl (D), KoTopass TPUCYTCTBYEeT B BUJE
npodepMenTa. [IpomepanH o6pa3oBaH HECKOJIbKUMU
CyObEAMHULIAMY, AKTUBUPYEMBIMU 3MMO3aHOM (IPOXK-
JKE€BBIM TOJIMCAaXapuaoM), IHIOTOKCUHOM (OaKTepuab-
HBIM JIMTTOCAXapUa0OM) M UHYJIMHOM. AKTMBUPOBAHHBII
MpOIEepAUH aKTUBUPYET KOMMOHEHT C3 KOMIUIeMeH-
Ta, KOTOpBI NpHOOpeTaeT CBOWCTBA «KOHBEPTa3bl»
(D). ®epmenr BosmeiictByer Ha ¢akTop B, TOT pac-
meruiier C3 na C3, u C3,. Ilocnenuuii cBsA3bIBacT
C5-C9, kak onucaHo Beie. [IpornepanHoBas cucreMma,
IS KOTOPOWl HE HYXHBI aHTUTeNa, IO-BUIUMOMY,
BO3HMKJIa pPaHbllle KOMIJIEMEHTa U OOHapyXeHa daxe
y 0ecro3BOHOYHBIX.
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IIpuHIMIObI KOHTPOJISI MeTa0O0oJaIM3Ma

U xieTka, U OpraHU3M B 1IEJIOM SIBJISIFOTCSI OTHOCUTEJbHO M30JUPOBAHHBIMU CHUCTEMaMM, HaXOMSIIIMMUCS B KBa-
3U-CTallMOHAPHOM COCTOSTHUU. Perynsiiust GyHKIMI KaK opraHM3Ma B 1IEJIOM, TaK M €ro YyacTeil OTBevaeT 3ajauye Mak-
CUMaJIbHOTO BbIXXKMBaHMS. [10CKOIbKY OMOIOrMYecKre CUCTEMbl Pa3BUBAIOTCS B MPOCTPAHCTBE W BO BPEMEHU, TO OHU
MOMUYUHSIIOTCS U TIPOCTPAHCTBEHHOM, W BPEMEHHOW DPETYJISIIUU.

ITlpocmpancmeo HauMHAET UTPATh POJIb HA BBHICIIMX CTYIEHSX OpPTaHU3alMU CTPYKTYphl. IlprmepamMu MOTYT Ciy-
KUTh COXpaHEHHME CTPYKTYPHOU CTaOWIBLHOCTU OEKOB, accolMalvsi (epMEeHTOB ¢ KOOMEPAaTUBHBIM JICHCTBUEM B MY-
JIETU(DEPMEHTHBIE KOMIUIEKCHI M MX JIOKAJIW3alldsl B CTPOTO OMNpPEAETeHHBIX YacTAX KJIETKU (MUTOXOHIPWSI, SHIOTLIA3-
MaTU4YeCKMi PETUKYIyM), a TaKXe CIelraln3alnnsl KJIeTOK M TKaHelW 3a cyeT TMpoleccoB auddepeHImaimm.

Bpems yvacTByeT B peryisiiii TJaBHBIM 00pa3oM TOCPEICTBOM M3MEHEHHUsI CKOpPOCTel peakivii (Merabonu3ma,
TpaHCIIOpTa W JApyrux). [IpakTWdeckKu W TIPOCTPAHCTBO, W BpeMsl BBICTYMAIOT B PErySIMA  OTHOBPEMEHHO.

MexaHU3MBl PETYISIIMY HAauMHAIOT NENCTBOBATh HAa CaMbIX PAa3JIMUHBIX YPOBHSIX OpraHM3allid, OMHAKO B OCHOBE
MX BCETAa JiexXaT MOJeKyJsapHble MeXaHu3Mbl. DYHKIIMK OpraHW3Ma MOTYT PEryJUpOBaThCSI TOCPEACTBOM peaKIuid,
MPOTEKAIOIIMX B KJIeTKe (MeTaboinyeckasi peryysiusi), a Takke Ha yYpOBHE BCErOo OpraHu3Ma (TOpMOHAaJIbHBINA, Hep-
BHBIN KOHTpPOJIb). MeTabomnuecKue Mpolecchl B KJIETKe KOHTPOJUPYIOTCS TJIIAaBHBIM O0pa3oM TyTeM PeTyJsiuu aK-
TUBHOCTU WHIWBUAYAJTbHBIX (PEPMEHTOB.

AKTMBHOCTb (hepMEHTOB MOKET PeryJMpoBaTbCs HECKOJIBKMMH MYTSIMH

1. HUzmenenuem koumyenmpayuu cybcmpamoeé Win KohepMEeHTOB (MeTabOJMYECKUIl CUTHA), B pe3yJibTaTe uero
MMPOUCXOIUT U3MEHEHNE aKTUBHOCTU (hepMeHTa, TIPU 3TOM KOJMYECTBO (hepMEHTa OCTAeTCsT TTOCTOSIHHBIM. M3MeHeHue
KOHIEHTpAllUX COENWHEHMs], MOJAIONIEr0 CUTHAJI, B OCHOBHOM IOCTUTAeTCsA 3a CYET KOMIApTMEHTAllUM, T.e. MyTeM
o0pa3oBaHMsI MeMOpaH, OTAEISIONIMX KJIETKY OT BHEKJIETOUHOM Cpelbl M MEHbIIMEe BHYTPUKIETOUHBIE 0Opa3oBaHUS
OT KJIETKM B IIEJIOM. DTH YacTH KJIETKW OTAEJSAIOTCS TPOCTPAHCTBEHHO (C TIOMOIIbIO MeMOpaH), OOBEIMHSIOTCS
(GYHKIIMOHAIBHO (C MOMOIIBIO MEPEHOCYUKOB).

2. Hszmenenuem kouuyenmpauuu 3gpgpexmopos (aKTUBATOPOB U MHTUOUTOPOB) ajulOCTepUyecKux GhepMeHTOB. Dd-
(bexTOpHI B3aMMOMEWCTBYIOT C AMIOCTEPUYECKUM LIEHTPOM (epMeHTa, KOOIEpPaTUBHO MeHsIsl KOH(opMalumio cyobe-
MIVHUI], U3 KOTOPBIX COCTOMUT (DEpMEHT, W, TaKUM O0Opa3oM, TOBBIIIAIOT JUOO TOHWXKAIOT AKTUBHOCTb (epMeHTa.
B xome 3Toro mpoiiecca KOJIMYECTBO AJNIOCTEPUUECKOTO (hepMeHTa He M3MEHSIETCS.

3. Hnoykuyueii uau penpeccueii. B 3TOM ciydae, B OTIMYME OT OMUCAHHBIX BHIIIE, MEHSETCS KOJMYEeCTBO (hepMeHTa
B CHCTeMe, U, ClleloBaTebHO, 00Ias akTUBHOCTh. KondecTBO (epMeHTa B KJIETKE 3aBHCUT OT MPUCYTCTBUS Perpec-
COpHOTO 0eNKa, KOTOPBIN KOIUPYETCsS PEeryJsITOPHBIM T€HOM M KOTOPBIM B aKTUBHOM (hopMe MHTUOMPYET CHTE3 He-
KOTOPBIX (hepMeHTOB (perpeccust). HekoTopble HU3KOMOJEKYJISIPHBIE COeOMHEHUST (MHAYKTOPBI) MOTYT B3aMMOJEH-
CTBOBATh C PEMPEecCOpoOM M JIe3aKTUBUPOBATh €ro. Perpeccop B HeaKTHBHON (hopMe He MOXET MHTMOUpOBATh CUHTE3
JaHHOTO (hbepMeHTa. DTOT TMPOLECC Ha3bIBaeTCs WHAYKIMEW CUHTe3a (EepMEHTOB (Iepernpeccust).

CylecTBeHHO, YTO IIPU 3TOM HOBBIE MeTaOOJMUYECKHE IyTH He TMOSBISIOTCS, a CYIIECTBYIOIIME ITyTH WM peaju-
3yI0TCS, WU OJIOKMPYIOTCS B OCHOBHOM ITO IPUHIIMITY OOPATHOM CBSI3U.

Myaomugpepmenmusle cucmemst - 3T0 CUCTEMbI, B KOTOPBIX WHAMBHIYyalbHble (DEPMEHTHl OPraHU30BaHbl TaKUM
00pa3oM, YTO TPOAYKT OJHOUN (PepMEHTAaTMBHOW peakIMM CIYXHUT cyOCcTpaToM [UIsl Cliemylolleil peakiuu. B aTom
cilyyae Peryysiiiuu 10 TPUHLUITY 00pamuoil ¢8s3u TPUHAIICKUT pellaiolas pojib, TaK KakK TPOMYKT IMOCIeMyIomei
peakiy KOHTPOJMPYET aKTUBHOCTh OMHOTO M3 TPENIIECTBYIOIUX (PepMEHTOB, OOBIYHO TEpPBOTrO B JaHHOW TOCIeno-
BaTeJbHOCTH. KOHTPOIbL TIO TUIY 0OpaTHOM CBSI3M OOBIYHO SIBJISIETCS HETaTMBHBIM, TaK KakK TOBBIIIEHWE KOHIIEHTpa-
LIMM TIPOAYKTa MHTUOMpPYeT oOpa3oBaHME peryisiTopHoro cdepMeHTa. OOIIas CKOPOCTb B MYJIBTU(DEPMEHTHBIX CHCTE-
MaX OINpENENAeTCS CKOPOCMbAUMUMUDYIOWeld peakyueld, T.e. peaklMeil, TpoTeKalolleil ¢ MeHbIIeH, YeM Bce
oCTaJbHBIE, CKOPOCTHIO.

st peryasaimy Ha ypoBHE BCETO OpraHM3Ma HeoOXOmUMBI crielaibHbie nuddepeHIIMPOBaHHbIE KJIETKU U CTPYK-
TYpbl, KOTOPbIE HECYT KOHTPOJIbHbIE (DYHKIIMY (HEPBHBIC KJIETKU, SHAOKPUHHBIC XeJie3bl). M3BeCTHO, YTO 3TH KIETKU
MPONYLIMPYIOT HEKOTOPBIE COSMMHEHMS, KOTOPbIE MOXHO paccMaTpuBaTh Kak MaTepuaibHbIe TIEpeHOCUMKU MHMOpMa-
1M, HecylIue CUTHAJIbl M3 OJHOM YaCTW OpraHW3Ma B NIPYTYIO.
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Hepenas pezyasyus JTOCTUTAETCS TOCPEICTBOM TIJIMAIbHBIX KJIETOK, B3aMMOCBSI3aHHBIX 4epe3 IOJble U OYEHb
IUTMHHBIE 00pa3oBaHus. HepBHast perynsius aapecyeTcss ocoOG0OMy pelenTopy M IpOoTeKaeT O4eHb OBICTPO, OIHAKO
OHAa He MOXET O00BSATh BCe KJIETKM OpraHu3ma. MoJIeKyJasipHO OCHOBOI 3TOTO THUIIA PETYJSLUU SBISICTCS PEryisius
M3MEHEHMEM KOHLIEHTPALUY MOHOB BHYTPU M CHAPYXM HEPBHBIX KJIETOK, KOTOPble HAUMHAIOT U IIPOJOJIKAIOT Iepe-

nady HEpBHOTO WMITyJbca. B KOHIIE KOHIIOB HMMITYJIbC TIepenaercs K IpYroi KJIeTKe C TOMOUIbI0 MOJIEKYJ
Meouamopos.

TopmoHbl SIBASIIOTCSI MOJIEKYJISIDHOM OCHOBOUM e2opmMoHanbHoi peeyaayuu. TOPMOHBI MOTYT IOCTUTaTh JIOOBIX Kile-
TOK OpraHM3Ma, OJHAKO ACHCTBYIOT JIUIIbL Ha HEKOTOpble M3 HUX (KJIETKW TKaHel, KOTOpbie SIBJISIIOTCS MUIIEHbIO
NEWCTBUST TOPMOHOB), CHEUU(MUYHO YYBCTBUTEJIbHBIE K TOPMOHAJIBHOMY BO3IeHCTBUIO. DDGHEKTUBHOCTD PETYISIIUN
MOBBILIAETCS, €CJTU TOPMOHBI MEPEXOMAST OT KIETOK, B KOTOPBIX OHM MPOAYLIMPYIOTCS, K KJIeTKaM TKaHeil B KOMILJIEK-
ce co crneuuduueckuMu Oeakamu. XOTs Takas Peryasiuus MpoTeKaeT MeIJICHHEe HEPBHOW DEeryssiiiv, OHa MOXET
NECTBOBATh Ha JIIOObIE KJIETKM OpraHu3Ma NMpu yCJIOBMM, YTO OHM HMMEIOT COOTBeTCTBYywIMi peuentop. [Ipeamnona-
raeTcsi, YTO OCHOBHOI MPOIECC TOPMOHAIBHOM PErysiliuKM 3aKJI04YaeTcsl B CBSI3bIBAHWUM TOPMOHA MOBEPXHOCThIO Oell-
KOBOTO peLernTopa MW € KOMIIOHEHTOM IMTOTLIa3Mbl.

B nepBom ciyyae TOpMOH He MPOHUKAET CKBO3b MeMOpaHy, a pearupyer ¢ OeJKOM, CBSI3aHHBIM C aJeHUJIATIH-
KJ1a30ii, KOTOpasli B CBOIO ouepelb KaTaJlu3upyeT oOpaszoBaHue Hukiandyeckoro AMP u3z ATP. cCAMP BoszneiicTByeT Ha
0OJIbIlIOE YMCJIO BHYTPUMOJIEKYISIDHBIX peakuuii (Harmpumep, akTUBaLMS MPOTEMHKUHA3bl), U TO3TOMY OH TMOJIYYUJI
Ha3BaHUE <«BTOPOTO TIOCPEIHUKA».

Bo BTOpOM cilyyae ropMOH MPOHUKAET Yepe3 MeMOpaHy M pearupyet ¢ GeJKOBBIM PELENTOPOM IIMTOIIAa3Mbl. 3a-
TEM KOMILJIEKC MEepPeXOAUT B sIApO, rae oH yxe Ha ypoBHe JHK moBbillaeT KOIM4ecTBO CUHTE3UPYIOIIMXCS CHELU-
¢uuneix MPHK u pPHK. O™m PHK 3ateM KoHTpoampyioT cuHTe3 (DepMEHTOB, KOTOPHIE YYaCTBYIOT B PETyJISIIUKN
MeTaboIMYeCKUX MPOLIECCOB,

00e cucTeMbl peryasaiuu (HepBHasi 1 TOPMOHaIbHAs) 00pa3yoT CBOEOOpa3Hyl0 uepapxumo (T.e. MPOAYKT WU UM-
MyJIbC, TTOCTYTAIOLIUIN U3 CTapllieil CUCTEMbI, JeMCTBYET KaK PETyJSITOp Ha CUCTEMY, 3aHMMAIOIILYI0 0ojee HU3KOe Me-
croBuepapxun). Kak mpu peryisiiinu Kax a0 u3cructeM (HEpBHOM MM TOPMOHAJIBHOI ), TAK M TTPU UX COBMECTHOM IECTBUU
BaXXHYIO pOJIb UTpaeT oOpaTHasi CBSI3b.

Llenmpanvhas Hepenas cucmema SIBJISIETCSI CTaplleil B CPaBHEHUU C APYTMMU IyTSIMU HEPBHBIX CBS3€il U TOPMO-
HaJlbHBIX pEryJsiuii, TaK KaK OHa CIOCOOHAa XpaHUTh WMHGOpPMALIMIO, TepelaBaeMyl0 CUTHAlIaMWU, B namsamu, T.e.
B creuu@UUecKUx CTPYKTypax TIJIHaJIbHBIX KJIETOK, U MCIIOIb30BaTh 3Ty HUHMOpPMALMIO 110 Mepe HamZ0OHOCTH.

HepBHast 1 ropMoHasibHas PEeryjsiiMU CBSI3aHbI MEXOy cOo0Oi Ha ypOBHe TumoTrajamyca M runodusa. Mojeky-
JISIPHOI OCHOBOII 3TOI CBSI3U SIBJISIIOTCS OTHOCUTEJIBHO IIPOCTHIE IMENTUABI, Ha3bIBaeMble peausure-paxmopamu. Tlpu-

MEpPOM SIBJISIETCSI TUPEOTPONMHPETU3UHT-(haKTOp, KOTOPBIN MpeacTaBisieT coboi amun L-mupornyramui-L-ructuani-L-
MPOJIMHA.



Hnghopmayus - 370 TO0, 4YTO HEceT OTHeYaTOK HaKTa WIA COOBI-
TUSI, KOTOPOE MPOU30ILIO WM JOKHO NMpou3oiitu. dusnveckuii mpo-
Liecc, colepXalinili mepeHoCUuMyo MHGMOPMaLio, HAa3bIBACTCS CUCHANOM,
OH CBsI3aH C MaTepUaJbHBIM OOBEKTOM WJIM TIPOIIECCOM.

Cmenenv ungopmayuu (HTPOMMS), COAEpPXKAILECcs B TaHHOM COOOIIe-
HUU, paBHa CymMMe WH(OpMAIMU ero 3JIeMEHTOB.

[ — 4YWUCJIO 3JIEMEHTOB, COCTABJISAIOLINX cooOleHue,
P — BEPOATHOCTb OCYIIECTBJIICHUA O3STUX 3JIEMCHTOB,

i
log, —norapudm 1O OCHOBaHMWIO [Ba (OH HAWIy4IIUM o0Opa3oM
XapakTepu3yeT IBOMCTBEHHYIO JIOTMKY MBIIIJIEHUS: OBITh - HE OBITb,
Ila - HET, BCE - HUYEro W T.o.),
I — surponus. Ucnonb3yemelil 30ech TEPMUH «3HTPOMUS» HE MIEH-
THYEH TEPMOAMHAMMYECKON 3HTponuM () U MMeeT ¢ Hel TOJbKO dop-
MaJbHYIO aHaJOrHIo.
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WH®OPMAILINS, EE COJIEPXKAHUE
W TEPEHOC

Nudopmanms onpenensieT TIMOBeIeHUE CHUCTEMBI.
KonuuecTBeHHOE BBIpakeHUE TEPEMEHHBIX 0003Ha-
yaeTca Kak uHbopmanusa. Codepicanue mHDOpMaIU
npeaesbHO BakHO. CTereHblo copepkaHus MHbopMa-
LUK SABISIETCS ee dHmponus (M0 aHAJIOTHM CO CTENeHbIO
ne30praHu3aiuu cucreMsl). WHbopMamms moHxaet
SHTPOMNUIO (J€30PTaHU3AINI0) U TIOBBIIIACT OpraHU3a-
LU0 CUCTEMBI.

Kak cienctBie BepOSITHOCTHOTO XapaKTepa SHTPO-
nuu, Oojiee BBICOKAS OPraHW3alusl CHCTEMBbl CBsS3aHA
¢ Gosiee HU3KOM BEPOSITHOCTBIO CITyYalHBIX MPOLIECCOB;
9TO OJIHA M3 TJIABHBIX MPEATIOCHUIOK YCTIEITHOTO pery-
nvpoBaHus. JJIsT TOro 4ToObl TMOHSITH MH(POpPMALUIO,
HEoOXoMMMO 3HaTh KO, T.e. CHOCOO ee MpeacTaBlie-
Husi. B Hacrosiiiee BpeMsi B GMOXMMMM TaKOW KO M3-
BECTEH TOJILKO B Cilydyae TaK Ha3blBaeMOW eeHemuue-
cKoll  uHgopmayuu.

CUTHAJI

Cuenan, B KOTOPOM OOBIMHO 3aKOIMpPOBaHA MHMOp-
Malusi,- 3T0 MaTepuaibHbIi NepeHOCUMK UHMOPMALINY.
CurHajibl TIepeHOCSITCS OT OMHOM CHUCTEMBbI K IPYroit
(W BHYTPUM CHUCTEMBI) 10 TaK Ha3bIBAEMBIM KaHAAaM
c6a3u. KommuecTBO MepeHOCUMOIi B €IUHUILY BPEeMEHU
uHGOpPMaIlUM HE MOXET OBbITh OOJbIIE IPOIYCKHOM
CMOCOOHOCTH KaHajla CBSI3H.

CurHaJIBl MOTYT OBITh HenpepvigHbiMU VU Ou-
CKpemHbIMU  (NpepbléHbiMU), HO JUCKPETHBIE CHUTHAJIBI
SIBJISIIOTCSl  JIUIIb YAacCTHBIM CJIy4aeM HeTpPepbIBHBIX.

B OGuoxuMuu DaHHbBIe, KacalolIMecs KOHUeHmpayuu
(cyocTpaToB, TPOOYKTOB, 3(PHEKTOPOB U T.A.) MOXKHO
paccMmaTpuBaTh KaK HemnpepbIBHBIN curHai. Comepxka-
masicsi B HeM uWHOpMAlLMs OTpaXkaeT BaXKHeWIlre
JNaHHbIE, KOTOPbIE MOTYT HEMOCPEACTBEHHO MCIOJIb30-
BaThCsl B PETYJISAIIUM METa0OJIMISCKUX TIPOIECCOB.

CHUCTEMA

Kaxnyto cucteMy MOXHO U3y4aTh B JBYX acleKTax:
1) ee CTPYKTYpHI;
2) ee moBeaAeHMS.

1. Tlo cBoell CTPYKType CHCTEMBbI NEJSATCSI Ha 3Jie-
MEHTBI (ITOICUCTEMBI), CBSI3aHHBIE MEXIy COOOIA.

2. TloBeneHMe CUCTEMBI - 3TO (PaKTUYECKN COBOKYII-
HOCTb €€ peakIIMil B OTBET Ha BO3IEUCTBMSI, TTOCTYMAIO-
LMe U3 OKPYXAlolled Cpebl.

CucTteMbl MOTYT OBITh: 3aMKHYTBIE - COBEPIIIEHHO
M30JIMPOBaHHBIE OT OKpYXalolleil cpembl (CylIecTByeT
CBSI3b TOJIBKO MEXIy COOCTBEHHBIMM 3JIEMEHTAMMU), JIU -
00 OTKPBITHIE - KDOME BHYTPEHHMX CBSI3eii WMEIOTCS
W BHEIIHUE, OMHOCUMENbHO U30AUPOBAHHble (OMKPbI-
mble) - B KOTOPBIX TaKXe CYIIECTBYIOT BHYTpPEHHUE
¥ BHEIIHUE CBSI3U. BHelIHME CBSI3M CHUCTEMBI - 3TO JTNOO
BXOIBI (Uepe3 CEeHCOphl), JUOO BBIXOABI (Yepe3 addek-
TOpbI). BOJNBIIMHCTBO XMBBIX OOBEKTOB MPUHAIJIEXKAT
K CUCTeMaM TaKOro THIa.



TMPUMEPBI CBSI3EM MEXIY JBYMS
CUCTEMAMM

[IBe cucTeMbl MOTYT OBbIThb CBSI3aHBbI TpeMsI OC-
HOBHBIMHU CIIOCOOAMMU.

Ilocaedosamenvho: 3MEMEHTHl  CIEAYIOT OAMH 34
npyruM. CBsI3aHHBIE MEXIY COOOI 3JIeMEHTHI IO CBOEiH
peakuuMM Ha BXOAHOE BO3AEWCTBHE (TIEpeqaTOYHOI
(yHKLIMM) MOTYT OBITb 3aMEHEHBl Ha OIMH 3JIEMEHT,
BKJIIOYAIOIIMI B cebsi MpOM3BENEHUE TMepelaTOYHbIX
(GYHKIMIT TTOCTIeNOBaTEIbHO CBSI3AHHBIX 3JIEMEHTOB.

Ilapannesvno: mepenaToyHass QGYHKIUS CUCTEMBI,
COCTOSILLIE M3 JIBYX 3JIEMEHTOB, CBS3aHHBIX Tapaj-
JIETbHO, COOTBETCTBYET CYMMe€ IIepeJaTOYHBIX (DYyHK-
LIMI CBSI3aHHBIX 3JIEMEHTOB.

Yepez obpammuyto c6s3b:

1. OTpuuaTeNbHYIO - YaCTh BLIXOJHOTO CHUTHajA X,
nepefaeTcs 4yepes djaeMeHT F, Ha BXOH CHCTEMBbI Ta-
KMM 00pa3oM, 4TO BEJIMYMHA BXOJHOTO CUTHAjla IpU
9TOM IOHUXKaeTcsd 10 (X, —Ax,).

2. T1oJOXWTENBHYIO - YaCTh BXOJHOTO CHUTHala X,
nepeiaeTcsl yepes 371eMeHT F, Ha BXOJ CHCTEMBI Ta-
KMM 00pa3oM, 4TO BEJMYMHA BXOJHOTO CHUTHaIa TpH
5TOM IOBBbIIIAETCA A0 (X, TAx,).

F,, F,-nepenatounble (YHKIUU CUCTEMBI.

KOHTYP PEI'YJIMPOBAHUA (YIIPABJIEHUA)

BoJbIIMHCTBO  TEPMUHOB,  MCMOJb3YeMbIX  UIst
OOBSICHEHHUsI PETYJISITOPHBIX MEXaHWU3MOB, B3SITO W3
TEXHUYECCKHUX HaykK. Ta K€ caMasd TEPMUHOJOIuA MC-
MOJIb3yeTCsl B TaK Ha3bIBAEMOM aBTOMATUYECKOM pery-
JIMPOBaHMM, T.e. B aBTOMATMYECKOM TMOAAEPXKaHUM He-
KOTOpBIX (U3NIecKux (WIM XUMUYECKUX) BEIUYUH
B NIPpE€ABAPUTECIIbHO ONPEACJICHHBIX I'PaHULaX. PerJ'lI/I—
pyeMblil MeXaHU3M Ha3blBaeTCsl ynpagasemoi cucme-
MOUi, 2 MEXaHU3M, BBITIOJHSIOLINIA PEryJupoBaHue, Ha-
3bIBACTCSI 010KOM YnpaeieHus WIA pe2yismopom. IDTh
JIBe 4YacTU OOpasyloT Kowmyp pecyaupoganus. Perymm-
pyemMmada BE€JIWYMHA, T.C. TakKasgd BEJIWYMWHaA, KOTOpasd H3-
MEHSIETCS TIPU OTKJIOHEHWU CHCTEMBI OT 3aJaHHOTO CO-
CTOSIHMSI (HAampuMep, CTallMOHAPHOTO), 0003HAvYaeTcs X.
N3 cxeMbl BUIHO, YTO B AaHHOM CJlydyae TpeIcTaBIeH
KOHTYp PpEryJupoBaHUs C OTPULATEIbHONX OOpaTHOM
CBSI3bI0, B KOTOPDOM BBIXOAHOW CHUTHAQJ X BBIYUTACTCS
U3 BXOIHOTO CHUTHaJla W.

Cuenan owubku X, -3TO pasHULA MeXIy ACHCTBU-
TeJIbHOW X U TpebyeMoil w BeiauuuHoi. OH IOJIKEeH
OBITh KaK MOXHO MEHbIIIe JTUOO paBHBIM HYyJI0. Tpe-
OyemMoe 3HAueHHE pPeryJupyeMoil BeJUUYWHBI 3adaeTcs
cUCTeMe YIIpaBIIEHUsSI TIOCPEACTBOM YHpagaswujeil ee-
auyunyr w. OTcloga cnenyer, 4to X, = w—x. Bos-
MOXHBI CJIydaiiHble W HelpeIHaMepeHHbIe W3MEHEHUS
peryampyeMoil BEeJWYWHBI TIO[ BO3NEWCTBUEM pas-
JINYHBIX GO3MYUWjeHUll Z.

Cuenan ynpaenenus Y, -3T0 BelM4YUHA, KOTOpas
TaK BO3AEWCTBYEeT Ha YIMPaBIsSEMYyI0 CHUCTEMY, YTO
obecrieyrBaeT MUHUMAJIbHOE OTKJIOHEHHWE CHCTEMBbI OT
3aJaHHOTO COCTOSTHHSI.
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PEI'YJATOPBI B BUOJOI'MYECKHUX
CUCTEMAX

[TepBrlit GepMeHT B MyJIbTU(DEPMEHTHBIX CHUCTEMax
SBNIsIETCA OOBIYHO perynsTopoM. [lockonbKy ajmmocte-
puveckue (PepMEHTHI 4acTO YYacTBYIOT B PETYyJIHMPOBa-
HUM (perynsTopHble (EepMeHThbl), pojib CUTHajla yrpa-
BieHUs (a) urpaeT 3¢deKkTop (MOJO0XKUTETbHBINA - aKTHU -
BAaTOp, OTPULATEbHBII - UHTUOUTOD),

Kunetnka ¢depMeHTaTUBHBIX peaklUii B TPUCYT-
ctBuu 3ddekTopa xapakrepusyercss rpacduuecku: 1)
CUTMOMIHON KPUBOH, 2) MI3MEHEHMEM HaKJIOHAa KPUBOM
B mpucyrctBumM 3ddekropa. Takum o0pa3oM, 3aKOH
neiictByromux  Macc (I'ynbabepr-Baare) momuepku-
BaeT MeXaHM3M oOpaTHoii cBs3u (0).

A - cyoctpar, F - nmpoaykr, B-E - mpoMexyTouHbie
coenunenus, E -E, -dbepMeHTsL.

INPUMEPBI PEI'YJIATOPOB

Anenunatel (AMP, ADP, ATP) oTHocsTCS K XOpo-
IO W3BECTHBIM PETYISTOPAM OMONOTUYECKUX CUCTEM.

Jlns mpoTekaHWs peakluil, KaTaau3upyembix ep-
MEHTaMu, Haubosee BaXHBIMU (aKTOpaMU SIBJSIIOTCS
obmiee KOJUYECTBO aNEeHWIATOB M B3aMMHasl CBS3b
MeXIy WHIWBUAYaJbHBIMU KOMIIOHeHTaMu. AMP
(yHKUMOHUPYET KaK MOJOXUTENbHBIN 3ddexTop, cTu-
MYJIMPYsl aKTUBHOCTb (DEPMEHTOB. DTO OTpaxkaeT KJIto-
yeBoe mooxXeHue AMP B perymrssuuu mpeBpalieHus
CyOCTpaToOB M 3HEPTUU B KMBBIX OpraHM3Max.

AMP ctumynupyetr akTUBHOCTb: a) dochodpyk-
TOKMHA3bl; 0) LUTPATCUHTA3bl; B) M3OLUTPATAETUIPO-
reHaspl; r) gymapassl. ATP uHrubupyet Bce BbllLere-
peYMCIeHHbIE peakluu (B OCOOEHHOCTH O U B).

CKOPOCTBJIUMMUTHUPYIOIIUE ITPOLIECCHI

Cepusi mocyiefoBaTeNbHbIX PeaKUil MOXET BKIIO-
YyaTh OJHY peaklMio, KOTopas JHUMHUTUPYET MpPOLECC.
Dra peakilusi Ha3bIBaeTCs KOHTPOJUPYIOLIEH MM CKO-
pocThIUMUTHUDYIOLIEH peakuueii. depMeHTKaTaTU3MU-
pyeMasi peakiusi, TpoTeKawouas Mpu HachllIAIIE
KOHILIEHTpalMK cyocTpaTa B YCJAOBHUSIX CTallMOHAPHOTO
COCTOSIHMSI, MOXET ObITb CKOPOCTHIMMUTHUPYIOIEH pe-
akuueil. [lpu BBIMOJHEHUM TEPEYMCICHHBIX YCIOBHIA
PETYJISITOPHYIO POJIb B CepUM MOCJen0BaTeNbHbIX dep-
MEHTATUBHBIX peakIUid MOXET MpPOSIBJISTh peaklus
C caMbIM HM3KUM 3HaueHueM V.

max*



NMHAYKUNA U PENPECCUA

31K npouecchl BbiNn U3YYeHbl W BbISICHEHbI HA Mpuy-
mepe Escherichia coli (MoHo, >Kako6). B craHmaptHOMm
wtamme E. coli ranakto3ugpl (nakto3a) 0OblMHO He
BCTYNaloT B MeTabonuam. CneposartesibHO, B 3TOM Mu-
KPOOpraHn3ame OTCYTCTBYIOT EPMEHTbI, MPUHUMAIO-
LMe yyactne B mMetabonmaMe nakTosbl (rasakroswna-
3a, JlakTo3onepmMeasa, TpaHcauetunasa). Ecnm B
cpeny nobaBnseTcs n1akTo3a, MHAYLMPYETCS CUHTES BCEX
Tpex depMeHTOB, HEOOXOAMMBbIX AJ1 ee MeTabonm3ma.
MexaHn3m 3Toro npouecca OObSACHAETCS CreayioLmnm
obpa3omM: B xpomMocome E. coli npucyTCTBYIOT CTPyK-
TYpHbIE reHbl (Z, y, a), kogupylowme atn Tpu depmeH-
Ta. DTN TeHbl BKIOYAKOTCSH COCEAHUM OMnepaToOpHbIM
reHom (0), OnepaTopHbIi FreH HaxoAUTCs nop, BAvsi-
HMeM OByX aKTOpPOB - penpeccopa M mnHaykTopa. Pe-
npeccop MOXeT cywectBoBaTtb B  AByx dop-
Max - akTUBHOM P 1 HeakTuBHOM P'. AkTuBHas dopma
crnocobHa pearmpoBaTb C OMepaTopHbIM MEHOM WU Mpe-
NATCTBOBATb TPAHCKPUMUUN CTPYKTYPHbIX reHoB. Pe-
npeccop NpeacraBnseTr coboli 6enok, 00pas3oBaHHbIN
TPaHCKPUNUMEN PEryNsaTOPHOro reHa i U COCTOUT U3
yeTblpex cyobeanHuL, (Kaxaas cyobeamHiLa COaepXuT
345 aMVMHOKUCNIOT U WMEET MOJEKYNISIPHYIO  Maccy
37000). Ha noBepxHOCTM penpeccopa CYLLEeCTBYIOT OBe
60p030KN, Yepe3 KoTopble Genok MOXeT B3anmMopemn-
cTBOBaTb C y4yacTkamu obeuwx ueneir OHK (copepxa-
WMMM  OKOJIoO 27 nap OCHOBaHUIA C  XapakTepHoM
LLEHTPaNbHON CUMMETPUEN, KOTOpas OTBETCTBEHHA 3a
BpaLLATENbHYIO CUMMETPMIO, obecrneynBaoLLyio
CBSI3bIBAHWE PEMNpPeccopa) M MHrMbmposaTb TPaHCKPUM-
uo. C opyroil CTOPOHbI, PEMNpPeccop MOXET B3auMO-
[EenNCcTBOBaTb C HU3KOMOJIEKYNSIPDHON MONEKYNON - MH-
AyKTopoM. bnaropapsi 3ToOMy B3auUMOOENCTBUIO pe-
Npeccop npeBpallaeTca B HeakTuUBHylO ¢opmy P
(BO3MOXHO, 3TO MPOUCXOAUT B pe3ynbTaTe U3MeHeHus
KOHpOopMaumm). dTa HeakTuBHas dopma yXe He MOo-
XET B3aMMOLENCTBOBATb C OMEpPaTopHbIM FEHOM W,
CnefoBaresibHo, npensiTCTBOBaTb TPaHCKPUNLLMU
CTPYKTYPHbIX FEHOB. 3TO MPOUCXOOUT B TOM Chnyyae,
KOrga [OMKEH HayvaTbCa CUHTE3 depmeHTa. TpaH-
cKpnuusa HadrHaeTcs B panoHe JHK, KoTopbli Ha3bl-
BaeTCa MPOMOTOPOM (MOCNenoBaTeNlbHOCTb  OCHOBAHWIA
3TOro y4yacTka yXe n3BecTHa). B 9Tom yyacTke CBs3bl-
Baetca PHK-nonumepasa v HaymHaeTcsa TpaHCKpun-
uns (cuHted MPHK). Ona cuHTe3a Heobxoaum cAMP,
KOTOpbIA 06pa3dyeT aKkTUBHBLIA KOMMIEKC CO crneundu-
yeckum 6enkom (CAP-6enok, akTMBMpYylOLWMIA KaTa-
OONUTHBIA TeH) 1 CTUMYNUPYeT TpaHckpunumio. OT-
cytcTBue CAMP npenaTcTBYET Hadasny TPaHCKPUMUMW.
WctvHHbIM  nHaykTOopoM B E. coll cnyxut 1,6-anno-
NaKkTo3a, u3omMep Nnakto3bl. OHa CuHTE3VpYeTcs U3
NaKTO3bl peakumen, Katanmampyemon B-ranakrosvga-
301. [pyHUMN  perynsumMn € MOMOLLBLIO  MHAYKUN
M penpeccun SIBNSIETCS MPUMEPOM KIETOYHOWM 3KOHO-
M. Knetka cuHTE3VpyeT TOSbko Te 6enku (dep-
MEHTbI), KOTOpPblE HEOOXOAMMbI B OAHHbIX YCOBUSIX.
Takon TN perynauum 4acTto BCTPEYaeTcs B MUKPOOP-
raHn3max.
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C noMompio penpeccud—HHIYKIMH
KonunuectBo penpeccopa ONpenensieT ckopocms cunmesa QepmeHmos
Penpeccop uneubupyem cunmes pepmenmos

Hndykmop (mempeccop) pearupyeT C PpernpeccopoM, TpeBpaliasi ero
B MOOupuyuposanuyo gpopmy, KOTopasi He MOXET pearupoBaThb C F€HOM-
onepatopoM. Tak cmumyaupyemcs cunmes gepmenmos. Perynsiius mnpo-
TeKaeT C 3amnas3ablBaHueM (KOTOpOe OTNpeNeNseTcsi CKOPOCThIO CHUHTE3a
depMeHTOB de novo).
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CPABHEHUE MEXAHW3MOB PEI'YJIAILIUN

C nomombio 00paTHO# CBA3M

Ilo aTOoMy mNyTH MEHSIETCSl aKMUGHOCMb YXKe CHUHTe-
3UPOBAHHBIX (HEPMEHTOB.

WHrubupoBaHue MpoTeKaeT IMPAKTUYECKH MTHOBEH-
HO.

WHrubupoBaHue sIBIsieTCS] 0OPaTUMBIM.
WHrubupyercsi TOJIbKO TEpBbI U3 (hepMEHTOB, Ka-
TATU3UPYIOLIUX TIOCAEN0BATEIbHOCTh PEaKLUi.

KOMITAPTMEHTALIAS
(IIPOCTPAHCTBEHHOE PA3JEJIEHUE) -
BAXHEHNINUNIT ®AKTOP

PECYJIALINNA BUOJOTMYECKUX CUCTEM

B XuBBIX 00BbEKTaX HE BCe METABOIMYECKHUE MPOLIECCHI
MPOTEKAIOT B OJHOM M TOM Xe MecTe (Hampumep,
B LieJIbHOM KieTke). LMK TMMOHHOM KUCIIOTHI SIBIISIET-
Cs UEHTPaJbHBIM TMPOLIECCOM MEeTaboNnu3Ma, OJHAKO
(bepMeHTBI 3TOro LMKIIA JIOKATU30BaHbI BHYTPU MUTO-
XOHIpPUAJIbHOTO MaTpUKCa U JOCTYIHOCTb CYOCTpaToB
3aBMCHUT OT MX TPaHCIIOpTa Yepe3 MeMOpaHy MUTOXOH-
NpUN.

B aTOM I1aHe BecbMa BaXkKHa CBSI3b MEXIy TpeBpa-
mieHueM auetun-CoA (unu auun-CoA) U JUMMOHHOM
kuciaoToit. AneTun-CoA TpuCyTCTBYeT B ILIUMTOILIa3Me
(tne oH wuCTONB3yeTCsl B TIpolleccax CUHTe3a, HO He
cuHTe3upyercs cam). IlocTynmaer oH B IUTOILUIa3My M3
MUTOXOHJAPUMN, TA€ CHUHTE3UpyeTcs JUOO OKUCIU-
TEeJbHBIM J1€eKapOOKCWJIMpPOBaHUEM MUpyBaTa, JUOO
okucienuem ammi-CoA B Bume uurpara. Llutpat cuH-
Te3upyeTcsl B pe3ysbTarte peakuuii aneTuia-CoA ¢ OK-
canoaneratoM (OA). B nuromnasme anetmn-CoA Bbic-
BOOOXIAETCSl TMPM paclielyIeHMH LuTpaTa (LIUTpaT-
OMBUISIONIUM (EepMEHTOM) M HCIOJb3YETCSI B peak-
uMsx cuHTe3a. Ero mapTHep, okcajoalletaT, MOXET,
MPU OINpeNeeHHBbIX YCIOBUSIX, CIYXHUTb CyGCTpaToM
ISl TJIOKOHEeOoreHesa.

PEIYJIAINA OBPATUMBIX
METABOJIMYECKHUX ITPOILIECCOB

B OGosbmmHCTBE ciydyaeB OMOXMMUYECKUE TIPOLIECCHI
MPOTEKAIT TOJIBKO B OAHOM HampasieHuu. OmHAKO
HEKOTOpblE M3 HUX (Hampumep, T[JIUMKOJIU3-TIIOKOHEO-
TeHe3, OKUCIeHUe-0MOCUHTE3 XKUPHBIX KHUCIIOT), TTO-BU-
IMMOMY, oOpaTMbl. B meiicTBUTEIBHOCTU B MX peETy-
JSUMU  UMEIOTCS HeKoTopble ocobbele uepTol. [lo
KpailHEel Mepe YacTMYHO, peakliMyM MPOTEKAalT B pas3-
JIMYHBIX 4YacTsX KieTku. [Ipu B3ammomeicTBuu dep-
MEHTOB C OJHUMHU KO(MEpPMEHTaMU  TPOUCXOMAST
MpsiMble peaklu, a MPU B3aUMOJeiicTBUU Tex Xe dep-
MEHTOB C APYIMMHM Ko(hepMEeHTaMM - OOpaTHbIe peak-
uvu. BerBb MeTaboim3Ma OOBIYHO BKIIIOYAET OIWH JO-
MMOJIHUTENbHBIM (epMeHT, 00pa3ylolnnii «HeoOpaTH-
Mylo meTinio» (Hampumep, (ocdoeHoImupyBaTKapOoOK-
CUKWHA3y B TJIIOKOHeoreHese, aneTwi-CoA-kapbokcu-
Jla3y B CUHTe3¢ XUPHBIX Kucior). [lpudyem GenkoBast
4acTb 3TUX OJMHAKOBO NEMCTBYIOLIUX (PEPMEHTOB MO-
KET OBITh pas3nuyHON (M30(epMEHTHI).



cAMP (3.,5-AMP)

CoracHO CyLIECTBYIOLIEH TOUKe 3peHus], NeiicTBue
psna ropMoHoB (MHcynuH, rimokaroH, STH, mpocra-
TJIAHAHHBI U T.1.) OCYILECTBISIETCS 4yepe3 MOCpeaHnde-
cTBO 1LMKiIndeckoro 3',5'-AMP, B mniazmatuueckoit
MeMOpaHe HaxoauTcsi (depMeHT (aaeHWIaTUMKIa3a),
KaTalM3upylomuii npespamedne ATP B muknnveckuit
3'.5-AMP. Btor (epMeHT TMOO aKTUBUpPYETCSA, TUOO
uHruobupyercss ropmoHom. Jlumb cAMP, cBobGogHO
NPOHUKAIOWUI BHYTPb KJIETKM, IIepefaeT NeiCTBUE
TOPMOHOB U, CJIEOBATENIbHO, SIBISICTCSI 6MOpPbIM Hepe-
Hocyukom. Takum o0pa3oM, peryisius MeTaboJmde-
CKHUX TMPOLECCOB JOCTUrAETCSl U3MEHEHUEM KOHLIEHTpa-
UMM OJHOTO W3 aAEHUHOBBIX HYKJIEOTHUI0B. CAMP
paspymraetcsa docdoaracTepazoii, KoTopasi HHTUOHU-
pyeTcsi METUJKCaHTMHaMu (TeoduiauH, kodeuH). Ta-
KUM MYTEM MOBBILIAETCS BHYTPUKJIETOYHAsT KOHLEH-
tpauusi CAMP u ycunuBaetcs neiictBue ropMoHOB. He
UCKJII0OYEHAa BO3MOXHOCTb, YTo CAMP sBasiercsa yHu-
BEpPCAJbHBIM MEIMAaTOPOM TOPMOHAIbHOTO JAEWCTBUS.

MEXAHU3M JEMCTBUA TOPMOHOB

Hekortopsie TopMOHBI (OCOOEHHO CTEpOMIHBIE TOpP-
MOHBI) MOTYT TPOHMKaThb BHYTPb KJIETOK-MUIIEHEH,
IpY 3TOM 0COOble GEJNIKM Y4aCTBYIOT B UX TpaHCIOpTE
yepe3 MeMOpaHy. ['OpMOHBI CBSI3BIBAIOTCSI C PELETTO-
pOM B IUTOTUIa3Me M MPOHMKAIOT B SApPO B BUIE aK-
TUBHOTO KOMIUIEKca. B sapax MoOXeT CyliecTBOBaTh
crienurIecKril akIeNnTop, B3aMMOICHCTBYIONINN ¢ aK-
TUBHBIM KOMIUIEKCOM, M, MO aHaJOTMU C WHAYKLIHEH
(meperpeccueii), 3TOT aKLENTOP HAYMHAET TPAHCKPUII-
LMo ¥ TpaHcasuuio. B Xxome astoro mporecca obpa-
sytorcsi mousekyabsl PHK. Tlpeamonaraior, 4to rop-
MOHBI CKOpPEE BCEro BBI3BIBAIOT YBEJIMYCHUE CKOPOCTH
cunHTte3a camoit PHK, a He yBeauyeHHe CKOPOCTU CHH-
te3a PHK-momumepassr.

YBEJINMYEHUE IIOTOKA MH®OPMALIMN
B PE3VJIBTATE JEVCTBUSA TOPMOHOB

rOpMOHbl, MPOU3BOAUMBIC SHIOKPUHHBIMU KJIETKa-
MU, SIBJISTIOTCS COEAVHEHUSIMUA PA3TMYHON XUMUYECKOMN
npupoabl. OMHAKO ¢ TOYKU 3PEHUST TEOPUM PETYISLUU
OHM TMPEICTABISIOT COOOM CHUTHajbl, TMOCTyNalolue
B CJIOXHYIO cuctemy. PeanbHasi KOHUEHTpaLMsi rOPMO-
HOB B OHMOJIOTMYECKON cpelne SBIsETCS pe3yJlbTaToM
anredbpanyeckKoro CJIOXEHHUsl MPOLECCOB, BKIOYAIOLIMX
ux pacripenenenue (nuddysuio), cBsi3biBaHUE ¢ OenKa-
MU KpOBU (KOPTHU30H Hecneuu(dUYHO CBSA3BIBACTCS
¢ aIbOyMUHOM U CEeUU(PUYHO C TPAHCKOPTUHIIOOYIH-
HOM), a TakXXe MeTaboJu3M U YpOBeHb OMOCHHTE3a.
lopMoHBI MOTYT HeiicTBOBaTh Ha JIOObIE KJIETKH Op-
raHu3Ma, HO Haubosiee BaXHO WX AEWCTBUE HA TKAHU-
MUILIEHU. DHAOKPUHHAsI CUCTEMa MMeEET HEeCKOJIbKO
cTyneHeil opraHuszauuu. [lpm 3TOM mepexom K Kaxaoi
CJIEAYIOLIEH CTYNEHU B HMEPaApXU4YECKOU JIECTHHULIE CO-
MIPOBOXIAETCSl YBEIMUEHUEM O00pa3oBaHUs TOPMOHAIb-
HO aKTHUBHBIX COCAMHEHUI. DTO obecreuynBaeT, Kpome
BCEro IMPOYEro, MOCTENEHHOE YBeJIMYeHHE MOTOKAa WH-
bopmaruu.
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HekoTopblie cokpauw,eHHble
0003Ha4YeHUs CcoeAUMHEeHUMA U egviHuu,
MUCMNOoJib3yeMbleé B KHUre

Crenyrolue CoKpallleHHble 0003HaYeHMs, 4acTO BCTpevalolnuecs B
OMOXMMUYECKOI JMTepaType, MCIIONb30BaHbl B 3TOM M3maHuu «CoBpe-
MEeHHOW OMOXMMHUU B cxeMmax». IlepedeHb He SIBISETCS TOJHBIM; DS
COKpAIlleHWiI TpUBEeNeH B TEKCTe B CKOOKax TMocje IMOJHOrO Ha3Ba-

HUA.

A aJicHO3UH (aJeHWH) G ryaHO3WH (TYaHHH)

Ac aLEeTUI G° CTaHJApTHas CBO-

ACTH KOPTUKOTPOTIUH GonHas SHEPrus

ADP aneHosuHandocdar AG U3MEHEHUE CBO-

Ala allaHuH OOMHOU PHEPTrUuU

AMP aneHosuHMOHopochar | Gal rajakTosa

APS aneHosmdocdo- GalNAc  N-auerwr-D-ra-
cyibdar JIAKTO3aMUH

Arg aprUHUH GDP ryaHosuHangpocdar

Asp acriaparuHoBast Gle LITI0KO3a
KHCJI0Ta GIcNAc  N-aueTuirioKo-

Asn acriaparvH 3aMUH

ATP aieHo3MHTpU(OC- Glc-6-P  mmoko30-6-pocdar
Gar Glu IIyTaMUHOBasl KHU-

C UMTUAMH (LMTO3MH) croTta

cAMP aneHo3uH-3',5'-1u- Gln [JIyTaMUH
kiodocdar Gly TTVLIH

CDP uutuauHaudocdar GMP ryaHO3MHMOHO(pochaT

CMP UTUAMHMOHOOChAT GTP ryaHosuHTpudocdar

CoA KoepmMeHT A H SHTAJIBITHUS

CoQ KodepmeHT Q Hb reMOIIO0UH
(yOMX1HOH) HbO, OKCUTEMOTJI00MH

CRF KOPTUKOJUOESpUH His TUCTUINH

CTP uuTHIMHTpUbOChaT HyLys  okcuiausuu

Cys LIMCTENH HyPro OKCUTIPOJIIH

dRib JIe30KCUpud03a 1 WHO3UH

E MOTEHLIAAI IDP nHo3uHaudochaT

E, SHEprusli akKTUBaLUKU Ile M30JIeHIIMH

E, OKMCJIUTEJIbHO- IMP MHO3MHMOHOdOoChaT
BOCCTaHOBUTEIb- ITP MHO3UHTpUbOocdar
HbI MOTeHLMAI k KOHCTaHTa CKOPOCTU

. MeMOpaHHBII K KOHCTaHTa JMCCO-

MOTeHLIMAJ UaIu

Ery 3pUTpO3a K KOHcTaHTa Muxa-

FAD (raBUHAagEHUH- " anrca
TUHYKJIEOTHUL

FMN (G 1aBUHMOHOHYK-
JICOTU]L

Fru dpykro3a

Fuc ¢yKo3a

G CBOOOMIHAsI 3HEPTUs
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Leu
Lys
Man
ME

Met
NAD"

NADH

NADP®

NADPH

PAP
NANA

NMN

PAPS

Phe

PP
Pro

Rib

Sed
Ser
STH

JIEAIUH

JIU3UH

MaHHO3a
MeXIyHapoaHas
ennHULIA (DepMeH-
TaTUBHOW AaKTUBHO-
CTH

METHOHUH
HUKOTHUHAMMUI -
aICHUHIUHYKJICOTU],
HUKOTUHAMUJI-
aICHUHAMHYKJIEO-
TUa (BOCCTa-
HOBJICHHasT opma)
HUKOTMHAMUIAJeHUH-
IUHYKIIeoTuadocdar
HUKOTMHAMUAAICHUH-
IUHYKJIeoTuI(poc-
dar (Boccra-
HOBJIEHHas1 ¢hopMa)
dochoaneHo3MIT-
docdar
N-aueTuiHelipa-
MUHOBasi KHUCJIOTa
HUKOTUHAMUIMO-
HOHYKJIEOTU]
docdar (Heopra-
HUYECKMIA)
dochatHas rpymma
dochoaneHO3MIT-
dochocynbdar
deHnaTaHuH
nupodocdar
MPOJIH

TerioTa

ra3opasi IOCTOSIHHast
pubo3za

SHTPOMNUS
CeloTenTy103a
CepUH
COMAaTOTPOTIMH

T
TDP
Thr
T™MP

TPP

Trp

TSH

TTP

Tyr

U

UDP
UDPGIuA

UDPGal

UMP
UTP

max

Val
Xul
Xyl
)

[ 1

AA
JHK

PHK
PBC

(]G]
uuka JIK

OHC

TUMUAVH
TUMUIMHANDOChAT
TPEOHUH
TUMUIUHMOHO-
docar
THaMuHIupodocdar
TpuntodaH
TUPOTPOITUH
TUMUAMHTpUDOCHAT
TUPO3UH

YPUAMH (Ypaiun)
ypunuHaudocdat
ypunrHIrdocdo-
TJIIOKYpOHOBAsl KH-
cloTa
ypumHIdocar-
rajakTo3a
ypuauHMoHogochar
ypunuHTprdocdar
MaKkCHUMaJibHast
CKOpPOCTh

BaJIMH

KCUITYJI03a
KCUio3a
TICeBIOYPUANH
KOHIIEHTpAIus
MaKpO3pruyecKast
CBSI3b
aMUHOKHCIIOTa
NE30KCUPUOOHY-
KJIEMHOBasl KHCJIOTa
PUOOHYKIICHOBAS
KHUCJIoTa
PETUKYJIO9HIOTETN -
ajbHas CHCTeMa
dochommacTepasa
LUK JIMMOHHOM
KUCJOTBI
LEeHTpabHAasT
HepBHas1 CHCTeMa
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PerynupoBaHue OMOCHMHTe3a TreMOIJI00MHA
OOMeH remoryioonHa .
BbigeneHue XeMYHBIX TMUTMEHTOB .
ZKenuHble TTUTMEHTHI

Jpyrue dopmbl HOp(I)I/Ipl/IHOB

Kinerka .

OnucaHue TUMTAYHOU KJIETKH .
ITnazmartuueckast MeM6paHa.
MuToxoHapus . . .
WHrepdasHoe sSOpo M XpPOMOCOMEI .
Pu6GocoMbI, TTOJMCOMEI . .
DHAOIIa3MaTHIECKUI peTI/IKyJ'[yM
Kommneke Tonbmxu

JIBUTaTeNbHBIA anmnapar KJIeTKU

Poct u gdeneHue KIIETOK .

Knerounbie memOpanbl. TpaHcnmopT BemecTB

DuU3NKO-XMMUYECKNe CBOMCTBA JIMITUIOB MeMOpaH
Opuenraiust HpochoIUIUIOB Ha MOBEPXHOCTU pasfesa .
Mognenb 3JeMEHTapHON MeMOpaHBI .

Mogenb TOOOYISIPHBIX CYOBEIUHMIIL .
KuakocTHO-MO3anyHasT MOJEIb .

IlepeHoc BelecTB 4epe3 MeMOpaHBI . o
XapakTepucTuka OIOCPEIOBAHHOTO W HEOMOCPEIOBAHHOTO
MEPEHOCOB .

Monenu TpchnopTa c yqacmeM HepeHOC‘{I/IKOB
DHepreTMka IMacCMBHOTO M aKTMBHOTO TpaHCHOpTa
Harpuesslit Hacoc.

Muroxouapus, apixanue, dochopuimpoBanune

MuToxoHapuUs .

Jlokanuzauus MI/ITOXOHﬂpl/IaﬂbeIX Q)epMeHTOB .
PacnonoxeHre KOMIIOHEHTOB B TUIOCKOCTH BHyTpeHHeI/I MU-
TOXOHIPHAJIBLHON MeMOpaHbI

YhpouleHHasi cxeMma AbIXaTeJIbHOM LM M MeCT OKHMCIU-
TeJbHOro hochopuInpoBaHus
OKMCIUTETbHO-BOCCTAHOBUTEIbHBIE MTOTEHIIMATIBI KOMITOHEH-
TOB JIbIXaTeJIbHON LIETIH . o
O6paszoBanue ATP. XuUMMO-OCMOTHYECKMI MEXaHM3M . . .
PazobiieHre mnpoueccoB AbIXaHUSI U OKHUCIWUTEIbHOro (oc-
GopHIIMPOBAHUST .

Ilepememenne ATP un ADP qepes MI/ITOXOHZ[pI/IaJ'[I:HyIO
MeMOpaHy .

Ilepenoc ~P ot uonopos K aKuenTopaM .
TpaHcIopT aHMOHOB Yepe3 BHYTPEHHUE MI/ITOXOHﬂpI/IaﬂbeIC
MeMOpaHbI

MexaHu3M TepeHoca BOCCTAaHOBUTEIbHBIX JKBUBAJICHTOB Me-
KAy LMTOIUIAa3MOM M MMTOXOHAPUSMU
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XiIil.

XIV.

dnpo, reHeTnyeckas vHdopmaums
n ee nepepaya . ..

Anpo

Mopbl B sipepHon MeM6paHe .
PasBepTbiBaHME XPOMOCOM MOCNE AENEHNS  KIIETKM
MypyHOBbIE N MMPUMMOMHOBLIE OCHOBAHUS .
N-InunkosnpoHass CBsA3b B HyKJI€OTUOAX .

CTpyKTypa HYKIIENHOBbLIX KUCIIOT .

CtpykTypa Monekynol JHK.

Cesasn A-T un G-C

MpyMepbl  BO3MOXHbIX CprKTyp ,EI,HK

BuocnHTE3  MypYHOBbLIX HYK1IEOTUAOB .

BuocuHTE3  MMPUMNOMHOBBIX  HYKIEOTUAOB .
BuoCcuHTE3 TUMMAVHOBbLIX HYK1EOTUAOB .

BuocrHTe3 0e30KCMPUBOHYKIIEOTUOOB .

Jerpagaumsi MOHOHYKJ1IEOTUIOB .

TeopeTnyeckn BO3MOXHbIE MYTU pe,u,ynnmn(aumm
AHK-nonvmepasa .

HOHK-nvraza. E. coli. )

Pervwmkaupa OHK in vivo .

Penapauysi uermn OHK.

TpaHckpunuya OHK, PHK-nonvwlepasa
eHeTnyeckuin kopA,.

Tpy XxapakTepHble 0006eHHOCTVI reHeTn4eckoro koga .
Tvinbl MmyTaumn. .
MyTauyn, BbI3blIBaEMbIE A30TUCTOMN KUCIIOTOW .
MCTOHbI .

Bupychbl.

Pubocombl, nonucomMbl, CUHTE3 Oernka

dusmyeckne n Guonormndeckme ceorictBa PHK.
OcHOBHbIE 4epPTbl CTPYKTYpbl TPHK .
CybbeamHuLbl PUOOCOM .

MpenLecTtBEHHKM  PUBOCOM .

O6pazoBaHume pPHK .

hnPHK (reteporeHHas spnepHas PHK)
MPHK |

TpaHckpunus 1 TpaHCJ'IFlLI,I/IFl
AKTVIBaUMSI  aMUHOKMCIIOT . .
CesisbiBaHve Ala-TPHK* ¢ MmPHK
CvHTE3 MenmMaoHON CBS3N.
PubocomMaribHbIi + LIMKIT . .
LLlepoxoBaTtblii 3HAOMIA3MATUHECKUA PETUKYITYM .
MHrvbupoeaHve 6GenkoBOro CUHTE3a, aHTUOMOTUKA .

COKpaTVITeJ'IbHaﬂ cuctemMma KIEeTKU Mbillbl

Muodumbpunna CKeneTHoOM MblLLLpI .

MonepeyHbii paspe3  MUoDUOPWIILI .

BenkoBbIli COCTaB CKENETHON MbILLLpI . .

MuoanH: cxematumyeckoe m3obpakeHue MOJ'IeKyﬂbI
AKTUH

TPOMOMMO3UH N KOMIIJIEKC TpOI'IOHVIHa

B3avmHOe pacnonoxeHve aktnHa u 'rponommoalea .
MonekynsipHble OCHOBbI KOHTPOMS MbILLEYHOW aKTUBHOCTM
BmsHne Ca® Ha KOMMAEKC TPOMOHMHA . .
MonekynsipHbIi  MexaHM3M COKpaLleHUst 1 paccna6neHMﬂ
VICTOYHMKM 3Heprvn st paboTbl MbILLLpBI .

TpynHOEe OKO4YeHeHve .
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XVI.

XVII.

214

HepBHag kiuerka: cTpPyKTypa #  (yHKIMs

Heiipon

Muenux

KoHIleHTpalsi MOHOB BO BHYTPU- W BHEKJIETOYHOM MpO-
CTpaHCTBax S
Paznuuus B KonueHTpauvmx K Na" u CI' Bo BHyTpH-
U BHEKJIETOYHOM IPOCTPAHCTBAX KaK NpuurHa oOpa3oBaHUs
MoTeHLIMana MoKosi

CXCMaTl/l‘-leCKOG 1/1306pa>|<eHMe BCJIUYNHBI U HanpaBJICHUS
aKTUBHOTO TPAaHCIOPTAa MOHOB HAaTpUsi M Kajlus
[MpoucxoxneHue noreHuMrana IEHCTBUS, MPOXOXAEHUE HEPB-
HBIX UMITYJIbCOB .

MosekyJsipHble OCHOBbI o6pa303a1—ux1;1 BosGy)K,na}omero u
TOPMO3HOI'O0 IOCTCMHANTUYECKUX TMOTCHIUAJIOB

MexaHu3M BIMSIHUSI MEIMATOPOB HAa CUHAINCHl LIEHTPaJbHOM
HEPBHON CUCTEMBI .

BiusiHue nukianueckux HyKJleOTI/II[OB Ha HeHTpaJH:Hle Hep-
BHYIO CUCTEMY .

XonuHapruyeckasi MPOBOAUMOCTD .

AnpeHspruyeckasi rnepeaaya

Hexotopble npyrue Menuatopsl.

CoeauHurebHAA TKAaHb .

CoenuHuTeIbHASI TKaHb.

CTpyKTypa KoOJUIareHa.

O6pa3oBaHue M CTPOCHHUE KOJIJIATeHOBBIX (1)1/16p1/1}111
CTpyKTypa 3JIaCTHHA . .
CoctaB M CTPYKTypa KHCIBIX MyKonoanaxameOB.
CTpyKTypa MOHOMEPHOIO TMPOTEOTIMKaHA .

MorsexynsipHasi opraHu3alusi MPOTEOrIMKAHOB B xpﬂmeson
TKaHU

BnusiHMe ruanypoHOBOW KMCJIOTbI Ha OOpa3oBaHHE BBICO-
KOOPraHMW30BaHHBIX CTPYKTYD

BuocuHTe3 caxapuaoB-NpenlieCTBEHHUKOB IMPOTEOrJIMKAHOB
BuocuHTe3 TPOTEOrIMKAaHOB

BuocunTes KoJutareHa

®epMeHTaTUBHOE paclIeIUIeHUe BLICOKOMOJIeKmeprIX KOM-
MOHEHTOB COEIMHUTEJBLHON TKaHU

KocTHbiit  Matepuan

VYcnoBusi MUHepaliu3aluuu

Bonxa u woHbI.

Pacnipenenenue Bombl B OpraHu3Me

WoHHBI cocTaB XHMIKOCTEW Tena

PaBHoBecue JloHHaHa

Krnerka xak ocmomeTp

JIBUKeHue BOABI MEXIy BHYTPU- M BHEKIETOYHBIM npo-
CTPaHCTBAMU . o o
CyTOYHBI prr0060p0T BOIbI M D3JIEKTPOJUTOB B Teje
yesloBeKa

DyHKIMA TOYKH (TIIOMepyIsipHasi GUIbTPaLIKsl)
MornexynsipHble MeXaHU3Mbl PabOTHI OTHEJNbHBIX YacTeil He-
¢poHa

MexaHusMbl peabcopObumu Boabl M Na' B KJIeTKax IpOK-
CHMAaJIbHBIX KaHaJIbLIEB o
Peabcopbuusi OukapboHata u TpchnopT H B KJIETKax
MPOKCUMaJIbHOTO KaHaJblla

Mexanu3sm oOMeHa B KJETKaX OUCTAJIBHOTO KaHajblia .
CucteMa MPOTUBOTOYHOTO YMHOXEHMS

OCMOJISIIBHOCTh TIEPBUYHON MOYU .

CBs3b TpaHCIIOPTa BOOBI U MOYEBUHBI .
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XVIII. Kuc/ioTHO-OCHOBHO# 0a/Lu1aHCc M OOMEH ra3oB

XIX.

Boszmyx . .

AJIbBEOJISIDHBIE Ta3bl .

CoOOTHOIIIEHUE MEXIy conepmaﬂneM CO B Bo3uyxe U XM~
KOCTSIX .

Kap6oaﬂrympa3a . .

Ces3p pH ¢ 6I/IKap6OHaTHOI/I CHCTEMOI KPOBU

CO, B 3aKpbITOM M OTKDPBITOM CHCTEMax

OCHOBHOE YpaBHCHHUE IICCOLMALII IS 6I/IKap6OHaTHOrO u
HeOMKapOOHATHBIX O0y(epoB KpoBU

OcHOBHbIe OydepHble CHCTEMbI KPOBU

Bnusanue Oydepubix cucreM Ha pH Kposu

BzauMocBs3b Oy(epHBIX CHUCTEM KpPOBH .

[Tyt nepenoca CO, KpoOBbIO.

IIpespaieHus reMomon{a npu nepeﬂoce chnopozla .
KpuBasi HacblllleHUs] TeMOTJIO0MHA . o o
WsmeHeHus1 KoHdoOpMalMyd MOJEKYJIbl TeMOIJo0MHAa IIpu
cBsaspiBaHuu O,. .

Iporecc mepeHoca Kucnopona B KpOBl/l

HapyiieHust KHMCIOTHO-OCHOBHOTO —OajiaHca opraHmMa u
MX KOPPEKLUS U KOMIIEHC ALV

bBuoxuMmusi HMMMYHHOH CHCTEMBbI .

HckyccTBeHHbIE aHTUTEHBI

IIpuponHble aHTUTEHBI .

Yyxue aHTUTEHBI .

WaeHTUYHOCTh aHTUTET W MMMyHorno6meHOB
Xumuuyeckasi CTpYKTypa MMMYHOTJIOOYJIMHOB.

O6pa3oBaHe WMMYHOTJIOOYJIMHOB . .
BzaumopeiicTBue aHTUIEHA C AHTUTEJIOM .

IpeuunuTanust ¥ arrIlOTUHALIMAS o .
KonuuecTBeHHOE oOmMMcaHUe peaklUu aHTUTeHa C  aHTUTe-
JIOM . . .

KoMmrmieMeHT W TipornepAvHOBasi cucTeMa

IIpuHIMNbI  KOHTPOJIS MeTabo/m3Ma |

WHubopmanys, ee coaepXaHue M IEPeHOC .

CurHain.

Cucrtema . .

IMpumepsl cBsizeit Memy ZI.ByMH CUCTEMaMM .

KonTyp perynupoBaHusi (yrpaBieHusl).

Perynaropsl B OMOJIOTMYECKHX CHUCTEMaX .

IIpumepsl  peryiasiTopoB . .
CKOPOCTBIMMUTUPYIOLINE TPOLECCHI

WMunykuus v penpeccusi .

CpaBHEHME MeXaHHU3MOB perynsnmu o
KommapTmeHTanuysi  (MpOCTpaHCTBEHHOE — pasdesieHHe) - BaX-
HeWmmit (GakTop peryasanuu OUOJIOTMYECKUX CUCTEM
Perynsiimst  oOpaTUMBIX  METa0OJIMYECKUX ITPOLIECCOB
cAMP (3,5'-AMP).

MexaHu3M AEUCTBUSI TOPMOHOB.

VYBenuueHue MOTOKa WMHGOpMaLUU B pesyanaTe JIEeACTBUS
TOPMOHOB .

Hexkotopbie cokpamieHHble 0003HAYEHHS
COeMHEHWIA M €IMHHI, MCIOJb3yeMble
B KHHUTE .

Jlutepatypa
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VBAXKAEMBII YATATEJIb!

Baim 3ameyaHust o copepXaHUM KHUTH, ee odopmiie-
HUU, Ka4yecTBe INepeBofa U Apyrue MpocMM IPUChLUIATh

1o ampecy:

129820, Mocksa, M-110, I'CI1, 1-i1 Pukckuii niep., a. 2,
U31aTeNbCTBO  «Mup».

SI. Mycun, Oabra HosakoBa, K. Kynu

COBPEMEHHAS BUOXHUMUA B CXEMAX

Hayunbie penakropsl T.T. Opnosckas, T.H. IToukaesa
M. HayuHblii pen. .. 3emisueBa

XynoxHuk E.N. Boikon

XynoxectBeHHbI penaktop M.H. Ky3pMuHa
Texunueckuii pemakrop E.C. [ToranenkoBa
Koppekrop A.®D. PribanbueHKO

Hb Ne 3931

Cmano B Ha6op 06.07.83.

IMTonmucano x meyaru 28.10.83.

dopmat 84 x 108 1/16.

Bymara odcerHas Ne 1.

lapHutypa Taiimc. [leyath odcerHast.

O6beM 6,75 6ym. J1. Y. med. 1. 22,68. Yci.kp.-otr. 45,81.
Yu.-uznan 2590. Uzn. Ne 3/2905.

Tupax 25000 3k3. 3ak. 547. Llena 2 p. 20 xom.

U3JATEJIBCTBO «MUP»
Mocksa, 1-it Pukckuii niep., 2.

Moxatickuii moaurpagxomouHaTt Coro3noaurpapnpo-
ma nipu T'ocymapcrBeHHoM komutere CCCP mo nmemam
MU3IATENbCTB, TMoaurpaduM W KHUXHOM TOPTOBIIH,
r. Moxaiick, yia. Mupa, 93.



